OAPMAKOTEPAIIEBTUYHO
PBKOBOJICTBO 3A JIEUHEHUWE HA
['TACTPOEHTEPOJIOIT MYHUTE
3ABOJIABAHUA



["actpoenTeponornunute 3abonsiBanus (M3BbH Heorutazmute Ha ['UT) karo msmo ca
COIIMAIHO 3HAYUMHU 3a00JIIBaHUs. AHraxupaT HaceJIeHHETO B PaboTOCmocoOHa BB3pacT,
CBBbp3aHU Ca C HAMAJICHO KAauyeCTBO Ha XXHMBOTA, CEPHO3HA 3a00JI€BAaEMOCT, YCIOXHEHUS U
noBuilieHa cMbpTHOCT. [lo manHu Ha HanuonanHug UEHTbp MO OOIIECTBEHO 37paBe U
aHAJIM3H, TaCTPOCHTEPOJOTUYHHUTE 3a00JIIBaHUS 3a€MaT YETBHPTO MSCTO KaTO MPUYHMHA 32
cMBpT y Hac 3a nepuojga ot 2000 r 1o 2014 r. karo mnpe3 2014 r yecroTrara Ha CMbPTHUTE
Clly 4aW ce M3paBHsABAa C Ta3u Ha 3abonaBaHusATa Ha Oemust 1po0. [omsima dwact ot
3a00/IABaHMSTa HAa XpaHOCMUWJIATEIHATa CUCTeMa BOAST 1O JUCIUIA3HWsl U Pa3BUTHE Ha
KapuuHoM. IlpodunakTikaTa U JICYEHHETO UM 3a€Ma BaXHO MSCTO B 3[paBHUTE CHCTEMH Ha
cTpanuTe oT EBpona v BCHUKM OCTaHAJU CTPaHU 110 CBETA.

dapmakoTepaneBTUYHUTE PBKOBOJACTBA 32 JICUCHHE BKJIIOYBAT HAKOM  OT
racTpOCHTEPOJOTHYHUTE  3a00sIBaHUS, MpPEeIMMHO  TE€3W, M3UCKBAIIM MPEAUMHO
¢dapmakonornyHo Jsedenue. M3paboreHn ca Bb3 OCHOBa Ha YTBbpAeHUTe HanumonamHu
npernopbku (KOHCEHCYCH) 3a JMarHo3a, JICYCHHe W TPOCie/sBaHe Ha Te3W 3a00JIsABaHHs Ha
BparapckoTo py)XecTBO MO TacTPOCHTEPOJIOTHS, TacTPOMHTECTUHAHA EHIOCKONUS U
abnomuHanHa exorpadus, bbirapcaka aconuanus 3a W3y4aBaHe Ha 4YEpHUS Jpo0 U
bwirapckara acoruanus 3a Bb3nanuTeaHu upeBHU 3ab0osBanus (2010 - 2015 r.). Kakro Te,
Taka ¥ (apMaKoTepaneBTUYHUTE PHKOBOJCTBA 3a JICUEHUE HA TacCTPOCHTEPOJOTUUHHTE
3abonsiBaHus ce Oasupar Ha EBponeiickure mpenopbku (KOHCEHCYCH) M PBKOBOJCTBA B
obrnactra Ha ractpoenrtepoiorusita. CwvBmectumu ca ¢ NICE, dbpenckure, xonanackure u
TepMaHCKH PHKOBOJICTBA.

YTBbpACHUTE OBJIrapcKH MPENOPbKH (KOHCEHCYCH) 3a JUArHOCTHKA WM JICUCHHUE Ha
racTPOCHTEPOJIOTMYHUTE 3a00JIIBaHUSI Ca OCHOBA HA aJNTOPUTMHUTE 3a JWArHOCTHKATa H
Jie4eHrneTo B OonHUYHATa U JoOooaHuuHaTa nomoil Ha H30K.

[Mpunarat ce cneguurte (papmMako-TEpaneBTUYHH PBKOBOJICTBA, CHABPKAIIU HH(MOPMAIHS
OTHOCHO O0IllaTa XapaKTepUCTHKaTa Ha 3a00JsIBaHUATA, OOIIM KPUTEPUUTE 3a MOCTABSIHE Ha
JMarHO3a U JIEKapCTBEHA Teparus
1. Tacrpoeszodareanna pedykcHa 6o1ect
2. SI3Bena Gorect
3. Jlmarnoctuka u neyenue Ha uHdekuusara ¢ Helicobacter pylori
4. OcTpu KPHBOHU3JIUBH OT TOPHUS TACTPOUHTECTHHAIICH TPAKT
5. XpoHWYHHU BB3MAIUTETHH 3a00nsaBaHus Ha 4epBoTo — bornect Ha Kpon u ynueposex
KOJIUT
XpOHUYEH MaHKpeaT ¥ €K30KPHUHHA MaHKeacHa HeI0CTaThYHOCT
XpOoHUYHH 3a00JIIBaHUS HA YePHUS JPO0 — 00II1a XapaKTepUCTUKA
8. XpOoHHYHU BUPYCHU XEMATUTH
- XpoHuueH xenatut B
- XponuueH xenaTut /|
- Xponwuuen xenatut C
9. TokcuueH xenmaTuT
- MenaukamMeHTO3€eH XenaTUT
- AnkoxoJiHa 4YepHOApOOHA O0JIECT
10. HeankoxonHa cTeato3Ha 6oject
11. ABTroumyHHHU 3a00JIIBaHUS

- ABTOMMYHEH XeNaTuT

- IIppBuuna OummapHa 1Mpo3a (IbPBUYCH OMIMAPEH XOJAHTHT)

- IIppBHUYEH CKIEPO3UPAIL XOTAHTUT

- BapuanTHU CHUHAPOMH Ha aBTOMMYHHUTE Y€PHOAPOOHU OoJIeCTH
12. T'enetnunu G6oecTy HA YESPHHUS IPOO

- bonect Ha YuiceH

- HMpeonatnyna xeMoxpomaTo3a
13. YepHoapoOHa 1iupo3a — yCI0KHEHUS

- Tlopramna XumepToHUS — BapHIM HA XPAHONPOBOJA M CTOMaxa, XHUIEPTCH3MBHA
racTpomnarus
- Acnur, pedpakTepeH acIuT, CIOHTaHEeH OaKTepuaaeH NEPUTOHUT
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- XemnaropeHaJIeH CHHIPOM
- YepHoapobOna / mopTanHa eHuedaionaTus
14. Tloppupunu
15. MyKoBHUCITH/103a - TACTPOCHTEPOJIOTHIHH aCTICKTH

3abenexka:

JleuenueTo c HepaspeuleHH 3a ynoTrpeda JIeKapCTBEHUM TMPOAYKTH C€ H3BBPIIBA IPHU
yCIOBUSITA | 10 pef, onpenenenu ¢ Hapenba Ne 10 ot 17 moemspu 2011 r. 3a ycnoBusara u
pena 3a JiedeHHe C HepaspelleHu 3a ynoTpeba B PemyOnuka bbirapus nexapcTBeHU
IIPOJAYKTH, KAKTO U 3a yCJIOBHUSATA U PEAA 3a BKJIIOYBAHE, IPOMEHU, U3KIOYBAHE U JOCTAaBKa
Ha JICKApCTBEHU MPOAYKTH OT CIHUCHKa MO 4i. 266a, an. 2 oT 3akoHa 3a JIEKapCTBEHUTE
MPOAYKTH B XyMaHHata meaununa (o0H. JIB 6p.95 ot 2.12. 2011r., non. /IB 6p.24 ot 12.03.
2013r.) Ha MUHHCTBPA HA 37PaBEOINa3BaHETO.



I'ACTPOE3O®AT'EAJIHA PE®JIYKCHA BOJIECT (I'EPB)

I. O0ma xapakrepucTuka

Cnopen nedpunnnmsata ot Mounpeai, 2005 r. T'EPB e cbcTosiHMe, K0€TO HACTHIIBA MPH
pediykc Ha CTOMAIIHO CBHABPKUMO H MPUYUHSABA TPOOJIEMHU CHUMIITOMH, H/WIH
ycioxHeHuss. CTOMAIIHMAT COK IONaja HE caMO B XPaHOIIPOBOJA, HO M B yCTHaTa KyXHHa
(BKJI. MapuHKCca) U 6enuTe 1poOoBe.

OcHoBHuAT naroreHetnyeH mexanusbM npu 'EPDB e u3naranero Ha xpaHnonpoBoiHaTa
JUTaBHIIA HA BH3JICHCTBUETO HA CTOMAIITHO ChABPKUMO. KrcenmHaTra u mencuHbpT orciaadBar
MEXIYKJIETbUHUTE BPB3KH, PA3MIMUPABAT MEKIYKIEThUHUTE MPOCTPAHCTBA U MPOHUKBAT B
nbi0ounHa. KOHTakThT MM ¢ HEPBHHTE OKOHYAHHUsS MPEIU3BHKBAa Ooiika (Heepo3WBHA
pedaykcna 6onect - HEPD) . 3Hauenne uma u noBuiieHaTa 4yBCTBUTEIIHOCT Ha JIMTaBUIIATa
Ha XpaHOIPOBOJA. YBPEKJAHETO HA JUTABUIATA Bb3HUKBA KOTaTO 3aUUTHUTE U MEXaHU3MHU
ca yBpeneHu uiau npeogosienn. OcodbeHo mscto B marorene3ara Ha ['EPB 3aema xmaTtychHara
xepHus. Bb3HUKHANUTE YBpEXKIaHUS MOXKE J1a Ca caMO Ha MHUKPOCKOIICKO HHMBO, WM Ja
JOBEAAT /10 €pUTEM, OTOK, €pO3HH WIH SI3BH, €BEHTYAJIHO HAa CTPUKTYPU OT pa3pacTBAHE Ha
¢ubpo3Ha THKaH, MeTalIa3usl W JHCIUIa3Ms Ha JIMTaBHIIaTa C TMOCJeIBalla IosBa Ha
azieHoKkapIHoM Ha xpaHorpoBoga. HEPb u nekure crenenu Ha pedurykc-e3odaruta He
Iporpecupar CbILECTBEHO IpU HaONIoAeHHEe B MNpoabkeHue Ha 10 roamHu, KOETo
npeanonara paznuuus B eBomouudra. Ot gpyra crpana PEI'B ce cBbp3Ba ¢ baperoBus
XPaHOIIPOBOJ M PHUCK OT IM0SBA HAa aJICHOKAPLIMHOM Ha XpaHorpoBojaa. CUMITOMHUTE
pSA3KO BJOIIABAT CEPUO3HO KauecTBOTO Ha xuBota, ['EPB e mnpusnara 3a couumanHo
3HauuMo 3abossiBaHe. Tst e Haii-uectata Oosiect Ha XpaHompoBojma - 15% mo 60% ot
BB3PACTHOTO HACEJICHHE 10 CBEeTa ChOOIaBa 3a TUMUYHU pedIyKCHU cuMnToMu. YecrtoraTta
Ha TE3W CHUMITOMU B Pa3BUTHTE CTPAaHM HENPEKbCHATO HapacTBa. JlumcBar ToOYHU
eMUIEMUOJIOTMYHU JaHHU Mopaau (akTa, ue rojsmMa 4acT OT Xopara CTpajaly OT CUMIITOMHU
Ha 'EPDB He Thpcar nekapcka nomoii. 3acsara eIHaKBO YECTO MbKE U )KEHH, HO IIPU MBIKETE €
Mmo-rojisiMa 4YecroTaTa Ha pas3BuThe Ha e3odarut (2-3:1) m baperoB xpanompoosm (10:1).
Yecrorara Ha 'EPb y Hac e Heu3BecTHa, HO KIMHUYHUTE HAOIIOJAEHMSI HACcOUYBAT, Y€ €
Bucoka. [lo nanau va HIIO3A Opost Ha xocnuranusupanute ciydau ¢ ['EPB /e3odarur ca
5311 3a 2012 r. u 5615 cayyas 3a 2013 r., u cborBeTHO 73.3 M 77.3 ciydast Ha Bb3pacT 18 u
noBede roanun/100000 Hacenenue. XocnuTanu3upaHUTe MAMEHTH Ha BB3pacT 10 65 T. ca
60.6/100000 macenmenue 3a 2012 r. m 65.7/100000 mHacenenme 3a 2013 T., CHOTBETHO
2.6/100000 nacenenue u 2.4 /100000 HaceneHnue npu Bb3pacT Haj 65 T.

Kaacnduxanuns
Momnpeanckara kiaacupuxanusa va ['EPBb or 2005 r. mompasnenst 3a0oisiBaHETO Ha
cnequute 2 rpynu: ['EPB ¢ e3odareannu cunapomu u ¢ ekcrpaesodareasHu CHHAPOMHI

1.I'EPB ¢ e30¢pareajsHu CHHAPOMH

1.1. Cunopomu cvc cumnmomu 6e3 1U2AGUYHU NPOMEHU TIPU €HIO0CKOIICKO U3CIIeIBaHE

- Tunwnuen pednykceH cuaapom (Heepo3uBHa peduaykcHa 6oJiect - HEPB) u cunapom Ha
pedurykcHa rpbiHa 0oJka

1.2. Cunopomu c yspesricoane na Xpanonposooa

- Pedaykc-esoparur (PE) wiu eposuBHa pednykcHa 6onect (EPB) - xomOunamms ot
CUMITOMHU Ha peduiyKC U €pO3MBHU/A3BEHH MPOMEHH Ha JINTABUIIATa HA XPaHONPOBOJA;
CTPUKTYpa, bapeToB XpaHONpPOBOA 1 aIeHOKAPIIMTHOM Ha XpaHOIPOBOIa

2.TEPB c excrpae3opareaJJHu CHHAPOMH
2.1. C ookaszana eépv3xa

- Pednykcna xanummma, pedaykc JapuHTUT, pediaykcHa acTMa U pe(IyKCHH HapyIIeHUs
Ha 350HMS eMai
1.2.  C npeononazaema épv3xa



- ®apuHTUT, CHHY3UT, UAHONaTHYHa OenoapoOHa Gpulpo3a W peLuaAMBHPAILO Bb3MAJICHHUE
Ha CPEAHOTO YXO

1. uarxnosa

1. /{marno3a 6azMpaHa HAa THIHYHHUTE CHMIITOMH

I'EPB e cBbp3aHa ¢ NIMPOK CHEKTHP OT CUMIITOMH.

- Tunuunure cumnromu 3a ['EPB: mapema Gonka 3aj rpbaHaTa KOCT, 3amoyBaiia OT
enuractpuyma ¥ ortuBama g0 repioro (heartburn) u KucenuTe WIM TOPYHBU
peryprutanuu. OruiakBaHHUsATa ca Hali-4€CTU CKOPO CJIE/l HaXpaHBAHE WJIM Ha IJ1a/HO, HO
MOraT Ja Bb3HMKHAT U HoweM. Boasat no HapyweHus B cbHs. YecroTara u TexecTTa Ha
CUMIITOMHUTE HE KOPEIUpa C JIMFABUYHUTE IPOMEHU 10 JINTaBUIaTa Ha XPaHOIIPOBOa, HO
aHaMHe3aTa 3a JIBJITOTOJMIIHM OIUIAKBAHMSA € CBbpP3aHA C IO-TOJsMa BEPOATHOCT 3a
baperoB xpaHOIIPOBOL..

- PednykcHata unm HekapauanHa rpbAHa OojKka MoOKe Ja ObAe BOAEL] CHMIITOM.
3abIKATEIHO M3UCKBA M3KIIOYBAHE HAa CHPJACYHO WIM Jpyro 3abojsBaHe, 3a Ja ce
IIpMEME KaTO CBBp3aHa C XPaHONpoBOAAa. Jlpyrn HEeTHMINHMYHHM CHMIITOMH Ca TrajicHE U
OpUIBaHE.

- Haii-yecTure HeTHNHMYHH eKcTpae3odareaJlHd CHMITOMHM Ca XpOHUYHATa KalUINLA,
Jpe3raB IJ1ac ¥ XpOHUYHUST JAPUHTUT, HO BKITIOYBAT OIIE acTMa, 0etoIpoOHa acTiupanus,
peuuauBUpaIiy 6e10JpoOHN Bb3MAJICHUS, allHes; HapylleH 3b0eH eMailll, MpOMEHHU IO
€3MKa; XpOHWYEH (apuHIUT; BHE3allHA CbhpJ€YHA CMBPT (IJIABHO B paHHa JETCKa
BB3pacT) u napyru. [lpumemar ce kato cBbp3anu ¢ ['EPb cien uskmiouBaHe Ha Apyru
BB3MOXHH IPUYMHU OT ChOTBETHUTE OPTaHU U CUCTEMHU.

- ucdarus, onuHodarus, noBpblllaHe, KbpBeHe (KeIs304ehUIIMTHA aHEMUs, XeMaTeMes3a
W/ MeJieHa), HeoOsCHMMa 3aryba Ha Terjio WM CWiIHa OoJika B ropHaTta KOpEeMHA
II0JIOBMHA C€ MPUEMAT 34 ,,aTapMHPAIM CHMITOMH” — IIPEICKA3BaT TEXKO NIPOTUYAHE,
YCIJI0’)KHEHA 00JIECT I paK.

JAnarnozara 'EPB ce npuema npu HajIM4Yue HA THIIMYHU CUMIITOMH, KOUTO BB3HHUKBAT
ABA WJIH NOBe4Ye IIbTH CeAMUYHO, NMOBTAPSAINM Ce WM NEPCUCTHPAIIM B NPOAbJIKEHHE
Haii-maiko Ha 3 Mmecena. MHuuaeHTHUTE pe(IyKCHH CHUMITOMHM HE cCa JOCTaThYHM 3a
muarnozata ['EPb.  Ilpm BB3pact Haa 45 r., ajapMupamy WIHM HPOXbJKHTETHH
CHMNTOMH HaJ 5 r (Mo-rojisiMa BEpOSTHOCT 3a bapeToB XpaHOIpPOBOJ) € HEOOXOIUMO
U3BbpUIBaHE HAa HUOPOracTpoIyoA€HOCKOMUSI.

2. Enpockoncka nuarno3a 'EPB ¢ niu 0e3 OMoINCHsI M XHCTOJIOTHYHO H3CJIe/IBAHE

l'opHara racTpouHTeCTHHAIHA €HAOCKONUS (€30¢)aroracTpoayoeHOCKONNsi) € OCHOBHUS

MeTOJ 3a Auarnosara (,,3matHust cranaapt) Ha ['EPB.

- JlokasBa wium OTXBBpiS e30(aruT (epo3uu, SA3BU), ONpelenst TeXecTTa |
pa3HpOCTpaH€HI/ICTO Ha JIUTABUYHHUTEC HpOMeHI/I nu yCTaHOBSIBa HAJINYUECTO HA yCJ'IO)KHeHI/ISI
u/unu nuadparManta xepHus. M3kirousa Apyryu NaTOJOTUYHU MTPOLIECH.

Enjockoncka 6uoncusi ¢ XHCTOJOTMYHO M3c/IeIBaHe OT e30(areanHa JuraBuia

- Hsama cpuiecTBeHO 3HaueHue npu pyTuHHarta auarHo3a Ha HEPDB u Heycnoxnenus
peduykc-e3o¢arut. B3umaneTo Ha GMOINICHM B CiIydyau ¢ THIUYHU CUMIITOMH Ha peduryKc
Y HOpMAaJIHA €HJOCKOIICKA HAX0JKa HE CE MPETNOPbYBa.

- Enpmockomnus ¢ MHOXECTBO HUPKYISAPHH OMONCHU Tpe3 HAKOJIKO CM Ha pa3iIMyHU HUBA U
MOCJICABAINO XHCTOJIOTMYHO H3CIEABaHE € II0Ka3aHO IIPH CbMHEHHE 3a bapetos
XPaHOMNPOBOJ, AUCIIIA3U ¥ paK Ha XpPaHOIPOBOJIA.

- XHUCTOJOTMYHO M3CJI€IBAHE HA €HJIOCKOIICKM IIOJIydeH OHMOIICMYeH MaTepuayl oT
XpaHOIIPOBOJIa TpsAOBa Ole Ja ce U3BBpPIIBA U NpPU ClIydyauTe Ha pedpakTepHHUTE Ha
Tepanusi ¢ UHXuUOMTOpU Ha mnporoHHara nomma (MIIII) ciydam 3a u3KIIOYBaHE Ha
€o3MHOMIEH e30(aruT WM €po3uBeH e30(aruT C BeposATHA Jpyra €TUOJOTHS —
MH(EKINO03Ha, TPAHYJIOMAaTO3Ha, aBTOUMYHHa.



Han 50% oT nmarnyieHTuTe ¢ TUIMMYHU CUMIITOMH Ha peIIyKe HIMAT crienupuyHa HaXxoaKa mpu

€HJJOCKOTICKOTO M3ClieiBaHe, u ce kiacuduimpar kato HEPD.

Onenka Ha TeskecTTa Ha peduiykc-e3odarura

Cnopen mexayHaponno ooOmonpuerata Los Angeles enmockoncka kiacupukamusi ot

1999 r. ce ompenenaT 4eTUpU CTETIEHH Ha TEKECT Ha peduiykc-e3odarura:

A. Enno wiu moBeye HapylleHUA™ Ha JUraBUYHaTa ISUIOCT C pa3Mep A0 SMM BBPXY €lIHa
JIOHTUTYJUHAIIHA JIMTABUYHA T'hHKA, 0€3 Ja 00XBalaT BbPXOBETE HA ChCEAHU JIUTaBUYHH
I'bHKHU

B. Eano wnm moBeye HapymieHUs™ Ha JMTaBUYHATA IUIOCT C pa3Mep HaJg SMM BBpPXY €aHA
JIOHTUTYJUHAIIHA TUTaBUYHA I'bHKA, 0e€3 Ja 00XBalllaT BbPXOBETE Ha ChCEIHU JIUTABHUHU
'bHKHU

C. Enno unum moBeye HapylleHUs™ Ha JTUTraBUYHATA ILSUIOCT, PA3NPOCTUPAILU CE MEXKIY IBE
WU TI0OBEYE JIOHTUTYJIWHAIHU JIMTaBUYHU T'bHKHU, HO 3aeMalld Io-Majko oT 75% ot
nupKyMmdepeHusaTa Ha XpaHOIIpoBOIa

D. Hapymenne/s* Ha TuraBudHaTA ISUIOCT, oOXBammanmo/u Hag 75% oT mupkyMepeHIusITa
Ha XpaHOIIPOBO/Ia

*Hapymienusta win 1eeKTH Ha JIMIraBUYHATA I[SUIOCT BKJIIOUBAT epo3uu U si38u LOS Angeles

KiIacupuKaluaTa HE BKJIIOYBA HAJIWYMETO HA CTPUKTypa Wid bapeTroB XpaHONpPOBOI.

VY cTaHOBABAaHETO UM CE€ OMTUCBA OT/ICIHO.

[To-cTapa, HO Bce ome H3MON3BaHa B bwirapusi € MomuduiupaHara KiacHpHUKAIMs Ha
Savary-Miller ot 1981 r., mpu KOATO Ce pa3rpaHUYaBar IeT CTEMEHH Ha TEKECT:
|. EnvHWYHYM WU H30JUPAHU HEKOHQITYUPAITU epO3UN
Il. MHoxecTBO KOH(IyUpaIly, HO HEHUPKYM(EPEHTHN epO3uu
I1l. upkymdepeHTHH €pO3UU
IV. XpoHu4yHHM 5€3UM: S3BU W/UIU CTPUKTYPH W/WIM KbC XpaHompoBod (¢pudpo3Hu
MIPOMEHHM ), CAMOCTOSITEIIHO MJIM B ChU€TaHUE C TPOMEHH OT 1 110 3 craguit
V. Hununapuden enuten Haj Z-TUHUATA - bapeToB XpaHOMPOOBO, CAMOCTOSITETHO WM
B ChUETaHUE C IPOMEHU OT 1 110 4 cTanuil.
IIpu engockorcko cbMHEHUE 32 bapeTroB XpaHompoBoj ce ompeaens HUpKyMpepeHTHaTa
(C) m makcumaiiaa (M) npipKMHA Ha bapeToBust CErMEHT B ¢cm CHpsSIMO TacTpo-e3odareaiHara
Bpb3Ka cniopen [Ipakkata kimacudukanys Wik Cce ONMUcBa KaTo ABIBI (>3¢cM) U Kbe (<3cM)
CerMEHT. XHUCTOJIOTUYHOTO M3CJICBAHE OTXBBPJS WM TMOTBHPXKIaBa TOBA CHMHEHHUE W
ompezens BUJAa HA MeTAIUIa3UATa - OT CTOMAalleH THUN WIM CHeNHaJIu3upaHa
HHTECTHHAJTHA MeTanja3us.
3a monmoOpsiBaHe Ha JAMAarHo3aTa Ha EHJOCKONCKM HEBUJIUMH Y4YacThIIM Ha MeTariasus,
JWCIIIa3usl WM paHEH aJCHOKAPIMHOM C€ TPENopbhYBaAT JOMBJIHUTEIHH EHIOCKOIICKH
TEXHHUKH, KaTO YBEIMUYUTEIHA XPOMOCHIOCKOIUS C p-p Ha OllETHA KUCEJIHWHA, eNEeKTPOHHA
xpomoengockonusi ¢ NBl u npyru meroau ¢ meneHaco4eHn OMOTICHH.

3. Jpyru A0mbJIHUTETHH AUATHOCTHYHH METOAN

3.1.KonTpacTHa peHTreHorpagusaTa c 6apuena Kaiia UM BOIHOPA3TBOPUM KOHTPACT

- MHoro Hucka yyBcTBUTENHOCT U cnenuduunocT 3a I'EPB - He Tps6Ba na ce usnosnssa
KaTO OCHOBEH JINarHOCTUYEH METOJ

- JlaBa ponbiHuTenHa WHGOpMalMs NpPU XHATadHAa XEPHUS U CTPUKTYpH, IOHSIKOra
noJie3Ha 3a JudepeHnraiHara Juarno3a

3.2 ODyHKIMOHAJHH U3CJIeIBAHUSA

- 24-yacoBa pH-meTpusi ompeneis dYecTtorata W TEKECTTa Ha Pe(IyKCHUTE CIH30]IH,
cpeanoto pH B XpaHOnpoBOojga | Bpb3KaTa CbC CUMITOMUTE; IPOLIEHT OT BpEME, IPE3
koeto pH B xpanompoBoaa € noa 4, € Hal-BaXHUAT KPUTEPUN 3a pasrpaHHYaBaHE Ha
naTojiorudeH ot ¢usnonoruded peduykc. [lokazana e mpu aTUNUYHU WK PE3UCTEHTHU
Ha JICYEHHWE CHUMIITOMHU; HESICHU CHUMIITOMHU INPU HETAaTHBHA €HJOCKOIMS; MPEIU U CIEN
aHTHpedIyKCHA OTepallvs U MepCUCTUPaHEe Ha OTUIAKBAHUSATA.



-  Hmnenancuo pH monnTopupane (MHOTOKaHaJeH UHTPAIYMEHEH UMIIEJJAHC) — CPEACTBO
3a J0Ka3BaHE KaKTO Ha KHCEJTMHEH, Taka M Ha ajJKajleH pediyKc - oJe3eH 3a MpeoleHKa
Ha JIeYeHHE

- E3odareasnara maHomerpusi — HsIMa camocTtositenHo 3HadueHue npu ['EPB; B
koMOuHarws ¢ 24-yacoBa pH MeTpust - pa3kpuBa Bpb3KaTa MEKIy MOTHIUTETA HA

- nosHuA e3o(areaneH cHUHKTEp HA XPAHONIPOBOJA U peIyKCHUTE €MU30/U , U3I10JI3Ba CE
MPEAUMHO IPEJ- U CIEN0NEPATUBHO.

Il.  Jleuenme

IeauTe Ha neuenuero Ha I' EPB BkitouBar:

- OBnagsBaHe Ha CUMIITOMUTE (CHMMIITOMAaTUYHA PEMUCHs) WU TMOHE JI0 CTENEH T€ J1a HE
HapyliaBaT KauecTBOTO Ha KUBOT Ha OOJIHUSA

- OsnpaBsiBaHe Ha JIMTABUYHUTE TPOMEHHU Ha XPaHONPOBOA ( €HIOCKOIICKA PEMUCHS )

- IIpenmasBane OT yClOKHEHUSA

- Tlogabpkane Ha peMucus (mpeana3BaHe OT PELUIUBU)

- Hopmanusupane kauecTBOTO Ha KHUBOTA

Jleuennero Ha 'EPB BkitouBa o0y Mepku, ¢hapMakoIOTHIHO, EHJOCKOIICKO M XUPYPTHYHO

nedeHue. GapMaKOJIOTUYHO JICYEHUE OCTaBa OCHOBHO.

1. O0mm Mepku

[IpemoppuBa ce oTciiabBaHe HA TETJIO MPH HATHOPMEHO TETJIO/3aTIIBCTSBAHE; YeCTO, OAaBHO U

CIOKOWHO XpaHEHEe Ha MapKH MOPLUU XpaHa, IPUEM Ha XpaHa MOHE JBa 4aca Mpeau JIATaHE;

MOBJIMTaHE HAa FOPHATA YacT Ha TSUIOTO MPHU ChH; M30SrBaHE Ha CTATaIIO Kopema OOJIEKIIO U

MPOIBIDKUTEIHO HABEJCHO IIOJIOKEHHWE Ha TSAIOTO; OrpaHHYaBaHe Ha Jpa3HElIuTe

XPaAHOIPOBOJIa XPaHHU U CHJIHM TMOIIPABKU, HAP. Ta3UpPaHU HAMMUTKHU, IATPYCOBHU TUIOJOBE U

COKOBe, TypIIHs, IIOKOJa, Kade, CUIHU MOANPABKU U JIp.

Hsamar curypno goxasan tepaneBTu4eH e(eKT

2. dapMakoJIOTHYHA Tepanus

BxmrouBa Tpu erama: I'bpBOHAYaJHO — HWHAYLHUPALIO OBJaJsSBaHE Ha CUMITOMUTE U

O3/lpaBsABaHE Ha JIMTaBUIaTa; MPH MOCTUTaHE HA TE3M IENU - MOAIBPXKAIIO JICUCHUE; U

JICYEHUE Ha pEeLUAUBUTE.

2.1. Huxubutopure Ha mnporonHara mommna (MIIII) - omeprazole, esomeprazole,
lansoprazole, pantoprazole u rabeprazole npuern mnepopajHo ca OCHOBHOTO
cpeactso 3a seyenue Ha 'EPDB.

- Ilo-no6bp edekT Mo OTHOIIEHHWE Ha KOHTPOJIa Ha CUMITOMHUTE, O3/paBsIBAaHETO Ha
nuraBuuHuTe Hapymenus (80-85%), ckopocTTa Ha 037paBsiBaHe Ha JUTAaBUYHUTE
HapylIeHUs, YeCcToTaTa Ha peJiarncuTe M MOAIBbPKAHETO Ha MO-BHCOKO cpenHo pH B
XpaHOMPOBOJIa B cpaBHEeHHE ¢ H2-00KepuTe U MPOKUHETUIIUTE.

- Tlo-3Haunmo oOiekuaBaHEe Ha CHUMIITOMUTE NpU Hanmu4ue Ha pediykc-e3oparutr — 70-
80%, otkonkoro npu HEPB — 50-60%.

- Edext npu excrpae3odareasHute nIposiBy.

- Hamanen puck or pa3BuTHE Ha JuCIUIa3us Npu npoabipkureneH npuem Ha MW npwu
baperoB xpaHonpoBo.

EdexTuBHocTTa Ha omeprazole, esomeprazole, lansoprazole, pantoprazole u rabeprazole mo

OTHOILIEHUE HA 03/IpAaBSIBAHETO HA JIMTABUIIATA U KOHTPOJIA HA CUMIITOMUTE € CXOAHO, TOPaau

KOETO JICUEHUETO MOXKE J]a C€ MIPOBE/IE C BCEKHU €/IUH OT THX.

UIIIT ce mpuemat opainHo cytpuH, 30-60 MUH Tpeau XpaHeHe MpH exHokpareH mpuem u 30

MUH TIPEIr 3aKyCKa W BeYepsl - MPH IBYKPATHO JO3UpaHe. AHTHUCEKPETOPHUIT UM e(]exT

HaMaJisiBa Mpy MpUEM IPeIu JsiraHe WK cliel] XpaHeHe (HeaKTUBUPAHU MPOTOHHUTE ITOMIIH).

TepaneBTH4YeH aNrOpuTHM

Ilpu neenmoocxkonupanu 6orHu (OuacHoza OA3UPAHA HA CUMRMOMUME), HEPBP,
pegaykc-ezogpacum I u Il cmenen — NHPBOHAYAJHOTO JieYeHHe BKIIOYBA IbJIHA
(cranmaptHa) no3a UIII npuera nepopanHo exHokpatHo cyrpun (20 mg 3a omeprazole,
20-40 mg 3a esomeprazole, 40 mg pantoprazole; 30 mg 3a lansoprazole; 20 mg 3a
rabeprazole) 3a 4-8 cenmuru.



ITpu I'EPB, ouacnocmuyupana na 6a3a Ha cumnmomume W HENIBIHO IOBJIUSBAaHE
Ha CHMITOMHTE B Kpas Ha 4 ceAMuIla ce IpernopbyHa EHIOCKOINCKO wu3cienBaHe. Ilo-
HATATBIIHOTO JICYEHUE € B 3aBUCHMOCT OT €H/I0CKOIICKAaTa HaXO0/IKa.

HEPK — IIvpBonauaino jgeyenue - UIITI crannapTaa no3a 3a 4-8

1.Jlunca na cumnmomu - | 1.Ilepcucmupane na oniaxkeanuama —
Tepanusita Moxke na ce | geuenue ¢ UIIII xo 12 cenmuum
MpeKpaTu

2.Ilepcucmupane na onnakeéauus 6 kpas Ha 3 mecey — IPEOLIEHKA
Ha JUar"Ho3ara u Tepanusra

Kopeknust Ha aHTHCEKpeTOpHaTa Tepanus - CTAaHJApPTHA /1032
HNIIII cyTpuH U Beyep

HomabpxamoTo JeyeHue - ¢ MoJOBHHATA OT HavyaaHara no3a UIII cyrpun uinm camo
,»TIPH HYKAA“, a aK0o Ta3u MO-HUCKA 71032 HE ce MmoHacs 100pe — ¢ mbJHa jxo03a U

Jleuenuero ,,ipu Hyxnaa“ (on demand therapy) e mokaszano rnaBHo npu HEPB u
o31paBsul manueHT. [Ipu TO3W TUN JeYeHWE MAlMEHTHUTE MOraT Ja CIUpaT JCYCHUETO IO
BpeM€ Ha pEMHCHHUTE M Jla TNpUEMAT JIEKApCTBEHUTE NPOAYKTH, KOraro CHMITOMHUTE
peumauBupar. IlogxonsT ,,ipu HyXJa™ MOKa3Ba €PEKTUBHOCT IO OTHOLIEHHE KOHTPOJIA Ha
CUMIITOMHTE W YECTOTaTa Ha PENIaliCUTE KaTo NPU NPOABIDKUTEICH WM WHTEPMHUTEHTCH
IpueM, TIpH M0-100bp KOMIUIAHBHC OT CTpaHa Ha MallUeHTHUTE.

Pegrykc-ezopazum (LA A-B, SM I-11) - IIbpBonayaino Jedenue - UIII crangapraa
103a 3a 8 ceaMuUIU

EHnockoncku KOHTPOJI B Kpast Ha iepruoja (Ha 2-TH Mecell) - 10 MOKa3aHHUs

Hobwvp konmpon na xkaunuynama | Jlunca Ha 006vp KOHMPONL HA CUMRMOMUmMEe WIH JIUNCA
cumMnmomamuka - MPOIbIKABA C | HA  3a0080o1umener  egpekm  om  KOHMPOIHAMA
MOABPIKAIIO JICUCHHE eHOoCcKoNusl

— tepaneBTuuHUAT Kypc ¢ UIIII ce mpoawiaxasa, a
Jl03aTa ce€ ONTHMHU3HUPA, KaTO MOXKE J1a CE YBEIHWYHU 110
makcumym 160 mg/24.

IHoaabpxkamoTo JieyeHue - ¢ NoJI0BHHATA OT HavyaaHaTa no03a UIIII, exHokpaTeH npuem
HMIIII; psinko e BB3MOXKHO caMo ,,IPH HY KA. AKO Ta3M MO-HUCKA J103a HE ce IIoHacs 1o0pe
— ¢ mbJHa no3a UIIII

Tescvk peghayxc-ezogpacum (LA C-D, SM 111-V) II'bpBoHaYaIHO JiedyeHHeE - IBOIHA /1032
HNIIII, pa3nesieHa Ha CyTPeIICH M BedyepeH npueM 3a §8-12 cexmunnm

Enpockoncknu KOHTPOJI- B Kpast Ha 3 MECCI]

Joo6vp KOHMPOI Ha KauHuynama | Jlunca Ha 000bp KOHMPON HA CUMNMOMUME
CUMNMOMAMUKA u 030passsame Ha | WM Junca Ha 3a00801umeneH egexm om
JucasuyHUmMe Hapyuwilenusi - TPOABIDKAaBA C | KOHMPOJIHAmMa eHOoCKONUs —
MMOIBPIKAIIO JICUECHUE TepaneBTHyHUAT Kypc ¢ HMIIT  ce

NPOABJAKABA, A 7103aTa CE ONTUMHU3UPA,BKIL.
BpbLIaHE KbM ABYKpaTHa ao3a MUIIII;

Hozara HWIIII moxe na ce yBeIU4d 10
MakcumyMm 160mr/24

OO6crxkaa ce U anTepHATUBHA TEPATHS

Hopabpxamoro Jjgedyenue - ¢ nogoBuHara or gosara MIIIL, nosema 10 JMraBuyHO
03]IpaBsiBaHE, KaTO MPOAbJKUTEJIEH WM MHTEPMUTEHTEH MPUeM.

Axo nonmxenata noza UIII ne e gocrarbuHa 3a ajgeKkBaTeH KOHTPOJ HA CUMITOMHUTE,
MOCTETIEHHO C€ TUTPUPA A0 IOCTUTaHE HA MUHUMAJIHO eexkTBHA n103a UITIT




I'EPB e perunuBupaiio 3abonsBane. Cies npekpaTsiBaHe Ha Tepanusra, pu okoio 2/3 ot
nanuenture ¢ HEPB ce waGmiomaBat pesiamcu B pamkutre Ha 6 Mecena, JOKaTo MpH
naruenture ¢ pedaykc-e3oparutr LA B-C To3u nponent e noutu 100%. Puckosu daxropu ¢
IIpeJCKa3Ballla CTOMHOCT 3a Bb3HUKBAHE Ha KIIMHUYEH peJiarc ca:

- Texxu MOTOpPHM HapylIeHHs U AuadparManHaTa XepHHs

- Texxu nuraBUYHU IPOMEHU IIPU SHJIOCIIONCKO U3CIIECABAHE

- OcraTbyHM KJIMHUYHU OIUTAKBaHMA W OaBHO O3[paBsiBAHE CIlEJ| aJIeKBATE€H KaTo

no3uposka Ha UIIII 1 npoabiKUTENHOCT Kype Ha JIeYeHHe

Yact ot mamuentute He pearupatr Ha Tepanus ¢ WIII, u ce kmacuduuumpar kato
pedppakrepun Ha tepanus ¢ UIII win HOH-pecnioHnepu. Jbjira mpoabIKUTEIHOCT Ha
3a00JISIBAHETO U 3aTI'CTABAHETO Ca JOIBJIHUTEIHN PUCKOBU (hakTOpH 332 Hee(hEKTUBHOCT Ha
tepanusara ¢ UIII. Hama obmonpuer KkoHCEeHCYC Mpu KakBH j03u u3non3sanu WIII, kaksa
IPOABJDKUTEIHOCT HA JICYEHHWETO, NPU KAKBA CTENEH HAa HEMOBJIMSIBAHE HAa CUMITOMUTE
(vacTHYHA WM I'bJIHA) AAJCH MALMEHT CclleBa Jja ce npueme 3a pedpaxrepen va NUIIII.
IloBenenuero BKIIIOYBA:

- OueHka Ha Hali-uecTuTe (aKTOPH, CBBP3aHU C HEIIbJIEH TEPAlIeBTUUYEH OTTOBOP: JIUIICA HA
CbTPYAHMYECTBO / HENPHUABbPKAHE KbM JICYCHHETO, HEMPABWICH NpUEM MU
He/0CTaThuHa J103a

- 3agb/DKUTENIEH €HJOCKOICKM KOHTPOJ - 3a OLIEHKa Ha JUHAMMKaTa Ha IPOMEHUTE Ha
JUraBuIaTa Ha XpPaHOIIPOBOJ

[IpeoleHka Ha CHUMITOMHTE - BB3MOXKHH eKcTpae3odareaqHu NPUYMHH, 32

OIJIAKBaHMITA; HEKMCEIMHEH pequIyKC; HOILIEH MPOOUB - 3ary0a Ha aHTUCEKPETOPHUs e(peKT

Ha WIIIT womem (“nocturnal gastric acid breakthrough” m “acid rebound” denomen) -

cnagane Ha pH B cromaxa nox 4 3a noseye ot 1 yac Ha ¢ona Ha UIIII 1Ba mbTH THEBHO)

[Ipu pedppaxrepuure Ha UIIII nanueHTH Bb3MOKHOCTUTE 33 TEPANIEBTUYHO [TOBEICHUE Ca:

- HHcTpykTHpaHe Ha MalMEeHTUTE 3a MPAaBUJICH IPUEM HA JIeKapcTBaTa

- IloBumaBaHe Ha J103aTa WIK NPOABIKUTETHOCTTA HA IPUEMAHUTE JIeKapCTBa

- CwmsHa Ha nekapctBeHMs: nponaykt c¢ apyr UIIID (matpymBar ce gokazartencrBa 3a
WHMBUIYaTHU PA3IH4us B €EKTUBHOCTTA Ha JI/ICHO JICKAPCTBO)

- JloGaBsiHe Ha H2-6510kep, MPOKMHETHK, aJITHHATH KbM CXEMaTa Ha JICYCHUE

- OcbxaaHe Ha aITEPHATUBHO JIEUYCHHE — €HAO0CKOIICKOO WIIM XUPYPTUYHO.

PenatuBHaTa e(pEeKTUBHOCT Ha AHTHUCEKPETOPHHUTE CXEMH Ha JICYEHHE €. BUCOKa /032
HIIII (160 mg) -2 x aueBHo no 80 mg + H2-6nokep npenu ssarane> UIIII 2 x qaesno > UIIII
cytpuH + H2-6nokep npenu nsrane > UIIIT eqHokpatHo nHeBHO > Bucoka no3za H2 6mokep>
H2 6nokep > aHTuanuau, aaruHaTy > Tepanus ,,ipu HyxJja”

poabikuteanoro gevyenue ¢ UIIII nsncksa:

- Uscnensane 3a Helicobacter pylori u iedenne npu no3uTUBEH pe3yiaTar

Crpannuynute edekTu oT nposexaaHero Ha Tepanusa ¢ UIIII, ocobeHo MpoabIKUTETHOTO

M3MCKBAa KOHTPOJ 3a TOSBAa HAa CTPaHWYHU €(QEKTH W CHOTBETHO HAa TOBAa IOBEICHUE, U

nedenue cropen KXII (namp. rmaBobonue, quapus, TUCHENCHS, TTOBUILEH PUCK OT MH(EKIUS

¢ Cl. difficile, ocTeonopo3a, MOBHIICH PHUCK OT MPUA0OHMTA B OOIIECTBOTO MHEBMOHHS U

JPYTH).

2.2. H2-610xepu

- Ranitidine — 150 mg cyrpun u Beuep win 300 mg Beuep (Clie MOCASAHOTO XpaHEHEe WK
MpeNu JsTane) JHeBHO 3a mepuon ot §8-12 cenmunu. [lo3ata Moxe aa Oble yBeTU4eHa Ha
150 mg 4 et AHEBHO 3a niepuoA A0 12 ceamuiu. OOuuaitnaTta nmorbpxaia go3a € 150
mg CyTpHUH H Beuep.

- Famotidine — 20 mg cytpuH u Bedep npeau chbH Wi 40 mg eTHOKPATHO B YaCOBETE
Mpeau ChbH, B poabkeHue Ha 10 -12 ceamuim

- Hmar orpannueno npusnoxxenue npu jgedenuero Ha ['EPB, camo B komOunanus ¢ UIIII.
JloGaBsineTo Ha H2-6mokep KbM cxemaTa KaTo €IHOKPATeH MpueM (Beuep Mpeau JisAraHe)
BOJIY JIO TI0-T00BP KOHTPOJ Ha HOIIHATE CUMIITOMH.

- Morar ga 6bAaT MpHUIATaHH U KaTO Tepamws ,,ipu Hyxkaa”



- Hsamar 3nauenue 3a nogoOpeHue Ha YECTOTaTa WM CTEIICHHA HA JIMTaBUYHO O3]paBsSBaHE
WIM 4YecToTara Ha peuuauBute. [Ipu 3HauUTENeH MPOLEHT OT MAIMeHTUTE Ce Pa3BUBa
taxupuiakcus kbM H2-O6mokepa 3a mepuon or 4-6 ceAMMLM Clle[ HA4YaJoTO Ha
MIPUIIOKEHUETO.

2.3.  AJUrMHATHM U AaHTHALMIHN

AJITHHATH:

e Harpues anmrunar/Harpues xuaporen kapbonart/Kamamues kapoonar - 250 mg/133,5
mg/80 mg TabsjeTku 3a IbBUCHE - MPH I0sSBa HA CUMOTOMHU 2-4 TaOJCTKH CIIe/
XpaHeHe U MPeaH ChH (10 YeTUPHU I'bTU JHEBHO), WU MPU HYXKA,;

e Harpues aarunar/HarpueB xuaporen kapoonat/Kamues kapoonar - 500 mg/10 ml +
267 mg/10 ml + 160 mg/10 ml nmepopanna cycnensust - 10-20 ml cien xpanene u
Ipea ChH WK NP HYXKAA;

e Harpues anrunar/HatpueB xuzaporen kapOonat/Kamumes kapOonar - Camera 500
mg/10 ml + 267 mg/10 ml + 160 mg/10 ml nepopayiHa cycneH3us - €IHO IO IBE
caiieTa cieJl XpaHeHe U IPeaH ChH WK IPU HYX/a.

AnruHatute o0pa3yBaT MexaHM4YHa Oapuepa cpemly ractpoezodareanHus peQuyke -

aHTupedaykcHa ‘“3amymranka’ ot anruHatoB ¢uiM. Ilogaspxkar pH > 4 B nuraBunarta Ha

XpaHonpoBoa. MUHMMaNHATa HEYTpaau3alus Ha CTOMAlIHATa KUCEIIMHHOCT € 0e3 PUCK OT

“rebound” u He HapymaBa mporeca Ha XpaHocMuIaHe. FIMaT OCHOBHA POJISt B MOBJIMSBAHETO

Ha T.H. TOCTIpaHAMAaJICH KUCEIHHEH “mKo0”’, KoHTo He ce mpomeHs oT mpuem Ha WUIIIL

PasmonokeH € B NMpOKCHMMajHaTa 4yacT Ha CTOMaxa, KbAETO ce HaTpymnBa HeOydepupana

cToManiHa kucenuHa. OOpa3yBa ce B paMKuTe Ha 15 MUH. U Tpae 70 2 4aca clefl XpaHeHe —

pe3epBoap 3a TOCTHpaHaualeH KucenuHeH pediayke. KomOuHupanusT mnpuem Ha
aNTUHAT+aHTHALU]l CKbCABA JUCTANHO MO3UIHUATA HA KHUCEMUHHUS “/DKOO” M CHOTBETHO

HUBOTO, Ha KoeTo ce npomeHst pH. Anrunaru ca nokazanu npu Jieka 10 ymepena ['EPB karo

MoHoTepanuss wiu koraro UIIIl ca mporuBomokazanu (Hamp. mpu OpemenHocT). Te ca

noMoInHo cpenactBo mpu Jiedenue ¢ UIIIT Oe3 na oxa3Bar BiMsHUE BBPXY OMOHATMYHOCTTA

UM nipu JiedeHue Ha pedpakrepHa ['EPB. [lokazanu ca o1ie npu NepCUCTUPAIIATE CHMITOMH

u B cirydail Ha “rebound” cnex mpexbeBane Ha Tepanusita ¢ UIII, kakTo 1 KaTo momabpikaria

Tepanus npu npekpatsaBane Ha neuenuero ¢ UIIIT nnu Huzxonsma tepanus (“step-down”).

Antuanuam: [Ipunarar ce uHuuaeHTHO npu cumiromu Ha I'EPB

24. TIIpoxkuHeTHUH

Domperidone — ot 10 mg g0 30 mg (1 g0 3 TabneTkn) THEBHO mpeau XxpaHene wiu ltopride

hydrochloride ot 50 mg no 150 mg (1 mo 3 TabneTku) qHEBHO Uiau 3 1o %2 Tabnerka(25 mg -

75 mg) nueBHO npenu saeHe. B komOunarws ¢ UITIT Moxke a foBenar a0 mo-100bp KOHTPOI

Ha CUMITOMHUTE NpPU YacT OT MauueHTuTe. [IoNOKUTENHUAT UM eeKT ce u3pas3siBa B

noBuiIaBaHe Ha HansraHeto Ha JIEC, ycunBaHe Ha XpaHONPOBOJHATA IMEPUCTAITHKA U

YCKOPEHO CTOMAIIIHO U3Ipa3BaHe.

2.5. GABA(B) aronucr

- Baclofen B no3a 5 mg 10 20 mg 3 netu aHeBHO PO e mokasan edexruBHOCT npu ['EPB,
ocooeno HEPH mnopaau HamansBaHe Ha TpaH3uTopHaTta penekcauus Ha J[EC u
peduyKCHUTE eMU30/lM; HaMallsiBaHe Ha MOCTIPaHIMWIAHUTEe KUCETUHHU U HEKHCEIMHHU
pedIIyKCHU enu30A1 U HOIHUTE peIyKCHU €MU30H.

- Ilpunara ce npu nmauuentu ¢ ['EPB, pedpaxtopuu Ha neuenune ¢ UIIIl B mMakcumanHu
703U ¥ ONTUMaJHa IPOABLKUTENHOCT. Bee omie HAMa HalNMYHU JaHHU OT MPOYYBaHMS 3a
IBIATOTpaitHuA eeKT OT NpUiIoKeHHeTo Ha baclofen.

2.6. Sucralfate

- Tloxa3aH e eAMHCTBEHO MpU OpPEMEHHHU KEHU ChC CUMITOMU Ha pedurykc. He e mokazan
e(eKTUBHOCT (CaMOCTOSITEIHO WJIM B KOMOMHALINA) IIPU JieueHre Ha pediykc-e30(parut.

3. AaTepHaTHBHM HAa ()APMAKOJOTHYHOTO JIedeHHEe METOIH

3.1.  Xupypru4yHoTo JieyeHue
- @OyHaomIMKanus - KIaCU4ecKa ,,0TBOPEHA" WIIH JIamapOoCKOICKa
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- Tlokazanus: mpu NaIMEHTH, NpPU KOUTO JbJIroTpaiiHara Tepanus c¢ WII e Ouna
Hee(exTHBHA, 0COOCHO TIpH MradparMaaHa XepHus Ui bapeToB XpaHompoBo/I

- Cnen BHMMaTenHO OOCHXKIaHE Ha TON3aTa M PHCKOBETE OT EBEHTYAIHA XUPYPrUYHA
WHTEPBEHIINS, U J1a CE CBIIOCTABAT C TEKECTTA HA KIIMHUYHATA CUMIITOMAaTHKA.

- Ilpu BcuukH MalMEeHTH OOCHKIAHM 332 XUPYPTUYHO JICUeHHE TPSOBa 3aIBJDKUTEITHO J1a ca
M3KJIIOUYEHU axaja3us W CKJIepoAepMa-moJoOHM NPOMEHHM Ha XPaHONpPOBOAA, IpU
BB3MOXXHOCT ¢ MaHoMmeTpus. [IpeoneparuBHo pH-MoHuUTOpHpaHe € 3aAbJDKUTEIHO MPU
nanuenty ¢ HEPB, npenieHenn kaTo nokasaHu 3a XUPYpPru4HO JICYEHHUE.

- Haii-no6pure pesynratu ot xupyprudnoro nedenne Ha 'EPB cnen 5 ronunu ca paBau Ha
Te3u oT jeyeHuero ¢ UIITIT

- He namansBa pucka 3a nosiea Ha bapeToB XpaHONPOBO/ MJIH aJIEHOKAPIIUHOM

3.2. EHI0CKONCKO aHTHPEe(IYKCHO JIeYeHue

- BkrouBar cpaBHUTETHO HOBM METOAM B 00JacTTa Ha AONHHUSA e30darealeH CHUHKTEP
(ckyepo3upane, €HJI0CKOIICKa CyTypa, BKI. CyTypUpaHe Ha e3odareanHa xepHus, Stretta
nporenypa, racTpoIInKaus, paguodpeKkBeHTHaA abianus), KouTo obave He ca TMOKa3alu
10-7100pu pe3yiTaTH OT (GapMaKOJOTHYHOTO WM XUPYPTUYHO JICUEHUE NPHU JIBITOCPOYHO
npocieasiBane, ocoOeHo mpu OonHM Oe3 XuaTajgHa XepHHs. BbIpeku, ye HamalsBa
npuema Ha UIIII, He ce moctura TpaiiHO MPOXBIDKUTEIHO IpPEKpaTsIBaHEe Ha MpHEeMa Ha
NIl 3a kynupaHe Ha peQuyCHUTE CUMIOTMU. 3a II0-HOBUTE TEXHUKA (Harp.
TpaHcopayiHaTa Oe3uHImM3Ha GpyHaominkanus, LINX pediaykcen npbscTen), Bce olie HsIMa
JIOCTAaTHYHO MPOIBIDKUTEIHU TaHHH 32 OIICHKA Ha €()eKTUBHOCTTA UM.

- EnpmockornckoTo jeyeHue e MOoKa3aHo MpU CTPOro CeJNEKLMOHMPAHM MAlMEeHTH IOKa3aHU
3a MHBA3UBHO JIEUEHUE, HO C IPOTHUBOIIOKA3aHUs 32 XUPYPIrUUHO TaKOBA.

4. Excrpae3odarea/iHu U3sIBU

- Excrpaesodareannure cumnTomu ca cpaBHUTENHO Yyectd npu ['EPB. Tepanusra nzucksa
M0-BUCOKH JIO3H W/WJIH TIO-TIPOABIDKUTENEH Kype Ha npuiiokenue va UIIII 3a moBnusiBane
Ha cuMmnToMmarukara (¢ur. 1), karo mnpoueHTbT Ha pedpakreproct kpMm MIIIT e
OTHOCHTEIIHO BUCOK.

- Ilpuema ce myntudakropna eruonorus, kato ['EPb ce pasriexna mo-ckopo KaTo Ko-
(akTOp, OTKOJIKOTO KAaTO MPHYMHA 332 Pa3BUTUETO WM. llanmeHTHTe C acTMa, JIApUHTUT U
XPOHMYHA KallIMLA CJIe[Ba LIEJICHACOYCHO J1a ce u3ciensar 3a Hanmuyue Ha ['EPDB, u camo
IIpY KJIVMHUYHA CBbMHEHUS 332 ChbYYaCTHETO M B IATOI€HE3aTa Ha TE€3U CHCTOSHUE, 1A Ce
nposexaa tepanus ¢ UIIII.

®urypa 1. [loBenenne npu Hetunuuau cumntoMu Ha I'EPB

CbMHeHWe 3a atunudveH MEPB

MMM 2x gHeeHo — 2-3 Mecela
YHI: 4 x gHeBHO BOWHMYHE 0033 WNM 2X QHEBHO OBOHHA fQoza - 34 M

MepcucTpake Ha cHMNToMMTE HaManaeaHe Ha cCHMATOMKTE

Kopekumns Ha HamanagsaHe Ha goauTe
AHTHCEeKpETOpHaTa Tepanua

TopceHe Ha ApyTa NpHYKHA

5. CrTpukTypH
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- OTHOCHTEITHO PSIKO YCIIOKHEHHE Ha pedurykc-e3odarura

- Enpockonckara OanoHHa auiaranus Wi Oy)XKHpaHE ca OCHOBEH METOJ 3a JIeUCHHE,
CaMOCTOSITESTHO WJIM B KOMOMHAIIMS C €HIAOCKOICKO MPOTE3UPaHE - BPEMEHHO MOCTaBSHE
Ha CTEHT JI0 JOCTUraHe Ha jKeJlaHaTa JulaTallis Ha CTeCHEHaTa 4yacT Ha XPaHOIPOBOJa

- Ilpu HemomarnuBHUTE HA AWJIATALUS CTPUKTYPU B JTOIBJIHEHHE MOXE J]a C€ MHXKEKTHpa
koptukoctepous (40 mg B 4eTHpH pa3IMYHM KBaJApaHTa) Ha (JOHA HA MPOJBIDKUTEIHA
tepanus ¢ UIIIT.

IV.loBenenue npu baperoB xpaHonposos

BapetoBuaTr XxpaHONpoBOJ € €AUHCTBEHOTO YyciaoxkHeHue Ha ['EPb ¢ manuraen
noteHnuan. PuckoBure (akTopu 3a pa3sBUTHETO HA WHTECTUHAIHA METAIlIa3us BKIIOYBAT
3aTIbCTSIBaHe, MBXKKH I0JI, JaBHOCT Ha 3aboinsBanero > 10 r., Bp3pact > 50 r., XuaTajiHa
xepHus. MHTecTHHATHATa MeTaria3us Ce CUHMTa 332 MEXKIAWHCH €Tal BbB BH3HUKBAHETO HA
aJICHOKapIIMHOM Ha XpaHomnpoBojaa. KpalibreieH kamMbk B TO3M MpOLEC € MosiBaTa Ha

JUCIUIa3usl, KOSATO € obnmurarHa upekanmepo3a. Cmopen Buenckara kmacudukanus Ha

HEOIJIA3MUTE Ha XPAHOIIPOBOIA XUCTOJIOTMYHATA IUarHO3a BKIIOYBA:

- HerarusHa 3a qucriasus (JTuIcBa)

- Cycneknust (HeompeneneHna) 3a gucruiazus (] ¢ peakTuBHM TpOMEHH/pPEaKkTHBHA
Kapusi)

- Ilosutusna: Jleko-crenenna nucrasus (JICH) min trexxkocrenenna nucrasus (TCII)

Jluarno3ata Ha JUCIUIa3UsTa, BKJI. ‘“HeolpeaeneHa”, TpsAOBa Ja ce MOTBBPAU OT JBama

EKCIIePTH B TAaCTPOMHTECTUHAIIHATA TIATOJIOTHSL.

MIMyHOXHCTOXMMHYHOTO H3CJIEIBAHE HA eKCIpecusra Ha pS3 Moxe Ja mnoaodpu

JMarHo3aTa Ha JTUCIUIA3HsITa U Ce MPENophyiBa 3a pyTHHHATA TIPAKTHKA

Enpockoncku ckpuHUHT 32 bapeToB xpanonpoBo

- EHIOOCKOIICKM CKpHHUHT 3a bapeToB XpaHONPOBOJ Ha BCUYKHU CIIy4aW ChC CUMIITOMH Ha
ractpo-ezodareaneH pedykc He € onpaBaH.

- Iloka3an e mpu nanueHTd ¢ XpoHMYHHM cuMmnToMu Ha ['EPb M MHOXeCTBO puCKOBH
(dakTopu - BB3pacT > 50 r., MBXKH TIOJI, 3aTIbCTSIBaHE (HaW-Majako 3) W/WIIM JIMIA C
¢dammHa aHamHe3a 3a bapeToB XpaHONMPOBOA WIIM aJICHOKAPIIMHOM Ha XPaHOIPOBOJA
[IpY TOHE €IMH POAHUHA OT IbPBA JIMHUS

llosedenuemo exnrousa:

- Jleuenue na I'EPbB

- XeMompeBeHIHs 3a HAMAJIsIBaHE PUCKA 32 MAJTUTHEHA TpaHC(HOopMaIus

- EHpockoricko mpocnensBane 3a mosisa Ha aucruiasus/EAK

- Jleyenue Ha AMCIIIA3Us WIM UHTPAMYKO3€H aJICHOKAPIIUHOM

I[Ipy Bcuuku mnanueHTH ¢ bapeToB XpaHONPOBOA € IMIOKa3aHO MPOBEXKIAHETO Ha
AQHTUCEKPETOPHO JICYCHHE 3a OO0JeKYaBaHE Ha CHMIITOMHUTE U JIEKyBaHEe Ha pedurykc-
ezodarura. UIIII ca Hali-OIXOAAIIUTE IEKAPCTBEHH MPOAYKTH 32 KOHTPOI Ha PEIIyKCHUTE
CUMIITOMH, B 703U U TpoabpkurenHoct karo npu ['EPB 6e3 baperoB xpanomposoj.
NsnonszBanero Ha mno-Bucoku pno3u HUIIII He Boam o0 peayuupaHe Ha 4YecTroTaTa Ha
BB3HUKBAHE Ha IUCIUIA3HS U PaK, U HE C€ MPEnopbyuBa. XUpyprus TpsioBa 1a ce o0Chkaa mpu
gom wim vactuueH edext Ha UIII Bbpxy cumnromure. MIIII ca 3agbmkutenHu 3a
BB3CTAaHOBSIBAHE HA JIMTABUIlATa CJIe]l €HAOCKorcKka aOmanus. CKBaMO3HHUTE OCTPOBH IpHU
bapeToB XpaHOIIPOBOJ Ca CMHOHUM Ha HEITBJIHO O3JPaBSIBaHE CJIE] POABILKUTEIHO JICUCHUE
¢ UIIIl wnm enmockorckata abnanus. M3uckBaT crnenmuasiHO BHUMAaHHWE W TPOCIIEIsSBAaHE.
JluricBar nokaszarencTBa, Y€ MOTUCKAHETO HA KHUCEIMHHA CEKpELHs € XeMOIpPeBeHLUs.
AHTHupedIyKCHaTa XUPYpPrusi HE MPEBB3X0KIa (papMaKOJIOTMYHATA KUCEIMHHA CYIIPECHUs 3a
MPEBEHLMsI HAa HEOIUIaCTUYHATa Iporpecuss Ha baperoB xpanomposoi. Hsma mocrarbuHO
nokasatenctsa 3a epektuBHocT Ha ACK / HCIIBC wnu npyru npoduaakTHYHH CpesicTBa.

IIpu Beue ycraHoBeH bapeToB XpaHONPOBOJA, EHAOCKOICKOTO IPOCIeAsiBaHe ¢€
3abJDKUTENHO, KATO MHTEPBAIUTE 3aBUCAT OT HATMYMETO HA JUCILIA3USL.

[Tpu mammentu ¢ bX ¢ ppmxuHa 10 3 cM, 6e3 UM unu nucruiasusi, mOBTOpHA €HAOCKOMHUS
c OmorcuM OT YeTHPH KBAJpPaHTa C€ MPENopbuBa 3a Ja C€ MOTBBPAM JAHarHosara. AKO
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MOBTOpHATa €HJOCKOIHUS MOTBbpXkAaBa jumncara Ha MM, mo-HaTaThIIHO MPOCIEASBAHE IO
TO3U TPOTOKOJI HE C€ MpernopbyBa (PUCKOBETE OT EHAOCKOMUSATAa BEPOATHO HAAXBBPIIAT
TOJI3UTE).

[Ipu nmanmuentute ¢ bapeToB CErMeHT ¢ IbKUHA 10 3 CM, C MHTECTUHAJIHA MeTaruia3us,
€HJOCKOTICKO MPOCJeAsiBaHE c€ MPEenopbhyBa Ha BCEKH 3-5 TOMHU, a IPU TE€3U C AbJKUHA HaJ
3CM WU TMO-IBJIBI - Ha Beeku 2-3 roawHu (ur. 2). Hammumero Ha M3SIBEHU KIMHUYHH
CUMITOMU OOMKHOBEHO Hajiara mo-KbCH WHTEPBAIIU HA MPOCIIE/ISIBAHE.

@urypa 2. [loBenenue npu bapeTos xpaHorpoBos 0e3 qucCIuIa3us

EHpockoncku gaHHK 3a
UMNMHAPUYHO-KNETHYEH
enuTen B XpaHonpoBoaa -
[para KpuTepun

v

EHOoockoncka
aunarHosa

l KeagpaHTHn buoncuun Ha xpaHonpoBofa npes 2 cm l

T T

‘ CkBamoseH enuTen | [}I(.nesﬂa meTannasusa I

XUcTonornyHa
avarHosa

|EapBTOE xpaHonpoaonl

A

? HeapnekBaTHa Guoncusa
Mpernen Ha eHAOCKOMNCKUA
MPOTOKONN, KOHTPONHA
EHOO0CKOMUA

KnunHUYHa npeueHka
Obcb#paaHe ¢ nauneHTa

-maxL<3cm -maxL<3cm
- KnesucTa - MHTECTMHanNHa

MeTannasna MeTanna3na

maxL>3cm

OHTpONHa KoHTponHu KoHTponHu
eHpocKonum | eHaockonu/ Bceku
o 2-3 roguHu

<HOOCKON XO-XMCTONOrnM4yHa Kopenaunsa

L<3cm
esncTa Metannasu

l (-) koHTpON :

[Tpu nokazaHa HUCKOCTENEHHA JUCIUIA3Us, €HIOCKOIICKUTE KOHTPOJIMU C€ MPOBEXKIAT
Ha Bceku 6 meceua (¢ur. 3). Ilpu nokazaHa BHUCOKOCTENEHHA AMCILIA3Usl MAlUEHTBHT CE
HacoyBa 3a TepaneBTUYHA WHTepBeHIM. [Ipn eHI0CKONCKOTO MpociesiBaHe OCBEH ,,0rIes
Ha Jmrasuiiara Cc€ B3UMa 3aJ1bIXKUTCIIHO H ononcuyeH Marcpuall. HaCTOﬂHlI/ISIT KOHCCHCYC
BKJIIOYBA B3uMaHe Ha 4 Ouoricuu (OT 4 pa3lIW4YHM KBaJpaHTa) Ha BCEKU 2CM IPH MALUEHTH
0e3 AucIutasus, ¥ Ha BCEKH 1CM IpH JTOKa3aHa WM CYCHEKTHA TUCTIIA3HS.

@urypa 3. [loBenenue npu bapeToB XpaHONPOBO C TUCIIIA3HS
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MoTBLpAEHa AucnNnasua
0T 2 -ma naTonora

Heonpegenexa nco TCO
pvcnnasus
A 4 y
NosTopHa EHAOCKONMA Ha OBcbKaaHe ¢ MynTH-
eHpockonus cnen 6 M BeeKkn 6 M QOKATO: AVCUNNNMHAPEH eKnn
MakcumManHa 7
KWUCernnHHa cynpecus 1
Mpw 2 - TepaneBTU4HA
nocnegosarenHn MHTEpBEHLUS
€HAO0CKOMMK HAMA
[OaHHW 33 gucnnasma
Heonpeaenexa CurypHa y
Ancnnasua Ancnnasha HeonpepeneHa
avcnnasva
3 L
MNoseaeHue B saBucumoct y
kaTo npn BX J?IIZET:;:H'F;D, Mosenexne kato npu BX
Ges 6es gucnnasus
Avcnnasus

Ennockornckoro siedenne Ha bapeToBust XpaHOIIPOBOJ KbM MOMEHTA € OCHOBEH METO/]
Ha wu30op. Ilpunmara ce mnpu Hauuyue Ha JUCIUIA3Us, KAaTO IPU YCTAHOBSIBAaHE Ha
BHUCOKOCTEIIEHHA JMCIUIA3Us TOBA CE€ MPaBU BbB Bb3MOXKHO Hal-KpaTbk cpok. M3mon3ar ce
HSKOJIKO TEXHUKHU:

PamunodpexBenTHata abnamus (PPA) e edekTUBEH METOM, Ype3 KOMTO Morar jaa ce
TpeTUpaAT rOJIEMU Yy4yacThbLM METAIUIaCTUYHA JIMraBUlla Ha e€auH ceaHc. [loHacrosimem ce
IpernopbuBa KaTo IbPBM METOJ Ha U300p MNpU HUCKOCTENEHHA JUCIUIa3us, a Ipu
BHUCOKOCTEIIEHHA KaTo ajJTepHaTHMBa Ha e€HJOCKOIcKkara Myko3Ha pesekuus (EMP) u
eHjiockorckata cyomyko3na aucekuus (ECJI), ako te He MoraT na ObAaT U3IMOJI3BaHU IO
TeXHUYECKU NpuyuHU. M3nons3Banero Ha POA npu HuckocteneHHa auciuiasus B >90% Boau
70 YHUIIO)KaBaHE Ha MeTalula3uaTa W pa3BUTHE HA HOPMAJIEH CKBAaMO3EH eIHTeN.
[Ipunaranero Ha P®A ce mpenopbuBa OT HSKOM M NPU CTPOTO CENIEKTUPAHU MAlMEHTU C
HEeIUCIUIacTHUeH bapeToB XpaHONPOBOA, MPU HAIWYKME HA MHOXXECTBO PUCKOBM (hakTopu 3a
pa3BuTHE Ha pak. Ako abnanus He MOXe Ja ObJe MPOBeIeHa, OOJHUST Ce MpOocie/siBa Ha 6
Mmecena (¢ur. 4). IIpunoxenunero Ha POA npu gokazaHa BUCOKOCTENEHHA JUCIUIA3Us BOAU
10 3a0aBsHE Ha MPOTpecHsTa 10 pak, a MpH rojiiMa 4acT OT MAaUEHTUTE A0 epaguKalus Ha
MeTarula3usTa.

®doToaMHAMUYHATA TEparus € ¢ MHAUKAIUMK MoJo0Hu Ha Te3u 3a PDA, u OGmmska
epexTuBHOCT. [IpuoXkeHneTo u € MHOro MO-OrPaHUYEHO.

M3non3BaHeTo Ha aproH-TuIa3MeHa Koaryjanus 3a JEeCTPYKIMs Ha MeTarlacCTH4HaTa
ThKAaH IPU HHMCKOCTENIEHHA JUCHAa3us ce Mpuiara B IOCIECIHUTE ToAvHM. Bce ome Hama
nyOJIMKyBaHU JaHHU OT TOJIEMHU MPOy4BaHMs 3a epekTUBHOCTTA B cpaBHeHUE ¢ POA. Kbm
MOMEHTA HE € YTOUYHEHO MTPHIIOKEHUETO U ITPH BUCOKOCTENIEHHA JUCIUIA3HS.

Ennockonckara myko3Ha pesekuus (EMP) moxxe na Obae u3monsBaHa Karo
JMarHOCTHYHA U KaTo TeparneBTHUYHa Ipoueaypa npu bapetos xpanomnposoa. Ilokasana e npu
MalUeHTH ¢ AMCIIIa3us, MPU KOMTO MOraT BHM3YyalHO Ja c€ OTAu(epeHuupar MYyKO3HHU
MAaTOJOTUYHM TNpoMeHH. CBbp3aHa € C TO-BUCOK IPOLIEHT YCIIO)KHEHHS (OCHOBHO
nepdopanusi, KbpBeHE, pa3BUTHE HA CTPUKTYypu cien Bpeme) or PDA, u TperupaHeTro Ha
roJIEMU METAIUIAaCTHYHHU Y4acThLU € MPOoOJeMAaTHYHO, MOPAaN KOETO MOHACTOSAIIEM BCE Ol
ce MpenopbyuBa KaTo BTOpU U300p.

Ennockonckata cyomykosna mucekuus (ECJ/I) e TexHuka, HacKkopo BB3MIpHETa B
EBporma 3a tpetupane Ha baperoB xpanonpoBoa. Iloka3zaHa e nmpu HUCKO- U BUCOKOCTETIEHHA
JMCIIa3us U carcinoma in situ. Bce omle He € yTO4HEHO NMPUIIOKEHHUETO M MpPHU JIMIICA Ha
nucriaszus. [1o3BosisiBa MBJIHOTO OTCTpaHsIBAaHE HA TOJEMM YYacThIM METaIlulacTUYHa ThKaH.
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MaHI/IHy.HaI_II/ISITa € TCXHUYCCKHU MHOT'O TPYJHA, CBbp3daHa C IOTCHIHUAJIHO TCXKKHU YCIOXHCHUA
(mepdopanus, KbpBeHE, MEIUACTUHUT, IMHEBMOMEIMACTHHYM, TEPUTOHHT), M C€ Mpujara
CaMO BBbB BUCOKOCHCHHUAIN3UPAHNU HCHTPOBC OT CKUIIK C MHOT'O I'OJIAM OIIUT. Bce oI HAMa
HaTpyIaH roJisiM 00eM TPETUPAHH MAIIMESHTH, 3a T0IpoOHAa OIleHKa Ha €(PEeKTUBHOCTTA.
XI/IpypI‘I/I‘IHOTO JICUCHUC OCTaBa 3a MAJIKa rpyna nanuceHTU ¢ BUCOKOCTCIICHHA AUCIIA3UA U
HEYCIIeX 3a epajuKalusiTa W C CHJOCKOIICKM TEXHHKH, M 32 TaKMBa C Beue BBH3HUKHAI
KapIUHOM.

@wr. 4. TepaneBTUYCH MOAX0/1 U HAOTIOCHHE MTPH OOJIHU C XPAaHOIPOBO Ha Barrett

BbapetoB xpanonpoBo

A 4

Hauanua tepanus ¢ UTIIT

A 4

buorncus
I
v v v
BucokocreneHnHa auciuiasus HuckocTtenenna qucriiasus bes nucnnaszus
I \
Myxko3Ha ne3ust be3 myko3Ha ne3us
; A 4 ¢ ¢ A 4
EMP E3odarexTomus Abnauus Habumronenue
\ 4 A 4 A 4 A 4

Habmonenue/ Tepanus ¢ UIIIT  Ha6monenue/ Tepanus ¢ UIIIT
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A3BEHA BOJIECT

. O0ma xapakrepucTuka

S3Benarta Oonect (4acT OT CHEKThpa HAa TMENTUYHUTE SI3BM) TMPEACTaBIsiBA AePeKT Ha
CTOMAllHaTa WM [yOoJCcHAlHATa JIMTaBHUIA, KOWTO B JBIOOYMHA MpeMHHaBa muscularis
mucosae M € ¢ AMaMeTbp > 5 mm. 3HAuUTEIHO MO-PAJKO NEeNTHYHA s3Ba CE pa3BUBa B
JUCTajHAaTa 4acT HAa XpaHOIPOBOJAa, B THHKOTO 4YEpPBO CIJIE€J TaCTPOEHTEPOCTOMHUS U B
MekeoB IUBEPTUKYI ChABpPKAIL (PYHKIMOHUPAIM CTOMAIIHU kJe3H. [10-moBbpXHOCTHUTE
JIe3UM ce KJIACU(pHUIMpAT KaTo epo3uu. 3a00IIBaHETO Bb3HHMKBA B PE3yNTaT Ha MENTHYHOTO
JeiCTBUE Ha COJHATa KHCEIMHA INPU HaMajeHa PE3UCTEHTHOCT Ha IacTpoAyOoJeHajIHaTa
JIUraBUIIA.

OcHOBHUTE IPUYMHH 32 Bb3HUKBAHE Ha MENTHYHA sI3Ba ca:

- HWudexuus ¢ Helicobacter pylori (Hp)- mo 80% npu cromainna sizBa (CS) u 1o 95% npu
nyoneHanHa si3a ([[5)

- Ilpuem na nexkapctBa —HCIIBC, ACK, aHTUTpOMOOLMTHU CPEICTBA U AHTUKOAryJIaHTU

CaMOCTOSITEJTHO WJIM B KOMOMHAIIMS TIOMEXYy UM WIHA C KOPTUKOCTEPOUIU, IUTOCTATULIU

U JIPYTH.

JlonbIHUTENHU (aKTOpPU 3a BB3HUKBAHE Ha IMENTUYHA $3Ba Ca: HACIEICTBEHOCT,
MOTWJIMTETHH HApyIIEHUs, BPEeAHU (HAaKTOPH — TIOTIOHOIYIICHE, AJKOXOJ, MCHUXOCOIHATHH
cTpecoBu GakTopH, Apyru 3adonssanus — XObb, 6enoapoOHa HeloCTaThUHOCT, 3acTOMHA
Cbp/ICYHAa HEIOCTATBYHOCT, YEepHOAPOOHA I1Mpo3a, OBOpEYHAa HEAOCTaTHUHOCT WIIH
TPAHCIUIAHTALMS U APYTH.

Penku npuunnm 3a Hp (-) CA ca nenerpupaiy TyMopu (CTOMAIICH aJeHOKAPIIMHOM WIIH
ouM@oM), pak Ha [aHKpeaca, EKTONMYHA NaHKpeacHa TbKaH, Oosect Ha Crohn, HIV
undekuus, a 3a Hp (-) AS - cunmpom Ha Zollinger-Ellison, rimyreHoBa eHTepomaTHs,
cHCTEMHa MacTOLMTO3a, aMHJION103a TUI v, HOJULUTEMUS BEpa,
XHUIEPKAIIUEMHS/ XUTIEPIapaTHPEOUIN3bM, CKICPOJCPMHUsi, KapUMHOM Ha JyOACHyMa,
capkonno3a. [ u CS umar MHOro o0y XapakTEpUCTUKU MO OTHOLIEHHWE Ha IMATOreHEe3a,
JIMarHo3a u JeueHue, Ho Ce CUMUTAT 3a JIBE OTIEIHM 3a00isaBanus. [lenTuunure 38U Morat j1a
ObIaT elMHUYHU WiK MHOXKecTBeHH. Haii-uecto CS e pa3nosoxkeHa o MajkaTa KpUMBHHA, a
IyoJeHAaTHUTa - B OyinOyca. 3aboisBaHETO WMa XPOHHYHO-PEIUJIMBHpAIL XapaKTep.
AKTUBHaTa 53Ba BOAM JI0 HApyLIEHO KayecTBO HA YKMBOTA, HaMajeHa paboTOCHOCOOHOCT U
MOsIBA HA pPe/iMlla CEPHUO3HH YCIOXKHEHHS, KOUTO Bb3HUKBAT B OK0JIO 1/5 oT ciydaurte. Hsakoun
OT TSIX, KaTO KPBbBOU3IMB WIK Hepdopalus, ca KuBoTo-3acTpamrasany. C5 e npekanueposa
3a MosiBa Ha aJCHOKApPIIMHOM Ha cToMaxa. FETo 3amo paHHaTta JguarHosa, JICYEHHETO U
npopuIakTUKaTa Ha pEeHMIUBUTE ca OT M3KIIOUMTENIHA BaXXHOCT. SI3BeHaTa Ooject e
MpHU3HaTa 3a COLMAIIHO-3HAYUMO 3a00JIsIBaHE B pa3BUTUTE CTPAHHU IO CBETA.

IIpe3 90-te roamHm dYecToTaTa Ha MenTU4YHaTa s3Ba B bbiarapus 6e 6.4/1000 mymum
HaceneHue. [loHacTosiieM HsMa TOYHM JAaHHU 3a peayiHaTa 3a0oneBaemocT. Ilo naHHu Ha
HIIO3A 6posr Ha xocniutanuzupanure ciydau cbe CS u [I51 6e3 kbpBeHe ca 8658 3a 2012 .
n 8419 cnyuas 3a 2013 r., u cvorBetHo 140.7 u 137.7 cnydas Ha Bb3pacT 18 u moseue
roquan/100000 nHacenenwe. XoCHUTAIM3MpAHUTE TAIlMEeHTH Ha BB3pacT 10 65 T. ca
103.4/100000 nacemenue 3a 2012 r. m 100.1/100000 macenenue 3a 2013 r., CHOTBETHO
267.9/100000 nacenenue u 262.7 /100000 nHacenenue mpu Bb3pact Haj 65 r. CS e eqHakBo
yecTa Mpu JBaTa moJjia, cpemia ce raaBHo ciel 40-roauiiHa Bb3pact ¢ nuk 60-64r. /15 3acsra
JIBa ITbTU MOBEYE MbKe, OOMKHOBEHO c€ OTKpUBa BbB Bb3pactra 30-50r u € 4 mbTH Mo-4yecTta
OT CTOMAIITHATa S3Ba.

1. JAmnarnosa
1. Kanananau 6eye3n

Haii-xapakTepHHST KIMHWYEH CUMIOTOM ¢ OOJIka B eMUTacTpuyMa — CIIOHTaHHA H
nanmaropna. [Ipu CS Gonkara ce mosiBsSiBa Mo BpeMe WM Ckopo ciepn xpaneHe. [Ipu IS
0oJIKaTa HACTHITBA HA IIaJIHO, OOMKHOBEHO HSIKOJIKO Yaca CJie/l HaXpaHBaHE WJIM MPe3 HOIITA.
HamansiBa cnen mpuem Ha xpaHa (MJISIKO) ¥ aHTHAUUIU. BB3MOXKHO € 0€3007KOBO IPOTHYAHE
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U IMbPBOHAYAJIHO KIIMHUYHO MPCACTABAHC C HAKOC OT YCJIOXHCHHATA HA A3BATA KATO KbPBCHC
ot ropuausi ' U'T u/umm nepdoparnus (ocodeno npu ynorpeda Ha HCIIBC, ACK).

[IpunpyxaBamy CHMIITOMH MOTaT Jda ObJaT KucCeNuHH (MHUPO3UC), TOBPBIIAHE INPU
M30CTpEeHA 53Ba ¢ O0JIeKYaBaHe Ha OoJIKara, QPYTrd ITUCTENTUYHH CHMITOMH, HO HE PaHHO
3acHIlaHe.

,AJIapMHpaIIM CHMIOTOMH”, KOUTO MPEICKA3BaT TEKKO NMPOTUYAHE, YCIOKHEHA O0JIeCT
WM PaK ca KbpBeHE (KeNsA30AcPUIIMTHA aHEMHs, XeMaTeMe3a /WU MeJIeHa), HeoOsICHUMa
3ary0a Ha Terjio, HEMOBIUSBAIIO C€ MOBPBIIAHE WJIM CHJIHA OOJKa B TOpHaTa KOpeMHa
MOJIOBHHA.

2. E3odaroracrponyoaeHockoonusi uid T.H. pudporacrpockonus (PI'C) ¢ omoncuu u

XMCTOJIOTHYHO U3CJIeJBaHe

3naTeH craHmapt 3a nocraBsiHe Ha auarHo3zata € DI'C. Jlokas3Ba si3BeH nedekT - B,
IbI00YMHA, JIOKAJIM3alus; KbpPBEHE M HeromaTra creneH. He Moxe €bC CUIypHOCT Ja
pasrpaHy4M MENTUYHA 3B OT si3BeHA (popma Ha cToMarieH pak. B komOuHamwms ¢ Ouoncuu
JI0Ka3Ba WM OTXBBpJIA 53Ba IPH 3JI0KAUECTBEHO 3a00isiBaHe , [uarto3a Ha Hp u ouenka Ha
JUraBuIlaTa Ha CTOMaxa M JyoJeHyMa — TacTpUT, JpPYyro Mojajexamo 3abosBaHe.
IIpoTrBoOnOKa3aHa e npu nepdopanus. buorncuu ¢ nociaenBaIo XUCTOIOIMYHO U3CIIEABAHE ca
3aBJDKUTENHU TIPH CTOMAIHA s3Ba (ITbpBa AMArHo3a W KOHTpoi). buoncuuen marepuan e
Heo0X0AMM M 3a AuarHoszata Ha Hp uHdexnus — 0bp3 ypeaseH TeCT, XUCTOJIOIMYHO WU
MHUKPOOHOJIOTUYHO u3cieaBaHe. EHIOCKOMMsATa € HEOTIOXHAa TNPH PEUUAMBHPAIIN WA
pedpakTepHU CUMIITOMH, Bb3pacT >45 r. , aMuiIHa aHaMHE3a 3a CTOMAIlEH KaplUHOM U
JPYTH PUCKOBU (PAKTOPH, alapMHUpaIld CHMOTOMHU W aHaMHe3a 332 CTOMAIlHA 53Ba, a CIIEIIHA
— (24-48 4.) ipu Oese3u Ha OCTPO KbpBeHe oT ropaus ['UT.

Il. Jleuenme
JleyeHue Ha HeYCJI0KHEHA sI3BeHA 0oJ1ecT

[lenuTe Ha Jie4eHHMETO ca oOOJeKYaBaHE Ha OoJlKara W JPYTUTE CHUMIITOMH,
CIIMTCIIN3alys Ha A3BaTa, HpeILOTBpaTﬂBaHC Ha peIII/IIII/IBI/I n YCJIO)KHCHI/ISI.
[IpenopbuBa ce M30srBaHe Ha MPEIU3BHKBAIIMTE CHMIITOMH XPaHH M YEPBCHO BHUHO — IIPHU
AKTHBHA s13Ba

®DapMaKoJIOrH4YHOTO JieYeHHe BKIII0YBA

- AnTncexkperopu. Muxuburopure Ha nporonnara nomna(MIIII) B crannapTHa nosza -
20mr omeprazole, 20-40 mg esomeprazole, 40 mg pantoprazole, 30 mg lansoprazole u 20
mg rabeprazole npueTtu 1-2 MbTH AHEBHO NEPOPAIHO Ca OCHOBHOTO CPEJCTBO 3a JICUEHHUE
Ha s3BeHara Oonect. H-2 OnokepuTe M aHTHAIMIUTE C€ HW3MOJ3BAT 3a KOPEKIUS Ha
CUMIITOMHUTE CaMo IIPH ,,Hy)KJa .

- Pasznmuunu cxemu 3a epagukanusi Ha H. pylori ungexiusara

IIpu Heycmex OT (apMakoJIOTMYHOTO JIEYCHHE W MPHU YECTH PELUJUBH M YCIOKHEHHS ce

00CBHXK/1a OMepaTHuBoO JedeHue

1. Jleyenme npu Hp (+) nentuuna sizBa

- 3amouBa ¢ epajMKallMOHEH Kypc U Moxe Ja npoabiku ¢ UIIIT B crangaptHa no3a PO 1-2
II'BTH THEBHO.

- Tlogabppkamoro yeyeHne Moxe na BkiatouBa aHTucekperopu (MIIII, H2-6moxepu) nmu
aHTHALWJU - UHTEPMUTEHTHO WUJIU NIPU TIOUCKBAHE.

- TloBropHo u3cneasane 3a H. pylori ce mpoBexma 6 10 8 ceaMuIM ciaea MPUKIIOYBAHE Ha
JIEYEHUETO, CIIOPE]] pa3Mepa Ha JIe3UsTa.

2. JleyeHue Ha AyOJeHAJHA sI3Ba

- Ilpu Hp (+) A4 — epagukanus Ha HHpEKIUATA

- Cnen noka3BaHe Ha yCIIEIIHA €paguKalus, KOHTPOJIHA €HIOCKONHS HE € 3abJDKUTEIHA.

- Ipomsmxurenno neuenue ¢ UIIII (1-2 mpta qHEBHO 3a 1 - 2 Mecerna) ce U3BbPIBA TIPH:
Hp (-) nyonenanHa s3Ba, MepCUCTUPaHE HA OIJIAKBAHUSATA CIIEJ epaJuKalus, ToJsIMa s3Ba
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( > 10 mm), nymauywn, aedpopmamus Ha JyoJeHyMa, YCIOXKHEHHs / aHaMHe3a 3a
KpBBOU3JIMB W/WiH niepdoparus
[Ipu HemoBnMsABaHE HA OIUIAKBAHMATA JI0 3-Msl MECEI] Ce Hajara MOBTOPHA €HJOCKOIMS C
Ouoricuu 1 u3cienBane 3a Hp.
o Ilpu HammuMe Ha 53Ba C€ OLEHSABA ChTPYAHMYECTBOTO HA MAlMEHTA, MPEKbCBAaHE
HAa JICYCHUETO
o Jleuenunero e ¢ UIIII 3a mpoABIDKUATENIEH NEPUO U €pajuKalus, aKO TaKaBa OILE
HE € IOCTUTHaTa
o Ilpu Heycnex TpsOBa ga ce 06CHAU XUPYPTUUHO JICUCHHUE

3. JledeHue Ha cTOMAIIIHA A3Ba

[ToBenenuero nmpu Hp (+) CA BrmrouBa epaaukanuoHeH Kypc mocienad ot MIIIT B
craggaptHa no3a PO 1-2 nbTu qHeBHO 32 4 — § cenMuIm

Jleuennero mpu Hp (-) CSI ce mposexaa ¢ UIIII 3a 4- 8 ceamuriu.

W B nmBara ciyyas € HeoOXoauMma 3aTbJDKUTEIIHA MOBTOPHA CHIOCKOMHUS C OHWOICHUS U
XHUCTOJIOTHYHO U3cje/iBaHe ciiea 6 10 8 ceIMUIIM OT HAa4yajloTo Ha JieueHuero. Tpsadsa na
Ce M3KJII0YM MAJIUTHEHO 3a00JIsIBaHe.

[Ipu o3npassina CA u ycneniHa epagukanys € He0OX0AUMO caMo IPOCIEIsIBaHe.

IIpu ozmpaBsma CA u  mepcuctupamia Hp wuHbekuus ce mnpaBu OIEHKAa Ha
ChTPYIHUYCCTBOTO HAa TIAIIMCHTa, B3eMa Ce¢ OWONCHS W KICThYHU KYyIATYypH 3a
aHTHOMOTpama, mpoBexaa ce nosmopua epaouxayus v I 3a 4 ceqmuiy.

IIpn weosmpaesuta CA wm mepcuctupama Hp wHpEKIUs € HEOOXOAMMA nOGMOpPHA
epaouxayus u UIIII 3a 4 cenmunm, kakto U kouTpoiaHa @I'C ¢ 6uoricun cnex moseue oT 4
CEMUIIH.

AKO s3BaTa Mak MEPCUCTUpPA WM Ae(PEeKTHT HapacTBa ce MPHUCTHIBA KbM XUPYPTUYHO
JICYEHHUE.

[Ipu Bcsika Heo3apaBsijia si3Ba TPsAOBA Ja M3KIIOYUTE JIOUI KOMIUIAWBHC, MAJTMTHEHO

3abossiBaHe, HeycremHa auarno3a Ha H. pylori undekuus, ynorpeba na HCIIBC, npyru
yIALEPOreHHH JIEKapCTBa U PEIKH NMPUYMHU KaTto cuHIpoM Ha Zollinger-Ellison u 6onect Ha
Crohn.

AKO CUMNITOMMTE peluaAuBHPAT ciiesl HadaaHoTo Jieuenue, UIIII ce Ha3nauaBar B Haii-

HHUCKaTa Bb3MOXHA [103a 3a KOHTPOJ Ha cumnromure. [la ce 06chaAn U BB3MOXKHOCTTA 3a
JIEYEHHUE ,,[IPU HyKOa“.

4.

MeankaMeHTO3HA s13Ba
IIpn manmentn ¢ nentuuHa si3Ba npueman HCIIBC, ACK, aHTuTpoMOO3HM cpencTBa
WIA aHTUKOAryJIaHTH, CAMOCTOSITEIHO WJIM B KOMOMHAILIMH, BKJI. C KOPTUKOCTEPOUAM CE
[IpEnopbYBa CIUPAHE HA JICKAPCTBEHUTE NPOAYKTH, HaAMaJsIBaHE Ha J103aTa CMsHA Ha
JIEKapCTBOTO aKO € Bb3MOXKHO.
Jleuenneto BkitouBa crannaptHa go3a WUIIIT enHokpaTtHo AHEBHO, MO M3KItoueHue -H2-
Onokep craHmapTHa a03a 2 mbTu aHeBHO PO - 3a 8 cenmuny, a npu Hammyue Ha H. pylori
MH(pEKIMs - epaJuKalliOHHA TePaIus
[Ipu mauuenTu, kouro npojabikasatr aa npuemar HCIIBC crnen o3apaBsBaHe Ha si3Bara,
na ce oOchaaT moreHuuanHute puckoBe ot mpuema Ha HCIIBC. [la ce oOmucnu
M3MOJI3BaHETO MM caMO IpHU HYyKJa, HamansiBaHe Ha Jo3arta, cMsHa Ha HCIIBC c
napaneTaMmosl, U3MoJI3BaHe Ha aJITePHATUBHU AHAITETULIM WJIM HHUCKa 1032 HOymnpodeH.
[Ipu nanueHTy ¢ BUCOK pUCK (IIpeauiIHa yimepanus), npu kouto edennero ¢ HCIIBC e
HE00X0MMoO, Ja ce 00ChIu H3Moa3BaHeTo Ha cenekTuBeH COX-2 MHXUOUTOP BMECHO
crannaptaun HCIIBC, cpo0pa3Ho chpredHo-cha0BUs pUCK. M B 1BaTa citydast mpuemMbT Ha
UIIIT mpoxbirkasa.
[IpodunakTuyHUTe MEPKH 32 HaMalsIBAaHE HA €PO3UBHO-SI3BEHUTE JIE3UU U KBPBEHETO OT
I'NMT Bxmousar npuem Ha HUIIII wm3cnensane u neueHue Ha HanmuuyHa Hp uHbexknus

(pur.1).
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V.

@urypa 1. AnroputsbMm 3a HamansiBaHe Ha I’V puck mpu nanueHTH, HYXIAelM ce OT
nedyenue ¢ ACK, anturpomboTnunu cpeactsa, antukoarynanTa wm HCIIBC

| Ouera Ha racTpo-1HHTeCTHHaAHNA pHCK |

l

AHamMHesasafAsea, kbpeeHe oT TUT |

MNacneaeaHe 3a
H. pylorin, ako ce
AoKaxe - epagnkayna

EaHoBpemeHeH npuem c: HCMBC/ACK,
aHTUTPOMBOTHUHK CpeaCTBa, KOPTUKOCTEPOMAK,
AHTWKOAry/1aHTyY, aHTUarperaHTm

He Aa l

Bwspact 601

CumnTomn Ha aucnencua nan F’EPB
Bucokn gosn HCMBC /npogabmknTenHo
nevyeHue

CepHo3HI NpHApYXaBawM 3abonaeaHng . I/I I_I I_I

Apyri puckoen ¢akTop

159
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Yci10:xxHeHUs HA si3BeHaTa 6oj1ecT
KnpBene ot ropuust TUT
Octpusar kpbBousauB oT ropuus I'UT ce abmku Ha epo3us Ha cTeHaTa Ha KPbBOHOCEH
Chll OT si3BaTa. Moxe na e ¢aTalieH M W3KMCKBA CIENIHA €HIOCKOIHWs 3a JuarHosa u
MPOBEXKIaHEe HA CHJOCKOICKA XeMocTa3a. KbpBeHeTo ce onucBa 1mo KiacupukanusaTa Ha
Forrest.
KpbBOM3IMBBT MOXE J1a C€ W3SIBH C MeJieHa, XEMaTOXe3Ws, Xemareme3a W ¢ 0oO0umu
CUMITOMHU — KOJAIC A0 XEMOparddeH IIOK; Taxukapaus, Onena Koka ¢ HM3MOTSABAHE,
CTYJCHH KPaWHHIINA, CUHKOII, ChHJIIMBOCT, 00bpKBaHe. KphbBOM3IMBBT YeCTO NpOTHYA Oe3
0oJKa.
OKyJITHO KBbpPBEHE — JKENA30ACPUIMTHA aHEMHs € allapMHpAIl CHMIITOM W Hajara
engockorncko uscieaane (OI'C)
JledeHueTo mpu OCTPO KbpPBEHE € (PapMaKOIOTHMYHO, CHIOCKOICKO WM XHPYPTHYHO,
KaKTO U KOMOMHUPAHO, a MMPU OKYJITHO KbPBEHE — JIEKAPCTBEHO.
epgpopauus
XapakTepusupa ce ¢ BHe3alHa cuiiHa MpoOokiama OolKa B eMUracTpuymMa WiH ISICHO
noapeOpue. BrocnencrtBue ce pasBuBa Audy3eH MEPUTOHUT U TAPAIUTHYEH WIICYC.
UYepHo1poOHOTO MpUTHILIEHUE ce 3aryoBa. HacTbmnBa konarnc u moxk.
[Tepdoparnus ce quarHoctunMpa 4pe3 0030pHa peHTreHorpadus Ha KopeMa, Ipu KOsITO ce
BIKJ1a CBOOOJICH Ta3 1moj auadparmara.
JleueHueTo € XUPYyPrUYHO.
[Menerpanus
Bb3MmokHa e meHeTpalis Ha si3Ba B MAHKpeac, OMEHTYM, KOJIOH, YepeH P00 U KIbUHU
IIBTHIIA
[Ipotrya ¢ mocTostHHA CHJTHA OOJIKa Mpaguupalia KbM I'bpda, KOSTO HE C€ YCIIOKOSBA OT
MOBPBIITAHE
Huarnoctunupa ce 4pe3 @OI'C wunm KoOHTpacTHa peHTreHorpadusi, NpH KOUTO ce
YCTaHOBSIBA JTBJIOOKA HUIIIA
JlexyBa ce (hapMaKoJIOTUYHO KaKTO HEYCIOKHEHA sI3BeHa 0OJIecT, a MpH Jinica Ha eekT -
XUPYPTUIHO
OO0cTpykuus/cTeHo3a
OO6cTpyknusta OuBa BB3MaTUTENHA (0OpaTMMa ciea JieKapCTBeHa Tepamus) Wi B
pe3yNTaT Ha CTeHO3a (Hajlara €HJ0CKOIICKO WM XHPYpPrudHo jJeueHue). CTeHo3ara Moxe
Jla € MuJIopHa, OynbapHa u moctoynbdapHa.
Xapakrepu3upa ce ¢ TEXKECT Ciell HaxpaHBaHe, MPOJBIDKABAIIO IOBeYe OT 2 daca;
MOBpPBIIaHEe HA 00EMUCTH MaTePUH, ChIbPKAIIN HECMIITHA XpaHa 0e3 MpUMeC Ha KIIbUeH
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COK; 3ary0a Ha Terjo, CTOMAIHO IUTUCKaHe O MO ITbITHATa XOPU30HTalIa YacOBE CIE[
HaxpaHBaHe, OHSIKOra BUIMMa IIepUCTAITHKA

- Creno3ara ce auarHoctunupa upe3 @I'C mnam konTpacTHa peHtreHorpadus: @IC -
BUJMMO CTECHEHME, CTEHO3a U JIe(OopMallus; KOHMpacmHua peHmeenozpaghus -pa3mupex
Y OTIIyCHAT CTOMAax, 3a0aBeHO M3Mpa3BaHe, TeXKa aqedopmanus

- Jleuenuero e papMaKoJOTMYHO, EHAOCKOINCKO, XUPYPTUYHO UM KOMOMHUPAHO .

JUATHOCTHKA M JIEYHEHUE HA HUHOPEKHNUATA C HELICOBACTER
PYLORI

Helicobacter pylori e naii-uecrara uHpekus npu yoBeka. PasmpocTpaHeHa € B IeHs
CBAT, Kato 3acsara Haj 50% ot Hacenenuero. B crpanute oT 3anagna EBpona e 25-38%. ¥V
Hac e mokaszaHa B 82.6% ot uscnenBanute 351 kKpbBHH J0oHOpU. KimHWYHO 3a00isBaHe ce
muarHoctunupa B 10-20% ot wuHpexkrupanute. 3abonsBaHUATA NPEIU3BUKAHU OT
Helicobacter pylori ca npuurHa 3a Bucoka 3a00JIeBAEMOCT ¥ CMBPTHOCT U JICYCHUETO UM €
CBBp3aHO C rojemu (punancoBu paszxonu. [lopanu ToBa B peauiia cTpaHu MHGEKLIUATA C
Helicobacter pylori e o0sBena 3a comumaneH 3apaBeH mnpobinem. HaBpemeHHOTO
IUArHOCTULIMPAHE W epajuKalus ca OT oco0eHa Ba)KHOCT, BKIIOYUTEIHO W MOpaau
MOTCHIIMATHATA Bh3MOXKHOCT 32 HAMAJISIBAHE YECTOTaTa HA CTOMAIITHUS PaK

. Anarno3a

JlnarHocTUYHU TECTOBE 3a JI0Ka3BaHe Ha uHpekusITa ¢ Hp

- Heunsazusnu memoou: 13C VYpeen ouxamenen mecm , anmucener mecm 6 UsnparCHeHus,
CepoNoCUYHO U3CTe08aHe

- HMuBa3zuBHM MeTOoau (C B3eMaHe Ha OWMOICHMYEH MaTepHall 3a M3CIIEJBAHE 10 BpEeME Ha
racTpoCKOINUsS — 3a JIMarHo3a M mpocleisiBaHe ): Obp3 ypea3eH TeCT, XHUCTOJIOTUYHO
u3cieaBaHe, MUKPOOHOIOTUYHO H3CIIeIBaHE

VYpelHusIT AuxaTelieH TecT € Hail-moOpusi, Hall-4yBCTBUTEIHHS, HO CKBI METOH 3a
JMAarHOCTHKA Ha MH(EKIHATa ¢ Hp Mpeau u ciel JIeueHue.

Bamuaupanust nabopatopHo-6a3upan MoHokiIoHaneH ELISA anturenen Ttect B
M3MPAKHCHHUSTA € BUCOKO YYBCTBUTEJICH U CIICIIM(DUUCH 32 AUATHOCTHKATA Ha Hp-wHpEKIus
Mpenyd U clief] JedyeHue. bpp3usT ceposiornueH uMyHoxpomaTorpadcku ¢ekajieH aHTITeHEeH
TeCT € ¢ mo-Hucka uyBcTBUTENHOCT. ELISA ceponornunuTe TecToBETE IO3BOJISABAT
KOJIMYECTBEHO OMpefeNssHe Ha WH(pEKIHsITa C TUThp Ha aHTUTena oT kiac 1gG , mokaro
KPBBHHUTE TECTOBE, JOKAa3BAaT MH(EKIUATA CAMO KauyeCTBEHO (TIOJIOKHUTEICH M OTPHUIIATENICH).
[Tpu u3non3BaHe Ha BATMIUPAHU KUTOBE AMATHOCTUYHATA TOYHOCT € >90%. CeponoruanoTo
M3CcieBaHe eMHCTBEHO HE Ce TIOBJHBA OT JIOKATHUTE MPOMEHHU B CTOMaxa, KOUTO MOXKE J1a
JOBeNIaT 10 HaMaJeH OaKkTepualieH ToBap (cjiel aHTHOAKTepUaTHO JIeYeHHE, aHTHCEKPETOPH,
KBpPBEHE OT $3Ba, HAIMYKME HA MPEMAIMTHECHN W MAJUTHCHW CTOMAIIHU JIE3UH) U ChOTBETHO
(anmurBo-HETaTUBHU PE3YyITAaTH, KAKTO € MpH JIpyru TectoBe. ToBa ce AbkH Ha (pakTa, ue
aHTuTenata cpemy Hp, u ocobeHo Te3u cpemy Hail-ciennduynus My antures CagA, ocraBat
MOBUIIICHU B CEpPyMa HE3aBHCHMO OT MPEXOJHUTE HaMaJeHHs Ha OaKTepHallHUs TOBap U JOPU
3a JIBJITH TIEPUOJH (MEecelH, TOJUHM) ciiel enuMuHupaHeTo Ha Hp B cromaxa. ToBa mpaBu
TECTHT HEMOJXOJSIN 32 KOHTPOJ Ha epaaukaiusara (moHe 3 g0 6 Mecena ciell CIUpaHe Ha
JICYCHUETO aKO IMOHIKEHHWETO Ha TUThpa Ha aHTHUTENaTa ce MpOCIe/AsBa KOJIUYECTBEHO C
ELISA).

bbp3udar ypeazeH TeCcT € €BTHH M Pe3yNTaThT Ce OTYMTAa HE MO-KbCHO OT 24 wyaca.
@danmuBo MO3UTUBHY PE3YJTATH MOTAT Jia ce TOJIyJaT MpH 3aMbpcsiBaHe ¢ (opa OT ycTHaTa
KyxuHa. UyBCTBUTEIIHOCTTA HA TECTA € 3HAYUTEIHO MO-HUCKA MPU OOJTHH C KPHBOU3IIKBH.

3a xmcTOJOTMYHATAa JMarHo3a Ha Hp ce W3Mom3Bar pazIYHU OIBETSIBAHUS - C
Haematoxillin-eosin, Giemsa, Warthin-Starry. UyBcTBuTeTHOCTTa Ha TeCTa 3aBHCH OT BUA
Ha OIBETSBAHETO M onuTa Ha Mopdomora. OOMKHOBEHO Ce M3BBPIIBA M IOJYKOJINYECTBEHA
OIICHKa Ha TekecTTa Ha uHbekuuara ¢ HP. XucrtonormyHara OIeHKa Ha MPOMEHHUTE Ha
CTOMAIITHATA JINTABHIIA € 3aTbJDKUTEITHA.
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MukpoOHOIOTMYHOTO H3CIIEBAHE € BUCOKO YYBCTBUTEIHO, HO 3aBHCH OT YCIIOBHUSTA
Ha M30JIMpaHe, TPAaHCIOPTHpPaHE U KyITuUBUpaHe Ha Oakrepumute. M3cienBanero e Bce-1o
aKTyalTHO C BBH3MOXKHOCTTA 3a aHTHOWOTpama, MMaWKU TpPEIBU] HapacTBAIIUTE HHUBA HA
PE3UCTEHTHOCT KbM CTAaHIAPTHHUTE JICKAPCTBEHHU MPOAYKTHU 3a epafgukanus — clarithromycin u
metronidazole. Cien HeycHeleH IbPBU €paguKallMOHEeH KypcC, aKo ce MPOBEXk/1a €HJ0CKOMUS,
MUKpPOOHOJIOTMYHO H3Cle/BaHe ¢ aHTHOWorpama TpsOBa J1a ce MMa NpPeIBU] BbB BCHYKHU
peruonu. [lpu BTOpM HeycmemieH Kypc Ha epaavKanus, TO € 3aabDKuTenHo. [lpu
HEBBH3MOKHOCT 32 KYJITYpEIHO U3CIIe/IBaHe, B CBETOBEH Mallad Beue ce mpuiara 1 MOJEKyJIeH
ananmu3 (BrmountenHo fluorescence in situ hybridization — FISH) 3a orkpuBane na Hp u
clarithromycin- u/unu fluoroquinolone-pe3uCTEHTHOCT AUPEKTHO BHPXY CTOMAIIHH OHOIICHH
Ha KOMEPCUAIHU KUTOBE.

[Ipy BcHYKM AMATHOCTUYHM TECTOBE, C M3KIIOYCHHE Ha CEpPOJIOTMYHHUSA, aKo €
BB3MOXHO, npuembT Ha WIIII, H2-Omokepu, aHTUOMOTHIIM WM OHCMYTOBH IIpemapaTh
TpsOBa Ja ce MPEeyCTaHOBU 2 CEIMUIM Ipear HM3CIEIBAaHETO, 3a Ja ce u30erHar Qaammso-
HETaTUBHU PE3yJTaTH.

1. Jleuenune Ha aconunpanute ¢ Hp 3a00asiBsiHus

1. Huauxanuu 3a jieyeHue

Crparerusi ,u3ciaenBaii m JekyBai” (Test-and-treat ) m “engockonupaii u mocjie
JekyBaii” (endoscope-and-treat)

[Tpu mMiagu manMeHTH ¢ HEW3CielBaHa MPUYMHA 32 JUCIENTUYHH OIUJIaKBaHUS U 0e3
damunaa oOpemeHeHOCT 3a HeomnasmMu Ha [UT, Moke ma ce mHpoBene HEHHBA3UBHO
u3cneaBaHe 3a Hp 1 mpu mo3UTHBEH pe3ynTaT - Jja ce 3alovHe JIeUeHue.

[Ipu mo-BB3pacTHM NAMEHTH, TaKWBa ¢ (aMHIIHA aHaMHe3a WM AJAPMUPAIIH CHMIITOMHU
(3ary6a Ha Terno, aucdarus, abJOMUHAIHA Maca, aHEMHYEH CHHIPOM U Jp.), TpsAOBa 1a ce
M3KITIOYH HEoIlIa3Ma MpeIH 3alo4YBaHe Ha epauKalioHHa CXeMa.

1.1. sI3Bena OoJtect

H. pylori e xiitouoB (hakTop B pa3BUTHETO HA MENTHYHATA S3BEHA M €paIUKAIUATA €
3anbipkuTenna npu 5 u CS. Yenemrnara epagukanus noctura eeKTUBHA eMUTETU3alus B
Hag 90%. IlpenoTBpatsiBa mosiBaTa Ha PEUUIUB Ha s3BaTa U yCIOXKHEHUATA . 3all0UBAHETO
Ha eMIHMpUYHA epaJuKallMOHHATa Tepamus BelHara Mpu BH3CTAHOBABAHE Ha TEPOpPaTHUS
npueM clel KPbBOM3NIMB, € (pUHAHCOBO Hali-eeKTHBHATa CTpaTervs 3a TNPEBEHIHS Ha
peuuauB, 0COOCHO B CTpPaHUTE C BHCOKA CTENEH Ha MHQPEKTUPAHOCT, Cpel KOUTO € H
boarapus.

1.2. CromameH pak

Helicobacter pylori e curypHo qokazad puckoB (akTop 3a pa3BUTHE HAa CTOMAIIICH pakK.
Enumunupanero My e oOemiaBaimia CTpaTerdsl 3a peaylupaHe yecToTaTa Ha Oonecrra.
Epanukanusra Ha H. pylori mpemaxBsa Bb3MaIUTEIHUS OTTOBOP M 3a0aBsi/CriMpa Mporpecusita
kbM arpodus. [lpunaraneTo i mpeau pa3BUTHETO Ha MPEHEOIIACTUYHU CHCTOSIHHS € TO-
epeKTHBHO B PEOyKIHMsATAa HAa PHCKa OT pak. B cTpaHuWTe ¢ BHCOKa 4eCTOTa HAa CTOMAIICH
KapuuHoM, epaaukanusata Ha H. pylori e ¢puHaHCcOBO eekTHBHA CTpaTerus — CKPUHUHTOBH
NporpamMu, BKJIIOYBAILIM BaJHIUPAaHH CEpoJIOTHUHH TecToBe 3a H. pylori u mapkepu 3a
aTpodusi (HampuMep NENCHHOTeHHW) ca Hal-Io0pUTe HAIWYHU HEWHBA3HMBHU TECTOBE 3a
OTKpUBaHE HA BUCOKOPUCKOBH MAIIMEHTH.

1.3. ®yHKIHMOHAJHA JUCTICTICHS

MHOro OT MalMeHTUTE C JUCHENTHYHM orutakBanuss u H. pylori mmar mo-ckopo
(yHKIIMOHATTHA AUCTIETICHs OTKOJIKOTO MENTHYHA I3Ba, U MOJI3aTa OT epauKaIus MpH TIX He
€ Taka scHa. BeIpeku, ue mois3ara oT JIEUeHUETO € TPYIAHO NpeABUINMA TIPU UHANBUIYATHUS
MAIMEHT, ce IpueMa, ue epaaukanusata Ha H. pylori Boau 10 mpoabKUTENHO 00JIEKYCHHE Ha
CHUMIITOMHTE Ha (PYHKI[MOHAIHA JAMCIIETICHS NP €MH Ha BCEKW 12 OONHU M € 1Mo-100po OT
BCUYKH JAPYrd BujoBe jeueHue. B EBpoma epaaukanmsra Ha H. pylori npu mamuentu c
(GyHKIIMOHATTHA TUCTIETICUS CE CUUTA 32 (MHAHCOBO-U3TOHO, B CPAaBHEHHE C HEMPEIaraHeTo
Ha JieueHHe. YCIemHoTo jedyeHne Ha HP-uHdeknusara Moxke Aa MOBUIIM, HAMAIM WU J1a
HsMa BJIHMSHAE BBPXY KHCEIMHHATA CEKpeluss — TOBa 3aBUCH OT IIbpBOHAYAIHATA
Pa3HOBUAHOCT Ha HanmuuHus TacTput. Jledennero Ha H. pylori uHdekmusta momobpsisa
TacCTPUTHUTE TPOMEHH U BOJH 110, TIOHE YACTUYHO, PETyINpaHe Ha KUCETMHHOCTTA.
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1.4. Tacrpo-e3o¢pareanna pedurykcna oosect (I'EPB) n UIIIT

Hp He oka3Ba edekT BBpPXy TEKeCTTa Ha CHMITOMHUTE, TEXHMsS PELUUAUB HIU
TepaneBTHYHaTa edekTuBHOCT npu mnauumeHture ¢ ['EPb. Epanukamusta He BiolIaBa
HanuyHata ['EPb u He moBnusBa tepaneBtnunus edext. Epagukanusara e mokazaHa € mpu
npoabipkutesieH npueM Ha MIIII. Haxou enuaeMuoOIOrMyHu mpOydBaHUS ITOKa3BaT
HEraTHBHA acolMalus Mexay pasnpocrpanenuero Ha Hp, texxectra na 'EPB u wecrorara Ha
e3odareaTHus aJCHOKAPIIMHOM.
[poasmxurennoro neuyenue ¢ UIII npu H. pylori-mo3utuBHM nauueHTH BOJH 10 pa3BUTHE
Ha KOpPILyCE€H racTpuT (aKkTUBHOTO BB3MAJIEHUE CE yBelMYaBa B KOpIyca M HamalsiBa B
antpyma). ToBa yckopsiBa mporeca Ha 3ary0a Ha CHEIMAIM3UPaHU *KJIE3W M IO0sBa Ha
arpo¢uueH racrpur. Epanukanusra va H. pylori npu npoasmkurento neuenue ¢ UIIIT Bonu
710 OBJIaJIsIBAHE HA BB3MAJICHUETO U MIPEBEHLUS Ha mporpeca KbM atpodus. Hima nannu Tosa
Jla HaMaJIsiBa pUCKa OT CTOMAIIEH KapIUHOM.
15.  Anrurpomébo3na tepanusi u HCIIBC

WNudexmusara ¢ H. pylori e acomumpaHa ¢ TOBHUIIEH PHUCK OT HEYCIOXHEHA U
YCIIO)KHEHA TacTpoyoJieHanHa s3Ba npu nanuentu, npueMany HCIIBC u/unmm HUCKU 103U
ACK wnnu npyru aHTUTpoMOO3HU cpeacTBa. Epaaukanusata HaMalsiBa TO3U PUCK U € OT I10J13a
U Ipeau 3arnodBaHe Ha JiedeHuerto. lIpu manmeHTH ¢ aHaMHe3a 3a YCIOXKHEHA WIN
HEYyCJIO’)KHEHa s3BeHa Ooject, T4 € aOCOJIIOTHO 3aJb/DKUTENHA. BbOpeku BCUUKO,
epagukanusara Ha Hp camocTrosTenHo He HamaisiBa 4eCcTOTaTa Ha raCTPOAYOJEHAIHUTE S3BU
IIpU TMALKMEHTH, KouTo Beue Ibiro Bpeme nonyuyaBaT HCIIBC. Te3u 00nHM HM3UCKBAT U
JOIIBIIHUTEIHO IpoabiDkuTeNHO nedyeHue ¢ UIIII cnen epanukanusra.
1.6. Cromamen MALT aumdom

Huckocrenennust MALT numdom e cebp3an ¢ H. Pylori u Mmoxe na ce uznekyBa c
Hp epamukamuss B 60-80% ot cmyuyaute. Ilpu Hammuyna tpancimokanusa t (11,18) obaue,
epaauKanuaTa OOMKHOBEHO He € e(peKTHBHA M Te3u OOJHM MMAT HYyXJa OT JOI'BJIHUTETHO
WIK aITepHAaTUBHO JieyeHue. Beuuku namueHTu TpsOBa 3aQbJDKUTENHO Ja C€ MpOoCeasBaT
clle/l epajuKanys U Aa UM Oblie MPEATIOKEHO APYro JiedeHue (XMMHUOTepanus/IbueTepanis)
aKo HsIMa TeparneBTHYEH OTIOBOP WJIU JIUM(OMBT IIPOrpecupa.
1.7. H. pylori u ekcrparacrpa/jinu 3a60/isiBaHUSA

Hamuue ca nokasarencra, cBbp3Bamm H. pylori ¢ eTnonorusta Ha HesiCHa XKelsi30-
nepuuUTHA aHEeMHUs, UIUONATUYHA TPOMOOLMTONEHUYHA Myprypa U Jeduuur Ha BUT. B12
KaKTO TP BB3PACTHH, Taka U nipu nena. [Ipu te3u cwerostaus, H. pylori TpsOBa akTHBHO 12
ce Thpcu © epaaukupa. Epammkaumsta npu H. pylori /+/ mnaumentd nomoOpsiBa
OonoHamuuHOCTTa Ha thyroxine u 1-dopa.

Nuaukammu 3a epaiuKanms:

3a0o0aaBaHe Nuaukanuuy 3a JieyeHue

AxtuBHa CA u I AOCOIIOTHO 3abJDKUTEITHO

Cren KpbBOM3JIMB OT s3Ba — BeAHara cienl | AGCOIIOTHO 3aIbJIKUTEIHO
BB3CTaHOBSIBAHE HA NIEPOPATHUS IPUEM

MAJIT-nmumdowm I craamii AOGCOIOTHO 3aIBIKUTEITHO

Cnen cromamiHa pe3eKnus 3a pak Ha | 3aAbHKUTEITHO
CTOMaxa; Clie/l €eHJOCKOIICKO JIeUeHUE

Ponnunu ot IIbpBa JIMHUA Ha MAallUCHTHU C 38.,HLJ'I)KI/ITGJ'IHO
paK Ha CTOMaxa

ATpoduueH racTput IIpenoppuynTeNHO
XpOHMYEH  aKkTUBEH  aHTpajeH wiM | [IpenoppunTenHo
MTAHTACTPUT

OyHKIIMOHATHA JUCTICTICUS [IpenopbunTenHo
I'EPB - npm Oomam  w3uckBamy | [IpenoprunTenHo
aparorpaHo geyenue ¢ UI

HCIIBC, antutpom003Ha Tepanus 3aIbIKUTEIHO
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- gaman 33/l wm CiH - npenu
3aIll0YBaHE Ha JICUCHUETO 3aIbIDKUTEITHO

- mosea Ha A mmm CS B xoma Ha
JICUCHUECTO

- Ilpenu 3amouBane Ha nedenuero mpu | [IpenopbunTenHo
OOJIHU C IUCIIENCHUS

Kenszo-nepunutHa anemus, uaeonatuana | [IpenopbunTeiHO
tpoMOonuronenus, VitB 12 nedunur c
W3KJIFOYCH JPYT IPOU3X 0T

2. TepaneBTHYHHU CXeMH
Hanuunu cxemu 3a neuenne Ha Hp
- Crangaptaa Ullll-clarithromycin 6a3upana TpoiiHa Tepanusi, 7 THH WIK IOBEYE

o UIIII-Clarithromycin-Amoxicillin unu WUIIII- Clarithromycin -Metronidazole
- IlocnenoBarenna tepamnus (5+5)

o HWIIII- Amoxicillin 5 guu, UIIIT- Clarithromycin - Metronidazole, 5 qau
- Bismuth -6a3upana yeTBOpHa Tepanus

o WIIII-Bismuth subsalicylate/ subcitrate -Tetracycline - Metronidazole , 7-10 guu
- Hecpappxama GucMyT, 4eTBOpHA Teparus

o HIIIT- Amoxicillin - Clarithromycin - Metronidazole, 10 qau
- UIIII-levofloxacin-ceabpikaria Tepamnus

o MUIIII-Levofloxacin- Amoxicillin, 10 gau
Metronidazole mosxe 1a 6b1e 3ameneH ¢ Tinidazole.

Jannute, cpOpaHu mpe3 MOCIEIHUTE T'OJUHM IOKa3BaT, Y€ CTaHJapTHaTa TpOiHa
komOunarst UIIIT - clarithromycin u amoxicillin uin metronidazole e u3ryousnaa gact ot
e(EeKTUBHOCTTa CH M 4YECTO OCHUTypsiBa YCIelIHa epagukaius npu Makcumym 70% ot
MAIMEHTUTE, KOETO € Jajied MO OYaKBaHUsATA 32 HH(PEKINO3HA OOIECT.

VYcTaHOBeHM ca pas3iIMyYHU NPUYMHHU 32 HaMmajeHaTa €(EeKTHBHOCT Ha CTaHJapTHaTa
TpOifHa KOMOHMHAIUS: CHhTPYAHUYECTBO U MPHUIBPKAHE KBbM JICYEHHUETO, BHCOKA CTOMAIITHA
KHCEJIMHHOCT, BUCOK OaKTepuasieH ToBap, OaKTepUaleH I1aM U Jp., HO Oe3CIOPHO Haii-BaXkeH
dakTop e yBenmuaBamata ce pesucreHTHocT Ha H. pylori kem clarithromycin. O6mara
clarithromycin-pesucrentnoct B EBporma ce ¢ yBenuuuna ot 9% mpe3 1998r. na 17.6% mpe3
2008r. Pe3ucreHTHOCTTa cE€ € yBelMYWIa B IOBeueTo yacTu Ha EBporma, karto cera gocrura
yecrota >20% B cTpanure ot LleHTpanna, 3anagna u IOxna EBpoma, xoeTo ce cmsTa 3a
BHCOKa ctenieH. Enuncteeno B ctpanute ot CeBepHa EBporna s € <10% u ce cMsiTa 3a HUCKA.
bearapus cnajia KbM CTpaHHUTE C BUCOKM HMBA Ha pe3UCTEHTHOCT: >15% 3a clarithromycin,
24% 3a metronidazole u kato TakaBa, CTaHJapTHAaTa TPOWHA KOMOMHAIIMS BeUe HE € METOJ Ha
n300p 3a epajuKalus B CTpaHaTa, ako He € MPOoBeJieHa aHTuOorpama. AKo Bce nak ce uzbepe
tazu cxema (UIIII+Clarithromycin+Amoxicillin/Metronidazole), € ymecTHO jeyeHHETO na
npoabku 10-14 muu npu Bucoka no3a Ha UIIIT (2x40mg) u eBeHTyasiHO A00aBsiHE HA TPO-
wm npeduotuk. [lpuema ce, 4ye ¢ Te3W MEPKH YCIEeBAaeMOCTTa Ha TpOWHAaTa KOMOWHAIHS
MOJe Ja ce yBenuuu cpeaso ¢ 10%.

Cnopen npenopbkute Ha Maastricht 4 ot 2014 1, n300pbT Ha TepaneBTUYHA CXeMa 3a
epanukarus Ha H. pylori ce 6asupa Ha jgokanHata pesuctentHocrta kbM Clarithromycin (¢wur.
1).

Qurypa 1. Cxemu 3a ieyeHue criope] JIokaiaHata pe3sucTeHTHOCT KbM Clarithromycin
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Maastricht 4 -2010 npenopskn 2a
epannkanng Ha Helicobacter pylori

SN

Pernoniv ¢ HACKA PE3HCTEHTHOCT PeraoHH ¢ BHCOKA Pe3HCTEHTHOCT
k6M Clarithromycin kbM Clarithromycin
18a napAs-HIII1 - Clarithromycin ITspea nunns: BacMmyT 9erBopHa
Amoxicillin / Metronidazole (axo He € BH3MOXKHA
ANTepHaTABA - TOCNEA0BATEHA HITH MOCJE0BATEINA HIH HeCHbpKama
BuacMmyT 6aznpana 9eTBOpHA 6HCMYT JeTBOpHA)
-b

Zpa nﬂﬂnzjmnlcﬂmmyr:lmﬂa Bmopa nunus: HIIII-

Levofloxacin/ Amoxicillin Levefloxacin/ Amexicillin

l l

Tpema nunus: BasApaHa caMo HA TECT 332 TyBCTBHTENHOCT /PE3ACTEHTHOCT

Jleuenne npu Bucoka Clarithromycin pe3ucrenTHocT
UIIII- Clarithromycin 6a3upana TpoiiHa Tepamusi 0e€3 TpeanecTBaIIo

H3CJICABAHC HAa YYyBCTBUTCIHOCTTA HEC Tpﬂ6Ba Ja CC IIpujiara B o0acTH ¢ PE3UCTCHTHOCT 15-
20%

2.1. IIbpBa JMHHS HA JIEYeHUE

e Bismuth-6asupana derBopHa KOMOMHAIHUsI (eMOUpUYHA  epaguKaius, 0e3
aHTHOMOTpama)

[Ipoapmxutennoct 7-10 nau

HIIII CrangaptHa f03a 2 X AHEBHO /2 x 20 mg
Bismuth subcitrate (subsalicylate) 4 x 120 mg
Tetracyclin 4 x 500 mg
Metronidazole (Tinidazole) 3 x 500 mg

Bismuth-cbabpikariaTa yeTBopHa KOMOMHAIMS € JICUCHUETO Ha M300p B CTPAHHTE C
BHCOKa pe3UCTeHTHOCT. Hsima omucaHa pe3aucTeHTHOCT KbM bismuth, pe3sncTeHTHOCTTa KbM
tetracycline e psakoct B EBpora, a uecrtara in Vitro pesucreHTHOCT KbM metronidazole moxe
Ja ce Ipeojoyiee 4Ype3 yIb/DKaBaHE Iepuojia Ha JieueHUeTo. Bbhpeku rosnemus Opoit
Ta6J'IeTKI/I, KBMIIIAUBHCET € 3a10BOJIUTCIICH W HE Ca OIIMCaHU CTpaHUYIHH G(I)GKTI/I,
MIPEBUINIABAIIM TE€3U MPHU CTaHApPTHATA TPOiTHA KOMOUHAITHSI.

[Ipy HEBB3MOXHOCT 3a MPHUIOKEHUETO W (HEMOHOCHMOCT, aJeprusi u Ap.), ce
MpernopbyuBa MoceaoBaTeNHa Tepanust (5+5) uin HechbabpKalla OUCMYT-4€TBOPHA TEPAIHSL.
[TocnenoBarenHara cxema Ha J€U€HHUE € aJieKBaTHA alTepHATHBA, JOPH B CTPAHUTE C BUCOKA
pe3ucTeHTHOCT KbM clarithromycin ¥ B HAKOM MpoyuyBaHHs epagukainusra jgoctura 90%.
YBennuaBaHeTo MPOIBIKUTEIIHOCTTA Ha JICYEHUETO HE BIIMsE BbPXY €(EeKTUBHOCTTA MY.

o IlocnenoBarenna Tepanust (Sequential Treatment) - o0mo 10 jHuH
IOCJIEJOBATEITHO
[IepBUTE 5 THU
HIIIT 2 X cTaHgapTHa 7032
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Amoxicillin 2 x 1000 mg

+

3a ome 5 gHU

UTIIII 2 X cTaHgapTHa J03a
Clarithromycin 2 x 500 mg
Metronidazole (Tinidazole) 3 x 500 mg

e Hecbabpxkama OHCMYT, 4YeTBOPHA Tepanusi WJIM €JHOBPEMEHHA Tepanus
(Concomitant Treatment) — 5 1o 10 gum

WNIIIT 2 x cranaaptHa go3a /2 X 20 mg
Amoxicillin 2 x 1000 mg

Clarithromycin 2 x 500 mg

Metronidazole 3 x 500 mg

IIpu Tazu cxema NepUOABT HA JICUEHHUE MOXKE Ja C€ ChbKpaTW Ha 5 nHU. B pasnuunu
IPOYyYBaHUs, €PEKTUBHOCTTA i € CXOAHA CbC CEKBEHTHUS PEKHUM.

2.2. Bropa jiuHus HA JileYeHHe
[Tpu HeycreleH MbPBU epaJiMKaIlOHeH Kypc, ce mpernopbuBa Levofloxacin- 6a3upan
PEXHUM KaTo BTOpA JIMHUS Ha JICYCHHE:

e Levofloxacin- 6a3upana Tpoiina koMOuHaMs (anTepHaTHBA 1)

[Tpoaxsmxurennoct 10 qau

NIIIT 2x20mg

Amoxicillin 2 x 1000 mg

Levofloxacin 2 x 500 mg

Epanuxanus ce moctura B > 80% oT ciydaute, KaTo €epeKTUBHOCTTA OCTaBa CTabUITHA
BbB Bpemero. Ilpu 3amsHa c¢ Moxifloxacin (HO He W Jpyr HpeACTaBUTEN] Ha
(bITyOpOXHUHOJIOHUTE), PE3YJTATUTE CHIIO ca 3a70BOJUTENHH. OCHOBEH MpOOJIEM OcCTaBa
pa3BUBaIllaTa Ce PE3UCTEHTHOCT KbM XMHOJIOHUTE, KaTo HE € MPEeNopbUYUTEIIHO Ta3u CXeMa Jia
ce IpuJjiara npu MauueHT! ¢ 00CTPYKTUBHH 0€10IpOoOHM 3200 IsIBaHUS, JIEKYBaHHU C TAX.

e Levofloxacin- 6a3upana nocJjenoBaTeHa Tepanus (aITepHaTHBA 2)
[Ipunara ce kakTo craHjgapTHaTa cekBeHTHa Tepanus 3a 10 guu, karo Clarithromycin ce
3amens ¢ Levofloxacin. Epagukanus e noctursata B >95% ot ciydaute npu go3a ot 2x500

mg JHEBHO:

[IepBUTE 5 THK

NIIIT 2x20mg
Amoxicillin 2 x 1000 mg
¥

3a owe 5 1HU

NIIIT 2x20mg
Levofloxacin 2 x 500 mg
Metronidazole (Tinidazole) 3 x 500 mg
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Axo e npunoxxena crannaptaa UIII-clarithromycin 6a3upana TpoitHa Tepanus,, U T4
€ HeyCIIellTHa, Ha BTOpa JIMHUA ce mpuiara Bismuth-cbabpikaiia yeTBOpHa KOMOWHALIUAS WA
Levofloxacin- 6a3upaH pexum.

IIpn nmaumenTn ¢ aneprus koM Penicillin, Amoxicillin Mmo:xxe 1a 0bae 3ameHeH ¢
Clarithromycin B CbOTBeTHHTE CXeMH.

Hanp. UIIT + Clarithromycin(2 x 50 mg) + Metronidazole (2 x 400 mg) wnmu MIIIT +
Clarithromycin(2 x 500 mg) + Levofloxacin (2 x 500 mg)

[Ipu mpeanmnaa excnosunus Ha Clarithromycin, ce npenopbuBa 7-gHeBeH Kype ¢ UIIIT +
Bismuth subcitrate + Metronidazole + Tetracycline

2.3. Tpera JuHuS HA JIeYeHUE

Crnen nBa HeyCHEIIHU OMUTA 3a €paJuKalus, MallUeHTUTE cie/lBa 1a ObJaT HAaCOUEHU
3a MUKpOOHOJIOTMYHO Hu3clenBaHe (cien Ouomcus) W aHTHOMOrpama, 3a Ja ce OIpeaein
yyBcTBUTENHOCTTA Ha H. pylori kbM paznuunurte antubakrepuannu cpenactsa. KoM neuenue
ce MPUCTBHIIBA CJIEe]] TOBA, KATO HEYCIICIIHA epaJIMKallMOHHA CXeMa HUKOTa He Ce TMOBTapsl.

3. KonTpoJ Ha jieueHneTo

OneHkara Ha epagukalnusaTa ciel] JedeHue TpsOBa Ja ce M3BbpIIBAa Haii-paHo 4
CEJIMUIIH CJIe]l CTIMpaHe Ha JICUEHUETO, a Hail-100pe Ha 2-pus Mecell.

JuxatenHusar TecT M (ekaaHMs aHTUIeHeH TecT (JabopaTopHo-0a3upaH, cC
MOHOKJIOHQJIHM aHTHUTEJA) ca HEMHBA3MBHHUTE METOJU, MPETOPBhYAaHU 32 OIEHKAa e(eKTa OT
JICYEHHUETO.

[TIpu ciayuaute cbc cromamHa sizBa U MALT-num¢pom, kakTo W 1o mpeleHka Ha
JIEKyBAIlMs JIEKap, KOHTPOJBT MOXKE J1a C€ OCBLIECTBH U C €HIOCKOIICKO IPOCIEIsBaHE C
ouoncuu.
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OCTPHU KPbBOU3JIUBU OT I'OPHUSA TACTPOUHTECTUHAJIEH TPAKT

I. O0mm manum
KpbBomzmueu ot ropaust [ UT ce mpuemar mpu KbpBeHE, MPOKCUMAITHO OT ligamentum

Treitzi. Pa3nmensaT ce Ha HEBapUKO3HO M BapUKO3HO KbpBeHe. CheraBisBar 70% OT BCUYUKH

racTPOMHTECTUHANHU KpbBousnuBH. llentuunurte s3Bu (66%) u epo3uu (15%) ocraBar

OCHOBHA Mpu4MHa B Haj 2/3 3a kbpBeHe oT ropuus [ UT. OcHoBHHUTE pUCKOBH (akTOpH 32

BB3HHUKBAHETO UM Ca :

— IIpuem na nexapcta karo HCIIBC u aHTUTpOMOO3HU JIeKapcTBa

— H. pylori uadexmus
Brbrpeku Hampenbka B Tepanusita U NpouiakTUKaTa Ha KpbBOU3IMBUTE, YECTOTaTa Ha

CEpUO3HUTE YCI0KHEHUATA U CMBPT OCTaBAT BUCOKHU HABCSAKBJIE 10 CBETA, BKIIIOUUTEIHO U Y

Hac. CmbpTHOCTTA OT KpbBOU3IMBHU OT ropuust I'UT ce 3ama3Ba nocrosinHa - okosno 10% 3a

nocineauure 50 rogunu. Ilpu BB3pacTHUTE M MBKETE, KAKTO U OOJHUTE CbC CEPUO3HU

pUApYyKaBaly 3a0oysBanus T ce AU Mexay 40-50 %.

II. luaruo3a

1. IIbpBoHAYAIHATA OLIEHKA HA NAIMEHTUTe ¢ KbpBeHe OT ropuusi oraea Ha I'UT

BKJIIOYBA:

- OmeHka Ha XEMOJAMHAMHUYHOTO CBCTOSHHE M  PEAHHUMAIMOHHU  MEPOIPHUSITHS
(pecycuuranusi), ako ToBa ¢ HeoOxomumo (mysnc Hax 100 ymapa/min, apTepuanHo
namsirane (AH) mox 100 mmHg

-  Du3UKaIHU CUMITOMU

- JlaGopaTtopHH moka3zarenu

- MakcumanHo 6bp30 U3BBPILIBAHE HA FTOPHA €HIOCKOMNUS C AMArHOCTUYHA U TEpalleBTUYHA
(axo € BB3MOXKHO)

1.1. AmnamHe3a m QU3HMKAJIHO H3C/IeJBAHE, BKIKYUTETHO 3aAb/LKUTEHO PEKTAJIHO

TyHIMpaHe
- IlpuuunHa 3a KpbBOM3/JIMBA - IPEIEHKA 3a MPUYMHATa HA KPbBOM3JIMBA (aHaMHE3a 3a
s3BeHa 0oJiecT, 4epHOAPOOHO WM APYyro cepuo3Ho 3aboisBane, npuemM Ha HCIIBC,
AQHTUTPOMOO3HH JICKAPCTBEHH MPOTYKTH)
- Jlokaau3zaums M TeKecT HAa KPbBOU3JIUBA
O XeMaTeMme3a — BEpOSITHA JIOKAIM3alMsl XPaHOIPOBOJ, CTOMAX, AYOJEHYM (IIO-TEKKO
KBbpBEHE)

O MeJieHa — BEpOsATHA JIOKAJTU3alus AyOIeHyM, ITUJI0p, MEKEJIOB AUBEPTUKYIT

O Xxemaroxe3us (OTHENsHE Ha sCHA KPbB WM CBCUPELHU Ipe3 aHyca) — BeposTHA
JIOKaJIMU3alusl TyoAeHyM, ThHKO YepBO (MaCHBEH KPbBOU3JIMB)

Texxka kppBO3aryba v MOBUIIIEH PUCK 3a KUBOTA Ha MAllMEHTa CE MpeJroara npu:

- HSKOJIKOKPAaTHO NMOBPBILAHE HA CBEXA KPBB , HAKOJKOKPATHU MEJICHU, XeMaTOXE3Usl

- (Qu3MKaTHU CHUMITOMH Ha MpPEALUIOKOBO U IIOKOBO CBCTOSHME:  YCKOpsIBaHE Ha
chbpje4yHara yectora ¢ noseye oT 20 ymapa/min u cnajgaHe Ha cucroiaHoto AH ¢ 10-20
mmHg npu npomsiHa OT JIeTHAJIO B CEQHAJIO WJIM M3MPAaBEHO MojoxkeHue; mync Hag 100
yaapa/min, AH nox 100 mmHg 3a cuctonnoto u nox 70 mmHg 3a nuactonHoTO

- (u3ukanHu Oene3u 3a XUIIOBOJEMUS/IIOK, aHEMUS

TexecTra Ha KPbBOM3JIUBA, Bb3 OCHOBA HA OTKJIOHEHUATA B XEMaTOJOTUYHUTE MOKAa3aTeIu U

XEMOJMHAMUYHUTE OTKJIOHEHHUS C€ OLIEHsABA KaTo

- Jlex
o Epwurponuru >3,5 T/I; xemornooun >100 g/l; xemarokpur 0,40 — 0,35 L/I,

o P>100 ya/min; cucromao AH >110-100 mm Hg
[Ipeanonaraema kpwrBo3aryda qo 300 ml

- CpeIHO TeXBK
o Epurporuru 3,5-2,5 T/I; xemorinooun 100-80 g/l; xematoxkpur 0,34-0,25 L/I
o Cucromno AH 100 — 80 mm Hg
[Ipeanonaraema kpwBo3aryda 300 go 800 ml

- Texbk
o Epurporuru <2,5 T/1; xemormooun <80 g/l; xemarokpur 0,25 — 0,15 L/I
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o Cucromao AH 80 — 60 mm Hg

[Ipeanonaraema kpbBo3aryoa Hag 800 ml.
[Ipu TexkKO CbCTOSIHME € 3aabDKUTENHO npociensBaHe Ha L[BH wu wacoBa nuypesa, u
MoKa3aTenuTe Ha ObOpeuHara QyHKIIHS.

2. CnemHa eHaocKonus (0CHOBEH JHATHOCTHYEH METO/)

Ormpezena ce Karo CHelrHa, ako c€ M3BBPIIM 10 24 4Yac OT MPEArnojaraeMoTo Hayajao Ha

KPBbBOU3JIMBA

- I/ISB'pr_IBa CC B YCJIOBI/ISITa Ha aKTHUBHO H3,6JHOI[€HI/I€ 158 peaHI/IMaL[I/ISI Ha ITallMCHTA B
OOJHHUYHO 3aBEICHUE

- [Tpu KpBHBOU3IHMBY, MPEIICHEHU KATO JICKH U CPETHO TEXKKH, CE€ M3BBPIIBA YCIOPEIHO C
peaHUMAIIMOHHUTE MIPOLIEIYPH U (PapMaKOJIOTHYHO JICUCHHE

- HpI/I Kp’bBOI/I3JII/IBI/I, HpGHeHeHI/I KaTo TCXKKHU U IIOKOBU CBHBCTOSAHHUA CC I/ISB'pr_IBa CJIeH
cTadmIM3upaHe Ha XeMOJMHAMHUKaTa M OBJIaJIBaHE HA IIIOKa

OCHOBHH LIEJIH.

- YCTaHOBSIBaHE Ha U3TOYHMKA Ha KbPBCHE

- OLEHKA Ha aKTUBHOCTTA U TEXECTTA HAa KbPBEHE (IIPOrHOCTUYHU KPUTEPHH 3a PELUANB Ha

KBPBEHETO U IPEKUBIEMOCT)
- €HJIOCKOIICKO JICUCHHUE

Knacupurkanusara na FORREST 3a akTuBHOCTTA HA KbpBeHeTO OT 1994 r. (mpunara ce
3aJIBJKUTEINHO 32 OLIEHKA HAa TEKECTTa MPH SI3BEHO KbPBEHE)

AKTHUBHO KbPBEHE:
la - aprepuanuo kbpBeHe (CTPYIHO)
Ib - kanusIpHO KBpPBEHE (CTHYAHE, CHII3CHE)

benesu 3a kbpBeHe (MpeANIecTBAIIO KbPBEHE)

[Ia — cbIOB YyKaH - BUIUM KPBBOHOCEH Ch/Jl
[Ib — koaryny™m (BbpXy mpearnoiaraeM U3TOYHHUK, TOKPUBAII] s13Ba)
IIc — xemaTHHOB Hajemn (BbPXY MPEAIIOIaraeMusi H3TOYHUK, TIOKPHBAIIL 513Ba)
II1. be3 nannu 3a KbpBeHe (HaJuUIEe ca MOPGOIOTUYHN IPOMEHH, MPEANoIaraéM U3TOYHHUK Ha
KbPBEHE — SI3BH, €PO3UH)

2. OueHka HA PHCKA 32 MO-JI0IIA MPOTHO3a U PelUAUB HA KbPBEHETO
-  Kinuanunan: XemoauHamMHuHa  HECTaOMJIHOCT, AaKTMBHO KbpBEHE (Xemaremesa,
XeMaToXxe3usi, HSIKOJKOKpaTHa MeJIeHa, €JHOBPEMEHHO MEJIeHA U XeMaTeMe3a)
- Enpmockoricku: pa3mep M JIoKanu3anus Ha s3BaTa M akTHBHOCT Ha KbPBEHETO-
BHUCOKO pHUCKOBM 3a peuuauB Ha kbpBeHero ca F I, F Ila, F IlIb. Ilpu Tax pexbpBeHe ce
Habmonasa ot 43% 1o 55% cpemy 5% npu F III, a embpTHOCTTa € choTBEeTHO 7% - 11%
cpemy 2%.
— Jpyru: Bw3pact > 60 r1, chobrerBamu  3a0onsBaHus  (CEpUO3HH, MHOXECTBO;
4epHOApoOHA HEJOCTATHYHOCT, ObOpEUHA HEIOCTATHYHOCT), AIKOXOJIU3bM
— Komb6unupanu 6anoBu cucremMu
[Ipu BuCOK pHCK ce Hajara (apMakoJIOTMYHO, CIEIIHO EHIOCKOIICKO JIeUYeHUEe U
WHTEH3UBHHU T'PHIKH, a IPU HUCHK PUCK CE 3a04Ba JIEKapCTBEHA TepaIusl.
Glasgow-Blatchford Risk Score ot 2000 r. (Tabmx. 1) e Haif-100pe BaIuaMpaH U ce
IpernopbuBa OT MEXKIYHAPOJHUTE E€HJOCKOICKM acOLMAllMM 3a OIeHKa Ha TeXecTTa Ha
KbpPBEHETO Mpenu eHaockonus. Hyxkaara oT cremHa XocnuTaan3alys 1 JIeYeHHe ce Hajara
IIPU CKOpP > 6, TOPaJH PUCK OT TEXKKO MPOTHYAHE U HEOOXOIUMOCT OT JICUEHHE.

Tabmuma 1. Glasgow-Blatchford Risk Score 3a onenka Ha TexecTTa Ha KbPBEHETO OT TOPEH
I'uT.
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PuckoBu Mapkepu npu XOCIUTAIU3ALNS ban
Ypes

>6-.5<8.0 2
>8.0 <10.0 3
>10.0 <25.0 4
>25 6
Xemorno0uH (g/L) -Mmbike

>12.0<13.0 1
>10.0 <12.0 3
<10.0 6
Xemori1o0uH (g/L) -:keHu

>10.0 <12.0 1
<10.0 6
Cucroino AH (mm Hg)

100-109 1
9099 2
<90 3
Apyru nokazarenu

[Tync >100 / min 1
Menena 1
Cunkon 2
UYepHonpoOHO 3a0015BaHe 2
Copaeuna HEAOCTAaTHYHOCT 2

1. JIEYEHHUE
Jleuennero OuBa (papMaKOJIOTHUHO, €HJIOCKOINCKO M omepaTtuBHO (¢wur. 1). O6muTe

TEpaleBTUYHU W pEaHMMAIlMOHHU MEpONPHUATHS 3amoyBaT NpeAd IOCTHIIBAHETO B

OOJIHUYHOTO 3aBEJICHUE U MTPOABIDKABAT CJIel XOCTIUTAIN3ALUSATA.

— Cnopen nocnegnute npernopbku oT 2015 r. Ha EBpomelickata acoumamus 0
racTPOMHTECTHHAHA €HIOCKOMHS IMOCTaBIHETO Ha HAa30racTpajHa COHIAa M MPOMHBKA HE
ce npenopbuBat. KpbBonpenupane ce 00chxaa npu xemornoous nox 70 g/L, npu oieHka
Ha PUCKA OT ChPJEYHO-CHIOB HHIUACHT U JPYTU PUCKOBH (DaKTOpH.

1. ®apMakoJI0rH4HO JieYeHHe ¢ AHTHCEKPETOPH U Ba30aKTHBHU JIEKApPCTBa.

[IpoBexxma ce MO BCSIKO BpeME — CAaMOCTOSTENTHO WJIM B KOMOWHAIMSI C E€HJIOCKOIICKA

XeMmocTasa (mpeau, Mo BpeMe U Cliel] €HI0CKOMMSITA)

1.1. AHTHCeKkpeTOpHa Tepanus

HUIIIT — ocHOBHO CPeACTBO 3a JICUCHHE

- mo- edpextuBHH OoT H2 Onokepure 3a mpeAoTBpaTsBaHE Ha PELUUAMB HAa KbpBEHE -
HaMaJIsgBa Hy)KJlaTa OT IIOBTOPHA €HJJOCKOIICKAa XEMOCTa3a U CHeIlIHa XUPYPIrHs

- TIPUJIOXKEHHU 1.v B JHEBHa 703a 10 3 no 80 mg bolus, mociaenBanu OT MPOIBIKHUTEITHA
uH(Yy3us 0T 8§ mg/ yac 5 AHM cies1 OBIaJIIBaHe HA KbPBEHETO .

- camo Bucokata no3a WIIII uHTpaBeHO3HO HamaisBa XUPYPrMYHUTE MHTEPBEHLUHU, O€3

POMSIHAa B CMBPTHOCTTA

H2 6nokepu

— Morar j1a 6paat nosuesnu npu CH, vo ve npu 151
— famotidine - 1o 40 mg/4 yaca unu ranitidine 1o 600 mg/nHEBHO
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1.2. JleyeHue ¢ Ba30aKTHUBHH JIEKAPCTBEHH NMPOAYKTH

N

Terlipressin - B no3a 1- 2 mg/na 4 yaca i.v. bolus 3a 24-48 uaca, ciex ToBa 1 mg/ Ha 4
yaca 001110 3a 5 IHHU

Octreotide - 50 ug i.v. bolus ¢ mocneaBama nHpy3us Ha chbinara no3a 3a lyac (50 ug/l
yac) ot 129aca 10 5 nuu. [IpenaparbT MOXKe /1a ce MPUIIOKHU U TTOIKOKHO.

Somatostatin — uHdy3us or 6 mg Somatostatin (2 ¢akona or 3 mg ) B 500 ml
¢dbusnonoruueH cepym 3a 24 uyaca. ENHOBpeMEHHO ¢ HaAyajioTO Ha MPOIBJDKUTEIIHATA
uHOy3us ce npuiara 6onyc - 1 pmakon ot 0.25 mg (3a mauueHT ¢ Terao 75 kg e paBHO Ha
3.5 mcg/kg /gac). IloBropra Oosyc mo3a Moke na Obae HampaBeHa | min Tpeau
€HJIOCKOIICKOTO M3cienBane. boiyc no3urte ce BbBeXKAaT OaBHO MHTPaBEHO3HO (>1 min).
[IpoabmKUTETHOCT HA JIeueHHEeTo ¢ MHQY3uu ¢ MuHUMainHo 48 4 no 120 yaca (5 qum).
Honyctumu ca 4 6oiyc 1031 mpe3 mbpBute 12 yaca u ome 4 - 3a ocraBamure 108 gaca

. EHI0CKOIICKO JIeYeHue (enuocxoncxa XEMOCT333)

CpenctBo Ha MBPBU U300p MPU AKTUBHO KBPBEHE WK 0elie3u 32 KbPBEHE U PEKbPBEHE
Nma mpeaumcTBa mpen BCUYKU APYTM METOAM - €HIOCKOICKaTa Tepanus € BHUCOKO
eeKTHBHA [TPU BUCOKOPHCKOBH MalueHTH (IbpBOHaYaiHa xemocrtasa B 70%)

HamansiBa mo-HaTaThUIHOTO KbPBEHE, PELMINBUTE OT KbPBEHE, TPaHC(HY3UUTE U HYXKaTa
ot xupyprus 0o1mo ¢ 60%. [TogoOpsiBa mporHo3ara

Ennockorncka Teparusi MOKe /1a HE ¢€ U3BBPIIH IPH JIUIICA Ha SICHU 0ese3u 3a KbPBEHE U
HHUCBK PUCK — IIPHU sI3Ba CbC ChCUPEK - MOKE camocTosiTenHo MIIII.

ChlecTBYBAT MHOXKECTBO €HIOCKOIICKM METOU. JIMICBa SICHO MPEIUMCTBO Ha €IMH METOJ
Tpell APYT: eNeKTpo- /TepMokoarynamus, nazep /AlIK, WHXeKIMOHHA Tepanus ¢ pa3IudHU
CKJIEpO3UpAIllH BEILIECTBA, [IOCTABSIHE HA KIIUIICOBE, IMTUPAHE U JIP.

[IpenopbuBaT ce KOMOMHAIMM MEXJY Pa3IMYHUTE €HJIOCKOICKM METOAU (MHKEKIHMOHHA
Tepanus + TepMaliHa + OCTaBSIHE Ha KIIUIICOBE)

Ilpu HeBapHKO3HO KbpPBEHE

[Ipu yenemHa eHI0CKOICKA XeMOoCTa3a

o kiauHU4HO npocnexnssane , UIIII - PO B no3a cnopen npudnHara, epajgukanys Ha
Hp npu no3utuBeH TecT (IpU HETaTUBEH TECT — MOBTOPHO M3CJIEIBAHE), KOPEKIINS
Ha JIeueOHM CXeMH C JIEKapCTBEHH IIpernapard, CBbP3aHU C IMOBHILIEH PHUCK 3a
KbpBEHE

o Huckara no3a ACK (nox 81 mg) 3a BTOpUYHA ChPAEYHO-CHAOBA MPOPUIAKTHKA
TpsiOBa na ce Bb3cTaHoBU BenHara nipu F Ilc u III, waii-pano cinen 3 gHu — npu
BHUCOK PHUCK OT PEKbpPBEHE

[Ipu Heycmex: nepcucTHpaIio Wi pelUANBUPAIIO KbPBEHE

- AprepuanHo kbpBeHe (Forrest [a) — onepatuBHO jeueHue

- TloBTOopHa €HIOCKOIICKa XeMOcTa3a: MpU yclex — HAaONI0JAEHHE W KOHCEPBATUBHO
JIEYEHHUE, TIPU HEYCIIEX — ONIEPATUBHO JICUEHUE

IIpy ocTpu epo3MBHM XEMOpAarMuyHU TaCTPUTH, YCTAHOBEHHM EHJOCKOICKM U H

HEOBJIaJIBaHE Ha KBPBEHETO CJ€Jl pEaHUMAI[MOHHUTE MPOLEIYpH, C€ MPEMHHAaBa KbM

XUPYPrUYHO JIEYEHHUE.

Crnen oBnazsiBaHe Ha KbPBEHETO CE MTPOBEXKAa BTOPUYHA MPOPUIAKTHKA!
o Epaaguxanus na H. pylori
o Ilporexkuust ¢ Ul (enunnyna noza) mpu npuem Ha HCIIBC, antutpomOo3Ha
Tepanmus.
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Knpeene ot ropen 'IT

JlexapcTBeHun
P NPOIYKTH
HTIIT
_BazooakTusnu JII1

XocnuTanuzanus - N
- - I
- - !
XeMOoAMHAMHUYHA KOPEKIU £ I

\ 4
Bernesu 3a HEaKTHBHO KbPBEHE <€€— EHHOCKOHH}[—H Benesn Ha akTHBHO KbpBEHE

v v

Jleuenue Ha s3Bara ¢ UIII1
Ba30aKTHBHHUTE JIEKapCTBA CE CITUpAT i Enjorepanust
[ToBTOpHA eHOTEpanus A\

¢ Vcenmex

Xupyprus |(— Heycriex

@urypa 1. TepaneBTUYEH AITOPUTHM NP HEBAPUKO3HO KbpBeHE OT ropHust [ UT

IIpu Bapuko3HO KbpBeHe

— FEHzockoncka xemocTa3a — OCHOBHO €HJOCKOIICKO BpPB3KOBO JIMTMpaHe Ha (oHa Ha
HenpekbcHata nHQy3us ¢ Terlipressin mnm Somatostatine

— AntubOuornmm (MHQEKIUA), JTaKTynIo03a (eHiedamonarus), KopeKknus Ha ObOpedHaTa
byHKIUSA

— Ilpu ycnex — HaGmoieHHE ¢ MOCIIeBalla BTOPMYHA NPOGHIAKTHKA

— AKO KbPBEHETO IPOABIKABA UM PELIMIUBUPA CE MIPETIOPBhYBA BTOPH EHAOCKOIICKH OIUT
B pamkuTe Ha 24-484 Ha (poHa Ha JIeKapCTBEHA Teparus

- Ilpm Heycnex - aJTePHATHBHO JIeYeHHE

- bajonna TammoHaza - camMoO MpPU MAacUBHO KbpPBEHE KaTO “MOCT” KbM JI€(UHUTHBHOTO
JIeYECHNE

- JKuBorocnacsiBaiia Tepanusi B 3aBHCHUMOCT OT ONUTa B CTpaHaTa M CBHCTOSHHUETO Ha
6onnus: TIPS, xupypeuuno neuenue uiu mpaHcniaHmayus

XUpypruyHo jeueHue ce 00Chxkaa Mpu 04aKkBaHa 100pa IPOrHo3a Ha MalyeHTa.

XPOHUYHU BB3IMAJIMTEJIHU 3ABOJISIBAHUSA HA YEPBOTO (XB34)

Kpatka oOmia xapakrepuctuka Ha XB34

XB3Y BkirouBar rpymna ot 3a00JsBaHMs, Hali-ueCTUTE OT KOUTO Ca YIEPO3HUS KOJTUT
(VK) u 6onecrra Ha Kpon (BbK). CpaBuurenno psiaxo (10-15%) BB3MamuTeTHUSAT MPOIIEC
npoTtuya ¢ Oene3u Ha JBeTe 3abonsiBaHusA. ETHONOrHMATa HE € M3BECTHA, MOPAaAU KOETO BCE
ollle JIMIICBAa €TUOJIOTMYHO JiedeHWe. Te ce pa3BuUBaT B pe3ylTaT Ha TeHEeTUYHa
MPEIUCTIO3UIHS KbM MATOJIOTUYHO B3aUMOJICHCTBHE MEXy UMYHHATa CUCTEMa C (paKTOpHUTE
OT OKOJIHaTa Cpefa, BKIIOUUTEIHO HOPMAIHUTE JIYMEHHH 4YPEBHHM OakTepuu (OakTepuaiHH
aHturenn). PaxkTopuTe OT BBHIIHATA Cpela UrpasT poJATa Ha IYCKOB MEXaHHU3bM
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(BB3OCHICTBHE BBPXY MMyHHaTa cuctema). Jucperynanusara Ha uMmyHHata cucrema Ha CUT
BOJIM [0 aKTUBHO XPOHUYHO Bb3NajieHUE U Aectpykuus Ha ['UT.

XB3Y ca comnuanHo 3HaAYUMH 3a00sIBaHMs. 3aro4BaT NPEeIUMHO B JETCKa U MIaaa
aKTMBHAa BB3pAaCT M MPOIBIDKABAT MNpe3 Ienus KUBOT. 3a00yiABaHMSATa ca XPOHUYHU C
nporpecuBHO yBpexxaane Ha I'MT, cucreMHM ¥ M3BBHUPEBHU INPOSBU U MHBAIUIAU3UPAHE.
[IpoTtuyar ¢ pa3iIuyHU MO MPOABIHKUTETHOCT M TeXecT (a3 Ha aKTUBHOCT, JIOKAIHU U
CUCTEMHHU YCIJIO)KHEHHUS, HAKOM OT KOUTO C€a >KMBOTO3acTpallaBallid. PUCKBT OT pa3BUTHE Ha
KOJIOPEKTaJIeH KapIMHOM IpHU JBeTe 3a00JsABaHUS M KApIUHOM Ha IJIbYHUTE MBTHUILIA MPU
VYK (B xomOunanus ¢ IICX) HapacTBa mporpecuBHO ¢ MPOABIDKUTETHOCTTA HA 3a00JISIBAHETO.
OnepaTuBHUTE MHTEPBEHIIMU ca 4ecTU. BCHMUKO TOBa OTKBHCBa OosieqyBallMAT OT HEroBaTa
cpena, 3aTpyaHsABa €XKeIHEBHATA M COLMAIHATA My aKTHBHOCT U TPYAOCHOCOOHOCT (B OKOJIO
70%), Hanara 4ecTH XOCIUTAIU3AIMH U MPOIBIDKUTENHO JeueHrne. KauecTBOTo Ha KHBOTA €
PA3KO HamajeHO. BB3HMKBAT TEXKH MCUXOJIOTMYECKH U coluanHu mpobiemu. Heobxomumu
ca 3HAUYUTEIHU (PUHAHCOBU Pa3XO/IH.

XB34 ce cpemar npeiMMHO B pa3BUTUTE CTpaHd. YecTtorara UM HENPEKBHCHATO
HapacTBa, npenuMHo 3a cMeTka Ha BK. Uecrortata Ha BK e 50/ 100 000 mymm HaceneHue, a
Ha YK - okomo 160/100 000 mymm nacenmenue. Ilo-romsiMa e yectoraTta B CTpaHUTE Ha
CeBepozanamna EBpona. Ilo pgamHm Ha EBpomelickoTo KoiaaboOpaTMBHO —MPOYYBaHE
HoBopeructpupanure cirydau ¢ bK B FOxxna Espona ca 3.9/100000 mymu cpemry 7.0/100 000
nyun Hacenenue B CeBepna EBpora, cbotBeTHO 32 YK - 8.7 10 10.7/100000 B FOxHa EBpormna
n 11.8/100 000 mymm Hacenenue - B CeBepHa EBpoma. 3a bbeiarapus nmmcBar TOYHU
€MUIEeMHUOJIOTHYHY JIaHHU 32 JBEeTe 3a00IsIBaHMSI.

[To manam wa H3OK 3a romummwms Opoit OomHM 1O 3a00JsBaHMSA, BKJIIOYCHH B
Hapen6a 38 3a 2014 1, ca otuerern 1101 330JI ¢ BK u 2515 — ¢ YK. B kiuHnuHara
IpaKTUKa ce HaOro/JaBa TEHAEHLMS 3a HapacTBaHe yectoTaTa Ha BK B milaga Bb3pacT npu
OTHOCHTEIIHO 3ama3eHa yectora Ha YK.

BbK ce xapakrtepusupa cbC CETMEHTHO BB3MAJIEHUE M JECTPYKLHMS Ha Isjlara CTeHa
(TpaHCMypallHO) Ha 3acerHaTtusi/Te ydacTbiiu. Moxke na 3acerne Bcska vact Ha [UT- ot
YCTHAaTa KyXHHa JI0 aHyCa, HO HAal-4e€CTO aHraxmpa TEPMUHAIHHUS WIeyM U Lekyma. YK
BKJIIOUBA XPOHUYHO BB3MAJICHHWE M S3BH Ha JIMraBUIlaTa Ha Oe0enoTo 4yepBo. 3amoyBa OT
peKTymMa W C€ paslpocTpaHsBa IIOCJIEIOBATEIHO JI0 TBHKOTO 4epBo. [loHskora
pasrpaHr4yaBaHETO MEXIy ABETe 3a00NIIBaHMS € TPYIHO U MOXe Ja ObJe M3BBPUICHO MpU
npociensBaHe B xoqa Ha OosectTa (cMsiHa Ha Buia bK unu YK BbB Bpemero).

Heknacudurippano Bb3ManuTeNHO 3a0onsBaHe Ha uepBoro (B3UH) e tepmun 3a
0003HaYeHHE Ha Majka 4acT OT CJlydyauTe, MPU KOUTO OKOHYATEIHOTO pa3rpaHUyaBaHe
mexnay YK, BK u gpyrute kxomutu He Moke Ja ObJe HAmpaBeHO ChC CTaHIAAPTHUTE
u3CcleABaHMs.

Henerepmunupan konut (HK) e TepMuH, u3nons3BaH OT MaToMO3UTE 3a ONMHCAaHUE Ha
MaTepHaJIk OT KOJIEKTOMHUSI, B KOUTO UMa XHCTOJIOTMYHU JaHHU KakTo 3a YK, Taka u 3a bK.

N3BbHUpeBHUTE M35BM Ha XB3Y ce nabmrogaBat B okosio 60% ot manuentute. Haii-
YECTHM ca TEe3W Ha ONOpPHO-IBUTAaTENIHATA CUCTEMa, KoXaTa M OYuTe, a Hal-pelKu —
IMaHKPEAaTUT, BACKYJIHWT, NCPUKAPAUT W MHUOKApPAUT, aBTOUMYHHAa XCMOJIMTHYHA AaHCMUA U
TpomMbo3uTe.

XB3Y Haili-uecTo ce mposiBsiBa B Kpas Ha IOHOIIECTBOTO M HAyaJoOTO Ha 3psiara
BB3pACT, C €JHAKBa yecToTa B ABaTa mojia. CUMITOMUTE BapupaT CHoOpen JIOKaTu3alusTa,
MIPOTUYAHETO U TEKECTTa Ha 3a00JISIBAHETO, HAJTMYMETO HAa €KCTPAMHTECTHHAIIHU MPOSIBU U
IIPOBEKIAHOTO JICYEHHUE.

JlunicBa 3maren crangapt 3a nuarHo3ata Ha XB3Y. Ts e kommiekcHa u ce 6a3upa Ha
KIMHUYHUTE CUMOITOMU U OeJe3u, KaKTO M Ha Pe3yATaTHTE OT €HJOCKOIICKUTE, XHCTOJIOTHYHH,
PEHTTEeHOJIOTUYHI/N300pa3uTENIHU U JIabopaTOpHU H3cieaBaHUsA. BkitouBa yTOUHSIBaHE Ha
Buaa Ha XB3Y, 3acerHarus oprai v pa3npocTpaHeHUE, aKTUBHOCT U aHTAXUPaHe Ha APYTH
OpraHu.

CoBpemenHoTo seueHue Ha XB3Y ce 6azupa Ha pa3npoCTPaHEHOCTTa, AKTUBHOCTTA U
€CTeCTBeHMs XOJ] Ha Oonecrra. HauBuayanHata olleHKa Ha HEOIAroNpUATHUTE PUCKOBU
(bakTopu moanomMara ONTUMU3HPAHETO My. TeparneBTUYHUTE LIEJH ca:
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1. Jledenue no mbiaHa (IBIOOKA) PEMUCHUS C C ITBIHO O3/IpaBsSBaHE Ha JUTABUIIATA, a HE
caMo IMOBJIHSIBAaHE HA CUMIITOMUTE BKIIOYBAII[O:

- Knunuuna pemucua (<3 nedexanun/mHeBHO 0€3 KbpPBEHE) - HOpPMaJM3UpPAaHE Ha
HNHJACKCA Ha KIIMHWYHA aKTUBHOCT

- Enoockoncku 30pasa aueasuya
- Xucmonoeuuna pemucus (JIIica Ha OCTPO BH3MAICHUE)

- JlombJIHUTENTHU TIOKa3aTesid 3a OLICHKA Ha O3/paBsula JiMraBulia (IIbJIHA PEMHCHS) -
Hopmannu ¢exannu Mapkepu - KaJIpoTeKTHUH U JaKTOQepruH

2. [lonnbpkane Ha crabuiHa pemMucus 0e3 KOPTUKOCTepoMIW — 3a Ja ce
n30erHaT/HaMassaT YEeCTUTE XOCIUTAIHM3AINK, YCIOXKHEHHMsITa Ha YK WM Ha JIeYeHHETO,
XUPYPrU4HUTE MHTEPBEHUMHU (OmpeleisiHe Ha ONTUMAIHOTO BpeMe 3a XUPYprus),
JUCTUIA3HSITa U HeYHKIIMOHUPAIIIOTO YEPBO.

3. [TomoOpsiBaHe Ha KA4eCTBOTO HA )KMBOTA

CepliecTByBaT J0Ka3aTeNCTBA, Y€ PAHHOTO HWHTEH3WBHO Jedenne npu XB3Y c
MMYHOMOYJIATOPH W/WM OMOJOTHYHH CPEJICTBA € CBBP3aHO C IMOBHILIEHA BB3MOXKHOCT 32
MYKO3HO O3][paBsiBAaHE M pPaHHO MOCTHUTaHE Ha TpailHa peMucus 0e3 KOPTHKOCTEepOuIH. 3a
paHHa MHTCH3WBHA TEPAIMs ca MMOKa3aHU HE CaMO CIIyd9auTe ¢ YMEPEHOTEXKa U TexXKa Gopma
Ha 0oJiecTTa, HO U TE3H C OYaKBaHa TpailHa WHBANUAU3AIMS WU/WUIH TEXKa O0JECT CKOPO Clie]
[IOCTaBsSIHE HA AMArHo3aTa.

Jleuenunero Ha ycnoxHenusta Ha XB3Y - crpuxtypu, creHo3u (¢pubpo3Hn),
BB3IMAINTEIEH TyMOp, adcrecH, QUCTYIH, MAIMTHEHA JereHepanus, nepdoparusi, MacCHBHA
XeMoparus, TOKCHYHa AUaTalus, € OnepaTUBHO.

OO0muy KaTeropum W ONPENENECHUsS CE€ M3MO0J3BaT M IpU JBETe 3a00isBaHMs 3a
MpocieisgBaHe Ha TepaneBTUYHUS eeKT:

1) Penaric ce mpuema npu mosiBa Ha CUMOTOMH IPH MAIMEHT B KIMHUYHA PEMHCHUS —
CIIOHTaHHA WK cieln (apmakolornyHo jedeHue. [loTBbpikmaBa ce upe3 pe3yiaTaTd OT
nabopaTtopHH, OOpa3HM U €HJIOCKONCKM u3cienBaHusd. Toll OuBa paHeH IpU MOsBa
HaKJIMHUYHM CHUMIOTOMH JO0 3 Mecela cjeJl IIOCTUTaHe Ha peMucus Ha QoHa Ha
¢dapmakonornyHo jeueHue. Penancute ca Heyectu (<1/roauinHo), 4ecTd (=>2/TOJUIIHO) WU
MIOCTOSIHHU (TIepcucThpane Ha cuMmnToMuTe Ha akTuBHA BK nim YK 6e3 nepuon Ha pemucus).
2) Pedpakrepno Ha koptukocteponan XB3Y (BK unu YK) ce npuema npu akTUBHOCT Ha
3a00J15IBAaHETO, HE3aBUCUMO OT JIEYEHHETO ¢ mpenHu3oioH 1o 0.75 mg/kg/nHeBHO 3a mepuon
HaJ 4 CeIMUIIHN.

3) 3aBucumo ot koptukoctepouan XB3Y (BK wnmu YK) BK Bkmtousa: 1. HeBb3MoxkHO
penyuupane Ha KC moa o3a, ekBuBajgeHTHA Ha TpeiHU30yI0H 10 mg/nHeBHO (Uu Oye30HUT
nox 9 mg/nueBHo 3a BK) mpe3 mbpBuTe 3 Mecema OT HAyaJoTO Ha KOPTHKOCTEPOMIHATA
Tepanus 0e3 akTUBHpaHe Ha 3a0oisBaHeTo WK 2. Penaric, HacThIWa 10 3 Mecela OT CIUpaHe
Ha KC. OuenkaTa 3a KOpTHKOCTEpOUAHATA peppaKkTEpHOCT WM 3aBUCHUMOCT TpsAOBa Ja ce
HaIpaBH cJie/l U3KII0UYBaHE Ha CIEU(PUYHHU 32 3a00JIIBAHETO YCIOKHEHHUS.

Pannara quarHosa, Je4eHHETO, MPOCIEAsBAHETO U IpUkKHUTE 3a nanueHtute ¢ XB3Y
ca TPY/ZHU M M3MCKBAT MYJITHIUCIHIUIMHAPEH Noaxoa. 1o Ta3u mpuvmHa, 10 eIHs CBAT Te
ce M3BBPIIBAT B CIEIUATU3UPAHU [IECHTPOBE, IPUTEKABAILU MI'BJIHUS HAOOp OT HEOOXOoaMMaTa
amapatypa, pa3HOOOpa3HH MEIUUIUHCKA (OCHOBHO TaCTPOEHTEPOJIO3HM U XHUPYp3U) H
HEMEJIUIIMHCKH CIELUAINCTH C ONUT M Haii-BUCOKO HMBO HAa KOMIIETEHTHOCT 3a U3BBPIIBAHE
Ha IJI0CTHATA TMArHOCTUYHO-TEPAIEBTUYHA JEHHOCT W IBIHUS 00€M HEOOOXOIUMH TPHIKU
3a mauueHTute ¢ XB3Y.
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BOJIECT HA KPOH (BK)
l. Knacudukanus u onpeneneHus

1. 3a knacuduuupane Ha BK ce uznon3za Monpeanckara knacugpukamus ot 2005r., KOsSTO
BKJIIOYBA CJIEJHUTE KaTETOPUU:

Bb3pact npu nocraBsiHe Ha IMarHo3ara A1 <16

(roarHM) A2:17-40
A3 > 40

Ulokanuzanms L1 WUneym
L2 Komnon

L3 WUneym u Konon

L4 3omupan ropen [ UT (mogudukarop)

[ToBeneHue B1 HectpykTypupaiio, HeneHeTpupaio
B2 cTpykTypupario
B3 Ilenerpuparnio

Monudukarop P: [TepuananHo 3acsraHe

A. Bp3pacrt npu nmepBarta quartos3a: Al nouwna 16 r., A2 or 17r. 1o 40 ., A3 Han 40 r. BeB
BpEMETO Ce TOBUIIaBa Opos Ha cIoydauTe, Mporpecupamyd oT HeneHeTpupaia/
HECTPUKTYpHpaIia 00JeCT KbM CTPUKTYpHUpALLa U IIEHEeTpHUpala 00JecT.

2. Onpenenenus

2.1 Knununuyna aktuBHOCT. AkTuBHata bK OuBa neka, ymepena u Texka (tabm. 1). 3a
orieHkara i ce u3nonsba Crohn's Disease Activity Index (CDAI). AxtuBna 6onect HabK ce
npuema npu croitHoct Ha CDAI >150, a xiinanyHa pemucus - npu CDAI <150.

Tab6nuna 1. Crenenu Ha aktTuBHOCT Ha BK.

Uleka YMepena Texka
ExsuBanent Ha CDAI ExBuBaneut Ha CDAI Exeusanent Ha CDAL
150-220 220-450 > 450

Kaxekcus (MTM > 18
kg/m2) wunm naHHU 3a
00CTpYKIIHS, WK a0CIieC

M HTEpMUTEHTHO NIOBPBIIAHE
WM 3ary0a Ha TeJlecHa mMaca
Hax10%

3aryba Ha TeJleCHa Maca IoJ
10%

bes nannu 3a 00CTpyKILIUA,
MOBUIIICHA t, JIEXHIpaTaIlHs,
a0 JOMHHAJIHA

HeedextuBHa Tepamnus 3a
Iexo 3a00/IABaHEe MITH

y HaAJTUYHE HA PE3UCTEHTHA/

€3UCTEHTHOCT/ Maca WIIn

IG) 0ose3neHa Maca; Oe3 siBHa CHMIITOMHTE Ha (OHa Ha
OJIE3HEHOCT

IIepcuctupane

00CTpyKIHs MHTEH3UBHO JICUCHUE
DekaneH KapOTeKTUH
w/mmm CRP—o0ukHOBeHO, HOo|DekaleH KannpoTekTuH |PEKAIEH  KalMpOTeKTHH
HE 3abJDKUTEITHO u/umu CRP—nan I'PT° /v CRP-MOBMIIECH/ 1

Hax ['PI°
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3a6. CumnromMmuTe Ha OOCTPYKIHMS HE BHHArd Ca CBBP3aHU C BB3MAJIMTENIHA AKTHUBHOCT;
HGOGXOZ[I/IMO € U3CJICABAHC C JOIMIBJIHUTCIICH BU3YyaJIU3UPAIl MCTOL

OTroBopbT Ha JIeUEHUETO ce onpenens npu Hamaienne Ha CDAI >100 Touku, a penanc - npu
noBuienue Ha CDAI ¢ nag 100 Touku OT U3X0AHATa CTOMHOCT.

2.2. PenuauBBT MpEACTaBIIsABAa IOsIBA HAa HOBU CHAOCKOIICKH JIC3MH CJEN XUPYyprUYHA
pe3eKuusi.

MopdonornyHusT peuuauB BKIIOYBA HOBH, XapakTtepHu 3a BK nesun cinex mbiHa
pe3eKIrs Ha €HJIOCKOIICKH MPOMEHEHOTO YE€pBO, OOMKHOBEHO B HEO-TEPMUHAIIHUS HIIEYM
W/WIM Ha MACTOTO HA aHacToMo3ara. Te3u Je3uH Cce YCTaHOBSIBAT E€HJIOCKOIICKH,
PEHTTEHOJIOTUYHO WJIM XUPYPTUYHO.

Enoockonckusm pelluIuB ce OLIEHSBA M CTEIeHyBa cropen Kpurepuute Ha Rutgeerts
U cbTp. OT creneH (- HiMa Jie3un J10 cTerneH 4 - nudy3Ho Bb3MaJeHUe Ha HiieyMa ¢ O-TOJIEMU
SI3BM, HOJYJAW WM CTECHEHHWE Ha JiyMeHa. BCHYKM TOCTONEpaTUBHM MPOMEHH,
Br3yanm3upanu upe3 exorpadus wm KT/MPT, cpmo He ce mpuemar 3a crenuduieH
WHMKATOP 32 PeUUINB Ha 3a00JISIBAHETO.

Knunuyen penmnuB e mosiBa Ha cumnrtomu Ha BK crien mbinHa pesekiust Ha
MaKpOCKOIICKa 0oJiecT. 3a M3KII0YBAHE HA MOCTONECPATHBHU MOTHIUTCTHH HAPYIICHUS WIIA
ManabcopOIMs Ha KITbYHU KUCEIMHU € HEeOOXOAMMO MOTBBPXKIaBaHE Ha BH3MAIUTEIHHUTE,
MIEHETpUpAIIX U GUOPOTHYHU JIC3HH.

2.3. Jlokanu3upana Ooriect ce MpuemMa Ipu 3acsiraHe Ha 4epBOTO Mo-mayiko ot 30 cm.
OOMKHOBEHO ce OTHACs 3a WIieo-lIieKainHaTa jJokaiau3amus (1o 30 cm uieym + JeceH KOJIOH),
HO U 32 M30JIMpaHara 1e0e0upeBHa, €BEHTYATHO U MPOKCHMAIIHATa ThHKOYPEBHA OOJIECT.

2.4. Pazmpoctpanenara bK BxiroyBa 3acsrane Ha u moBede oT 100 cm oT uepBoTO,
HE3aBUCHMO OT JIoKanu3anusTa. T.H ,,cuBa 30Ha” € 0€3 sICHO pa3rpaHWYaBaHe Ha HOPMajHa OT
3acerHarara JuraBuua Ha pasnpocrpanenue Mexay 30 u 100 cm.

. Jnarnosa
1. Knuanunure Oene3n Hall-4eCTO BKJIIOYBAT:

- XpoHuuHa auapus (Haa 6 ceIMUIM) U/UIM KOpeMHa 00JIKa, MOCIEABaHU OT PEAYKIUS
Ha TeJIeCHA Maca, pPEKTaJHO KbpBEHE, NEepUaHaIHM WM aHaIHU (uctynu/gucypu uim
abcuecu; adTu (SI3BU) B ycTaTa

- HannaTopHa KOpEMHa 00JIKa WU ITOBHUIIICHA YYBCTBUTCIIHOCT, IMAJIIIHMpAIa cc Mmaca

- CucTeMHH OIUIAKBaHUS - OTIAAHAIOCT, AHOPEKCHs, TaxXHKapAus WIM IOBUIIECHA
TeMIIepaTypa; aHEMUs;

- Wzsisu u3BbH ['UT - 607KM 110 CTaBUTE, KOKHU M OYHU ITPOMEHU
2. Hauanau naboparopHu u3cneaBaHus

TbpcaT ce MposBM Ha OCTbP W/WMIAM XPOHHYEH BB3MNAIUTENEH NpOLeC, aHeMus,
JeXuapaTanus, MaTHYTPULIUS U MajnaOcopOuus; yBpeXIaHe Ha JPYTd OPTaHU U CHCTEMH.
BxittouBar mbeiHa KpbBHA KapTUHA, OMOXMMUYHM M3CIEIBaHUs, (eKaleH KalnpoTeKTuH, C-
peaktuBeH mnporeuH /CYE; WM3kmouBa ce uHbpekuus (OakTepuu, Mapa3uTd, BUPYCH) -
mukpobuonornyay, BkI. Clostridium difficile TOKCHH, MMYHOJIOTMYHM M CEPOJIOTUYHU
W3CIIe/IBaHMS, TYOCPKYJINHOBA Mpoba / rama- HHTEpPEpOHOB TECT.

[ToBumenusar CRP e mokazaren 3a akTuBHA 0oJjecT MM OAKTEPHATHO YCIIOKHEHHE.
CroitHoctute Ha CRP Moxe na ObIaT M3MOJM3BAHU MPHU ONPEIENISIHE Ha JICYEHHETO U NPHU
IIPOCIIEAABAHETO Ha nanueHTure. [1one3Hu ca 3a OlieHKa Ha pUCKa OT pelaric.
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3. Oekanen kannpoTekTuH [loBuinennte (ekamTHM HUBA Ha KAIMPOTEKTUH OTpa3sBatr
WHTECTUHAIHOTO Bb3nasienue u npu bK umar 90% npenckaszpaiia CTOMHOCT 3a €HIOCKOICKU
aKTUBHA OOJIECT.

4, OCHOBHH JHardHOCTUYHH MU3CJIEABAHHUS

4.1. IlppBa nWHUA HW3CIEABaHE 3a JOKa3BaHE HA JUAarHo3ara W OICHKAa Ha TEKECTTa €
MJICOKOJIOHOCKOMHSI ¢ OMOTICHH OT TEPMHHATHUS HJIEYM U OT BCSIKA YacT Ha Ac0eI0TO 4epBO
3a ThpCEHE Ha MUKPOCKOIICKH mpoMeHH 3a BK ¢ mocnensamio XucTomoruyHo u3ciie/IBaHe.

4.2. N3cnenBaHus 3a OLEHKA Ha JIOKAJIM3alUuATa U pasnpocTpaHeHocrra Ha bK B rophus
racTPOMHTECTUHAJICH TPAKT U THHKOTO YEPBO BKJIIOYBAT:

- DuopracTpoyoJeHOCKONHSI ¢ OMONICUY U MOCIIEABAIIO0 XUCTOJIOTMYHO U3CIIEIBAHE

- O6pa3uu m3cnenanus: KT/MP - enteporpadus miam eHTepokim3a; adJoMHHAIHA
exorpadus, KOHTpacTHO - ycuiieHa abioMuHanHa exorpadus u Doppler exorpadus .

- KancynHa CHAOCKOIINA

- JBoitHo-0anonnara entepockonusi (IBE) - mpu HeoOXomumMocT OT OHOICHYCH
MaTepuai 3a XUCTOJIIOTUYHO U3CIIEIBaHe

- JlnarHosa Ha yclIo)XHEHHATa — 0030pHa peHTreHorpadus, abJqoMuHaIHA exorpadus,
KT nnun MPT na xopem/Manbk Ta3; puctynorpadus

[Iporuoctuynu (hakropu

PuckoBure (1)aKTOpI/I 3a OMIPCACIIAHC Ha TCXKKO MNPOTHYAHC IMPE3 II'bpBaTa roavHa OT
JMAarHOCTHIIMpaHe Ha 3a00JsBaHETO ca: TpailHM MHBAIMAM3MPAILM CHUMITOMU M HapyLIEHO
Ka4yecTBO Ha >KHMBOT, YECTH eK3alepOanuu, pa3BUTHE HAa HEOOpPATHMHU TEHETPUPALIH W/WIH
CTPUKTYpHpAIlU JIE3Ud U HEOOXOJUMOCT OT MOBTOPHM KYpPCOBE C KOPTUKOCTEPOUIHN WIIU
OTIEPATUBHO JICUCHHE.

Hsxon OT Te3u mNperukTUBHU (akTOpM KbM MOMEHTa Ha JUArHOCTUIIMpaHE Ha
3abomsiBaHeTo Kato miaaa Bb3pact (mox 40 r), Hyxkna or KC mpu aumarHocTHIMpaHe Ha
OosecTTa, MEpPUAHAIHO 3acAraHe, TIOTIOHOMYIIEHE U Pa3lpOCTPAHEHO THHKOUYPEBHO
3a00JsIBaHE Cca aCOIMHUPAHM C BHCOK PUCK OT MHBAIHIM3AIUs (HyXIa OT XOCIHUTAIU3AIIH,
nBa win nosede Kypca KC, mMyHOMOAYNaTOpH WIM OINEPAaTUBHO JIEYEHUE) B IBPBHUTE 5
T'OJWHU CJI€d IIOCTaBAHE Ha quar"os3ara. HpI/I HaJIMYUEC Ha JiBa UJIKM IMOBCYEC PUCKOBU q)aKTOpI/I
IpU €AMH HalMeHT TpsiOBa Ja ce oOChAM PaHHO BKJIIOYBAHE HA MMYHOMOJIYJIATOPU W/WIN
OMOJIOTUYHU CPEJICTBA.

1. Jleuenune

1. M3non3BaHu JIeKapCTBEHHU MPOAYKTH

1.1. Koptukoctepouau (KC)

- Prednisolone — mo 100 mg/mueBHo wmu 0.75 - Img/kg/nueBHo wmu apyr KC B
CKBUBAJICHTHA 71032

- Budesonide - ctomamiHo-yCTOWYNBY KAIICYITH: NbPEOHAUANHA (UHOYKYUOHHA) 003a — 9
mg/nueBHo PO (jexka 10 ymepeHa aKTHBHOCT, MPHU 3acsiraHe Ha WIEYM W/WIM BB3XOISI]
KOJIOH)

- Budesonide- cromariiHo-ycTOWYHBH TPAHYIIH: NbPEOHAYAHA (UHOYKYUOHHA) 003a — 9
mg/nueBHo PO (Jieka 710 ymepeHa aKTHBHOCT, MPU 3acsiraHe Ha HMIICYM W/WIH BB3XOJISII
KOJIOH)

- Methylprednisolone fl. 3a BeHo3HO npuOKEHUE

1.2 Mesalazine craomanito ycroitunBu Tadnetku S00 mg — mo3a 10 4 g/mHEBHO.

1.3. UmyHOMOyaTOpH (MMYHOCYIIPECOPH)

- Tuonypunu - Azathioprine — 2-2.5 mg/kg/ nuesno PO wiu - Mercaptopurine - 1-1.5
mg/kg/naeBHo PO nnum no3upane criopes MeTabOIUTHUTE HUBA.
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- Methotrexate - mbpBoHauanHa (MHAYKIKMOHHA) a03a 25 mg IM wmm SC/cemmuuno;
noaabpxaiia 103a — 15 mg IM wm SC/ceqmuyno

1.4 AaTubuorunu

Metronidazole tabl. 250 mg; Ciprofloxacin tabl. 500 mg.

1.5. buonornynu cpencraa

- naxuoutopu Ha TNF anda

Adalimumab — npu HenexyBanu wim HeycnemHo JjekyBanu ¢ infliximab; [Tvpgonauanua
(unoyxyuonna) oosa:. 1. 80 mg npes cenmuia 0, mocnenBaru ot 40 mg npe3 ceamuna 2 uiu 2.
160 mg npe3 ceamuna 0 (o popmara Ha YETUPH UHKEKIMH B PAMKHUTE Ha €JHO ACHOHOIINE
WIA KaTO JBE WHXKCKIIMW THEBHO B JIBa TOCIICIOBATEIHU IHH), cien koeto 80 mg mpes
ceamuna 2; Ilooovparcawa 0oza : 40 mg npe3 ceMuIla UK BCSIKa

Infliximab - ITvpsonauanna (unoykyuonna) oosa: 5 mg/kg uarpaBeHosna undysus a 0, 2 u
6 ceamuny; I1ooovpoicawa doza: 5 mg/kg uaTpaBeHO3Ha HH(DY3US HA BCEKU 8§ CEIMUITU

- AHTHU — UHTCTPHUHOBU

Vedolizumab - ITvpsonauannua (unoyxkyuonna) oosa: 300 mg uarpaBeno3na uudysus Ha 0, 2,
6 (u 10) cenmuru; I1ooovporcawa doza: 300 mg naTpaBeHO3HA MH(DY3Us HA BCekH 4 win 8
CEIMHUITA

2. Jleyenue cniopes pa3npocTpaHEHOCTTa U aKTUBHOCTTA Ha OosecTTa
2.1 BK ¢ uieonekanga JoOKaIA3aLus
2.1.1 C nexa aKkTHBHOCT

- IIpennountanoro nedeHue - Oyae3onma 9 mg/nHeBHo. Ilonsara or MecanasuHa €
orpanuueHa. EexTuBeH € B 103U HE MO-Malkd OT 4 g/mMHEeBHO. AHTHOMOTHLIMTE HE Ce
IIPErnopbUBaT MOPAJN YECTU CTPAHUYHH €(EeKTH.

2.1.2. C ymepeHO u3pa3eHa aKTHBHOCT

- Bynezonua 9 mg/nuesno win cucremun KC (eanakBa eeKTUBHOCT). AHTHOMOTHUIIN - TIPH
CbMHEHHE 3a CENTUYHU ycliokHeHus. [Ipu nmunca Ha edexT e Bb3MoxkHO KoMOuHupane Ha KC
¢ THonmypuHu wuau Merorpexkcar. AHTH-TNF Tepanuss wiM aHTH-MHTEIrPHHOBH -
alITepHaTHBA MIPU AKTUBHOCT U CTEPOU]IHA 3aBUCUMOCT, PEPPaKTEPHOCT MIIM HETOHOCUMOCT.
[TonGopsT Ha JiedeHne 3aBUCH OT KIIMHUYHUTE OCOOCHOCTH, IPEUILIHMIS OTTOBOP KbM
TepanusiTa, (peHoTuna Ha OoJecTTa W ChIBTCTBALIUTE 3a00isBaHusA. OCOOEHO BHMMaHUE
TpsOBa J1a ce 00bpHE HA CTpeMeka KbM MUHUMaNHO npuioxenune Ha KC (Hemoaxonsmu 3a
MOAIbpKaHE HAa PEMUCHS), BRIIPEKH Y€ T€ OCTaBaT KJI04YOBH 3a jJeueHneto Ha bK. Edextuen
Metoa 3a MuHuMM3MpaHe Ha KC Ttepamus e paHHOTO BKiItoyBaHe Ha aHTU-TNF/ antm-
MHTErpUHOBH Mpenapatd. KoMOMHHMpaHOTO Jie4eHHEe € MUMYHOMOJYyJAaToOp M OMOJIOrMyYHa
Tepanus 3a MOCTHraHe M IMOAJbp)KaHe Ha peMHcUs B M30paHU cilyyau ITOKa3Ba I0-100pH
pe3yJITaT OT MOHOTEpAIuUATa ¢ OMOJIOrMYHA Tepamusl.
2.1.3. Texka aktuBHa BK

[IspBoHavanHo neuenue: cucremaun KC

[lpn penanc W akTHBHOCT Ha 3a0ojsBaHeTO - aHTH- T NF/aHTH-HHTErpMHOBHM
JIEKApCTBEHH MPOAYKTH ¢ MU 0e3 umyHomony.aarop. [Ipu penku penaricu - moBTapsiHe Ha
KC kypc ¢ no6assiHe Ha uMyHOMoyaaTtop. [Ipy HanuuMeTo Ha CENTUYHM YCIOXKHEHUS WIH
JIOKAJTHU BB3MAIMTEITHN IPOMEHHU € yAAa4HO J100aBsiHe HA AaHTHOMOTHIU - CTaHAApPTHA J103a
nunpodIokcanyuH uiu MeTpouazon kpM KC.

[Ipe3 mocrneaHWTE TOAMHU Ype3 ONMPEACISTHETO Ha KIWMHUYHU KPUTEPHH 3a JIOIa
NporHo3a (KbM MOMEHTa Ha JuMarHo3aTa Ha 0ojecTTa) ce MPOMEHHU Ipara 3a BKJIIOYBaHE Ha
OMOJIOTMYHA W WMYHOMOXYyJAaTOpHa Tepamus. VMaliku mnpenBuj, 4Ye TMPOIBIIKHTEITHOTO
JieyeHre ¢ OMOJIOTMYHU CPEJICTBA CE CBBbpP3Ba ChC 3HAUMTENHA PEAYKIHS HA XUPYPTHUHUTE
HAMECH U XOCIHUTAIN3AIHTE, BEPOSITHO € TO3H Mpar Ja ce peayIHpa OIle MoBede.
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2.2. BK ¢ nokanu3anus B KOJIOHA

AxtuBHa BK — nbpBa nunus - cucteman KC

Penanc wnu penumuB - Tepamus Ha u300p ¢ aHTH- | NF/aHTH-WHTErpHHOBH
NpenapaTu c¢b¢ WM 0e3 HMYHOMOIYJIATOP, IPY YMEPEHA WIN TEKKO M3pa3eHa aKTUBHOCT
Ha 3abomsBanero. Ilpu penku penancu — Moxe aa ce oocwau nosrapsuero Ha KC kype ¢
n00aBsiHE HA UMYHOMOYJIATOP.

[Tpu npoawsmxkasamu cumnToMu Bblpekn KC ( cbe unm 6€3 mMyHOMOAynarop), U
akTUBHOCT-aHTH -TNF / aHTH-UHTEerpUHOBA TEpanus.

ANTepHAaTHBA € XUPYPIHYHOTO JIeYeHHE. AKO MAI[UCHTUTE HE OTTOBOPAT MIIU 3aryOsiT
OTrOBOpP KbM OMOJIOrMYHATaA TEpalus - XUPYPrHUHO JieueHue. B Hiakou ciydan 3a00i11BaHETO
€ TOJNKOBAa TEXKO M arpecHMBHO, 4YeCTO B KOMOWHAIMs C TEpPHAHAIECH CEICHUC), ue
IIPEKbCBAHETO Ha Macaka € HeoOXOAMMO 3a KOHTPOJI Ha OIUIaKBAaHUATA, CIeJ KOETO
OuosIornYHaTa Tepanus Moxe Ja 0b/1e 0e30IacHO U3MOI3BaHA.

Hsma nokasarencrsa, ye MecanazuH € eexkTuBeH npu aktuBHa BK B konoHa, HO Bce
Oll[E € CIIOPHO MHEHHUETO 3a JO0OAaBSIHETO HAa TONMKAJIEH MECala3suH KbM OCHOBHATa TEpamus
Ha BK, 3acdraia neBust Wiu 1UCTaIHUS KOJIOH.

2.3. BK ¢ pa3npocTpaHeHO ThbHKOUPEBHO 3acCATraHe
- Cucremun KC c paHHO BKJIIOUBAaHE Ha ChII'BTCTBAL MMYHOMOJAYJIATOP (TUOIYPUHU WU
MeToTpekcar). AHTH-TNF/aHTH-MHTErpMHOBH € HWJIH 0€3 a3aTHONPHH IIPH pEIalc,
yMepeHa WM TEXKKa aKTUBHOCT Ha 3abossiBaHeTo. PaHHOTO BKIIOYBaHE HAa OMOJOTHYHA
Tepanus € MPernopbUUTEIHO MPU NALMEHTH C JIOIIM MPOTHOCTHYHHU (DakTopu M € 0co0eHO
epeKTHBHO TpU TalMEHTH ¢ mocrorepatnBHa BK. AnTepHaTHBHO Jie4eHHWE — XUPYPIHUA.
JIOI'BJIHUTEIHO JIEYEHUE - €HTEPaIHO XpaHEeHe

Bp3nanurenHusr ToBap € mo-rojsiM npu pasnpocrpanHero (>100 cm), oTKoJIKOTO mpu
JOKanu3upaHo 3abonsBaHe. OnepaTUBHOTO JIEYEHHE KpHUE PUCKOBE OT CHHAPOM Ha KBHCOTO
yepBo. [loaxondia anTepHaTuBa € M3MOJI3BAHETO HAa €HTEPAIHO XpaHEHEe ¢ WM 0e3 aHTu-
TNF Tepanus npeay u3BbpLIBaHE HA MHOXKECTBEHH CTPUKTYPOIUIACTHKHU. TO3M XUpyprudeH
MOAXOJl € HaW-IPWIOXKHUM TIpUd CTapu, HU3OJMPAaHU U  (QUKCUPAHU CTPUKTYpH.
CrenonepaTuBHOTO JIEUEHHE € KIIOYOBO 3a MpEeAOTBpaTsiBaHe Ha penanc. Morar na Obaar
n3non3Banu aHTu-TNF ¥ uMyHOMOAynaTopu B 3aBUCUMOCT OT MHTEpBaja OT MpPEIUIlIHATa
orepanus WIK OT MepHoja Ha TUarHOCTUIMpaHe Ha OojiecTTa A0 MOMEHTa Ha ONepalusiTa,
TP KaTo Te3u (¢akTopu MoraT Ja Mpeackaxar arpecuBHocrra Ha bBK, xosto
rocTorepaTuBHaTa Tepamnus 1me MoauduIupa.

2.4. BK, 3acsdraina XpaHoIpoBoJia, CTOMaxa U AyoJeHyma

- Cucreman KC u ummyHomoaynatopu (THONYPUHHU MIIM METOTPEKCAT), 3a€IHO C
MHXUOUTOp Ha npoToHHaTa nomna. AHTH TNF/aHTH-MHTerpHHOBH NpenapaTH -3a TEXKH
Wi pepakTepHH ciiydyau. ANTepHaTUBHA Tepanus. JunaTauusi Wiv Xupyprus ca METOAH Ha
n300p MpH 0OCTPYKIUS.

JlunceBar JaHHM OT KOHTPOJMpPAHW NpPOy4YBaHUS 32 €(PEKTUBHOCTTA Ha Pa3IUYHUTE
TEPANEBTUYHU DPEKUMH, BBIIPEKH ue JokanusauusaTa B ropus ['UT ce aconuupa ¢ noma
porHo3a. ETo 3amo nmpu Te3n manueHTH NparsT 3a BKIKOYBaHE Ha aHTH-TNF Tepanus e
HUCBK.

3. JleueHue Criopc€Ji CCTCCTBCHHUA X0

Hosa nen npex nedenuero Ha BK e cTpeMexbT 1a ce MpOMEHU €CTECTBEHUS XOJ Ha
6onecrra. [lanenTrTe ¢ MpeanoiaraeMa Jiomia nporuo3a (HaIeIHU PUCKOBH (PaKTOpU UMAT
Hal-ToJIsSIMa TI0JI3a OT PAaHHOTO BKJIFOYBAHE HA UMYHOMOYJIATOPH WJIU OWOJIOTHYHA TEpamusl.
Bceuuku GmonornyHM npemnapaTi ca mo-epeKTUBHHU, KOTaTO ca BbBEJIEHH MO-PaHO B XOJa Ha
oounecrra.

HWugukanuu 3a CTapTUpPAHC HA OnoJIOrnyHa TCparund
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AnTu-TNF npenaparu ca Bropa JIMHMS Ha JIEYEHHUE NTPU MALIMEHTU C YMEPEHO TEXKa U
texkka ¢dopma Ha BK (CDAI >220), mpu koumto mbpBa juHus Ha jedeHue (KC u
MMYHOMOJYJIaTOPH) € Owmila HeycrneuiHa, KOHTPauHIUKUpaHa WM HUMa HETOJEpPaHTHOCT.
AHTU-VMHTETPUHOBUTE JIEKAPCTBEHU MPOLYKTH C€ IpUaaraT IpU HEOTTOBOPHIIMU, PECIL
HETOJIEpUpAllY PEAX0HA Tepanus, BKI. aHTU-TNF npenaparu.

[IpoTuBOMOKa3aHus 3a CTApTUPAHE HA JICUCHHUE Ca:

bpeMeHHOCT M JTaKkTalus, aKTUBHA WJIHM JIATCHTHA TyOepKyso3a, CEICUC WM Jpyra
TeXKa WH(GEKIHS, OCThP WM XPOHUYEH BUPYCEH Xematut, uadeknus ¢ HIV, orkonornynu u
XEMaTOJIOTMYHHM 3a00JIABaHUs, ABTOMMYHHH U JE€MHUCIMHU3MPAIIX IPOIECH, 3acTOiHa
copreuna HegocrarbuHocT (NYHA HI-IV). IlpocnensBaneTro Ha MalMEeHTUTE € C KIMHUYCH
MperJie]] U JIabopaTopeH KOHTPOJI Ha BCEKH 6 Mecella M €H0CKOMHs/ 00pa3Ho U3CIeIBaHe HA
Bceku 12 mecena. Kpurepuu 3a npoabikaBaHe Ha JICYEHUETO ca MOBJIUSBAHE HA KIIMHUYHATA
cuMIITOMaTuka, onoxumuvHa (Hopmasmmsupane Ha CRP u pexamnuTe mapkepu), €HIOCKOIICKa
pemMHuCcHs M JMIaBUYHO o37paBsiBaHe, Bki. crajg Ha CDAI< 150. IlportuBomnoka3zanus 3a
MPpOAbKaBaHEe Ha JICUCHHUETO Ca AJICPrUYHN M MHPY3NOHHU PEaKIIUU, 3HAYUMH OTKJIOHEHUS B
nabopaToOpHUTE TOKA3aTeNH, TEKKH HH(MEKIMH, TOosiBA HAa KOXHH, HEBPOJOTUYHH WJIH
ABTOMMYHHHU 3a00JISIBAHUS, OHKOJIOTUYHH 3200 IIBaHMS.

TepaneBTUYHM NPenopPbKM NPHU M3noJa3BaHe Ha aHTH-TNF J1ekapcTBeHH nNpoayKTH:

- Benuku antu-TNF nmpenapatu umar cxoana epuKacHOCT M MpoduUi HA HEXEJIaH!
epexTH, ero 3amo H300pBT CE OompeAens OT MOCTHIHOCTTAa, HAaYWHA Ha TPUIOKEHUE,
MPEANOYNTAHUATA HA MTALUEHTA.

- CkbcsiBaHE Ha UMHTEpBaja Ha MNPWIOKEHUWE WIM YBEIMYaBaHETO Ha Jo3ara IMpu
aktuBHa bK ca moaxonsimu npeay npeBKiIr0YBaHEe Ha APYT Mpenapar OT chliaTa rpyna

- [Tpr HEMOHOCUMOCT/ HETOJIEPAHTHOCT KbM ompezeneH aHTu-TNF mpemapat, oco6eHo
TEXKO M3pa3eHa, CMsSHATa ¢ APYr € noaxoxsil uzbop. IIpu nurca Ha OTroBOp ciie] cMsHATa
TpsiOBa J1a ObJaT 0OCHICHU XUPYPTUYHU METOIH Ha JICUCHHE.

- [IppBuuHa nurca Ha OTroBop (cien l12-ceaMuyeH Kypc Ha JICUEHUE) W HAJIMYUE Ha
aKTUBHA O0JIECT - 1a ObJie n3noia3BaH airepHaTuBeH anTu-TNF mpemnapar.

- Bropuunata 3aryba Ha OTroBOp € IMOKa3aHHE 3a TEPANEeBTHUYHO JIEKAaPCTBEHO
MOHHUTOpHpaHe/U3CIeIBaHE HA AHTU-JIEKAPCTBEHU AaHTUTENa M IMOCJEeABalla MpeleHKa 3a
JI030Ba ONTHUMU3AINS, J00aBsHE HA MUMYHOMOMYJIATOpP, MPEBKIIOUYBAHE KbM alTepHATUBEH
anTu-TNF npenapat uiav nNpeBKI0YBaHE HA AHTU-UHTETPUHOB JIEKAPCTBEH MPOIYKT.

- Jleuenueto ¢ antu-TNF mnpenapatu e eeKTUBHO MPHU aKTHBHA Bb3MAIUTENHA (opMa
Ha bK, HO TpsiGBa nma Obae mpwiIaraHo BHUMATEIHO NPHU TAIMEHTH CHhC CHMIITOMU Ha
0OCTpYKIIHS.

- Heob6xoauMo € MOHUTOpHpaHE, paHHA JMAarHo3a W JICUCHHE Ha OMOPTIOHUCTUYHHTE
uHpekumun  npu  aHTU-TNF  Tepamuara ¢ aHTHOMOTHIIM,  TYyOEpKyJIOCTATHIIH,
MPOTHUBOTHOMYKOBU U TPOTUBOBUPYCHU CPEJICTBA.

TepaneBTHYHH NPENOPHLKHU MPHU U3M0I3BaHEe HA OMONOI00HM JIEKAPCTBEHHU MPOAYKTH
EdukacHoctra Ha OHOMONOOHHMTE JIEKAapCTBEHU MPOAYKTH € €JHaKBa C Te3W Ha
pedepeHTHUS JIeKapCTBEH MPOYKT, pu u3mnon3Bane cbriacHo KXII. Ctpanuunure edextu
K 3aryoara Ha edekt Ha 0a3a MMYHOT€HHOCT KbM OMNpEIENIeH OHMOIOTHYEH MPOAYKT HE
MOXE Jla C€ OuakBa Ja ObjJe MpeoaossHa 4Ype3 Ouomomo0Hus mpomaykT. llpmemimBo e
MpeBKIIOYBaHE OT pedepeHTeH KbM Ouomono0eH mpoaykT. JlumcBar gocTaThb4HO
JI0Ka3aTeJICTBO 3a OOpaTHOTO TMPEBKIIOYBAHE, 3a MPEBKIIOYBAHE MeEXAy OHOMOJ00HU
MPOAYKTU WU PA3TUYHU MHOTOKPATHHU MPEBKIIOYBAaHUA. OT MMYHOJIOTMYHA TJeAHA TOYKa
MPEBKIIFOYBAHE IO HE-MEAUIMHCKH TMPUYMHU B paMKUTe Ha 6 Mecema OT CTpaHa Ha
ompezeneH OWONOTHYEH NPOAYKT HE € kemarenHo. lIpeBkirouBaHeTo OT pedepeHTeH
MPOJYKT KbM OMOMNo00eH TpsiOBa 1a Obie MpeIIecTBaHO OT OOCHKIaHe ¢ MalueHTa.

4. Jleuenue Ha penarica
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[IppBOHAYATHOTO JIEYECHUE € ChOOPA3HO C MPEAUIITHATA YCIIEIIHO U3I0JI3BaHa Teparusl.
[Tpu paHeH penarc — HMYHOMOAYJIATOP, aKO TOH € yMEPEeH WM TSKBK - aHTH- | NF/anTu-
HHTErpUHOBA Tepanmus.

o. Pedpakrepna na KC BK

- AxtuBHa BK, pedppakrepna ma KC - antu-TNF/aHTH-HHTerpMHOBHM C win 0e3
UMYHOMOJYJIATOpU (THOIYPUHU WM METOTpeKcar). BCHYKM OMONOTMYHO Mpenapartd uMaT
cxomHa eQpeKTUBHOCT 3a JedeHne Ha pedpaktepHara Ha KC BK camocrostenHo u B
KOMOHMHAIIHSI ¢ UIMYHOMOJIYJIATOp. AJITEPHATHBA - XUPYPTHS

6. llogabprxane Ha papMaKoJIOTHUHO HHAYIHpaHa pemucus npu bK

N360pbT 3aBUCH OT cleIHUTE OCHOBHM (hakTopa: Xona Ha OojecTTa (HadalaHa U3sBa,
4ecToTa M TEKECT Ha MPUCTBIMTE), Pa3NpPOCTPAHEHUETO (JIOKaJIU3UpaHa WU
pasnpocTpaHeHa), e(peKTMBHOCTTa M TojepaHca KbM NpeillecTBaliaTa Tepanus - 3a
UHAYKIMS HAa PEMHUCHS WM TOAAbpPIKAIla; HAIMYUETO Ha OMOJOTMYHU WM €HJIOCKOIICKHU
IIPU3HALY HA BB3MIAJICHUE, PUCK OT Bb3HUKBAHE HA YCIOKHEHUS

6.1 Pemucus nocruruara ¢ KC npu nspBu 1i1acsk Ha BK

6.1.1 IIbpBU 1300p

- Hsma poctaTbuHO OKa3aTencTBa 3a epUKacCHOCTTa Ha Mecalla3lHa KaTo MOoJAbpKalia
peMucusiTa Tepamnusi.

6.1.2. Ilpu penanc - uateH3uduuupane Ha nogaspsxamniara repanus. KC ne tpsioBa na 6baaT
W3IIONI3BAHM 32 TMOJIbP)KaHE Ha pEMHCHA. AJITEPHATUBHO JICUCHHE — XUPYPIUS IPH
JIOKAJIU3UPaHO 3a00IsIBaHe.

- IIpu pa3npocTpaneHo 3a00JisiBaHe - PAaHHOTO MTPUIIOKEHHUE HA A3aTHONPHUH

- IIpu 3aBucumoct ot KC - Tnonypunu mim Merorpekcar ¢ uinu 6e3 antu-TNF/ antu-
WHTETPUHOBA TEPAIHs, AITCHATUBA - XUPYPTHUS

- Penanc mpu 5edeHwe ¢ a3aTHMONPHUH WM MeEPKANTONMYPHMH —/103aTta aa Obre
ONTHMH3HPAaHA JIO TOsIBa Ha JIEBKOIICHUs, ChOTBETHO > 2,5mg/kg 3a azaruonpud u >1.5mg/kg
3a MEpPKanTONMypUH WK CMsSHA Ha Tepamusta ¢ MeToTpekcar wim aHTtH-TNF/anTh-
HHTErPHHOBA Tepanus. AJCPHATUBHO JICYEHUE —XUPYPTHUS

- Penaric mpu neuenne ¢ aHtu-TNF — mponbikaBaHe Ha aHTH-TNF/aHTH-
HHTErPHHOBO JieYeHHe- CAMOCTOSITETHO WIM B KOMOWHAIHS ¢ a3aTHONPHH; TIOCICIHNAS 1a
ObJIe U3MOJI3BaH KaTO MOHOTEpAIus - MPU MAIMEeHTH, HEIEKYBAaHU C TUOIYPUHHU

6.2. IIpoaAbIKMTETHOCT HA MOIBPKAIIATA Tepanus

HpI/I MNanueHT B PECMUCHUA Ha NOABPIKAIIO JICUHCHHUE C a3aTUONPHH, MPECKHCBAHEC Ha
JICUEHHETO MOXKe Ja ObJie 00CHACHO ciell 4 TOUHM Clle]] HacThlIBaHe Ha peMucusTa. [Tom3ata
U PHCKOBETE OT MPOABDKABAaHETO Ha a3aTHONpUH TpsiOBa 1a OBAAT 1Ja CE OIEHST
WHIUBUAYAIHO U OOCHJIEHU C MalueHTa. PUCKBT OT pa3BuTHEe Ha TUMGOM € MUHUMAJICH U
TpsiOBa na Obne choOpazeH ¢ (akra, 4ye MoBeue OT MOJOBHHATA TMAlMEHTH 0e3 Teparus
penarncupar B paMKUTe Ha 3 TOAUHH.

He morar ma O0paar maneHW NpemnmopbKy 3a TMPOIBIDKUTEITHOCTTA HA JICYCHHETO C
METOTpEKCaT WM OMOJOTHYHUTE TMpenapaTd, BBIPEKU Y€ C€ MPeIBIKIa MPOIAbIIKUTETHA
ynotpeba, ako € HeoOxoaumo. Ilon3ara u puckoBeTe oT ToBa TpsAOBa Aa ObAAT 0OCHAEHU 3a
BCEKH MAllUEHT.

6.3. TepaneBTMYHM HACOKH 32 U3IMOJI3BAHETO HA JIEKAPCTBA 32 NOAABbP/KAHEe HA PEMHUCHA
npu BK

Mecasia3uH He ce mpenopbyuBa nopaau jurca Ha epexkruBHocT. KC He ca eekTUBHU.
Byne3oHuIpT MOXKE Aa OTIIOKHM HACTHIIBAHETO Ha penanc ciel WHAYLHUpaHa PEMUCHS, HO
caMo B KpaTkocpoueH IuiaH. He e edexTuBeH B MOAIbpXKAHETO W B MpOABIKEHHE Ha 12
Mecena. ToM MoOXke na 3aMecTH IPEIHU30J0H B CIy4aWTe€ Ha 3aBUCHMH OT CTEPOMIU
NAIMEeHTH U Ja Mo100pH TOJIEpaHTHOCTTA.
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AzatuonpuH B n03u 2-2.5 mg/Kg e edexkTuBeH 3a MOAIBpPKAHE HA PEMUCHSATA.
JlokazaH e crepouf-criectsBamusi My edexkrt. PaHHOTO My BKIIIOYBaHE MOXKe Ja MOI00pU
M3X0/a OT JieueHueTo. Mepkanronypu B fo3a 1-1.5 mg/kg e ¢ enHakBa Ha azaTuompuHa
edekTUBHOCT. MeToTpekcar, mpujarali MyCKyJIHO, € €(eKTHUBEH 3a MOAIbpPKAHE HA PEMUCHS
MOHE MpU MAIUEHTH, MPH KOWTO PEMHCHUATA € MOCTUTHaTa ¢ Hero. JIBIrocpoyHoro
mpocieisBaHe Ha Te3W MNAIMEHTH HE IOKa3Ba IMOBHUIIEH PHUCK OT TEXKO YEPHOAPOOHO
yBpexaHe. [IpekbCcBaHETO HA JIEYSHUETO € TMOCIICABAHO OT BHCOK MPOLIEHT HA PEJarcu.

AnTH-TNF (uHQIHKCHMa0, aganmuMyMal) WM AHTH-WHTErPHHOBH (BEIOIM3YMald)
ca e()eKTUBHU 3a MOAAbPKAHE HA PEMUCHUATA TIPH MAIMEHTH, OTTOBOPIIIA HA UHAYKIIMOHHATA
tepanus. CTORHOCTTa Ha KOMOMHUpPAaHATa Tepanus Ha UMyHoMoaynatopu ¢ anTu TNF/ antu-
WHTETPUHOBH TIpenapaTH Bce omie ce oO0chxkaa. Ilox BHMMaHue TpsOBa Ja ce B3eMe IIO-
BUCOKHS PHUCK OT TMOsBa Ha OMNOPTIOHUCTHMYHU HHGEKIUU U JTUMPOMH B pe3yiTar OT
KOMOWHUPAHETO UM.

BwmpochT 3a u360p Ha MOMEHTa Ha 0e30MacHO crupaHe Ha OMOJOTHYHOTO JICUEHHE
Clie/] IepHo1 Ha MPOABIDKUTEIHA peMUCHs € criopeH. JlanauTte coyar penanc Ha none 50% ot
MAlUEHTUTE CJieJ EJHOTOAMIIHO TNpeKbCcBaHEe Ha JiedeHuero. OnTtumaneH NOIXOJ €
UIeHTH(QUIMpAaHEe HA TOATpyNara MAalWeHTH C Hal- HUCBhK PHCK OT penarnc Ha 0asza
OMOJIOTMYHA ¥ EHJIOCKOIICKM MapKepH, KOUTO Ja OCTaHAaT Ha MOJABPXKAIIO JIEUCHHE C
HUMYHOCYIIPECOp.

[Ipy manueHTH C penanc, NOBTOPHUAT KypC C OHMOJOTMYHO JIeYeHHE OOMKHOBEHO
MTOCTHUTA PEMUCHSI.

7. XHUpypru4Ho JjieueHue

B ciyuante Ha ycnoxxneHa 6osiect Ha KpoH XupyprudHoTO JIeYeHHE HAa paHEH eTall €
aJITepHATHBA Ha JICKApCTBEHATa Tepamus. MyITHAUCIUILIMHAPHU CPEId 32 OOCHKIaHE Ha
TEpANeBTHYHN CTPATETMH 3a OTACIHUTE TAIMCHTH Ca TPEMOPBYUTECITHH OCOOCHO mpHu
KOMILTUIIpaHuTe ciiydan Ha bK.

BrIpocsT 3a o-BHCOKATa Y€CTOTA HA TICPUOTICPATUBHU YCIOKHEHUS 110 BPEME U CIIC]T
neuenue ¢ antu TNF nekapcrBa ocraBa criopeH. IHTepBairbT Ha 0€30I1aCHOCT OCTaBa Ja 0bJie
ompeneneH. [Ipeqau3onon B 1o3a 20 Mr JTHEBHO MJIM €KBHMBAJICHT 3a IOBEYE OT 6 CEIMUIM €
puckoB ¢akTop 3a xupypruunu yciuoxsaenus. Eto 3amo KC tpsbBa na Opaat cpeHu, ako e
BB3MOKHO. A3aTHONPHH MOXKE J1a ObJe M3MOI3BaH OE30MIaCHO B MEPHONCPATHBHUS IIEPHO U
clie]] TOBa.

TIOTIOHOMYIIICHETO € TJIaBeH PUCKOB (DAaKTOp 3a TMOCTONEPATHUBEH pejlaric U BCUYKU
MarueHTH TpsAOBa Ja ObJaT HAaChpYaBaHM AKTHBHO Jia CIpaT MYIICHETO Mpeau OmNeparusra.
[Ipu manueHTH chC 3HAUUTENHA 3ary0a Ha TETJI0 MOXKeE /1a Ob/Ie OOMHUCIIEHO MPEAONEePATHBHO
EHTEepaTHO WM MapeHTepalHo XpaHeHe. Huckure HUBa Ha cepyMHUS aTOYMUH OOMKHOBEHO
ca pe3yaTaT Ha HEKOHTPOJIMPAaH CETCHC C WU 0e3 MpHIpyKaBalla MaTHYTpUIs. B Tesn
Clly4ad € yMECTHO JIpeHUpaHe Ha CeNTUYHUS (POKYC 3a€THO C EHTEepPaATHO XPaHEHE.

8. Cnennannu rpynu nanuentu ¢ BK
8.1. ITocT-onepaTuBHYU penUAUBH

[Tpu nurca Ha JeYCHHE CIIe]] ONEpallnsl SHIOCKOIICKUA PEIMINB ce HaOomaBa B 65-
90% B cnexpBamute 12 Mmecema, a ciuex 3 romguau — 80-100%. Ilpemukropu Ha TOCT-
ONEpPAaTUBEH PEIUIMB Ca: TIOTIOHOIMYIIEHE, MPEIXOJHA YPEBHA Olepalus; MeHETpUpaIia
Oosect; mepuaHaigHa OOJECT; PE3CKIMsS Ha TOJSIM THHKOYPEBEH CErMEHT; JIUMCA Ha IMOCT-
OIIEPATUBHO JICUCHHE.

NeokoloHOCKONMATA € 3J7aTeH CTaHJapT 3a JUarHo3aTa Ha MOCT-ONepaTUBHHS
peunauB. [IpenopbuBa ce na ObJe HampaBeHa B MBbpPBUTE 6-12 Mecela cien oneparusra.
EHI[OCKOHCKI/IHT peUUIUB NpEAICCTBA KIMHUYHUSA. HporH03aTa € Jiolla IpHu HaJIW4YUC Ha
TEXKKH CHJOCKOIICKM HW3MeHeHus. AOmomuHanHata exorpadusi, MP-enteporpapus wu
KaICy/IHaTa €HI0CKOIHUS Ca alTepHATHBA B OIIEHKATa HA MOCT-OMEPATUBHUS PEIIH/IUB.

[Mpodpwmiaktukata € 3aab/DKUTENHO (apmakosoruuHa. CpeactBo Ha u3bop ca
THomypuHuTe. Te ca mo-e)eKTUBHU B CpaBHCHHE C Mecala3vH (caMoO TpU H30JHpaHa
WJIeaHa Pe3eKIMs) U UMHUIa30JI0BUTE aHTHOMOTHUIH (TTO-TPYAHO ce moHacAr). JleueHuero ce
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3armoyBa 2 CeIMULU CIIE] OllepalusITa U IpoAb/bKaBa MnoHe 2 roauHu. Ilpu texkure ciyuan
Ce M3M0JI3Ba OMOJIOTUYHA TeparHsl.

8.2. ®ucryauzupama BK

IHepuanarnu ¢ucmynu - MPT Ha Mambk Ta3 € CpeacTBO Ha W300p 3a IMOCTaBIHE Ha
JMarHo3ata B KOMOMHAIMsS CbC CUTMOMJIOCKONHMS 32 OLIEHKAa Ha JIyMEHHAaTa aKTHMBHOCT Ha
OonectTa. AHOpeKTamHaTa exorpadust Moxke aa Objae anrtepHatuBa. Haii-uecto ce ucrynure
Ce pasfensaT Ha npocmu U ycaodcHenu (knacugukayus na Parks). Ilpenu 3anmouBane Ha
JeyeHue TPAOBa Ja ce M3KIIOYM HAIMYME HA TepuaHajeH abciec. AKO UMa TakbB, TOH ce
npenupa. Ilpoctute ductyam ce nexkyBaT camo nIpu cumnromaruka. IIpemopbuBa ce
nocraBsiHe Ha CEeTOHOB KaTeThp WM (HUCTYJOTOMHS B KOMOMHALMS C METpoHuAa3on 750-
1500 mg/n wmm munpodaokcanma 1000 mg/mH. TuonmypuHuTe ca BTOpa JHHUSA, a
OMOoJIOTMYHATA TEpAIns — TPeTa JIMHHUS.

[Ipu ycnoxHeHa nepuaHanHa OoisiecT ce moctaBs CeTOHOB KaTeThbp B KOMOMHAIUA C
AaHTUOMOTHUK M THONYPHMHH - TbPBA JUHUA. bronornyHara Tepanus € BTOpa JIMHUS Ha U300p.
AKO MMa aKTHBHA JIyMEHHa OOJIECT, TO T ce JeKyBa. Qyenkama Ha eghekma om jleyeHuemo e
KIMHUYHA - JIMIICA/HAIMYUE Ha CeKpenus OoT ¢ucTtynata U ¢ oOpa3Ha METOJuKa —
npocneasBane Ha 3arBapsHe Ha ¢uctyanus xoxn (MPT, KT). 3a moxabpikamio jJedeHHe ce
M3IIOJI3BAT TUOIYPUHH, OnonorndHa Tepanus i CeTOHOB KaTeThp, KAKTO U KOMOMHALIUS OT
JIeKapCcTBeHa Tepanus U IpeHax. [loaabpxaiioTo geueHnue npoabnkaBa MOHE €IHa TOJuHA.
[Tpu nurica Ha OTTOBOP KbM OMOJIOTUYHATA TEPAIHUS CE MPENOphUYBa J0OABSIHE HA a3aTHONPHUH
WIM METOTpeKcaT B KOMOMHAIMs ¢ aHTUOMOTUIM. [IpokTexkToMHsTa € MOoCieaHa OMIHs 3a
neuenue. [lo oTHomeHue Ha ApyruTe (UCTYNHM HSIMA JOCTaThUYHO OIUT, HUTO KJIWHUYHHU
npoyuBanud. [logxoasT € UHAMBHAYaJIEH MPU BCeKU manueHT. OOMKHOBEHO JIeKapCTBEHATa
Tepamusi BbPBU YCIIOPETHO C ONepaTHBHATA HAMECA.

8.3. Ctpuxkrypu
[lpy mamyeHTH ¢ KBbCH CTPUKTYPH MOXKE Ja ce OOCHIM EHIOCKOICKa OajJoHHa
JUTIaTaIHsL.

8.4. IlcuxocoMaTHYHU HAPYLIEHUSA

TpeBokHOCTTa, Aenpecuara U MCUX0-COLHATHUS CTPEC ca M0-CKOPO MOCJIEACTBUE OT
BK, a e npuunHa. CTeneHTa Ha ICUXOJIOTHYEH AUCTPEC KOPEIUpa ¢ TEXKECTTa Ha 00JIecTTa U
IpeJCcKa3Ba KayecTBOTO Ha JKUBOT. [IpemoppuMTeNHO € OleHKaTa Ha Jenpecusra Hpu
0oJHUTE B eK3alepOanys U Te3U ¢ KopeMHa Oojka Mo Bpeme Ha pemucus. JKematenHo e
CIIEZICHETO Ha MAIMeHTUTE 3a Pa3BUTHUE Ha TPEBOXKHOCT M JENPECUs] M NPOBEKIAHE Ha
CBHOTBETHO JIEYCHHE TTPU HeoOXoauMocT. M300pbT Ha NMCUXOTEPAIEBTUYHUS METO 3aBUCH OT
MICUXOJIOTUYHOTO HapyIIEHUE U TpAOBa J1a ce 3BBPILIBA OT ChOTBETHHU CIIELIUAIUCTH.

9. Kopexkuus Ha nepuumuTuTe npu Mmanadcopouus

YJLEPO3EH KOJIUT (YK)

l. Knacudpukauus u onpeaesieHust

3a knacuduuupane Ha BK ce nznon3za Monpeanckara knacugukamus ot 2005 r. KosSTO
BKJIIOYBA CJIETHUTE KATETOPUHU:
A. Bw3pact nipu nepBata nuartosa: Al no 16 r., A2 16r.-40r., A3 Hag 40 r.
E. Pasnpoctpanenoct: E1 — npokTuT (Bh3MaIUTETHUAT Mpoliec o0XBaia caMo pektyma); E2
— JISIBOCTPAHEH KOJIUT, U3BECTEH OIle U KAaTO AUCTaNIeH (Bb3MATUTEIHHST MPOLEC € AUCTAIHO
ot flexure lienalis); E3 — pasmpocrpanen komut (nmpokcumanHo ot flexure lienalis, Bk
MAHKOJINT).

CrpliecTByBaT J10Ka3aTeCcTBa, Y€ Bb3pacTTa Ha AuarHoctuiupane Ha YK uma Bpb3ka
c u3xo/Aa Ha 3abonsBaHeTo. JlMarHocTHLMpaHuTe Ipenu 16-ronuIIHa BB3pPACT UMAT II0-
arpecuBeH KJIMHUYEH XOJI, OKaTO JMarHo3aTa B MO-KbCHA BB3PACT € CBbpP3aHA C MO-HUCHK

42



PUCK OT KOJICKTOMMUH. YK, YCTAaHOBCH B MHOTO MJiaa BB3PACT UMa pa3jindHa CTHOJIOTHA U
MIPOTHO3A.

II. Onpenenenust

2.1 KnuauyHa akTuBHOCT. KnmnnunaTta aktuBHOCT (Texkect) Ha YK ce kimacuduuupa xato
pemucusl, Jieka, yMepeHa WiH TexKka. ToBa mojpasensHe oTpa3sBa OMoJOrnyHaTa akTUBHOCT,
a HE OTrOBOpPa OT MPOBEXKIAHOTO JiedeHHE. TepMUHBT TEXBK (WU ,,0CThP TEXKBK KOJIUT) ce
MpearnovnTa npex ,,pyIMUHAHTEeH  KOJIUT.

Pemucusita BKIIOYBA MBJIHO HM3ue3BaHEe Ha cuMmnTomure (Opoil Ha nedexanuuTe
<3/mHeBHO, 0€3 PEKTATHO KbpBEHE W 0€3 HAJM4YWE Ha CICIIHU IO3MBHU 3a aedexanus) u
BB3CTAaHOBsABAaHE Ha JeOeloupeBHATA JIMTABHIIA TPHU  EHJOCKOICKOTO  M3CIJICABAHE
(EHIIOCKOTICKM HOpMaliHa Jurasuia). Jlumcara Ha OCTbp Bb3MAIUTEICH HHPUITPAT B
XHUCTOJIOTMYEH MaTepuall € B IOJIKpera Ha peEMUCHSITA.

YK ¢ ymepeHa akTUBHOCT TpsiOBa Jla ce pa3rpaHUyy OT TO3M C JIeKa aKTUBHOCT MOPan
pa3nuyHarta Tepanus U HelHaTa e()eKTUBHOCT.

[Ipennarat ce MHOTO MH/IEKCH 3a OLIEHKA Ha TEKECTTa Ha 3a00JIIBaHETO, HO HUTO €IUH
OT TAX HE € M3I[UI0 BaIUIupaH. B exxeaHeBHaTa MpaKTHKa ce Mpuiarar MOAU(HUKAIMK Ha
opuruHanHuTe kputepuu Ha Truelove u Witts, a HanmocneAbK U U3MOI3BAHUS B KIMHUYHUTE
npoyuyBanus Moaudunupan naaekc Ha Mayo (tabn. 1). EBponeiickara acouunanus 3a Kpon u
koiut (ECCO) ot 2012 r. mpennara 3a oleHKa Ha aKTUBHOCTTA (TeXeCTTa) Ja ce M3MOJ3Ba
KOMOWHAIMsT OT KIMHAYHHM TIPOSIBH, J1a0OpPaTOpHU JHaHHU, OOpa3sHM W EHJIOCKOIICKU
napameTpH, BKJI. XUCTOIOTHS .

Tabnuna 1. Manekc na Mayo.

Nunexc 0 1 2 3

Mayo

Uectrota  Ha Hopmanna 1-2/mHeBHO 3-4/ nueBHO 5/ mHEBHO

nedexaum/ iH > HOPMAJIHO > HOpMAaJIHO > HOpMAaJIHO

CBHO

PexTamno He Cmnabo Bunumo N3zpazeno

KbpBEHE

Myxko3a Hopma Jleka YmMepeHa CroHTaHHO
- paHUMOCT paHuMOCT KbPBEHE

OO6mia oreHka Hopwma Jlek YK Ymepen YK Texbk YK

Ha JeKaps

Tpaen TepameBTHYeH OTIOBOpP ce NpHeMa NPH JAOCTHIAHE HA 031paBsiBaHe HA
JuraBunara (KJIMHUYHA, OMOXMMHYHA, EHIOCKONCKA W XHCTOJOTMYHA PpPeMHCHS).
[IbpBOHaYamHUAT e(peKT OT TepamusATa ce NpUeMa NpU TOHW)KAaBaHE Ha MHJEKca Ha
aKTUBHOCT ¢ noBeue oT 30%, 3aeJHO ¢ HaMaJIsiBaHE Ha PEKTAIHOTO KbPBEHE U €HJIOCKOTICKUS
cyounaexc (0 unu 1).

1.2 Pedpakrepen Ha Tepanusa YK

Ocgen KC-pedpaxreproct, YK Moxxe 1a 6b11e pedpakTepeH u Ha UMyHOMOIYJIaTOPH
- aKTHBHA OOJIECT WJIM peJaric, He3aBHCUMO OT JICUCHHETO C THOIYPHHHU B aJeKBAaTHH 03U
(namp. azatuonpuH 2—2.5 mg/kg/nueBHo wim mepkantonypus 1.5 mg/kg/nHeBHO npH aurnca
Ha JICBKOIICHHUSI ), Hali-MaJIKO B TIPOIBIDKEHHE Ha 3 Mecera.

[Ton pedpakrepen AucTaneH KOJUT ce pa3dupa MepcUcTUpaHe Ha CUMIITOMUTE TIOpaIu
BB3IAJICHUE, OTPaHMYEHO B PEKTyMa (MPOKTHT) WM JISBOCTPAHEH KOJHT, HE3aBUCHMO OT
nedeHneTo ¢ nepopanyu 1 JokanHu KC u ¢ mecanasu 3a 4-8 ceaMuIy.

1. J{uarnosza
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1. Kianangynure 0ejie3n Hal-4ecTO BKJIIOYBAT:
- KbpBaBa auapwusi, peKTaaTHO KbPBEHE /WM CIICIIHMA TIO3UBHU 3a JedeKarus ; HOIIHA
nedexanuu
- B cnydaute ¢ nexa uiam A0pU C yMepeHa aKTMBHOCT (PU3UKATHOTO M3CJEABAHE MOXKE
na Obae 0e3 OTKIIOHEHUS
- CucrteMHUTE OIUIaKBaHUA - OTHAJHAJIOCT, AHOPEKCHs, IOBHUIIEHA TEMIIeparypa,
TaXWKapusi, MPOMEHU B aTePHAIHOTO HAJIAraHe, 3ary0a Ha TelecHa Maca ca MPOsSBH Ha
TEKKa aKTUBHOCT
- W3BBbHYPEBHU NPOSIBHU.

[ToBedyeTo OT CUMITOMUTE Ca B 3aBUCHUMOCT OT BB3MAJICHUETO HA PEKTyMa, KOETO
BUHArM € aHTaXHUPaH, HE3aBUCHUMO OT Pa3MpOCTPAHEHUETO Ha 3a00IisiBaHETO. Bh3mameHusT
PEKTYM Ch3/1aBa HEBB3MOKHOCT 3a 33JIbPKAHE HAa ChIbPKUMOTO, BKJI. Ta30BE€ U TEUHOCT.

2. Havagnu 1adopaTopHu u3c/jaeIBaHUus

CVE, nmpiaHa KpbBHA KapTuHa, , cepyMHO xems30, XKCK, ¢eputnn, C-peakTUBEH MPOTEHH
(CRP) u OuMOXMMHYHH I[OKa3aTead H Jp.; Muxpobuonocuunu W3CICABAHUA-32 UYPEBHU
natorenu, BKJI. Clostridium difficile toxin. HeoOxomuma e oneHka Ha MMYyHHU3AalMOHHUS
CTaTyC KbM pPa3IMYHU BUPYCHH 3a00JIIBaHUS U TyOepKyl03a; M3KIIOYBaHE HAa MHGEKUHUs C
uuromeranosupyc (CMV), napazutu.

3. ®ekasieH KAJINMPOTEKTHH - HAJIEKAEH MapKep 3a UHTECTUHAJIHO Bb3najieHue u npu YK

4. OCHOBHM THATHOCTHUYHM M3CJIeBAHUSA

KoJioHOCKONIMSA ¢ MHOXECTBO OHOINCHUM - 3a MPEIINOYUTaHE C WJICOCKONMs U
CErMEHTHU OHOINCHM, BKJI. Ha pEKTymMa € OCHOBEH auartHoctuueH meroi. Ilpu texpk YK -
0030pHa  penceHozcpagpus HA KOpeMa M HOTBBP)KAAaBaHE HA aKTUBHOCTTa 4pe3
cuemoudockonus ¢ uin 6e3 OMOTICHS KaTo TbpBa JMHUA u3cieasane. [Ipu ocThp TEXBK KOIUT
momanua KOJIOHOCKOMMSI He ce NMPenopbyBa Mopaau puck ot nepdopanus. XucToJ0rH4HOTO
u3cilelBaHe  IOTBbPXKJaBa  JMArHo3ara,  OOpeleNns  akTUBHOCTTa U OTKpHUBaA
MHTpaenuTenuaiHa Heomnasus (aucruiasus). Ilpu Beska ycTaHOBEHa €TeHO3a Ha 1e0es10To
yepBo TpsidBa 3a ce u3kimoun KPK.

[Tpr HEBB3MOXKHOCT 3a €HJOCKOICKO H3Cle[BaHEe Ha Je0el0TO 4epBO MOXKeE Ja ce
MpWIOKAT OOpa3HU H3CIEABaHUS, KaTo JBOMHO-KOHTPAaCTHO PEHTICHOBO H3CIEABaHE -
upueozpaghus, KT u/man MP konoHorpadpusi. AGnoMuHATIHATA exorpaus e nojesHa 3a
MOHHUTOpPHpAaHE Ha AaKTUBHOCTTa Ha 3a00JsIBaHETO, pPAa3MpOCTpaHEHOCTTa U e(deKTa OT
JIEYEHHUETO.

Heobxonnmo e uskimouBane Ha uHpekuus. [Ipu cbMHUTENHA qrarHo3a € Heo0X0JuMO
MTOBTOPHO €HJOCKOIICKO M XUCTOJIOTUYHO U3CIIEIBAHE CIIE] MHTEPBA OT BPEME.

IIpornocTuynu paxkropu

NnentuduumpaneTo Ha NAMEHTUTE C JIOIIA IPOTHO3a (HaBpeMEHHa OLEHKa Ha
(dakTopuTe, CBbP3aHU C MPOrpeCUpal] Xo/) € OT U3KIIUNUTEIHA BaKHOCT 3a ONpeesHe Ha
MOBE/ICHUETO C 11€J1 HaMaJlsiBaHEe Ha IMporpecusta Ha 00JiecTTa, KOJEKTOMUSTA U Pa3BUTHETO
Ha KOJIOPEKTAJIEH KapLIUHOM.

dakTopuTe, NpeACKa3Baly HEOJATOMPUITEH X0/ U PUCK OT KOJIEKTOMHUS ca: Bb3pacT
nox 40 r., myxna or KC mnpu pamarHosata, pa3nmpoCTpaHEeH KOJHT, IBIOOKU S3BH,
MEepPCUCTUPAHE HAa XUCTOJOTMYHHUTE U JJTAOOpaTopHU Oene3u 3a Bb3MajieHHe KaTo MOBUILIEH
¢dexanen xammporekTuH, CYE wnag 30 mm (moBumen CRP) u HHCBK anOymuH,
[Icenononumno3ara W OUCIUIA3HATA, KAKTO U HE(PYHKIHMOHHPAIIOTO 4epBO (TUI ‘‘OJIOBHA
TppOa”) ¢ HapylleHHus B MepMeadMINTeTa U XpOHUYHA BOJHUCTA JAMApHUS ca MO-KbCHU, HO
ChHILIO TaKa Ba’KU IPOTHOCTUYHU (DAKTOPH.

1. Jleuenune Ha YK
Jleuennero Ha akTUBHHA YK € B 3aBHCHMOCT OT TEKECTTa Ha aKTHBHOCTTA,
pa3mpOCTpaHEHUETO, XapakTepa My (YeCTOoTa Ha peNlancuTe, EBOJNIONUS Ha O00JecTTa,
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TEPANEBTUYEH OTIOBOP, HEXKEIAHUTE JIEKAPCTBEHM pEaKLUU, HAIMYMETO HA W3BBHUPEBHU
IIPOSIBU, BB3pacT Ha IMAarHOCTULMPAHE U IPOIBIKUTEIHOCT Ha 3200 ISIBAHETO).

Bbp3moxkHOCTHTE Ha CBBPEMEHHOTO JiedeHME Ha YK ocurypsBar akTHBHO
IIPOTUBOBB3NAINUTEIHO Bb3/IECHCTBHE Ha MACTOTO Ha Bb3NAIUTEITHUTE IPOMEHU(ITPOKTUT, JISB
KOJIUT) - ONTHUMAaJIHA JIOKAJIHA Tepanusi B KOMOWHAIUS ChC CUCTEMHO mpuiioxkenue Ha JIC),
KaKTO ¥ HaBpEMEHHa paHHa MMyHoMoaynupama/antu-TNF Tepanus npu ymepeHo TeXbK U
Texbk YK camocTosTenHo miM B KOMOMHaius. MoOAEpHHTE TEparneBTUYHU alTOPUTMH,
BKJItoYBaly aHTU-TNF B koMOuHaLus ¢ UMyHOMOJYJIaTOpH, ca C BUCOKA €(hEeKTUBHOCT IpU
PaHHO MIPUJIOKEHUE IIPYU BUCOKOPUCKOBU MALIUEHTH.

1. N3n0.13BaHU JIEKAPCTBEHU MPOAYKTH
1.1. Mesalazine

1. Mesalazine - CTOMAaNIHO YCTOWYHMBY TAaOJETKH: MbPBOHAYANHA (MHAYKIIMOHHA) 7034 -
1.5 g - 3.0 g/naeBno PO, makcumanuo — 1o 4.0 g/naeBHo npu Texbk YK; momabppikaiia go3a -
1.5 g/ nuesno PO

2. Mesalazine - cTOMAIIHO YCTOWYMBH TPaHYJIH C YABDKCHO JCHCTBHE: MbpPBOHAYAIHA
(uaaykumonHa) no3a - 1.5 g -3.0 g/nuesno PO; nogabpikaima no3a -1.5 -3g/aaesro PO
3. Mesalazine ¢ JIOKalHO JCWCTBHE —CYIY3UTOPUU 3a PEKTAJIHO MPHIOKECHHUE:

IbpBOHAYaNIHA (MHAYKIMOHHA) 11o3a - 1.5 g/nHeBHO; momnbpxama no3a —0.75-1.0 g/nueBHO
PEKTaIHO

4. Mesalazine ¢ JoOKaJHO JEHCTBHE — peKTaaHa cycrnensus (kau3ma)-4g/60 ml
IbpBOHAYaTHA (MHIYKIIMOHHA) 1034 - 4g THEBHO peKTaaHO ( Haii-uecTo 8-12 ceaMuiim)

1.2. Koprukocrepouau (KC)

Prednisone tabl. 5 mg niu Methylprednisolone tabl. 4 mg 40 mg/nueBno PO, makcumanHo —
1o 60 mg/mueBHo PO no cxema c HamansBaHe 3a 8-10 ceamuiy.

Methylprednisolone 40-60 mg/nueBno 1V, makcumanto — 10 80 mg/maeBro IV

Budesonide ¢ nokanHo neiicTBue (pekTaiaHa MsSHA): MbpBOHAYalIHA (MHIYKIMOHHA) A03a - 2
mg (1 BupbckBaHe) /nHEBHO, peKTanHO (akTuBeH YK -IIPOKTHT, JISIB KOJIUT)

1.3. UmyHomoayaaTopu (MMYHOCYIIpecopu)

Tuonypunu:

Azathioprine — 2 - 2.5 mg/kg/ nueBno PO

Mercaptopurine - 1 - 1.5 mg/kg/ naeBno PO

Methotrexate - mbpBoHavanHa (MHAYKIHMOHHA) A03a 25 mg IM/ ceaMu4HO; Mo IbpXKaIIa
no3a — 15 mg IM/SC cenmu4HO

JAK KuHa3HU MHXUOUTOPH:

Tofacitinib — uaaykimonna no3a 2x10 Mg 3a 8 ceaMuIy, MocieaBana OT MOIbpPXKAIIA 1032
2x5mr PO

1.4. Buonoruunm cpeacresa (muxuduropu Ha TNF anda; aHTu-MHTerpuHOBH)
Nuxudouropu na TNF anda
Infliximab

[TspBoHavyanua (MHAYKIMOHHA) A03a: 5 mg/kg unTpaBeHo3Ha MHGY3uUs Ha 0, 2 U 6 ceaMUIy;
nojabpKania 103a:; 5 mg/kg uHTpaBeHo3Ha HHQY3HUs Ha BCEKU 8 CEIMUIIN

Adalimumab

[IspBOHavanna (MHAYKIHOHHA) no3a: 160 mg mpe3 cenmuna 0 (mox dopmara HA YETHPH
WHXXEKIIMM B pPAMKWATE HAa €AHO JCHOHONIIME WJIM KaTo JIB€ HWHXKEKIMH JHEBHO B JBa
MOCJIeIOBaTeIHU THU), cief koeto 80 mg npe3 cenmua 2; [Togabpxania go3a : 40 mg mpes
ceAMUIIA WM BCSKA CeIMULIA

Golimumab
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[IppBoHayanua no3a 200 mg; 100 mg npe3 Bropa cenmuiia, cieq toBa no 50 mg/100 mg B
3aBUCHMOCT OT TEJIECHOTO TETJI0 €JMH BT MECEYHO

AHTH — HHTETPHHOBH

Vedolizumab - ITepsonauanna (unoykyuonna) oosza: 300 mg unrpaBenosna uadysus ua 0, 2,
6 (u 10 ) cenmunu; Ilooovporcawa doza: 30 mg uHTpaBeHO3HA WH(Y3US HA BCEKU 4 win §
CEeIMHUITA

2. Jleuenue criopes pa3poCTPaHEHOCTTa M aKTUBHOCTTA Ha OoJiecTa:
2.1. IIpoktuT

2.1.1 Jlex u ymepeno mexcvk npoKmum

[TppBOHaYanHO (MHAYKIIMOHHO) NedeHue: KoMOWHMpaHe Ha Mecalla3uH C JIOKAITHO
neiicTBue (CyHmO3UTOpPUM Mecalla3uH 1g JHEBHO, ajTepHaTHBAa - pEKTalHaTa IisiHa) C
mepopajieH  MecajasuH WM JIokanHo mnpuwioxenne Ha KC - mo-edpekTuBHO OT
CaMOCTOSITETHOTO UM MPUJIOKEHHE U Ce MPernopbyBa 3a yBelndyaBaHe Ha e(eKTUBHOCTTA Ha
Tepanuara. JIOKalHO MPUIIOKEHUAT MECATIa3HH € MO-e()eKTUBEH OT JOKaHOTO jJeueHue ¢ KC
3a mocturane Ha pemucus. Bropa nunus: KC: mpu nanuwieHTd, HENOHACALIM JOKalleH
MeCaJIa3uH; MAIMEeHTH, KOUTO HE CE TOBIHUABAT OT OpaJicH / JIOKAJICH Mecajla3uH U JIOKAJTHU
KC tpsabBa ga 6baat nekyBaHu AOMBIHUTETHO ¢ opaHu KC

2.1.2. Pegppaxmepen IPOKTUT - IMyHOCYIIPECOPH H/UITH OMOJIOTHYHH CPEJICTBA.

2.2. JleBocTpaHeH KOJHT

2.2.1 JIek u ymepen neeocmpanen YK

- [IspBOHAayaHO (MHIYKIMOHHO) JeueHne: Mecaa3uH KiIn3Mu 1g JHEBHO, KOMOMHUPAHU C
nepopaeH Mecaiaa3uH Hajl 2g THEBHO.

CamocrosTenHoTo npuioxenue Ha JiokanHu KC win Mecanasus, KakTO U MOHOTEpAIIUATA C
IepopajieH Mecala3uH € Mo-ciabo e(peKTHBHO OT KOMOMHHMpaHaTa IepopajHa U JIOKaJHa
Tepanusi ¢ MecanazuH. JlokanHuAT wMecanazuH € no-edextuBeH oT JokanHus KC.
EnHOKpaTHOTO 103MpaHe HAa Mecalla3uH € TOJIKOBA e()eKTUBHO, KOJIKOTO U (PPaKIIMOHUPAHOTO.
EdexTuBHOCTTa Ha Mecala3WHOBUTE KJIM3MHU U IsHA, HA Malkus (Mo-700pa MOHOCHMOCT) U
rojieMusi 00eM 3a MOCTUTaHEe Ha PEMUCHS € €/IHAKBA.

- Bropa nmunus: CucremHoto npusoxenue Ha KC - ako cUMOTOMUTE HE CE€ MOBIMSBAT OT
MecCaJla3uH.

Pemennero 3a BkimouBaHeto Ha KC kbM cTaHgapTHaTa Tepamusi 3aBUCH OT OTrOBOpa M
TOJIEpaHCa KbM MECAla3uH, MPEANOUYNTAHUATA HA MALMEHTa U ONMTA Ha JIEKYBalIUs JEKap.
[ToxazaHo e mpu BiOIIaBaHE HA CUMITOMUTE; MEPCUCTUPAHE HA PEKTAIHOTO KbPBEHE CIIE]
10-14 nHeBHa KOMOMHMpaHA TEpaNusl ¢ aMUHOCATUIIMIIATH; JIUTICA HAa TpailHO MOJ00peHHe Ha
Bcuuku cumntTomu Ha YK cien 40 mHeBHA ajekBaTHA Mecala3uHOBA TEpamusl.

2.2.2. Tesrcvk nesocmpanen Koaum

OOMKHOBEHO € MHJIMKaLUs 3a XOCIUTAIN3ALMUA U UHTEH3UBHO JIEYCHUE CbC CHCTEMHA
Teparnmus.

2.3. Paznpoctpanen YK

2.3.1 Jlek 10 yMepeHO Te:KbK Pa3npocTPaHeH KOJUT

[IbpBoHayanHo neuenue: Ilepopanen mecanasuH B J103a Haja 2g AHEBHO, B KOMOMHAIMS C
JIOKaJIeH Mecalia3uH (Ipu Jo0pa MOHOCHMOCT).

Bropa snunus: CuctemHo npuioxenue Ha KC - ako cuMOTOMHTE HE Ce TOBJIMABAT OT
Mecajla3uH.

B cnyyaii Ha penanc Ha ¢oHa Ha MOJIbPIKaIlla TEpAIus ¢ MepopaIeH MecalasuH >2g/IH WiH
umyHomonynaropu - KC (npennuzonon 40 mg THEBHO 3a €HA CelIMHULIA, CJe/l KOeTO J103aTa
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ce HamajsBa ¢ Smg ceIMUYHO 3a o0mo § ceamuuu). M3mon3Bar ce u APYru CXeMu, HO €
pa3yMHO BCEKHU LIEHTHD Ja MOoJI3Ba OMpe/iesieHa CXeMa, 3a Ja MOKe CTepOMIHATA 3aBUCUMOCT
na ObJe paHO pas3mo3Hara. ToBa yJecHABa BKJIIOYBAHETO Ha MMyHOMopaynatopu. Kncurte
KypcoBe (< 3 cenMHuIIH) ca CBbp3aHU C PUCK OT paHEH peJarnc, a A03M Ha MPeIHu30JI0H < 15
mg JHEBHO HE ca ePeKTHUBHU IIPU aKTUBHO 3a00JIsIBAHE.

2.3.2 TexxbK pa3NpoCcTpaHeH KOJIUT - OKa3aHUE 3a XOCHUTAIN3aLUsl U UHTEH3UBHO JICUEHHUE.

2.4 Texbk YK He3aBHCHMO OT pa3npocTPpaHEHUETO

Benuku nanuentu ¢ texxbpk YK TpsOBa na ObAaT XocnUTaIM3UpaHy 32 HHTEH3UBHO JICUEHUE,
MPOBEXKIAHO OT MYJITUIUCUUIUIMHAPEH €KUM (racTpPOEHTEpOJIOI W XUPYpPr C OMNHUT B
KOJIOIIPOKTOJIOTUSATA).

2.4.1 Octbp Texkbk YK (MOTEHIIMATHO )KMBOTO3aCTpaIIaBaIlo ChbCTOSHUE)

OcnoBHo neyenue: Benosnoro npuinoxenne Ha KC (Hanp. metunnpenau3oiaon 60 mg/24y).
[To-BucokuTe 1034 He ca Mo-eeKTUBHU, HO MTO-HUCKUTE ca MOo-Mayko edekTuBHU. boimycHoTO
NPUJIOKEHUE U TPOIBIDKUTENHATA WMHQY3US ca €IHAKBO C(PEKTHUBHH. Y IBIKABAHETO Ha
TepanusTa nosede ot 7-10 nuu He HOocH MO-royIAM eekT. CyMapHUST TepaneBTUYECH OTIOBOP
kbM KC, He3aBUCMMO OT BHAA Ha JICKAPCTBOTO, nocTtura 67%. OleHka Ha OTroBopa KbM
BeHo3Hu KC - Hail-nobpe u obextusHO cien tperus aeH (Oxford score).

2.4.2. PedpakTepeH Ha BeHO3HU cTepouau YK He3aBHCHMO OT pa3npoCcTpPaHEHUETO.
Bropa nmuHus Ha NIeYeHHe: ,,crIacuTeNHa’ Tepanwsl - HGIMKCUMa0 B eAMHMYHA 1032 5 mg/kg
(moxazana e(eKTHMBHOCT KaTo Tepalus Ha CHACEHHUETO).; IUKJIOCIOPUH WM TaKPOIUMYC
(mamukanmst n3pbH KXIT). Ako HsiMa mogoOpenne B paMkuTe Ha 4-71HU OT T.H. ,,CTIaCUTEIHA”
Tepamusi - KOJIIEKTOMHUs. Tpera JHHMS Ha JIedeHHE MOXe Ja Obae oOCHXKIaHa caMo B
CHeLHaIM3UpPaHH LIEHTPOBE.

Jonvinumennu mepxku — peaHUMAlMOHHH MEPOIPHUATHS U KOPEKIMS Ha >KM3HEHO BaKHU
GyHKIMK ¥ OTKJIOHEHUS KbM BeHO3HHTe KC, Hamp. elneKTpOJIMTHH pa3TBOPH C MPUOABEHU
KaJIneBH (Haii-mMaiko 60 mmol/qHeBHO) 1 KaJIIMEBH COJIN; TIIFOKO3HHM Pa3TBOPH; aHTUOUOTHIIH,
MOKpHWBaIllid aHaepoOHa U aepoOHa (yopa (MEeTpoHHAA30JI, TOOPAMULIUH, UMPOPIOKCAIIUH
WM BaHkoMuIuH), nedenre Ha CMV unu C.difficile nndekuus, enrepanno u napeHTepaiHo
XpaHeHe, KOpEeKIusl Ha JeUIUTH U JIp; JIOKaJIHA Tepanus (Mecaja3uH WK CTEPOUIN) — IpU
MIOHOCUMOCT; KPbBOIPEIMBaHE - 3a MOJAbpkaHe Ha xeMoriaoouna Haj 80-100g/1.; 6enTbunu
npoayktu (Human albumin) u nnasma- npu andymus nox 30 g/1, nonMBUTAMUHHHU NIpenapaTy,
aHTHUCEKpPEeTOpHU cpencTBa mnapeHtepanHo (H2 Omokepu, MHIIII); HuckomonekyieH
(dbpakroHUpaH XenapuH — NPOYUIAKTHIHO TTOPaTd TPOMOO(DUITHOTO CHCTOSTHUE

- [Tpu penykuust Ha TenecHoTo Terao Hax 10% 1 HEBB3MOXKHOCT 3a IPUEMAaHE Ha XpaHa
€ NMOKa3aHO TOTAJHO NMapeHTEPATHO XPAHEHE.

IIpn yciokHeHHs] HA TeKKHS YJIEpPO3eH KOJIUT Ce€ TNPenopbyBa CIEAHOTO
MOBE/ICHNE: TOKCUYHA JuaTanus (MErakojoH) - UHTEH3U(UIMpaHe Ha (papMaKoIOrHYHOTO
JieyeHre, BaHKOMHIIMH U IO-paHHa XMpPypruyHa Hameca.. IlocTaBsHeTo Ha Ha3oracTpaiHa
coHma e Oesnone3no; [lepdopauus - xupyprust Jpyru ycinoXKHEHHS: MacHUBEH KPBHBOW3IIWB
(mexapcTBeHM  TPOOYKTH,  XHUPYprHsi)-  KPBBONpPEIWBAHE, IKEJIE3HH  Ipenaparw;
TpoMOoeMOONIM3bM, BKI. TpomOOo3a Ha HHTpalepeOpaTHUTe CHHYCH; aJeKBaTHa
AHTUTPOMOOTUYHA TEPATTHSL.

2.5 PedpakTepeH NPOKTHUT / JUCTAJIEH KOJIUT

- [TarueHTHTe, KOUTO HE OTrOBapAT HA MEpPOpPATHUTE CTEPOMU]IM, KOMOMHHpaHU C
JIOKAJIeH U TIepopaJieH Mecalla3uH, Ce XapaKkTepu3upaT KaTo pepakTepHH.

- TepaneBtuunute ommun: KC - BeHO3HO(Hal-uecTO €(h)eKTUBHU), OPATTHO WIIN JIOKATHO;
MPUIIOKEHNE HA IUKIOCIOPUH/ TaKPOJIMMYC MM MHPIUKCUMAO.
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3. JleyeHue B 3aBHCHMOCT OT €BOJIIONHMATA HA 3200/IIBAHETO:

3.1. Penamc. JledeHneTo Ha penarca 3aBHCH OT TOBa JAJHM € I'bPBU WU MOPEJCH, KaKBH ca
XapaKTepUCTUKUTE My U IPEIIECTBALIUS TEpaneBTHUUEH OTIOBOp; IPEINOYUTAHUATA Ha
NalMeHTa, BpPEMETO 3a HacThIIBaHE HA penanca, ChIObTICTBAIIaTa Tepanus (0coOeHo
MMYHOMOJYJIATOPH ), PEAOBHMSI IPUEM HA MOABPKAIIOTO JIEUEHUE U IPYTH .

HauanHo nedeHme: MoOke Ja BKJIIOYBA JIEYEHHETO, OKa3ajlo ce€ e(EeKTUBHO IIpH
MpEeALIECTBAILNS KypC ¢ ONTUMU3UPAHE HA MTOAABPKAILATA Tepanus

- Panen penanc (< 3 mecena) - JOMbJIHUTENIHA MHAYKIMOHHA Tepamnus (ChllaTa WM I0-
MOIIHA); THUOIYPUHH; MPOABIDKUTETHOTO (ApMaKOJIOTUYHO JI€YCHHE, KOETO HE BOAM JI0
cBoboana ot KC pemucus, He ce penopbuBa

3.2. KC-3aBucumo 3a0o0JisiBaHe —a3aTUONPHH / MEPKaNTONypuH; npu aktuBeH YK, aHtu
TNF nponykru (aganmumymad niau nHGIuKcumao)

3.3. Pedppakrepen Ha seyenne YK

- Pedppaxkrepen Ha mnepopannu KC axrtuBen YK - Vwepeno axmusnuam
peppaxmepen na KC xonum - antu TNF tepanus (amanumymad wim uHQIUKCHMA0), aHTH-
WHTETPUHOBH TMpenapaTtv, TO(PalUUTUHUO WIM TaKpOJIUMYC, Ciel OOCHXKIaHE Ha JAPYrd
TeparneBTUYHU OMIIMKU KaTo BeHO3HO npuiiockenne Ha KC unu xupyprusi.
[locnegoBarenHocTTa B TepameBTUYHATa  CTpareruss TpsOBa TpsOBa na  Obae
UHAUBUAYyaIU3UpaHa (I0JI, BB3pacT, (epTuiieH craTyc M pasnpocTpaHeHue Ha YK,
MIPENOYUTAHUS Ha MAlIUEHTA).

[Tpu akTuBeH VK TpsiOBa 1a ce 0OCHIAT APYry MPUYMHU 33 MEPCUCTUPAIINATE CUMITOMHU KaTo
cerpTeTBania uudexius ¢ CMV, C. difficile, tymopu.

- Pedpaxrepen na umynomonyaropu YK - Vuepeno akmusen - antu TNF tepanus,
aAHTH-UHTETPUHOBH Mpenapat, TohauuTUHIO nin Takponumyc. Konektomus.

Nuaukanus 3a 0MOJOrHYHA Tepanus

Antu TNF npenapatute ca BTOpa JUHUS Ha JICYCHHE NPU MALUEHTH C YMEPEHO TEXKKA U
texka ¢popma Ha YK (mbien Mayo score >6 ), nmpu koito mbpBa jauHus Ha jgeueHue (KC u
MMYHOMOJYJIaTOpY) € Ouia HeyclellHa, KOHTPAWHIWIUpaHa WIM HUMa HETOJEPaHTHOCT.
AHTUUHTETPUHOBUTE JIEKAPCTBEHM NPOAYKTU C€ IpuiiaraT IpU HEOTTOBOPUIIM, PECI. HE
ToJIepupaliy mnpeaxoaHa Tepanus, Bki. aHTU-TNF mnpemaparu. IlporuBomokazanus 3a
CTapTUpaHE Ha JICUEHUETO ca: OPEMEHHOCT, JIaKTallus, aKTUBHA WJIN JaTeHTHa TyOepKyso3a,
CeTNCHC WIM JApYyra TeXKa MHQPEKIHs, OCThP WM XPOHWYEH BUPYCEH XEMaTHT, MHPEKIHUs C
HIV, oHkomormuHu M XeMaTOJOTMYHM 3a00JsBaHUS, AaBTOMMYHHHM U JAEMHEIMHHU3apallu
mpoliecu, 3acToiiHa chpraeyHa HemoctaTbuHOCT (NYHA III-1V). IlpocnensBaneTro Ha
MalUeHTUTEe € C KIWHWYEH TMperyiel M Ja0opaTOpeH KOHTPOJ Ha BCeku 6 Mecema u
eHjockonus/ obpazHo uscienBane Ha 12 mecena. Kpurepun 3a npoabikaBaHe Ha JICYEHUETO
ca NOBJIMABAHE Ha KIMHUYHATa CUMIITOMaTHKa, OuoxumuuHa (Hopmanusupane Ha CRP u
(dbexkamHUTe MapKepH),eHI0CKOIICKa PEMHCHs W JIMTaBUYHO O37paBsiBaHe, BKJI.crajg B Mayo
score < 2. [IpoTuBonoka3aHusi 3a MPOIbJKABAaHE Ha JICYEHHWETO ca AJEPrUuHU pPeakiuu U
WH(Y3MOHHH pEaKIMK, 3HAaYUMH OTKJIOHEHHS B JabOpaTopHHMTE TOKa3aTelu, TEeXKU
MH(]EKIUU, TosIBA Ha KOXXHU, HEBPOJOTUYHU HJIM aBTOMMYHHH 3a00JIsIBaHMS, OHKOJIOTHYHHU
3a00IIIBaHHUS.

4. [Mopnwpikaiio geueHue

Lenra Ha moaabpKaliaTa Tepanus € NoJIbpkKaHe Ha peMucus (KJIMHUYHA U €HIOCKOIICKa)
6e3 KC - npenopbunTenHa 3a BCUYKM NAIMEHTH. VIHTEPMUTEHTHO Jie4€HUE € MPUEMIIUBO
camo IpH HAKOU MAIMEHTH C OrpaHrueHa ¢popma Ha 3a0o0IsiBaHe.

M360pbT Ha moAbpIKALIaTa TEPAMHS Ce ONpeels OT pa3npocTpaHnenuero Ha YK, obmus xon
Ha OosiectTa (YecToTa Ha PEIUIAMBUTE), HEyCliexa Ha MpEeAXxoiHa MOJIbpiKalla Tepamus,
TEXECTTa Ha TMOCIEeIHUS TIachK M H3IMOJI3BaHATa MpPU HEro Tepanus, npoduia Ha
0€30MacHOCT Ha MO IbpIKAIaTa Teparusi U CTpATEeTHTa 3a PEa3BaHe OT PakK.

48



IIepBa iuHuA - [lepopasieH MecanasuH Ipy NALUEHTH, OTTOBOPUIIN HA JICUEHHUE C MECAIa3uH
nmu ¢ KC (mokaiHo / mepopaiHo). - JIokamHuTe Mecalla3uHu - MPU IPOKTUT U aJTePHATHBA -
JIEBOCTPAHEH KOJIIUT.

Bropa nunusa - KomOuHauus ot mepopasneH U JIOKaTHH Mecalla3uHH MOXKE Jla ce€ M3I0JI3Ba
KaTo BTOpA JIMHUSI MOJIbpKaIa Teparius.

MunuManHata eQeKTHBHA INEpopaiHa 1032 Ha MecaiasuH € 1.2g /AHEeBHO, a 3a peKTalHa
Tepanus - (paknuoHUpaHa 103a OT 3 g / CEOMHYHO, HO J03aTa MOXe naa Objae
WHIMBUyAIM3UpaHa cropeln eQeKTHBHOCTTa . ENHOKpaTHHST TpueM Ha Mecaja3uH e
TOJIKOBa e(EKTHBEH, KOJKOTO (paKIMOHUpaHus, Oe3 TMOBHUIIABaHE HA 4YeCTOoTara Ha
HexenaHu edexrn. Bermuku pasHoBHIHOCTH Ha MecanazuH ca eektuBHu. Cyndacana3zua He
ce IpEeANoYnTa MOPaaAd TOKCHYHOCTTAa My. HMa kaTeropuuHu JaHHU B MOJKperna Ha u3bopa
Ha €JIUH WM JPYT Ipernapat 3a MoIbpiKaHe Ha PEMUCHSITA.

TuonypuHuTe ce MpenopbuBaT NpPH MALUEHTH C JIEK 10 yMepeH YK, KOUTO uMar paHHU WU
YEeCTH pejarncy Ha (poHa Ha JieueHHue C Mecajla3uH B ONTHMAJIHA /10324 WM KOUTO HE MOHACST
Mecanaszud, KC-3aBUCHUMH TAIlMEHTH WM MAalMeHTH, OTTOBOPHIM Ha LUKIOCTIOPUH /
TaKPOJIMMYC MPU UHIAYKIHS HA PEMUCHSITA

[Ipu orroBopunure Ha aHTU-TNF Tepanusd, 3a nmogabp:KaHe HA PEMHUCHUATA Ca MOAXOISALIN
KaKTO THOIYPUHHUTE, TaKa U MPOoIbJKaBaHe Ha aHTU-TNF TepanusiTa ¢ uiu 6€3 THOYpUHHU.
[Tpu Te)xBK KOTUT ¢ 0OTTOBOP Ha BeHO3HU KC, muKIIOCTIOpUH WM HHOIUKCUMAO - THOITYPUHU
3a moJIbpkaHe Ha pemucusara [Ipu orroBopuinTe Ha MHOIUKCUMAO - JICYCHHETO MOXE Ja
Ob1e poabikeHo. [Ipenxoxaan HeycreX OT THOIYPHHH TIOJKPETs TOIbPIKAIIO JICUCHHE C
antu-TNF npenapatu/ aHTH-UHTETPUHOBH mperapaTd. TodaruTHHUO MOXKe J1a ce MPUIIOKH
pU pePPaKTEPHOCT HA CTEPOUJIA, UMYHOMOIYJIATOPH ¥ OUOJIOTUYHA TepPaIIns.
JBATOCPOYHOTO MOMIBPIKAIIO JIEUEHUE C Mecaja3uH, TUOMYPUHHU M OHOJOTHMYHA Teparus
NpoABJIKABA A0 03/IpaBsIBAHE HA JIMraBuuaTa. Mecana3suH MOXe Ja HaMaju pUcKa OT pakK Ha
neOesI0To YepBo.

Anmephamueno XupypeuuHo neuenue — KOJa1eKmomus

S. Cnenmnannu rpynu nanuentu ¢ YK

5.1. MayunTbT € Hecnenu(pUYHO BH3MAJIECHUE HAa WICATHHS Iayd U € Cpe] Hal-4ecTuTe
YCIIO)KHEHHSI Ha IPOKTOKOJIEKTOMHUSTA C MJIeaJIeH Mayd-aHanHa anactomosa (UITAA).
Jleuenue na nayyuma. 1) Octbp nayuut — antuOuotuim: Metronidazole nam Ciprofloxacin
(Mo-MaNKo CTpaHWYHHU PEaKIMH); MPOTUBOIUAPUIHY JIEKAPCTBEHU MPOAYKTH ; 2) XpOHUYEH
May4yuT - KOMOWMHUPAHO aHTUOMOTUYHO JieueHHWe (aBa aHTHOMOoTHMKa) uiau Budesonide;
Infliximab - mpu xponuuen pedpakreper mnayuuT.; 3) 3a MOAABPKAHE HA PEMHUCHS:
npoouomuyu.

5.2. Ilpu BB3najieHHe HA peKTaJHUA ,MaHueT” (Cuffitis) - cumnromure ca momoOHU Ha
May4uT, HO PEKTAIHOTO KBbPBEHE € MO0-XapakTepHO. JIOKaJHOTO JieueHue ¢ Mecalla3uH
cynozutopuu 1.0 g|/aHEBHO € epeKTUBHO.

5.3. KoJiopekTajleH KapuMHOM NpPH NALHEHTHTE € yJuepo3eH KoJuT. [lamuenrure c
nenroroguiien YK umar moBumen puck 3a KPK B cpaBHeHue c oOmara momynamus.
Ilpoghunaxmuxa - npueMbT Ha Mecaja3uH Moke Om HamansBa dectorata Ha KPK mpwm
6oxauTe ¢ YK; yp3oae30kcuxoneBara KUceInHa € okazana npu npuapyxasar [1CX.

PEKAJIEH KAJIITPOTEKTHUH (®K) ITPU TUATHOCTUKA U MOHUTOPUPAHE
HA XBY3 B EXKEJHEBHATA KIIMHUYHA ITPAKTUKA

@K TtpsiOBa na O6bae u3MepBaH npu auarno3ara Ha XBU3 u npeau mpomsiHa B TepanusTa 3a
uenure Ha Obaeuute cpaBHeHUs. [Ipu cumnromarnynun XBY3 nmanuentu ®K > 250 mg/g
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MOXe€ Ja pa3rpaHuuu Tiaachbk Mnpu XBUY3 oT HEBB3MAIUTENHUA YCIOXKHEHUS WIM MOJJIeXKAILl
CBBp3aH CHUHJIPOM Ha ApazHUMOTO 4epBo. [lonmxenuero Ha K moxe ma e mpeaukTop 3a
KJIMHUYEH ¥ €HIAOCKOIICKH OTTOBOP KBbM JICUEHHETO. 3a OIICHKA Ha epekTa OT TepanusTa U 3a
MpeJcKa3BaHe Ha JBJTOCPOYHATA PEMHCHSI C€ NpenopbuBa M3MepBaHe Ha HuBaTa Ha DK
NpeAu CcTapTUpaHe Ha Tepamnus, KakTo M Ha 3-Tu W 6-Tu Mecen ciuen crapra. [lpum
cumnTomatuyHute XBY3 manuveHTH, eHJ0CKONUsITa OCTaBa 3JaTE€H CTAaHIApT 3a OICHKA Ha
0ojecTHaTa aKTUBHOCT W TOJEMH TEpAaleBTUYHU IPOMEHM HE TpsiOBa Ja ce MpaBsT
€IMHCTBEHO BB3 ocHOBa Ha DOK.

HUBA HA KAJIITPOTEKTHUH

HNUCKU BHUCOKH

<100 mg/kg 100-250 mg/kg >250 mg/kg

Juckytupaiilte ¢  manueHra
Janu  ce  TpUAbpXKa  KbM

Tepcere BB3MOKHA
TepanusTa cH
HEBB3IAJIUTEIIHA XB4Y3 %
Twpcere apyru NpUYUHH Obmucnere eHaocKonus™™* umm
IpUYMHA

pasIMdHk OT BJIOIIABAHE Ha 06pa3Ha OLICHKA, 3a Ja

(cTpuktypa,  OOCTpyKLUs)

XBY3 ONPEACIIUTE CTEIEHTa  Ha
[Ipocnenere cnenq 3 no 6
. 3acsraHe
Mecena
Obmucnere ONTUMM3UPAHE

W/MIU cCMsHA Ha TCpaliugaTa

* 3a omeHka Ha edekTa OT TepanusTa W 3a MNPEICKa3BaHE HA JBJITOCPOYHA PEMHUCHS
u3MepBaiTe HuBata Ha @K npenu crapT Ha Tepanus, Ha 3-TU U Ha 6-TU Mecell ciejl cTapTa.

** HpI/I nepcucrtupaiia CHIAOCKOIICKAa AaKTHUBHOCT - JOa CC oboMucIn OIITUMU3HUPAHC Ha
TCPAINICBTUYCH UJIU JO30B PCIKUM

Bucoku HuBa Ha (hexaneH KaampoOTEeKTHH MPHU MPOCIEIIBAHETO Ca KPUTEPHUH 3a BIIOIIaBaHE Ha
XBY3 u ca unaukanus 3a HHTeH3UUKalus Ha JJedeHneTo. [Ipu cuMnToMaTnyHu MalMeHTy ¢
ductynmu nipu 6osect Ha KpoH Moke aa ce OOMHUCIM ONTHUMHU3UpPAHE HA TEPANEBTHYEH HIIH
JI030B PEKUM IMPH HOBO MOSBSIBaHE Ha (DUCTYTU, YACTUYHO TMOBIHUSBAHE UM BH3CTAHOBSIBAHE
Ha ceKkpenus Ha PUCTyIuTe.

JIJEHEHUE HA U3BBbHYPEBHU U351BU HA XB34

1. Aprtponarusi. [Toapaznens ce Ha: 1. Ilepudpepna: Tum I (4-17%) — 3acsira ocTpo
rojemMure cTaBu (OOMKHOBEHO TJIE3€HHHU, KOJIEHHH, O€IpeHH, KUTKH) IO BpeMe Ha
ex3anepbanuara Ha BK; Tun II- nmonmapruxynepen (2,5%), npu KoiTo ca 3acerHatu
MaJIKuTe cTaBu Ha pbueTe. He 3aBucu ot aktuBHOcTTa Ha BK. 2. Akcumanana — BKIIOYBa
CaKpO-WJIEHUT Y aHKWJIO3HUpAILl CIOHIUJINT.

[Tpu nepudepnara aprponatus seyeHuero Ha bK wimm YK Boam no oGiexkuaBane Ha
cTaBHUTE cumnromu. llpu mnepcucrupane Ha apTponaTusTa IO BpEME Ha PEMHCHS Ce
IpenoppryBa KpaTkoTpaitHo jedyeHne ¢ HUCKKA A03u HCIIBC nnum JIOKamHO NpHIIOKEHHE Ha
KC. Cyndacanasun e mnokazaH npu mnepcucurpail nepudepen aprtput. JledyeHuero Ha
aKcuaiHarta aptpomnatus ¢ npoabkuTenHu kypcoe HCIIBC He e mpenopbyuTenHo nmopajan
oracHocT oT BiomasaHe Ha bBK. B Te3u cnyuaun cyngacanasun, MeToTpekcaT U a3aTHONPHUH
He ca epeKTHBHM MJIM MUMaT caMo 4acTuyeH edekT. EpukacHoctra Ha mHOIMKcamad uiau
ananuMmymad npu ankwuiosupany cnonawuT U BK/YK, pedppakrepen na tepanust ¢ HCIIBC
numu ¢ HenonocumocT kbM HCIIBC, e nobpe nokasana.

50



2. Octeonopo3a (20-50%). Ilpenpaszmonaramy (GpakTopu ca XpPOHUYHOTO BB3MAICHUE,
KOPTUKOCTEPOUIHOTO JICUCHHE, Pa3NpOCTPAHCHO THHKOYPEBHO 3acsiraHe WM PE3eKIus,
BB3pACTTa, TIOTIOHOMYIICHETO, HUCKaTa (pU3MYecKka aKTUBHOCT M HATMYUETO HA XPAHUTEITHU
neUIITH.

[TarueHTH Ha JeYeHUE C KOPTHKOCTEPOUIU WM C HamMalleHa KOCTHA ITBTHOCT TPsiOBa
Jla TIOJTy4ar JICYCHHE C KaJUEBH MPOAYKTH M BUTaMuH J[. 3HAUMTEIIHA YacT OT MAIlMEHTHUTE
BBH3CTAaHOBSIBAT KOCTHATA CH ITBTHOCT clieA 3 roaumHa pemucus Ha BK.

[lpu wHanmuume Ha BepTeOpanHa (pakTypa B MHHAIOTO, JICYEHHE CE IPOBEXKIA
He3aBUCUMO OT T-ckopa.

IIpu >xeHM cien MeHomay3ara C oOcTeornopos3a yrnorpedbara Ha Oudocdonaru,
KaJIMUTOHUH M paJOKCH(EeH HamaisBaT KocTHara 3aryba. IIpm Mbkere c ocreomopos3a
JAHHUTE HE ca YOeIWTeIHU, HO TNpHUJIOKEeHHeTo Ha Oudochonatn mMoxke OM € OT mosza.
[IpernopbunTEeIHO € MAIMEHTUTE, KOUTO ca Ha JICYCHHE ChC CUCTEMHU KOPTHUKOCTEPOUAU Ja
MOJTy4yaBat KajJluidi ¥ BUTaMUH D popuIIakTHIHO.

3. Kosxuu n3siBu
Jleuenuero Ha erythema nodosum BkiIrOYBa JICYCHHWE HAa OCHOBHOTO 3a00JisiBaHE, KaTo
OOMKHOBEHO ce Hajlara cucTeMHo npuioxenne Ha KC.

Pyoderma gangrenosum ce sekysa cbc cuctemun KC wiu antu- TNF npemnapati.

IIpu cunopom na Sweet npunoxenuero Ha cucteMHu KC e edextuBHo. Jleuenuero ¢ anTu-
TNF nekapctBa Moke 1a IMpeIu3BHKa 1apaJoKCaTHO KOXKHO Bb3IAJIEHUE, KOETO € 00paTuMo
IpU CIUpaHe Ha TepanusaTa. JlekapcTBEHMAT NPOIYKT Ce€ COMpa WIM 3aMeHs C Jpyr
OMOJIOTUYEH TIPOIYKT.

4. O4HM U3ABH

Hail-uectu ca yseumwvm wm enuckiepumvm. ENUCKIEpUTHT OOMKHOBEHO ce€ IOJjlaBa Ha
nedyenne c¢ jokanHu KC wimm HCIIBC. Ilpu yBeuta ce npunarat cucremHo KC. Ilpu
PE3UCTEHTHH Cllyyal JIEYEHHETO C MMYHOMOJIYJIAaTopu, BKJIOUUTEeNHO U anti-TNF-
JIEKapCTBEHH MPOAYKTH, MOXKE JIa € OT IMOJI3a.

o. KabuHo-yepHOAPOOHM 3a00/19BaHUS

[TepBuuen ckneposupany xomanrut (IICX) ce cpema mo-dyecto mpu mnarueHtd ¢ YK u
yBEJIMYaBa MHOTOKPAaTHO PUCKA OT Pa3BUTUETO Ha XosaHruokapuuHom u KPK.
VYp301e30kcuxoieBaTa KUCEJIMHA MOJ00psiBa MaTOJIOTMYHUTE YEPHOAPOOHU (DYHKIIMOHATHU
TECTOBE, HO HE IOBJIMSBA XHMCTOJIOIMYHUTE IPOMEHM M Npor’osara. EHpockorickara
JWIaTalusl W/WiM CTEHTUpaHe ce IMpuiaraT 3a JedeHue Ha CcTpuktypu. Ilpu Hanpennano
4epHOAPOOHO 3200 s1BaHEe MOXKE J1a ce 00CHKAa TPAHCIUIAHTAIIHS.

6. Benozen TpomOemM001U3BbM

PuckbsT oT TpomOo3a e yBenuueH ABykpaTHo npu nanuentute ¢ BK/YK B cpaBHenue c
oOmiara mnomynanus. AHTUTpoMOO3HaTaa MpoduIaKTUKa € ToKazaHa HpU BCHYKHU
XOCHHUTAIM3UpAaHH OOJMHM (XemapuH WM MeXaHH4Ha TpomOompodunaktuka). I[lpu
BB3HUKHAIA TPOMOEMOOIHMYHHM YCIIO)KHEHHS JIEYEHHETO TpsiOBa Ja C€ W3BBPIIM IO
CBbOTBETHUTE CTAHAAPTHU, KAaTO CE€ UMa Mpe]l BU NOTEHIIMAIHO O-TOJIEMHUS PUCK OT KbpBEHE.

JIp0okata BeHO3HA TpoM003a Ha KpakaTa M OenoapoOHaTa TpoMOEeMOOIIHs ce cpemaT Haii-
gyecTo. BONIIMHCTBOTO OT cilydauTe Ha BEHO3€H TpoMOeMOOIM3bM ca MO BpeMe Ha
ex3anepOamnms. [lpu OomHWTE C TEXBK TIACHK, OCTpa TEXKKAa OOJECT WM aKTHBHA
¢ucrynuzupama gopma Ha BK e Heo6xoanMa npodumakTika ¢ HICKO-MOJIEKYJIEH XeTapHH.

BPEMEHHOCT U XB34

51



@epTUIUTeTHT OOMKHOBEHO HE € 3acerHaT, ako 3a00JIsIBAHETO € HeaKTUBHO. JKeHuTe,
IPETHPIENN ONepalys UMaT MOBUIIEH PUCK OT HapylleHa (yHKLIHS Ha MaTOYHUTE TPBHOH.
[Tpu MBKeTEe peKTaaHaTa eKCIM3HU MOXKE /1a T0BEAE 10 UMIIOTEHTHOCT.

[Tpenu xoHuenIMs ce mpenopbuBa JOCTUraHe Ha pemucusa. Ex3zanepOanuure TpsiOBa
Ja ce JIeKyBaT aKTHBHO, 32 Jla ce NpeAoTBpaTsAT ycinoxkHeHus. BK e puckoB ¢axrop 3a
IIPEXIEBPEMEHHO PaKAaHEe M pakJaHe Ha JIella ¢ HUCKa TeJIeCHa Maca.

AKO KOHIeTIusATa € MO0 BpeMe Ha PEMHUCHs, PUCKBT OT BIIOIIABAaHE MO BpeMe Ha
OpeMEHHOCTTa € KakTO IpH JuIca Ha OpeMeHHOCT. AKO 3ayeBaHETO € II0 BpeMe Ha
ex3arepoOanusi, 2/3 OT )KEHUTE UMAT MOCTOSTHHA aKTUBHOCT Mpe3 OPEeMEHOCTTa, a OT TAX 2/3 ce
BJIOLIABAT OLIE [TOBEYE.

[Tpu neycnoxnena BK, 6e3 mepuananna 0oiecT M JUICAa HA aKTHBHOCT B PEKTYM,
polopaspelnieHueTo Moxe Ja Obae BiaranumiHo. lle3apoBo ceuenue TpsOBa na ce
IIpearoyeTe Npu IepuaHagHa OojecT WM peKTanHo 3acaraHe. Muaukauus 3a Llesaposo
CeUeHHE € HAJMYMEeTO Ha Wieo-aHajleH nayd. [lanmeHTku ¢ mieocroma Mmorar ja poJsT IO
€CTECTBEH ITBT.

Hnouxkayuume 3a onepayusi no épeme na OpemeHHOCmMmMA ca Cvujume, KaKmo npu
aunca Ha OpeMEeHHOCT — o0cTpykuus, nepdoparus, KpbBou3nuB win abcuec. [Ipu Texka
00JIECT PUCKBT 32 IUI0/IA € [TO-TOJISIM OT pUCKa OT OIepanusira.

@®apMaKOJIOrM4HO JICYEHHUE IO BpeME Ha OpEeMEHHOCTTa TpsOBa /1@ MPOABIKU, KaTo
roji3aTa ce IpeleHsBa CHpSAMO pHUCKoBeTe. M3kiroueHue NpaBU METOTpeKcaT, KOHTO e
TE€paTOreHEH.

AnTHOMOTHIIMTE TpsiOBa Ja ce Ha3HauaBaT 3a Hal-KpaTbK IEpPHOA OT BpeEMe.
Terpauuknuaute u cyadoHamuanTe TpsOBa 1a ce n30sArBaT. MeTpOHUIA30)I € OTHOCHUTEITHO
Oe3omaceH ciel ObpBUS TpUMecTbp. MMa naHHM, 4ye (IIyOpOXMHOJIOHWUTE, NMPHIAraHdu B
I'BPBUSL TPUMECTHP, HE BOAAT 70 Man(opManuu, CIOHTaHHH a0OpPTH M JIPYTH YCIOXKHECHUS.
AMOKCHLIWJIMH U KJIaByJIJaHOBA KUCEJIMHA MOTaT Jla ce pujarar 1o BpeMe Ha OpeMEeHHOCT.

KC npemunaBat mianenrapHata Oapuepa, HO TaM ce MeTabOIU3upaTr B MHOTO IIO-
HUCKO aKTHUBHM MeTaboiuTu. [IpenqHu30H M IpeaHH30/I0H ce MeTaboiu3upar mo-0bp3o B
cpaBHenue c¢ npyrute KC. Hsama nannum 3a Oe3omacHocTTa Ha OyIe30HHAA MO BpEME Ha
OpeMEeHHOCT. A3aTHONPHH/6-MEPKANTONYPHH C€ MPUEMaT 32 OTHOCUTETHO Oe30acHU

WNupaukcumad u aganumyMad ce cMsATaT 3a oTHocuTenHo OezonacHu. [locnencrBusita
BBPXY IUI0JIa U HOBOPOJEHOTO He ca sAcHU. [IpenopbunTenHo € na ce n30Arsar B MOCIEAHUSA
TpUMECTBp Ha OpeMeHHOCTTa. [lalMeHTKUTe U MapTHROPUTE UM TpsOBa Ja ObJAT HAIIBJIHO
uH(pOpMUpaHEe 32 NOTEHIIMATHUTE PUCKOBE.

Mecana3un MoXe Ja ce H3I0JI3BaT [0 BpeMe Ha KbpMeHe. MeTpoHuAa3on U
IUIpOQIIOKCALMH ce OTAENAT ¢ KbpMaTa U He ca npenopbuntennu. KC ce oTKpuBaT B HUCKU
KOHIICHTPaMu B MIIIKOTO. [IpernopbhunTenHo € KbpMEHETO Jia cTaBa 4 yaca Clie/l OpaHUs UM
npueM. A3aTHONPHUH/6-MEpKaNTOMypUH HE ca OTKpUBAaT B MAlluMHOTO MIIIKO W MoraT Ja
ObaaT npeanucBaHu. MH}aukcuMad cbllo HE ce OTKpuUBa B KbpMaTa. Hsma kaTeropuyHu
JAHHU 3a BB3MOXKHOCTTA 32 M3IMOJI3BAHETO Ha TOGAUMTUHUO MO BpeMe Ha OpEeMEHHOCT U
KbpPMEHE.

JIEUEHUE HA AHEMMUSITA ITPU XB34

AHeMusTa € eJMH OT Hal-4eCTUTE U3BBbHUPEBHHU CHHIPOMU IpH NarueHTute ¢ XB3Y.
Omnpenenst ce cnopen kpurepuute Ha C30. OcHoBHuUTe BHAoBe aHemus npu XB3U ca:
KeNsa30-AePUIIUTHA; aHEMUS TPU XPOHUYHO BBH3MAICHUE; aHEMHUsI TIPH Je(UIIUT HA BUTAMUH
B12, npu nedunur Ha ¢onmeBa KucCelWHA, aHEMHS CbhC cMeceHa eruosiorus. llo-psiako
aHeMHUsATa MOXKE Jla € NpUYMHEHa OT mpueM Ha JekapctBa (Sulfasalazine, azathioprine,
methotrexate, KaJIIMHEBPUHOBH HHXUOUTOPH).

OCHOBHU TIOKa3aTelld, H3MO0J3BaHM 3a CKpuHUHT Ha aHemusita ca: [IKK, CRP,
cepymen ¢deputun. I[lpu pemucus unum jieka Oonect - aa ce M3CIeABAT MUHUMYM Ha 12
Mecela; MpU aKTUBHOCT — MoHe Ha 3 Meceua. IIpu puck ot pa3zButne Ha BUTaMuH B12
nedunut uiu AeunuT Ha GoIMeBa KUCETWHA — J1a C€ U3CIIeIBAT U TE3H IMOKa3aTeu.

[Ipu HanMuve Ha aHEMUS € MPETNOPHUUTENIHO J1a C€ M3CIEABAT CIECIHUTE MOKA3aTeln:
I[NKK+JIKK, MCV, MCH, RDW, peruxynomutu, cepymer ¢eputut, xemsizo, KCK c
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n3uucisiBaHe Ha TpanchepuHoBo Hacuiiane, CRP. [lo-pa3mmpenn u3cnenBanusi BKIIOYBAT:
HUBO Ha BuTamMuH Bl2, d¢onueBa kwucenuna, xanrornoows, JIJIX, kpeaTunwH, ypes,
pa3TBOpUM TpaHCPEPUHOB perenTop. JMarHOCTUYHHWTE KpPUTEPHH 3a >Kene3eH aeduiut
3aBUCST OT HATMYMETO WJIH JIUTICATa Ha Bh3MaJieHHE B 1e0eI0TO 4epBo.

- [Tpu Gonuu 6e3 JaHHU 3a BB3MajJeHUE, cepyMHO HHMBO Ha (eputuH <30mcg/L umm
TpaHceprHOBO Hacullane <16% ca B MmojKpera Ha keje3eH AeUuInT.

- [Tpu Hanmu4Ke Ha BB3MAJICHHE, OJHATA TPAHHIIA HA CEpYMHUS (DePUTHH, ChOTBETEH Ha
HopMautHM xkene3nu aena € 100mcg/L. [Ipu Hanuyue Ha OMOXMMHUYHU WIM KIMHUYHU JaHHH
3a BB3MNAJICHHE, JUATHOCTUYHUTE KPUTEPUU 3a aHEMHUsS IPU XPOHUYHO BB3MAICHUE ca
cepymet ¢eputu >100mceg/L u TpanchepunoBo Hacumane <16%.

- KoMOuHammst Mex 1y UCTUHCKA KeNsI30-1eUIIUTHA aHEMUSI U aHEMUS TP XPOHUYIHO
BB3NAJICHHUE, TPsIOBA Jla Ce MMa MPEBUI, aKo cepyMHHS depuTrH ¢ Mexay 30 u 100mceg/L.

Jleuenne Ha aHemmusATa / >KeJe3HHs ASPHUIHUT TPsAOBa Ja Ce MPOBEXKAA NMPU BCUUKH
MAUEHTH C XeMOrJoOuH 1moj pedepeHTHUTE IpaHuld. TeparneBTUYHUAT MOAX0J 3aBUCH OT
CUMIITOMHUTE, TEXKECTTa W EeTUOJIOTHSITa Ha aHeMU4HHs cuHIpoM. [IbpBara crbhlka B
JieyeHueTo Ha aHemwusita € JiedeHueto Ha camuss YK wmnum BK. Konkoro mo-texko e
000CTPSHETO, TOJKOBA MO-TOJIIMA € BEPOSITHOCTTA OT Pa3BUTUETO Ha aHemus. [lanmeHTuTe ¢
aHemus TpsiOBa 1a ObJaT 10Ope MpociesiBaHu-, 10 BpeMe Ha PEMHUCHUs NTOHE BEIHBXK Ha 12
Mecela, a IpH Jieka akTUBHOCT — IOHE Ha 6 Meceria.

Jledenue c kemsA30 ChABPIKAIIO JIEKAPCTBEHO CPEACTBO TpsiOBa Ja ce Ha3HAuW MpU
YCTaHOBEHA JKeJs30/Ae(DUIIMTHA aHEMHS, a CHINO U TMPU HATMYHE HA XKEJICe3eH ACPUIUT Oe3
anemusi. V3uucnenne Ha oOliaTa HyXJa OT JKEJIsI30 C€ OCHOBaBa Ha TeJieCHATa Macca |
M3XOJIHOTO HUBO HA XeMoriioouna: 1. mpu xemornoous g0 100r/n1 u renecHa maca noj 70 kr —
obmiara Hyx1a ot xensa30 € 1000mr; mpu TerecHa maca Haa 70kr — ob1aTa Hy,/1a OT JKeJsI30
e 1500mr; 1. ITpu xemormobun mexay 70-100r/m u TenecHa maca mox 70 xr — obmiara Hyxxaa
oT xeisizo € 1500Mmr, a mpu TenecHa maca Haf 70kr —2000mr.

HNuTpaBeHo3HOTO mMpuiio:keHne Ha kejsizo (cropen KXII) e mo-edekTuBHO M ce
MoHacss MO-A00pe OT mepopaiHus npueM. AOCOIIOTHA UWHAMKAIMS 32 JIeUeHUE C
WHTPABCHO3HO Kels30 € aHemus (xemornoOwmH mon 100 g/L) u HEmoHOCMMOCT WU
HEaJIeKBaTeH OTroBOp KbM IiepopainHo JjeueHue. [lapeHTepanHo IiedeHHE C JKENsi30 B
KoMOuHarwms ¢ eputpornioetud (cropen KXIT) moske ga ce Ma mpeaBul Py OTACTHH CITydau,
IpH KOUTO € HeoOxoauma Obp3a KOpEeKLHs WM KOraro aHeMmusita He ce moao0psBa,
HE3aBHMCHMO OT JIEYEHHETO C MHTPABEHO3€H JKEJE3eH Tpemapar W KOHTPOJ Ha
WHTECTHHAIHOTO Bb3nalieHue. TpaHcdy3usTa Ha epUTPOIIMTHA Maca TpsOBa Ja ce U3BBPIIBa
B CUTYaIli{, B KOUTO UMa OCTPO HACTHITMJIA WIIH TEKKA aHEMUS, XEMOIMHAMUYHU HAPYIICHUS
U JPYTU CUMITOMHU W/WIM HEYyCIeX OT BCHYKH OCTaHalu BUoBe jJeueHue. [Ipu aepumur Ha
ButamMuH B12 u onuea kucennna — 3amectutenna tepanus (cnopen KXIT).

XPOHUYEH ITAHKPEATHUT n EK30KPUHHA ITAHKPEACHA
HEJOCTATBYHOCT

XPOHHNYEH ITAHKPEATHUT

l. O0ma xapakTepucTuka

XPOHUYHUAT MAHKPEATUT € MPOABDKUTENHO Bb3NajeHne u ¢pudposa Ha MmaHKpeaca,
KOETO Ce XapaKTepHu3Wpa C HEBB3BpATHMHU MOPQOJOTHYHU TPOMEHH, KOWUTO MPHYUHSIBAT
Oosika W/MIM epMaHeHTHA (YHKIMOHAIHA 3aryda. 3acsiraHeTo € (poKaiaHO, CerMEHTHO WU
mudy3Ho. Bomu 10 CTPHUKTYpH,KOHKpEMEHTH C TMOCJeNBalla AWIaTanus Ha TyKTyJTHaTa
cucTeMa; eK30KpUHHA U €HJOKPHHHA HEeJOCTaThbYHOCT. Pa3muuHu TOKCHYHHU, METAOOIUTHH,
reHeTUYHHU, aBTOUMYHHH M ApPYyru (pakTopu uMmaT 3HadeHue 3a nosisata Mmy. B EBpona Haii-
YeCT € aJKOXOJHHST MaHKpPeaTuT, KOMUTo cheraBisiBa 55-80% ot mankpeatuture. OT apyra
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cTpaHa camo okosno 10% oT numara ¢ ajakoxoJeH MpoOJIeM MMaT XPOHWYEH IMaHKPeaTuT,
KOETO IpeJIoara yyacTie B maroreHe3ara v Ha Apyru ¢akropu. Haii-uecture ycinoxHeHUs
Ha XpOHUYHMS IMAHKPEATUT ca MCEBJIOKUCTUTE, abClieCuTe, CTPUKTYpUTE U acuuTa. [loBuiiexn
€ PUCKBT OT Pa3BUTHE HA aJICHOKAPIIMHOM, 0COOCHO MpH OOJTHU ChC 3aXapeH auader.

C6opna crartuctuka 3a EBpona nokassa roauuHa 3adonesaemoct ot 3-10/100,000. ¥
Hac JIMICBAaT TOYHM JAHHU 3@ YECTOTaTa M TEXKEeCTTa Ha XPOHMYHMS IAHKPEaTHT.
3a0o0nsgBaHETO € NPU3HATO 32 COLMAIHO 3HAYUMO IMOpPAAM XpOHHYHATa OONKa, MCKBAIa
IIOCTOSIHHO ~ JIGYEHHWE C  AHAIrEeTULH, TEXKUTE YCIOXKHEHHs, HIKOM OT KOUTO
’KMBOTO3aCTpallaBally, 3aabJ004aBaiiaTa ce eK30KpUHHATA U €HJOKPUHHA HEJJOCTAThYHOCT,
MOBUILIEHUAT PUCK OT Pa3BUTHE HA aJICHOKAPLIMHOM M [TOBHILIEHATa CMBPTHOCT.

1. JImarnosa

1. Kiunaugnure Oenesn

— 3aBucH 0T cTaaus Ha O0JEeCTTa U C€ MPOMEHS IIPU MPOTPECHSI.

— OCHOBHMTE CUMIITOMM M CHHAPOMH BKJIFOYBAT €MUIacTpaiaHa 0o0JKa, rajeHe, OBPhIIaHe,
MasiabcopOIus, TMadeT U APYTH — NMPH YCIOKHEHHSI, HAIp. UKTEP

2. JlaGopatopHu M (QYKKIMOHAJIHU M3CIEABAHHUSA — HMMAT CTOMHOCT IpH eK3auepOarus,
€K30KpHUHHA U €HJIOKPUHHA HEAOCTAThUHOCT

3. U300pasutenHu  u3cCie[BaHMA-  KOHBEHIMOHAJIHA  PEHTIEHOJOIrHs, ab0JaoMHHAIHA
exorpapus (¥Y3), KT, MPT MP xomanruo w/wnmm mankpearorpadpus (MPXII), ,
BKJIFOYMTEIHO CJIe/l CTUMYJIAIMS ChC CEKPETUH

4. EHAOCKOIICKM METOJIW- €HJOCKOIICKAa peTporpaaHa xomanruonankpeatorpadus (EPXII),
€HJIOCKOIICKa exorpadus

5. IIyHKIMOHHM TEXHUKH-LIEJICHACOYEHU TMOJ eXorpadCcku KOHTpPOd (NMEepKyTaHHH),
eHjiockorcka exorpadus wim KT.

6. bBuoricus ¢ mociieBanio XUCTOJIOTHYHO U3CIICBAHE € “3JIaTeH CTaHAapT , HO OOMKHOBEHO

HE ce U3I10J13Ba 3apa i BUCOKHUS PUCK OT YCIO0KHEHUS.

Jlnarsosa Ha yCJIOKHEHHTA

8. CraampaHe Ha XpOHUYHUS TAHKPEATUT

— KOMOMHAaLUs Ha KJIMHUYHHU, MOP(OIOrMYHM M (PYHKIMOHAIHU KpPUTEPUH, KAaTO Haii-
rojsiMa CTOMHOCT MMAaT W300pa3UTETHUTE W3CIICABAHUS, HO HETaTUBHUTE PE3YJTaTH HE
U3KIIIOYBAT JIEK XPOHUUYEH MTAaHKPEATUT

I craawmii: naTeHTeH WK CyOKJIMHUYEH NTaHKPEaTHT;

II cranuit: paneH nnu uHQIAMaTOpeH (C NPEAMMHO Bb3MAIUTEIHA IPOMEHN);

III cramuii: KbCEH- TEXKKA KJI€3HA UHCY(DUIIUCHITHS;

IV cranuii: KkbCeH- HaINlpeHall C OpraHHA HHCY(QUIIMEHIH, MaIaOCcopOIHs, KaXeKCHsL.

~

Juaznocmuuen anzopumovm

— IIpennountanus kpM VY3 (OCBIIECTBEHO OT eKcHepTH) MM AupekTHo KbM KT.
(exorpadckoTO M3CIIEIBAHE C€ MPHEMA 3a CKPUHUHT B HAKOU JIbP’KaBU U METOJ Ha U300p
B IPYTH).

— KT e npeanounran npen EPXP u MPT.

— IlIpu Hekateropuunoct Ha ¥Y3 u KT ce npeyara 6uoncust Wi HOBa AMAarHOCTHKA clief 6
Mecelna.

— buoncusra e “3nateH cTanaapt’, HO OOMKHOBEHO HE C€ M3IOJI3BA 3apajy BUCOKHS PHUCK
OT YCIIOKHEHUS.

— Akxo neHrposere He pasznoznaratr ¢ EV3, ce nuznonssa EPXII.

— EVY3 c Ouomncus e Bce olle B €KCIEPUMEHTAJIEH IEpPHOJA C MPEeTEeHIMH 3a ‘‘31aTeH
crangapt’. Ponsta Ha EY3 0e3 Ouomncus e olemaBaiia HO Bce OLIe MPOTHBOPEYHBA
(oyakBa Obnenia mo3unus) U ¢ orpanuueHus . Ts 1 MP npoabsmkaBar pa3BUTHETO CU U
TECTYBAHETO UM HU3HMCKBA OIUT.

— Ilpu monoxwurenHu (QyHKIHMOHATHU TECTOBM M HECUTYPHOCT Ha OOpa3HHUTE METOIU Ce
MpernopbyBa OMOMNCHS.

— KO TakaBa He ce OCBIIECTBU- OJbpKa Ce Te3aTa 0e3 10Ka3aTeIHOCT.
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Tpyonocmu 6 ouaznocmuxama

JIMarHOCTUYHH MTPOOJIEMH MIPH HAYATHHU, JIEKA U CPETHO TEKKU MAaHKPEATHTH C
MHHHAMAJTHA MOP(OIOTUYHH TPOMEHH.

[Tpn mudepennmanys Ha HaYaIHA TAHKPEacHa MAIMTHEHOCT.

[Tpu Hanuyme camo Ha OONKa, Makap U XapakTepHa.

[Tpu ckopoIIHY eNU30A1 Ha OCTHP MAHKPEaTUT.

B cenmekmnusita Ha TMAarHOCTHYHM TECTOBE-B 3aBUCHMOCT OT TOBa KaKBO CE ONMTBA Ja
ANaraioCcTurpa KJIMHHUOUCTA.

Jleuenne
EnumMunmnpane Ha €THONOTHYHUS (PaKTOP- CIHpa ce KOHCYMalusATa Ha allIKOXOJI.
JlueTndeH pexxuM: peaykius Ha aunuaaus BHoc: 70-100g/24 vaca (mpu HEMOBIMsIBaHE Ha
ormakBanusTa peaykuus ao 50G), seruexunpatu ao 450g/24 yaca M JOMBIHUTENICH
npueM Ha Oenrbum (Haxm 120g/mHeBHO). BurammHOTEpamusara, o0coOCHO Ha
MacTHOPA3TBOPUMHTE BUTAMUHU € 3aIbDKUTENHA. [Ipu Texkure (kaxeKkTuaHu) hopMu ce
MpuJiara MapeHTepaiHo U/ MU €HTEPAIHO/COHIOBO XpaHEHE.
Jleuenue Ha GonKaTa
EH3uMHU pOyKTH- BUCOKATa JO3UPOBKA MOHUkKABA AYKTYJTHOTO HaJIsTaHEe
AHaJreTHIlM: HEHApPKOTUYHH W HApKOTHYHH JIeKapCTBEHHM mMpoaykTu (paracetamol,
metamizol, KOpTHKOCTEPOHU I B KOMOMHAIUS C JIOKATHA aHECTETHIIN; OTIOHM TN
AnTtnokcumantu; Allopurinol (300 mg/nH.)
JleueHnue Ha €K30KPUHHATA U €HJIOKPUHHA MTAHKPEACHA HEJOCTAThYHOCT
Jleyenne Ha yCIOXKHEHUATA — PApMaKOJIOTHIHO, €HIOCKOIICKO, O] eXOrpad)CKu KOHTPOII
WJIH XUPYPTUYHO

ITAHKPEACHA EK3OKPUHHA HEJOCTATBYHOCT

I. O6ma xapakTepucTuka

[Tankpeacnara exk3okpuHHa HegocraTbuHOCT (IIEH) ce pa3BuBa npu peauna 3adonsiBaHus U
CBbCTOSIHUSL M C€ JBDKM HAa Pa3IUYHU NMATOTEHETHUYHU MeXaHu3Mu (Tabm. 1). XpoHHUHUAT
nankpeatut (XII) mpu Bb3pacTHUTE U MyKOBUCIMA03aTa (KUCTUYHA (UOpO3a) Mpu Jlenara ca
Hali-uecTUTE NpUYMHU 3a nosiBata u. [lo-psaako IIEH e nmocnencTeue Ha OCTbp HEKPOTU3UPAILLL

[IAHKPEATHUT, IEPUAMITYJIAPHA M IIAHKPEAaCHU TYMODH,

u CJICO MAaCUBHU OICPATUBHU

HUHTCPBCHIUU HA TACTPOUHTCCTUHAIIHUA TPAKT (FI/IT), BKJIFOUUTCIIHO PE3CKIUA HA ITAHKpEaca.

Tabnuma 1. 3abonsBaHus U MATOr€HETUYHU MexaHU3Mu cBbp3anu ¢ [IEH.

3a00sIBaHe/CHCTOSIHUE

IIaTorenernyeH MeXaHU3bM

XpOHMYEH IaHKPEAaTUT, MYKOBHUCIU03a,
YCIIOKHEHUE Ha OCTbP HEKPOTU3HpaL]
ITAHKPEATHUT, HACIEACTBEH TAHKPEATHUT

3ary0a Ha MaHKpeaceH MapeHXUM

[lepuammnynapHu TyMOpH, HHTpaIyKTaleH
MaHKpeaceH MYLMHO3€H TyMOp, KaplMHOM
Ha riaBara Ha naHkpeaca,
N00pOKaueCTBEHN MAHKPEACHU TYMOPHU

Ob6cTpyKius
KaHaI

Ha TJIaBHUA  [MAHKPEACCH

I'myreHoBa enteponarus, 6osect Ha Kpon

Hamanena IMaHKpCaCHa CTUMYJIalUsd

Zollinger-Ellison cunmpom

KI/ICGJ’[I/IHHO'MC}II/IpaHa HMHaKTHUBaIus Ha

MaHKPCACHUTC CH3UMU

Oarimac,
pe3eKmus,

I'actpexTomusl, CTOMAalIEH
oOupHa THHKOYPEBHA
NIaHPEacHa pe3eKIus

["acTponHTeCTHHATHA/TAHKpEeacHa
XUPYprus
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IIEH ce npmku Ha HaMajaeHa aKTMBHOCT HAa NAHKPEACHUTE €H3UMU B pe3yiTaT Ha
HEJOCTaThYHA CEKPELHs WIM AKTUBHpAHE, KAKTO M MOPaAW PaHHOTO UM pasrpaxzaaHe. Ts
O6uBa mbppBuyHa M BrOopuyHa. [IbpBuunara IIEH ce xapakrepusupa ¢ HamansBaHe Ha
€K30KpMHHATa MaHKpeacHa ThKaH WM HapymieHata ¥l uHepBauus. [Ipu Bropmunara ITEH
0CBOOO/ICHUTE NAHKPEaCHM €H3UMH HEe MoraT Ja OKaXaT CBOETO JCWCTBUE MOpaau
AHATOMUYHHM TIPOMEHH, OCOOEHO Clel XHUPYprusi, HEAOCTaThbYHO AaKTHUBUPAHE WIIHU
nHakTuBUpaHe. OcBeH HaMajeHaTa ceKpeuus Ha nankpeacHu eHsumu rpu [1EH e napymena
U cekpenusaTa Ha OukapOonartute. HopmanHo OukxapOoHaTuTe Mpenrna3BaT MaHKPEaCHUTE
€H3UMU OT JIEHaTypalMsITa Ha KMCEJIOTO CTOMAIIHO ChIABPKUMO, MOCTHIBAILO B AYOJIeHyMa
karo ro  Heyrpanusupar. llopagu  HemocTaTbuHaTa ~— OuKapOOHaTHa  CEKpeIus
uHTpaxyoneHanHoto pH cien HaxpaHBaHe MOKe J1a OCTaHe Mo-HUcCKo oT pH 4, koero oka3Ba
HEraTUBHO BJIMSHUE BBPXY JIMMA3HAaTa akTUBHOCT. Jlpyr HeOmarompusatreH edekT Ha
IIOHM)KEHATa CeKpelys Ha OMKapOOHATUTE € Bb3MOKHOTO IIPELMITUTHPAHE HA AIIBYHUTE COJIH,
KOETO BOJM JI0 HaMaJIsiBaHE Ha MOCTIpaHfallHaTa IyoJeHaIHA COyOMIH3aIusl.

Karo nsano IIEH ce xapakrepusupa ¢ HeaJakBaTHAa HHTPAIyMEHHA aKTUBHOCT Ha
[MAHKPEACHUTE €H3UMHU, BOJEIIA O MAJAUTE€CTHsI, OCHOBHO HA MACTUTE U B MO-MaJIKa CTEIEH
Ha OeNTHIUTE U BBITIEXUAPATUTE U TOCIIEABAI HETATHBEH EHEPrueH OalaHC ¥ MAJTHYTPHUIHUS.
Hapymieno e u cMmiianeTro Ha MacTHO-pa3TBopuMute BuTamuHu (ButamuH A, NI, E u K),
BUTaMuH B 12 1 HIKOM MUKPOHYTPUEHTH KaTO MarHe3ui, LIMHK, KaJUil U Ipyrd, KOETO BOJIU
710 TI0SIBA Ha pa3HOOOpa3HU CUMNTOMU (Hampu. HamalieHa KOCTHA IUTbTHOCT, TETaHUs, TJIOCHT,
XEeUIHT, IeprudepHa HeBPOIATHS, CbPACYHO-CHJOBH IPOSBU U APYTH).

Tunnuynata knuHuYHa kKaptuHa Ha [IEH mpm XII ce HaGmrogaBa camo mpu
HampeaHano 3adonsBaHe. KnuHUYHO nposBeHaTta ManadbcopOrus OOMKHOBEHO Ce€ pa3BUBA B
KkbcHUS ctaauil Ha XII, cpenno ciex 10-12 r. oT HAa4aJIOTO HA CUMIITOMATUYHUTE MPOSIBU Ha
3aboisiBaneTo Tipu 0KosIo 50% ot cimydante. CKOPOCTTa M CTEIICHTA HA PA3BUTHETO U 3aBHCST
or npuuuHute. [Ipm HaciaeacTBEH NMaHKPEATUT TO3M MHEpUOJ] € NOo-AbNbI. [lamueHTuTe C
aBroumyHeH XII mo-0bp30 paszBuBar IIEH, kosito ce ycranoBsiBa B 75% 0T citydaure, a Ipu
Jenata ¢ MyKOBUCLMJ03a, T c€ OTKpuBa B 85% olle npu paxxaaHeTo UM. boiHuTe CbC
3axapeH nuader umar nosumieH puck 3a [IEH mopaau arpodus Ha eK30KpHHHATA TAHKpEacHa
ThKaH.

Henexysanara IIEH npencrasiisiBa :KMBOTO3aCTPAILIABAIIO CHCTOSIHUE, KOETO BOJIU 10
CepUO3HU N1e(ULUTH U BTOPUYHHU 3ApaBOCIOBHU mpobiemu. ToBa mpaBu 3amecTUTETHATA
Tepanusi ¢ NaHKPEaCHU €H3UMH 3a/IbJDKUTEIHA YacT OT JICYEHUETO Ha Te3U MallUeHTH.

I1. Inarno3a na INEH

Jlnarno3ata Ha [IEH e cpuyeraHne Ha KIMHUYHM Oene3d M JaHHUTE OT IMPOBEACHUTE
n300pa3uTenHu, JabopaTOpHU WU JPYrHM u3cihenBaHus. Yecto Moxke Ja ocTaHe
Hepaslo3HaTa MOpaJd HaJIMYMe Ha MPOSBH U CUMITOMH, CXOJHHM C TE€3U MpPU APYTH
3a0onaBanus Ha [ UT, nmpoTuyamiy ¢ HapyIIeHUs B CMUJIAHETO.

1. Kinunauunu 6ene3n

Hsama cnenuduuen cumntoMm, KOWTO aa noka3Ba uiau otxbpis [IEH. OnnakBanusita Ha
ManyeHTa B MOBEYETO cliydyau ca HecrenupuyHu. Te BKIIOYBAT KOPEMHHS AHUCKOMGOPT,
0ornka, TOAYyBaHE Ha Kopema/diaTyiaeHius (MeTeopu3bM), MPOMsSHA B YeCTOTaTa M BUAA HA
W3XOXKJAHUATA, BKIIOUMTEIHO BOJHUCTA JUapUs, OTIAIHAIOCT, 3ary0a Ha amneTuT u
n304rBaHe Ha ONPECIICHN XpaHH.

Hait-Baxxuusat tunnued cumntom Ha texka [IEH e crearopesrta, kosto ce xapakrepusupa
C KalllaBu, Ma3HH, JIbCKaBH, CBETJIH, ITYIUIECTH, 00EMHU U3MPAXHEHUS ¢ THUJIOCTHA MUPU3MA.
Hamuuuero i nupextHo nokassa IIEH. IIposBsiBa ce B kpaitHute U TexKHu ctaguu Ha XII u
mpu oTmanane Ha okoyio 90 % oT ¢pyHKIIMOHATHATA ThKAH Ha JKJie3aTa.

[Ipun manmurectus u ManabcopOuus ce Habm0JaBa 3ary0a Ha TeJIeCHa U MYCKYJIHa Maca,
oCTeoneHus! (OCTEOMETpHUsI), KIMHUYHU Oene3u 3a AePUIIUT Ha MaCTHOPA3TBOPUMHU BUTAMUHU
(A, E, K, [, xanmmif) u Bur. B12. Ocreomarusra/octeonopo3ata ¢ decra. llpu nemara
MajabcopOusiTa BOJM OIIE M JI0 M30CTaBaHE B pacTeka M pa3BuTHeTo. Hammumero Ha Te3m
cumnToMu mpu nokazan XII unm apyro 3abonsiBaHe / onepaliys Ha MaHKpeaca € JOCTaThYHO
3a nocraBsgHe Ha nuarno3ara [IEH.
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2. JlaGopaTopHM M3c/IeIBAHUS

CranmapTHUTE XeMaTOJOTUYHU U OmoxuMuuHu u3ciensanus karo [1KK, cepymuo
xensso, KCK, dbeputun, HuBo Ha ButamuH Jl u B12, donmeBa kucennna, mpoTpoMOMHOBO
BpeMe (INR), enexkTponuTtu (Kanwii, HATpUW, XJIOPUIU, MAarHe3uu, KaJaui), oOny OenThK U
aNOyMHH, JHIHIM, CEpyMHa aMuWiIa3a/luma3a W JPYTd HAMAT JUPEKTHA CAMOCTOSATETHA
JMarHOCTHYHA CTOWHOCT. Te ca He0OXOAMMHU 3a OTKpUBAHE, XapaKTepU3UpaHe U KOPEKIHsI Ha
pasnmuunuTe nedunutu. IlpenoppuBa ce m3cienBaHe Ha npeanOyMuHa, CEpyMHUTE HUBa Ha
umyHornoOymuHuTe A, I' 1 M, antuennomusunymuante antutena (EMA) u anTuTenara cpeunry
ThKaHHATa TpaHCTayTamMuHa3a (anti-tTG) 3a u3KI0OYBaHEe HA UMYHHU JEQHUIUTH U TIIyTEHOBA
EHTEepOMaTHus.

3. H300pa3uTeiHH HU3C/IeIBAHUSA

W3pazenn nmpoMeHH OT M300pa3UTEIHUTE M3CIENBAaHUS KaTo abJoMuHaiHA exorpadus,
KT, MPT, MP-xonanruo-nankpearorpadus wim EPXII, xakTo u eHmockoricka exorpadus
cporBercTBaT Ha IIEH. Hammumero Ha TEXKM CTPYKTYpHM NIPOMEHH B IIaHKpeaca KaTo
pasUIMpeH NaHKpeaceH KaHajl u/Wiv KaaupukaTd NoTBbpkaaBa aAuarno3ata [TEH.

Ha npakrtuka IIEH e no-dyecta OTKONKOTO Ce€ mpeanosiara u AMarHoctuuupa. JlokasaTenactBo
3a cpiectByBaHeTo Ha [IEH (ckputa [TEH) e momoOpeHnero oT nmpuiioKeHue Ha MMaHKPEacH!
€H3UMU.

4. (MOYyHKUHOHAJHU TecToBe 3a oneHka Ha [IEH

[Ipy KIMHUYHO CHMHEHHE MOXeE J1a Ce MPOBEJE MaHKpeaceH (YHKIHMOHAJIEH TECT Thid
karo sekara 1o ymepena [IEH e cpio kinHnyHO 3HauyuMa. CeKTeTHH-TaHKPEO3UMHUHOBUST
TECT U MHOI'O JPYTd TECTOBE Beue HE ce MpuiaraT B KIMHMYHATA MpakThka. B moBedero
nedeOHU 3aBeJICHNUS He ca HATMYHU WK ocbhliecTBUMHU. OT Jpyra cTpaHa ce MOHACAT JIOLIO OT
MAlMEHTUTE U Ca HECUTYpPHU (HE ca BAJIUIUPAHU).

JlHec ce mpemopbuBa M3IMOJ3BAHETO Ha HEMHBa3MBHHUTE TecToBe. (enmemieceT W JBa
yacoBara (ekanHa mpoba c M3YHCIHsABaHE Ha KoeduIMeHTa Ha abcopOIMst HA MAacTHTE
(coefficient of fat absorption -CFA), koiiTo ce mpuemaile 3a 3JaTeH CTaHAapT 3a JUarHo3ara
Ha cTeaTopesi € TPYAOEMKa M CBBP3aHO C peaulla MpelaHAIUTUYHU TIPEUIKU H3CIIEBaHE.
Manko npuiiokeHre HaMupa U ONPeIeTTHETO Ha XUMOTPUIICHH BbB (peKaTUUTE.

Haii-u3nomsBaHusT TECT € ompeaeisHeTo Ha ¢ekamHata anda-1 emacrasa (emacrasza 1).
Toli e mone3eH mpu MpocleAsBaHe Ha CENEKIHOHUPAHM CIy4yad 3a JIOKa3BaHe Ha
MIPOrPECUBHO HAapyllleHWe Ha naHKpeacHata ¢yHkuus. He wu3nckBa cbOupane Ha
u3NpakHeHus M cnenuanHa aueta. C romsma BeposTHocT u3kimouBa I[TEH m uma nobpa
YYBCTBUTEITHOCT (HAAEKIEH) CaMO MpH NAlUMeHTH C yMmepeHo Texxkka U Texka [TEH
(croitHoctu mon 200 mcg/g usnpaxHenus). [Ipu nuapus tecTbT Moxe Ja Obae (anmmBo
MO3UTHBEH.

13-C quxaTeHUAT TECT ChC CMECEHO-BepHKHHU Tpuruiepuan (mixed-chain triglycerides
-MCT) e antepHaTtuBa, KOATO B OBbJEIIE MOXKE J]a HAMEPH MO-TOJIsIMO NpuiiokeHue. To3u tect
e 100bp 3a olleHKa Ha €(PEeKTHBHOCTTA Ha 3aMECTUTENHAaTa Tepanus ¢ MaHKPEeacHU eH3UMHU
IIpU PE3UCTEHTHU Ha JICYEHUE CIy4yau, HO BCE OILE HE € JOCTBIIEH 3a IIHMpOKaTa KIMHUYHA
MPaKTHKA.

III1. JIeyenne na IIEH

JlexapctBena tepanusa Ha IIEH uma 3a nen ga mogoGpu Ooskara, GyHKIIMOHAJIHUTE U
xpanutenHu aedunutH. Ta ce mpoBexaa Ha GoHa Ha OOIIM MEPKW/IPOMsIHA B HAYMHA Ha
KHBOT.
1. O0wmu mepku

Baxen BbpIpoc € HeoOxoquma au e auera? YecToTo XpaHEHe ce IOoHacs Io-Ao0pe.
HamansBaHe Ha npreMa Ha Ma3HUHMUTE Ce MpEANpHEeMa MPU TeXKa creaTopest 0e3 0TToBOp Ha
3aMECTUTENHO JieyeHHe. TeopeTHYHO CIOXKHUTE (KOMIUIEKCHH) BbIUIeXuapaTd U ¢ubdpu ca
MOJIE3HU J1a oTAaeyaT nosisara Ha 31, Ho ¢ubpute npu XII ce orpannyasar. BpaMoxxHoO € 1a
abcopOupar 1 NOBIUSST JEHCTBUETO HA EH3UMMUTE.

[IpenopbuBa ce cnupaHe Ha mpuemMa Ha ankoxoi. OdakBa ce HaMalsBaHe Ha OoJKaTta,
3a0aBgHe BionIaBaHeTo Ha naHkpeacHarta (ynknus (IIEH we mporpecupa) m mo-go0mp
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KOHTPOJI OT 3aMECTUTEIHA Tepanus ¢ MaHKpeacH!u eH3uMu. CIopeH ocTaBa BbIIPOCa OTHOCHO
MPEKPaATSABAHETO HaA TIOTIOHOIYIICHETO, HO BBIPEKH TOBAa CE€ MPENOphuBa. YMEPEHO
HamasiBa 0oyikaTa, 0COOEHO MO BpeMe Ha M30CTpsiHE U ycioxHeHusTa. [loHsKora e TpymaHo
na ce pasrpaHuvar edeKTHTe Ha TIOTIOHOMYIIEHETO OT TE3W Ha alkoxoya (YecTo
€HOBPEMEHHH HABUIIN).

2. DapMaKoJOTH4YHO JIeYeHue

3amecTuTenHaTa Tepalnus ¢ NAaHKPEaCHW €H3UMHM MMa 3a el J1a KOpUTupa JIMMa3Hus
NeUIUT U CBBP3AaHUTE C TOBA XPAHUTEITHU NCDUIUTH, Ja TOAMNOMOTHE CMHUJIAHETO U
abcopOuusTa Ha MacTUTE, BUTAMUHHUTE, MUKPOEIIEMEHTUTE U JPYTUTE XPAHUTEIHH BEIECTBA;
Jla oBJHsie cuMntTomMuTe, cBbp3anu ¢ [IEH u mogoOpu xpaHuTenHusl CTaTyC Ha MalUeHTa.

VYcnopenno ¢ maHkpeacHara eH3uMmHa 3amectutenHa Tepanus (IIE3T) TpsoBa ma ce
KOpUTHpa IONBIHUTEIHO W JAeduiMTa HA BUTAMUHHU, OCOOCHO MAaCTHOPA3TBOPUMHUTE U
MuKpoenemeHnTute. [IpenoppuntenHo € napeHTepanHo 3amectBaHe npu Texka [IEH wnmm
KIMHUYHA Oene3n Ha manabcopOIivs, KakTo W NpH JIOKa3aHW HAMaJICHW CEpPyMHU HUBA.
Butamun ]I ce HazHauaBa BeaHara npu aquarHoctunupane Ha [IEH/ mosiBa Ha crearopest. [lpu
Texxka [IEH e Heo0X01uMo eHTepamTHO XpaHeHe C IBJITH- U CPETHOBEPIIKHU TPUTIIALICPHIH.
[IpoabIKUTETHUAT IEpOpajIeH MpUeM Ha aHTUOKCUIAHTH KaTo celieH, B-kapotun, Butamul C,
ButamuH E (é-tocopherol) mogoOpsiBa 00JIKOBUS CHHAPOM U MOKE Jia MPEIa3u OT PEIHIUB
Ha OonkaTa.

IIankpeacHa eH3UMHA 3aMeCTHTEHA TepPanus
IMIE3T e mokazana npu Bcuuku ¢opmu Ha [IEH HezaBucMMO OT eTHONOTHSTA.

[TaHKpeacHUTE €H3UMMH HE C€ IpernopbYBaT 3a Kopekius Ha Oonkara npu XII 6e3 I1EH, Ho
MOXE Ja ce OoTyere OyaronpusareH eQeKT Npu CKpuTa (HeIMarHOCTUIMpaHa JieKa WIN
ymepena) [IEH. Bobnpeku Bp3moxHata npexoana IIEH npu octsp nankpearut, [IE3T He e
mokaszana B octparta (aza. Thil KaTO OCTPHUAT MAHKPEATUT MOXE J1a ObJe MbpBa M3sABa Ha
npeamecTsal, Heauarnoctunupan XI1, To Te3u maruenTu TpsdBa na ce npeoneHsaT 3a [IEH
oTHOBO cien 6-18 mecena. IIE3T ce mpenopbuBa M Npu aBTOMMYHEH MAaHKPEATUT MOPAIU
TOBA Y€ MAlMEHTUTE pa3BUBAT aTpodus Ha nmaHkpeaca. Ha neyenue mojuiexar U OOTHHUTE ChC
3axapeH auadet tun 1 u 2. bnaronpusiten epekT Moke 1a ce HabJI01aBa MpU MALUEHTH ChC
CIINH u xpoHuyHa nquapusi.

WNuaukanuuTe 3a Ha3HaYaBaHEe Ha NMaHKpeacHW eH3umu npu XII u apyru 3abomnsBaHust
/onepanuu, cbp3anu ¢ EITH ca:
- Crearopess win KIMHUYHU Oelie3W 3a MajaurecTus (3aryba Ha TErjio, MyCKyJIHa Maca,

OCTEOIEHHS U APYTH)

- JloKa3aHM TEKKHM CTPYKTYPHH IIPOMEHHM Ha IaHKpeaca KaTo pa3IIMpEH MTaHKPEACEH KaHal
u/unm KkanuudukaT

- Pesekuus Ha nankpeaca

- Jannu 3a I1EH ot ¢exannara enacraza 1 umm 13-C nuxarenHusAT TECT CbC CMECEHO-

BEPH>KHU TPUTITULIEPUIH.

Ha mnpakTtuka Hali-uecTMTE NOKa3aHUS 3a 3aMECTUTENIHA Tepamus ca IMpOrpecuBHATa
peAyKlMs Ha TErJoTO M HaJuuueTo Ha crearoped. EH3uMHara Tepanus Moxke ga Obne
3alloyHaTa W NPU MAKPOCKOICKM HOPMAJIHM Ha BHUJ HU3NPAKHEHUS, NP HAIMYME Ha
cuMnToMU — (raTyneHums, nuapusi, kakro u npu XII ¢ romsma gaBHoct. KonmuectBeHo
M3MEepBaHEe Ha MACTUTE BbB (peKaauHuTe He € He0OX0AUMO MpeIr Ha3HauaBaHe Ha MaHKPEAaCHH
€H3UMHU.

Benukuy peructpupany npenapaTti 3a MpOBEXK/IaHE HA 3aMECTUTENIHA €H3UMHA Tepanus ca
pazpaboTeHn Ha 0a3ara Ha €KCTPakT OT CBUHCKM IaHKpeac M MpelCTaBiIsBaT CMeC OT
IIpoTeasa, aMmuiias3a 1 JIMIa3a, HapeueH NaHKPEaTUH WM TaHKPEaIu3uH.

C ornex Ha (QU3MONOTMYHMS TPOIIEC HAa XPaHOCMMIIAHE € HEOOXOAMMO EH3MMHHUTE
IIpernapaTyd /1a OCUTypSAT AOCTaBSHETO HAa XPaHOCMWJIATEIIHUTE €H3UMHU B JyOJE€Hyma B
ONTHMAJIHO CHOTHOILIEHUE U B TOYHOTO BpeMe 3aeqHo ¢ xumyca. [lopaau ToBa Te TpsaOBa aa
OTroBapsAT Ha ONPENEJICHW MW3UCKBAaHUA: BHMCOKAa JIMIA3HA AKTUBHOCT IIPU ONTHUMAJIHO
OTHOIIECHUE C APYTUTE €H3UMH, 3allUTa Ha €H3UMUTE OT HEOIAronpusTHOTO Bb3/IEHCTBHE HA
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KHMCEJIOTO CTOMAIIHO ChIBbPKUMO, MUHMMAJIHU pa3Mepu Ha yactuuute (nox 1.7 Mm) 3a ga ce
pa3MecaT ¢ XpaHaTa B CTOMaxa M Jia MPEeMUHAT €JHOBPEMEHHO C Hes Mpe3 Mmujopa, 0bp30
0CcBOOOXKJaBaHE HAa €H3MMHUTE B IyOJ€HYMa U ThHKOTO yepBo npu pH 5.5-6, ocurypsiBane Ha
rojasimMa crneuM@uyHa aKTHBHA TMOBBPXHOCT 3a JeWcTBUE Ha eH3uMHTe. JlaHHUTE OT
KIMHUYHUTE TPOYYBAHHUS TOKA3BaT, Y€ B HAW-BUCOKA CTENEH TE€3M M3UCKBAHUS CE€ MOKPUBAT
OT IpenapaTuTe pa3paboTeHH KaTO EHTEPOCOIBEHTHH MUHUMUKPOC(HEPU WIH MUKPOTAOIETKU
C KHCEIMHHO-YCTOMUMBO MOKpuTHEe. ToBa rm mpaBH MNPEeNNOYUTAHM 3a IMPOBEXKIAHE Ha
3aMECTUTENIHA TePaIus, 0COOCHO MPU MAUEHTUTE CIIE] XUPYPTHSL.

Pesynratrure or 13C MCT puxarenHuss TecT II0Ka3BaT, Y€ U3MOJI3BAHETO Ha
nepBoHavaiHa 103a 20000—40000 E nunasa o Bpeme Ha ocHoBHO Xpanerne u 10,000—20,000
E nunaza npu TOMBIHUTEIHO XpaHEHEe MOXKE Ja He € focTtaTbyHa. CiemoBaTeIHO MOrar Jia ce
0o0CBHXKIaT W TO-BHCOKH JI03M 3a IbpBOHaudaigHa 3amectutenHa tepanus - 40000-80000 E
nuna3a Ha XxpaHeHe. MakcumanHara npernopbuuTenHa go3a € 10000 E nmmasza/kg mHeBHO
nopaau puck ot (ubposa Ha konoHa. J[Hec Hail-uecTo MpenopbyYUTENHATa MbPBOHAYAIIHA
no3a € 25000—40000 E numaza Ha XpaHeHe, a mpueMa - 10 BpeMe HJIM HEMOCPEJICTBEHO CIe
xpaneHe. Jlo3ute mpu onepupaHuTe OOJHU HE C€ pa3iuyaBaT OT TE€3W IpPU MAlUEHTUTE Oe3
orepanusi.

Nwma nokasarencTtBa, ye e(pEeKTUBHOTO JIUEHHWE C aJ€KBATHU J03W Ha MaHKPEaCHUTE
emsumu nipu XII ¢ I[IEH monoOpsiBa aGcopOmusita Ha MAacTUTE M MacTHOPA3TBOPUMHTE
ButamMuHu. OOnexyaBa uinu kopurupa cumnromute Ha [IEH. 3nauutenen Opoil KIMHUYHU
M3CIIEeIBAHM IOKA3BAT, Y€ MOBEYETO MAI[EHTH TIOBUIIIABAT TEJIECHO CH TETJI0 B paMKHTE Ha 1
roguHa OT 3aloYBaHETO Ha 3aMmecTuTenHara Ttepanus. [lomoOpsBar ce OMOXUMUYHHUTE
MOKa3aTeN, KOperupar ce NPOTeMHUTe W  MHKpOHyTpueHTtute. Hopmamusupar ce
npeanOyMmuHa U GepuTuHa (MapKepu 3a MaTHYTPHUIMS) KaKTO MPH OOJIHHUTE ChC cTeaTopes,
Taka W MpHu Te3u 0e3 crearopes. OnTUMu3Mpa ce MeTaboNIn3Ma MpU MAHKPEATOTCHHUS WIIH
npuapyxasami 3J{. Ocen xkinHuyHoTO Monodpenue, I[TE3T momoOpsiBa u kKayecTBOTO Ha
xuBOTa. HamainsiBa CBbp3aHUTE C MATHYTPUIHATA YCIOKHEHUS U CMBpPTHOCT. He moBnusiBa
4YecToTa M TeXecTTa Ha OOJKOBUTE €MH30Ad, HO Mpu 4vacT oT Oomuute (ckpurta ITEH)
JICYECHHUETO € YCIIEIIHO.

[Ipu npoBexaaHeTo i HE € He0OX0IMMO OrpaHMYaBAHETO HA MA3HUHUTE C XpaHara.

Omnenkara Ha eeKTa OT ITbPBOHAYATHOTO JICYCHHE CE U3BBpIIA Ha 6a3aTa Ha KOPEKIH Ha
cumnromute (auckoMdopT/60aKa B KOpema), Opoi, KOHCUCTCHITUS U BHJI Ha M3MPAKHCHUATA,
tenecHo Terno/UTM u apyru Gene3sum Ha ManHyTpuLMs/ManabcopOuus (Hamp. anOymHH,
xozectepoit). KnuHuuHOTO mojo0peHue Ha MalueHTa € JocTaThueH KPUTEpHid 3a OLleHKa Ha
TEpareBTUYHUS OTTOBOP W/WJIM CHTPYJHHUYECTBOTO HA TManueHTa (MPUIBbPKAHE KbM
TepanusTa).

[Tpu numica Ha JOCTAaTHYEH OTrOBOP OT MPOBEACHATA TEpamus, 103aTa MOXKE JIa C€ YABOU

WIM YTPOM WM J1a ce 100aBu MHXUOUTOp Ha nmpotoHHaTta nomna (UIIII), (pur. 1). Kakro 6e
MOCOYEHO, TEXKO HapylleHaTa ITaHKpeacHa OukapOoHaTtHa cekpenms npu XII Bomu 10
HE/OCTaThbUHO HEYTpallM3WpaHe Ha KUCeNUMHaTa OT XUMyca B JyOJE€HyMa, CbOTBETHO
HapymaBa €H3WMHOTO JIEHCTBHE OCOOCHO MpPH TNPHIIOKEHHE HAa BHCOKU O3 TAHKPEACHU
ensumu. UIIII e ce HazHavaBat npu ajgexksateH otrosop Ha [IE3T.
TpsiOBa na ce M3KIIIOYAT U IPYTH MPUYMHU 32 MAITUTECTHS U MagaOCopOLus, BKIIOUYUTEITHO
IJyTEHOBAa €HTepomnaTHs, OaKkTepualeH CBPBXPACTEX, UEPHOAPOOHA IUpO3a. 3a
noTBepkaaBaHe Ha pedpakrepHa [IEH/crearopes ce mpenopwuBa 13C- MCT puxarennus
TECT, aKO U3BBPIIBAHETO MY € Bb3MOXKHO (HAJIMYHO).

@urypa 1. [IpenopbunTesieH TepaneBTHYEH MOAXO0 (AITOPUTHM) MPU HaMalleHa €K30KpHHHA
MaHKpeacHa aKTUBHOCT

Cmwvnka 1. KIMHUYHM CHMITOMH, MOP(}OJIOTHYHHU, Ta0OpaTOpHU HIM (DYHKIIMOHAIHU
npoMeHu, norebpxkaaBamy [IEH

\

Cmwvnka 2: [1IE3T ¢ eHTepOCONIBEHTHH MUHUMUKpPOC(EPU UM MUKPOTAOIETKH C KUCEITMHHO-
ycToiunBo nokputre B 1o3a 25000—40000 E nmnas3a Ha XpaHeHe
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— edekT (ageKBaTeH OTrOBOp) — KOPEKLHUs /HOpPMAIM3UpaHEe HAa CHUMITOMHTE MU
rapaMeTpUTE, OTPA3sBAIlH XPAHUTEIHHS CTATYC
J Jlunca Ha edexT (HEIOCTATHYCH OTTOBOP) — OLGHKA HA CHTPYIHUUIECTBOTO

Cmuvnka 3. 80000 E nunasa Ha xpaHeHe (2- uian 3-KpaTHO yBeJIMYaBaHE Ha ITbpBOHAYAHATA
71032)

— e(eKT (aeKBaTeH OTTOBOD)
J JTunca Ha edeKT (HELOCTATHYCH OTTOBOP) — OLCHKA HA CHTPYIHUYECTBOTO

Cmuvnka 4: Jlo6aBsue Ha WUIIIT nom H2-610kep
— edeKT (aeKBaTeH OTTOBOP)
4 Jlunca Ha eekT (HEAOCTATHYCH OTIOBOP) — OL[GHKA HA CHTPYIHUYECTBOTO

Cmwbnka 5: V3kiouBane Ha Ipyra MpUYHHA 32 MAJAUTECTHs/ManadbcopOIus —
— YTouHsBaHE Ha MPUYMHATA — CTICIU(DUIHA TepATTHSI
J Juncear naHHu 3a Apyro 3a60IsIBaHE / CHCTOSHHE

Crbnka 6: 3aMecTBaHE Ha Ma3HUHHTE B XPAHEHETO ChC CPEAHOBEPIIKHU TPUTIHLEPUIN
(eHTepaJIHU XpaHH)
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XPOHUYHH 3ABOJIABAHUA HA YEPHUA JPObB - OBIIIA XAPAKTEPUCTHUKA

[Ton TepMrHa XpOHUYEH XeNMaTUT ce pa30upa XpOHUYHO Bh3IMajeHHe Ha YepHUs Apo0
C IPOIBJDKATETHOCT HaJl 6 Mecella U BKIIIOYBA XHUCTOJIOTMYHM JTAHHU 32 XPOHUYEH XEMATUT
WM YepHOAPOOHA IUPO3a B CTAAUN HA KOMIICHCAIIHSL.
Pasnuuasar ce:
- BupycHu xenatutu
- ABTOMMYHEH X€IaTUT
- IIppBuynHa OunmMapHa HMPO3a WK IbPBUYEH OMIMAPEH XOIAHTUT
- IIppBUYEH CKIIEpO3UpAlL] XOJIAHTUT
- Toxcuunu /creato3nu — MeaukaMeHTO3€H, aIKOXO0JIEH, HEaJIKOXOJIEH U APYTU
- bBonecr na Wilson
- Xemoxpomarosa
- Anda-l-aHTUTPUIICUHOB JEPHUIIUT
-  Wagnonatnunu

MenukoconuaaiHoTO 3HaYeHHWE Ha XPOHWYHUTE XEMaTUTH W YEepHOApOOHATa IHMPO3a €
rojiiMO W TMPHU3HATO MO 1enusi cBAT. [Ipe3 mocnenHuTe rOAMHU HEaTKOXOJHATa CTeaTo3Ha
6onect gocrura yectora ot 10% no0 30% ot Hacenenue B EBpomna.

[To nanam Ha HIJO3A OposiT Ha XOCHUTATU3UPAHUTE Clydan ¢ OOJIECTH HA YEPHUs
npo6/pudposza u nupo3a Ha yepHus apod e 14204/9229 3a 2012 r. u 16159/9828 cnyuas 3a
2013 r., cwrorBetHO 228.5/150.6 m  262.8/161.5 cmydas Ha BB3pacT 18 u moOBeue
roauan/ 100000 HaceneHue. XOCMUTATM3UPAHUTE MAIIMCHTH Ha BB3pacT A0 65 1. ca 208.0 u
133.3/100000 macenmenme 3a 2012 r., u 238.1 u 145.1/100000 nacemenue 3a 2013 1.,
crotBeTHO 298.3 1 210.0/100000 nacenenue 3a 2012 r., u 345.0 u 215.8/100000 nacenenue
3a 2013 r. mpu BB3pact Hax 65 r. Ilpe3 2000 r.m 2014 r. 20.2 u 26.4 cmyqas/100000
HaceJIeHHE ca YMpelu oT OOJIeCTH Ha YepHus ApoO.

Jlmarnosa

— AmnamHe3a ¥ (U3UKAITHO U3CTIEABAHE

— Ao6nomunanna exorpadus ¢ JJomnepoBo usciensane

— buoxumuunu naGopaTopHu u3CNEABaHUSA, OTpa3siBald (YHKIMUITA HA YEpHHUS APOO:
ACAT/AJIAT; A®, I'TT; mporemHorpama, oOmi OelThbk/alOyMHUH; MNPOTPOMOUHOBO
Bpeme; OUIMpyOUH — 00111 U KOHIOTHPaH; XeMaTOJIOTUYHU MOKa3aTeln

— JlabopaTopHu HU3CII€IBAHUS 32 €THOJIOTHYHO YTOUHSBAHE

— Ilepkyranna yepHOaPOOHA OHOTICHS C TOCTEABAIIO XUCTOJIOTHYHO U3CIIEIBAHE

IIpn yepHoapoOHa HUPO3a € HEOOXOJMMO Ja C€ OLEHH CTENEeHTa Ha YEePHOAPOOHOTO
3abonaBane 1o Child-Pugh xkmacuduxamusra (tabn. 1) uw MELD* ckopa; ma ce
JMarHOCTHIIMpa MOpTajHaTa XUnepToHus (Tabna. 2) M YCIOXKHEHHATa Ha 4YepHOApoOHAaTa

Upo3a

Ta6muua 1. Knacudukanus Ha nanmeHTHTe ¢ uepHoapoOHa upo3a no Child-Pugh.

Child-Pugh A B C

KJIacupukanus

bumupyoun umol/l | Tlox 34 (2.0) 35-51 (2.0-3.0) Han 51(3,0)

(mg/dl)

Anbymun g/l (g/dl) Han 35(3,5) 35-28(3,5-2,8) ITox 28(2,8)

IMporpombunoB wHIeke | Hax 70% 70-40% TTox 40 %

wm  IIporpom6unoBo | ot 1 —4 sec 4-6 sec Haz 6 sec

Bpeme miu INR moxa 1.6 16-20 Hax 2.0

Acuur Jluncea JlecHo ce konTposupa | Tpyano ce
MoJI71aBa Ha
KOHTPOJI
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Ennedanonarus Jluncea JIUCKPETHA N3pazena

Bpoii Touku 1 2 3

Kiac A — 0611 c6op — 5-6 Touku; Kinac B — 0611 c6op — 7-9 touku; Knac C — o6mr c6op — 10-
15 Toukn

*MELD = [0.957 loge (creatinine mg/dl) + 0.378 loge (billirubin mg/dl) + 1.120 loge (INR) +
0.643] x10

Tabnuma 2. Jluarno3a Ha moprajgHaTa XUIIEPTOHUSI.

AnaMHecTHuH | AHaMHe3a 3a 4epHOAPOOHO 3a00JsIBaHe, AJIKOXOJ, KbPBEHE OT BAPHLIU
U JIaHHU Ha XpaHOIIPOBOJA

d)mmcanﬂo C’bI[OBI/I 3BC31U, HaHMapCH epI/ITeM, I[I/IJIaTI/IpaHI/I BCHH Ha KOpeMHaTa
H3CIIeIBaHE CTCHA, CIUICHOMETAJINS, TBBP YepeH Apo0 (yBEIUYCH HITU HE)

Jlaboparopuu | [loBumen Ounmupyoun, mnoBumienu ACAT, AJIAT, ITTII u AD,
oene3un XUMOATOYMUHEMHUS, XUIIPEraMarioOyJIMHeMHUs, MaKpOIIMTHA aHeMHUs,

TPOMOOIIMTONICHHSI, JIEBKONICHUS, YABIKEHO MPOTPOMOMHOBO BpeMeE,
Mapkepu 3a xponnuna B win C BupycHa nndexims

Exorpadus HenocpencrBeno Bu3yanu3upaHe Ha IOPTO-CHCTEMHa KOJIATEpasd.
Junaranus Ha BeHa MOPTE U PA3KIOHEHUSTA U, MPOMEHH B KPHBOTOKA
Ha TIOpTaJlHATa BEHA W dYepHOApoOHATa apTepus, 0OpaTeH KPBBOTOK
(xematodyranen), Tpom0o3a Ha BeHa MOPTE, AUCIPONOPLHUOHAIHO
NPECTPYKTYpPUpAaHE Ha TNapeHXxuma (IsUI0BeTe) Ha YepHUs Jpoo,
CIUICHOMETaJIHsl, aClIUT, MbPBUYEH paK Ha YepHHS Ipo0

EH,I[OCKOHI/Iﬂ ESO(baFeaJ'IHI/I Bapunod OT IIbpBa 10 4YCTBbBPTA CTCIICH, CTOMAIIHU
Bapuli, PCKTAJIHW Bapuly, I[MOpPTaJIHa XHWUIICPTCH3MBHA TracTpoOIlaTH:Ad,
CHTCpOIIaTUA, JTOKa3aHH CHAOCKOIICKH.

Hpyru metonu | KomtorepHa ToMorpadust Ha KOpEMHHUTE OpraHu, peHTreHorpagus Ha
XPaHOIPOBOJA

Jleuenne

Jleyenmero ¢ CTUOJIOTUYHO, MMAaTOICHCTUYHO, XCIIATOIMPOTCKTHBHO W BKIIOYBA JICYHCHHUC Ha
YCIOXHCHUATA.
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XPOHUYHU BUPYCHU XEITATUTHU
XPOHHUYEH XEITATHUT B
. O0ma xapakrepucTHKa U KJIacupukanus

[To nannu Ha C30 oxomno 400 muH. aymu ca XxpoanyHo uHpextupanu ¢ HBV. Yecrorara
Ha HBV undexuusra y nac e okono 3% - 5 %, karo npeobnagaBar HBeAg HerartuBHute
narmeHTd W reHotun D. Octpara uadeknus ¢ HBV xporudummpa B 10% ot ciydaure.
EcrectBenusar xon Ha mHbpeknusata ¢ HBV orpasssa muBoto Ha HBV perumkanusara u
MMYHHUS OTTOBOD.

Crnopen knacudukarusata Ha EASL ot 2017r xpoununata HBV undexnus ce pazaens va
5 ¢asu B 3aBucumocT oT HBeAg, nuBo Ha HBV DNA, croiinocture Ha ALT u Hammauero
WJIM JIUTICaTa Ha 4epHOApoOHO Bb3nasieHne. HBeAg nmo3uTuBHUTE MallMeHTH IPEICTaBISIBAT 2
rpynu. [IepBara rpyna e cBbp3aHa ¢ NepuHaTaqHO MH(eKTHpaHe, BUCOk HBsSAg , Bucoka
HBV DNA , Hopmanmaa ALT, MuHMManIHO YepHOApPOOHO yBpekaaHe. B muHamoTo ce
O3HayaBalle KaTo ,,uMyHomonlepanmua ¢asa‘ , a qHeC Karo ,xponuuna HBeAg nosumuena
unghexyusn ‘. Bropara rpyna Ha HBeAg no3uTHBHHTE NMAIMEHTH CE€ XapaKTepu3upa ¢ BUCOKO
nuBo Ha HBsAg u HBV DNA, noBumena ALT u cpeaHo a0 TEXKO YEpHOAPOOHO
yBpexXkaaHe. B MMHanoTO ce O3HauaBalle KaTo ,,UMYHOpeakmueHa ¢haza‘ , a THEC Kato ,,
xponuuen HBeAg- nozumusen xenamum “. HBeAg- HeraTuBHUTE MAlMEHTH MPEACTABIISIBAT
cbilo 2 rpynu. EnHara , HapuyaHa B MUHAIIOTO ,,HEeaKmueHu Hocumenu ' , a THEC ,,XPOHUUHA
HBeAg necamusna ungexyus® ce xapakrepusupa ¢ HUICBk HBsAg, Heomnpenensema wim
nucka HBV DNA < 2000 IU/ml u wopmanna ALT. YepHOApoOHOTO yBpekIaHE U
nporpecusara a0 nupoza u XK ca MuHmMmanHu ako octaHat B Ta3u (aza. Tasum dasza Ha
XpoHUYHaTa uHeEKIUs obaue Moke Ja Mporpecupa n0 TumuyeH ,, HBeAg necamusen
xponuuen xenamum® . HBeAg HeraTUBHHAT XpOHHYEH XEMaTUT € Hai- yectata popma Ha
xponnuHusa B xematut. Xapaktepusupa ce cbc cpeaHo Bucok HBsAg , ymepena 1o Bucoka
HBV DNA > 2000 IU/ml u nocrossaao moBumeHa ALT. XUCTONOTHYHO ce YCTaHOBSIBA
HeKpoBb3nasieHne u ¢udpos3a. IlokazBa HHUCKA TEHACHIMS KbM CIOHTAaHHA PEMHUCHSL.
Xponnunata HBV wundexkums Bomum m0 pasButHe Ha uyepHonpoOHa mnwmposa(ULll) wu
xenaronenynaped kapuuaom (XK ).

Il. /marno3sa

Xponnuynata uHpexkus ¢ HBV ce nokaspa upe3 ycranoBsiBane Ha HBsAg u anti
HBcore B npoabikenue Ha 6 Mecena. J[MarHOCTUYHOTO U3SICHABAHE HA NMALlUEHTUTE U3UCKBA!
1.JIaboparopuu uzcnenanus: [IKK, koarymamusi, ACAT, AJIAT, A®, I'TTII, o6y 6enThK,
aNOyMuH, OMTUpYyOUH, KpeaTWHUH, CTaHJapTeH WK pasimupeH dubdporect
2. MonekynsipHo- OMOJIOTHYHU Mapkepu: kadecTBeH U koinuectBeH HBsAg, HBeAg , anti
HBeAg, xomunuectBena HBV DNA, anti HDV total. Psnko ce nanmara uscrienBaHe Ha
resotuna Ha HBV. [lpu npocnensBane Ha manuMeHTUTE M Ha eQeKTa OT JIEYEHHETO Ce
n3cnensatr HBV DNA u konnuectBen HBsAg.
3. Exorpadcko u JlomiepoBo uscienBane Ha yepHus Apod, dudpockan wim enactorpadus
4. YepHoapoOHa OHOICHS , KOSITO MMa BaJUAHOCT 4 ronuHu. YepHoapoOHA OHOICHs HE ce
W3BbPIIBA IPU KIMHUYHH, JAOOPATOPHU U €HJIOCKOIICKH JIaHHU 3a YEpHOIpOOHa IMpo3a
5. YTouHsBaHe Ha Hpupy’kaBaluTe 3a00JIIBaHUS U CHCTOSHUS, UMAId OTHOIIEHUE KBbM
n30opa Ha nedyenue, konHpekuus ¢ HDV, HCV wu HIV , ynorpeba Ha ankoxoy , aKTHBHA
yrnoTpeb6a Ha HApKOTHIM, XPOHHWYHA OBOpeyHa HEJOCTATHYHOCT, HEPBHO-TICUXHATPUYHH
pascTpoiicTBa, 3a00JsBaHMs Ha UIMTOBHUIHATA >KJe3a, 3axapeH AualeT, ChpAeUHO-ChIOBO
3a00JIsIBaHe.

1. Jleuenue

Ilen na nedennero Ha xponnuyHata HBV umHbeknus e ma mogoOpu mpexuBsSeMOCTTa Ypes
MOBJIMSIBAHE Ha Mporpecusra J10 4YepHoApoOHa 1upo3a U HelHuTe yciaoxHenus, XK, kakto
U Ipeana3BaHe oT npeHacsHe Ha uHgekuusara. Husoro na HBV DNA kopenupa ¢ pucka 3a
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pa3BuTue Ha ycioxHeHuss. OT apyra cTpaHa MaKCUMaJIHOTO M MPOIBJIKUTETHO MOTUCKAHE HA
HBV DNA Bomu 10 momoOpeHre Ha OMOXMMHUYHATa aKTUBHOCT M  BB3BPATUMOCT Ha
yepHoapoOHaTa (ubpo3a wim maxke mupo3a Mpu MHOro OT mamueHture. [lopamu ToBa,
MAaKCUMaJHOTO ITOTUCKAHE Ha pEIUIMKalusATa HAa BUPYCa € IJaBHA L€ Ha JICYEHUETO.
CepoxonBepcusita Ha HBeAg e npyra kpaiiHa 11e11 Ha JIEYEHUETO KaTo BOJAU A0 ChCTOSHUE,
IpU KOETO peIUIMKAIMsATa € MOTHCHaTa 0 IOo- HHUCKO HHMBO. 3arybara Ha HBsAg wumu
cepokonBepcusata B antiHBsAg ce mpuema kato ,, pyrxyuonanuo ozopasasane™ ToBa obaue
PAOKO €€ IMOCTUIa ChC CBhIIECTBYBAIIOTO CBHBPEMEHHO JieyeHue. [IpakThuecku IbIHOTO
n3uncteane Ha HBV oT 4epHust apo0 € HEOChIIECTBUMO Mopaau (akTa, uye YacTUIH OT
BHpYyCa OCTaBaT KOJUPAHU B XEMATOLIUTHUTE.

Hnouxayuume 3a neuenue ca enHaksu npu HBeAg nosutuBHn u HBeAg HeratuBHM
nanueHTd. Te ce ompenensaT Bb3 ocHoBa Ha HMBOTO Ha HBV DNA | ALT u texecrtra Ha
YepHOAPOOHOTO YyBpexaaHe. JlekyBar ce Bcuuku mnanueHTH, npu kouto HBV DNA e
noBumeHa > 2000 IU/ml , moBumena ALT M XHCTOJOTMYHO YCTaHOBEHAa yMEpEHa WIIH
M3pa3zeHa Bb3NAJIUTENHA aKTUBHOCT. JleueHue ce npoBexaa npu nauvedtd ¢ HBV DNA >
20 000 IU/ml, moBumena ALT, He3aBucHMMO OT cTemneHTa Ha (uoOposara. JIekyBaT ce u
HBeAg nosutuBHute nauueHtu ¢ Bucoka HBV DNA u nHopmanna ALT, He3aBucHUMO OT
CTENeHTa Ha YepHOAPOOHOTO yBpexkaaHe ako ca Haa 30r.Ha nedenue mnomnexar u
MAIMEHTUTE ¢ KOMIICHCUPaHa U JEeKOMIIEHCHpaHa YepHOIpoOHa upo3a ¢ onpenensemMa HBV
DNA.

Jlexapcmeenu npodykmu 3a neuenue Ha xponuunama HBV unghexyusn

W3nons3sar ce 1Ba Buja JIEKAPCTBEHU MPOIYKTH:

1. Nmynomonynatopst UnTepdepon ( [FN):
* Crangapren Uuarepdepon anda 2a — Sol. for injection prefilled 3 MIU- 3 nbtu ceamuynao
1o 1 ¢1akoH MOAKOXKHO 32 48 ceaAMUIIH
e [lernnupan Uurepdepon anda 2a (PEG- IFN o2a)- Sol. for injection prefilled syringe , 180
pug- 1 mbT cenmMuyHO 110 1 (h1aKOH MOAKOKHO 32 48 CeAMUIIH
2. Hyxneosuanu/ nHykieotugau aHano3u (NA), kouto ca MHXUOMTOpU Ha oOpaTHarTa

Tpanckpunrasa Ha HBV Bupycnarta nonumepasa:

* Lamivudin (LAM), film-coated tablets 100 mg, o 1Tabx gHEBHO

* Telbivudin (TBV), film-coated tablets 600 mg, o 1Ta6s AHEBHO

» Entecavir (ETV), film-coated tablets 0.5 mg, mo Itaba naueBHo (2 Taba B
ciydante Ha yctaHoBeHa LAM- pe3ncreHTHa MyTamus )

* Adefovir dipivoxil (ADV) , film-coated tablets 10mg, mo 1Tabs gHEBHO

*» Tenofovir B HeroBute 2 monekynHu ¢opmu - Tenofovir disoproxil fumarate (TDF),
film-coated tablets 245 mg, o 1ta6n aueBHo U Tenofovir alafenamide fumarate (TAF), film-
coated tablets 25 mg, mo 1Tabn qHEBHO

Jleuenue c Hnmepgepon

WHuTepdepoHbT KaTo MbpBOHAYAIHO JeyeHue e nokazaH npu HBeAg nmosutuBau u HBeAg
HEraTHBHM NAllMEHTH C JIEKa WIN CPeAHO TeXKa ¢popma Ha xpoHudeH xenatuT B (XX-B). Ha
neuenuero ¢ IFN no- 1o6pe oTroBapsAT NalMeHTUTe ¢ TeHOTUIl A U B B cpaBHEHUE C TeHOTHI
Cu D. Crannaptaoto neuenue ¢ IFN e 48 ceamunmu.

Ilpeyenka 3a 6Kkn0u6ane Ha 1eyenue U NPeOCKA36ane Ha Omz080pa:

[Ipn HBeAg no3uTuBHUTE MallMEHTH MO- J0Ope OTroBapsT HA JICUEHUETO TE3H C MO- HUCHK
BUpYyceH ToBap, Bucoka ALT u te3u ¢ xucronornuna aktuBHocT. O HBeAg HeratuBHuTE
MaIUEeHTH TI0- T0Ope OTroBapsT HA JedeHHeTo Te3u ¢ mo- Hucka HBV DNA, Bucoka ALT ,
MIIaja Bb3pacT M >keHcku moi. HuBoto Ha HBsAg e BaxeH ¢akTop, KOHTO mpenckaszpa
otroBopa Ha jedeHue. Hamanssaneto Ha HBsAg < 1500 [U/ml na 3-ust Mecelr oT JieueHueTo
npeackassa 100sp otroBop. [Ipu HBeAg nozutuHu namuentu HUBO Ha HBsAg > 20 000
[U/ml nmpexncka3Ba numca Ha OTrOBOp U JieueHHETO TpsiOBa na Obae cnpsHo. [Ipu HBeAg
HEraTUBHUTE NAIMEHTH JIMIcaTta Ha HamaneHue Ha HBsAg n nuncara Ha Hamanenue Ha HBV
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DNA c noseue ot 2logioHa 12-TaTta ceamuiia moka3pa JMIca Ha OTTOBOP U M3HMCKBA CIIUPaHE
Ha JICYEHUETO, OCOOEHO MpH reHoTun D, KaKBUTO ca MOBEUETO MALMEHTH B HalllaTa CTpaHa.
Bupyconozuunuam omzoeop na IFN ce onpenens karo epextusern npu HBV DNA < 2000
IU/ml. Bupemmsta ce mpocneasBa Ha 3-TH, 6-TH Mecell M B Kpas Ha JICYCHUETO.
Ceponornyauar orroBop npu HBeAg mo3uTHBHU MAIMEHTH € MOJIOKUTENIEH Tpu 3aryda Ha
HBeAg n/ win cepoxonBepcust B anti HBeAg. Ceponornunute orroBopu 3a HBsAg ca 3ary6a
na HBsAg n HBsAg cepokonBepcusi- mosia Ha anti HBsAg.

buoxumuunuam omezoeop npu neuenue ¢ PEG IFN ce onpenens kato HOpMaliu3upaHe HA
ALT, kodro ce nmpociuensBa Ha 3 Mecelia MoHe | roguHa cies JIEUEHUETO.

Xucmonocuunuam omeoeop TPEICTABIABA HaMalsiBaHE Ha HEKpoMHQIaMaTopHaTa
aKTUBHOCT U (puOpo3ara B CpaBHEHUE C IIbPBOHAYAIHATA XUCTOJIOTUYHA HAXO/IKA.

Monumopupane na nayuenmume, n1exKyéanu ¢ IFN

Benuku mamumenTtn, nexkyBanu ¢ IFN TpsOBa ma ce mpocieasBaT NEPUOIUYHO 4pe3
onpenensHe Ha KpbBHaTa kaptuHa , ALT, TSH , HBV DNA u xoinuecTBeHO onpeiesisiHe Ha
HBsAg. [Ipu HBeAg no3utuBHUTE mNaIueHTH nepuoandHo ce onpenenst HBeAg u anti
HBeAg.

Cnen nedennero c¢ IFN nanumeHTHTE C MOJOXKUTENEH OTIOBOP C€  IMPOCIEAsABAT
MPOABIKUTEIIHO TMOpaJu pHcKa 3a penarc. HeoTroBopwinte Ha JE€YEHHE C€ MPOCIEIsBAT
CBHILIO TIOPa/H BH3MOKHOCTTA 32 KbCHA CEPOKOHBEPCHUS MPEAH B3eMaHe Ha pellieHue aa ObaaT
BKJIIOUEHU Ha JieueHue ¢ NA.

Konmpaunoukawuu 3a neuenue ¢ IFN
* IEKOMIIEHCHpaHa YepHOIpOOHa IIMpo3a
* TEXKKH MPHUIPYKaBalIH 3a00JIBaHISI HAa ChPICYHO-CHA0BATA U AUXATEIHATA CHCTEMH
* HEKOHTPOJIMPAH XUIEeP- U XUITOTUPEOUAN3BM
* CUCTEMHHU 3a00JIsIBaHUS Ha CheIMHUTEITHATA ThKaH
* XpPOHUYHH aKTUBHU OaKTepUaTHU UHPEKIHH
* Heytponenus (<750) u tpombouuronenus (<50 000)
* ICUXUYHU 3200JIsIBaHUS, CIUIICTICUS
* YCIIOKHEH 3aXapeH Juader
* XBH 06e3 nuanusa
* OOJIHU C TPAHCIUIAHTUPAHU OPTaHU

Cmpanuunu epekmu npu neuenue ¢ IFN

Jleuenueto ¢ IFN e cBBp3aHO C peauiia CTpaHUYHH €(QEKTH, BBIPEKH Y€ CE€ MOHACS OT
MAlMEeHTUTe 10- J00pe Mopaau Miajara WM BB3pacT W JIMIICaTa Ha MPHUAPYKABAITU
3a0onsaBanus. Haii- yecTuTe CTpaHUYHU CUMIITOMH Ca TPUMONMOAO0EH CHHAPOM B HAYalOTO
Ha JIEYEHUETO, OOJIKM B MYCKYJIHUTE, TIIaBOOONIME, OTHAIHAIOCT, 3aryda Ha TErJo, Jenpecus,
KOCOTAaJl W JIOKATHU PEeaKkIMu Ha MsCTOTO Ha uHxkekTupane. Jleuenuero ¢ IFN moxe ma
MpPEeIM3BUKA JIEKO IMOTHUCKAHE Ha KOCTHHUS MO3BK, HO JICBKO- W TPOMOOITUTOIICHHUSATA CE
MOBNUSIBAT J00pe OT HaMalsBaHE Ha Jo03aTa KaTo PSAKO BB3HUKBAT HMH(DEKIUH WU
KpbBOM3MHBHU. [Ipy dYacT OT MAaIMEHTHTE MOXE Ja HACTBHIM MPHUCTHIIHO H30CTPSHE C
MOBUIIIEHHE HA aMUHOTpaHCc(epasuTe U OMIMpyOrnHa, KOUTO B MHOTO PEIIKH CIy4au BOJST JI0
TeXKa YepHOPOOHA HETOCTATHYHOCT.

Jleuenue c nykneo3uonu/ nykneomuonu ananosu ( NA)

NA unxubupat perumkanusata Ha HBV upe3 koHkypupaHe Ha eokcuazeHo3uH Tpudocdara,
KaTo TMpeau3BUKBAT OJIOKMpaHe Ha yabipkaBaneto Ha DNA Bepurarta .IlpencraBmsBar 2
pasnuuHu cyOkiaca. IlpoasmkuTenHocTTa Ha JedeHueTo ¢ NA He e ompeseneHa. Jluncata
Ha HBV DNA B cepyma ce ycraHoBsiBa 6- 12 mecema cien 3amo4BaHE Ha JICYEHHETO.
[Ipoasixurennoro noaruckane Ha HBV DNA Boau 10 chnupaHe Ha Iporpecusita Ha
BB3NAJUTENHUSA ITpoliec U (udpooOpa3yBaHETO, CIMpaHe HAa MPOrpecHusTa 10 Upo3a , 1axKe U
710 BB3BPAaTUMOCT Ha XMCTOJIOTHYHATA HAaX0/1Ka B YepHUS Jpo0.
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IIpoabixuTtenHoTo neueHue ¢ NA e Hail- YTBbpJAEHUS METOJ 3a JICUCHHE HAa XPOHUYHATa
HBV wunHbeknus B MOMEHTa, HE3aBHCHMO OT TEXKECTTa Ha YEPHOAPOOHOTO YBpEKIaHE.
Hanocnenbk ce npuema, e JeKapcTBEHH MPOIYKTH Ha n30op ca NA ¢ BHcoka Oapuepa Ha
pesuctenTHocT ( ETV, TDF u TAF) xaro MoHoTepamnusi, BBIPEKH Y€ B HallaTa CTpaHa
npwiarame jedeHue 1 ¢ LAM u TBV. Ha neuenune ¢ NA noxanexar BCUYKU NALMEHTH C
Xponnuna HBV undeknus, npu kourto ce ycranossa HBV JIHK nag 20001U/ml, kakto u
Te3n JekyBaHu ¢ WurtepdepoH u HeorroBopwiam Ha JsedeHue. llocmennarta rpyna,
HeotrroBopmwin Ha VuTepdepon, TpsOBa na Obae mpocieneHa MmoHe 2 TOAUHH Cliel] CIIHpaHe
Ha JIEYEHHETO Ha 6-meceuHu uHTepBaiu c onpeaensHa Ha HBV JIHK u xonnyectBeH TUTHP
Ha HBsAg.

Omezoeop na neuenuemo ¢ NA

Bupyconoruunusar ortroBop ¢ NA o3HagaBa smnca Ha HBV DNA, onpegenena ¢
gypcTBuTeaTHa PCR meronuka. Jlumcara na mamanenue Ha HBV DNA c llogio Ha 3-us
Mecel] OT HayaJoTO Ha JICYEHWETO O3HauaBa JIMIICA HA OTIOBOP Ha JIEYEHHE, KOETO
MPAKTUYECKU € MHOTOo psako. YcraHoBsBaHeto Ha HBV DNA 12 mecena ot HayanoTo Ha
JIEYEHUETO C€ O3HayaBa Karo , uacmuuen omeoeop,  Kato eupyconocuuen npobus
(breakthrough) ce o3nauaBa moBumienneTo Ha HHBOTO Ha HBV DNA ¢ moseue ot 1logig ot
HUBOTO Ha CTapTOBaTa BUPEMHs. BHPYCOIOTMYHHUTE MPOMEHU OOWKHOBEHO MPEAIISCTBAT
nosuiiennero Ha ALT. PesuctentHoctra kbM NA ce IBJDKM Ha CeleKTUpaHe Ha MYTHpam
HBV Bupyc mnopanu pa3mecTBaHE Ha aMHMHOKHCEIMHU BBB BEpUIara My, KOETO BOJIU [0
HaMaJieHa YyBCTBUTETHOCT KbM NA.

Monumopupane na nayuenmume no epeme Ha 1e4eHUemo

Benuky nanumeHTH, KouTo ce JiekyBaT ¢ NA ce KOHTpOJIMpar ¢ U3cleBaHe Ha ITbJIHA KPbBHA
kaptuHa , ALT, kpeaTwuHuH, KpeaTHHUHOB KIUPBHC , HUBO Ha ¢ocdarure, cepymHa HBV
DNA na 3 mecena [Ipu nauuenture Ha nedenue ¢ TDF nuBoro na HBV DNA ce uscnensa Ha
6 mecena. [Ipu Heonpenenssema HBV DNA, HBsAg konnuecTBeHO ce u3cieasa Ha 12 mecena.
BbrOpeunusT puck TpsOBa ma ce M3cienBa NpPU BCHYKM HAIMEHTH IPEId BKIIOYBAHE Ha
JIe4YeHue, Ha BCEKU 3 Mecela Mpe3 MbpBara roJuHa Ha JIEYEHUETO, a clie]] TOBa Ha 6 Mecena.
Bucok OBbOpedeH pucCK MMa MpH JEKOMIIEHCHpaHa YepHOAPOOHA IMpO03a, KPEaTHHUHOB
knmupbHe €GFR <60 ml/min, aprepuanHa XuNEpTOHUS, MPOTEUHYpHUs, AHAOET, AKTHUBEH
riioMepylnoHedpuT, NpUEeM Ha HEPPOTOKCHUYHU JIEKApCTBEHW NPOAYKTH, OpraHHa
TpaHcmnaHTanus. [Ipyu manueHTuTe ¢ OBOPEYHO YBpEXKIaHe, KOMTO 3aloyBaT JICUCHHUE C
eGFR< 50ml/min ce npenoppuBa BrirouBaHe Ha TAF win BKIIIOUBaHEe Ha pelylUpaHa J103a
Ha ETV u TDF. [lo3ata Ha TAF ot 25mg octaBa nokato eGFR>15ml/min.

ETV u TDF namansasar nexo 6b0peuHaTa GyHKIHS KaTO TO3U HE(PPOTOKCHYEH NOTEHLUAT €
no- u3pased npu jedenue ¢ TDF. Ilopagu ToBa MOHUTOpHpaHeTo Ha ObOpeyHaTa (yHKIUS
MpU TMAlMEHTUTE Ha TOBa JieUeHHE TpsiOBa na € mocrosiHHo. [Ipu docharemus < 2mg/dl
Tps0OBa J1a ce u3cieBa U KOCTHATa MIBTHOCT.

[Ipu neuenne ¢ TBV manumenTute ce HaOMOAaBAT BHUMATEIHO 32 HAIMYUETO HA MYCKYJIHH
cumnToMu. [lpu TsxHOTO 0OEeKTHBU3MpaHe ( M3cieIBaHe Ha KpeaTuHkrHa3a, EMI') ce Hanara
NpeBKIIIOYBaHe Ha ApyT NA.

ITpu neuenne ¢ LAM , TBV u ETV u ycraHoBsiBaHe Ha BUPYCOJIOTMYEH U OMOXMMUYEH
npo6uB nanuenTure ce npeskiatouBaT Ha TDF unu TAF.

Cneuuajmu pynu naueénmu.:

Koungexuua c HI\V

Jleuennero Ha komHpekuusra HBV / HIV ce nposexna ¢ 6a3upanu Ha TDF unu TAF —
ART pexumu, HezaBucumo oT Opos Ha CD4 kieTKkuTe Mopaaud BHCOKHMS PHCK 3a
nporpecupane Ha HBV wundexuusara. Jledenunero TpsOBa na € HPOIBIDKUTETHO IMOPAaAU
BHUCOKHUS pUCK OT Obp30 peaktuBupaHe Ha HBV undekuusara cien cnupaHe Ha J€YEHUETO.
Benukyn nauuentn ¢ xponnuHa HBV undexnus tpsosa na ce ckpunupat 3a HIV nmpenn
3aI04YBaHE HA JICUCHHUE.
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Koungpexkyua c HDV

OcnoBHoTo neuenne Ha koumHpekmuara HBV / HDV e neuenuero ¢ IFN anda. Iopanu
Heo0pUsl OTTOBOp MpH JieueHue 3a 48 ceaMUIM, Ta3u KOMH(EKIUsS MOXE Ja ce JIEKyBa U
yaemkeHo 3a 96 wmecema. He e sicHo nmamm seuenwero ¢ IFN mpu nunca Ha m00Bp
BHUPYCOJIOTUYEH OTIOBOP BOJIM JO HaMalsiBaHe Ha IMPOTPECHPAHETO Ha YEPHOJIPOOHOTO
yBpeXJIaHe U PUCKA 32 pa3BUTHE HA YEPHOAPOOHA IUPO3a.

Jleuenuero ¢ NA He nosnusiBa chiiectBeHo HUBOTO HAa HDV RNA. TlpenopbsuBa ce ga ce
NpOBEXJa MPH TMAlMEHTH C HampegHano 4YepHoApoOHo yBpexnane u HBV DNA> 2000
IU/ml , 3a ma ce 6mokupa pesunyanHara peruinkanus Ha HBV. Tlopagu ToBa nedeHHETO C
NA TtpsiOBa Aa ce MpoBekJa MPU BCUYKU MAIUEHTH ¢ YEPHOAPOOHA 1IMPO3a U OompeeiseMa
HBV DNA.

Koungexkuyua c HCV

[Tpu narmentute ¢ xpounuHa HBV undexuns konndexnusara ¢ HCV yckopssa nporpecusta
Ha 4YepHOJIPOOHOTO yBpexkaaHe U pucka 3a pazsutue Ha XK. OTroBopbT Ha J€UEHUETO HA
HCV undexmus npu xonndexkuus ¢ HBV e cpums xakro Ha monounpekuus ¢ HCV. Ilpu
Te3M MallMeHTH ChIIECTBYBa PHUCK 3a peakTuBupane Ha HBV unbekuus mo Bpeme u cien
neyenuero Ha HCV. Ilopanu toBa mpeau 3amouBaHe Ha JieueHne Ha HCV wundexnusra
BCUYKHU TAIUEHTH TPsOBa Aa ObAAT M3CIEABAHM BHUMATENHO 3a ceposiornyHus um HBV-
CTaTyc.

[Ipu ycranoBsBane Ha moJoxkuteneH anti HBcAg- craryc u nunca Ha anti HBSAg B TuThp

> 1:10 , xakto u nonoxurennute 3a HBsAg, ce uzcnensa HBV DNA. Ilpu nonoxxurenHa
HBV DNA ce 3amouBa jedyeHue ¢ NA mnpeaud 3amouBaHeTo Ha JiedeHueto Ha HCV
nnpekmusta ¢ JJJIAC. He e u3sicHEeHO TOYHO KOJIKO TpsiOBa J1a MPOIBIDKH JeueHueTo ¢ NA u
MoHuTOopupanero Ha HBV wuHbeknusaTa ciaex npukiaouBaHe Ha JjedeHnero Ha HCV
nnpexmms ¢ JJIAC.

HBYV unghexyus npu oeua

ITpu nenata HBV undexnusara MHOrO 4ecTo mpoTHya 0€3CUMMITOMHO, HO ChILECTBYBA PUCK
OT TIporpecupane u ycioxxkaenus. Jleuennero Ha HBV uH(peknusara npu rena € Bb3MOXHO C
PEGIFN, ETV, TDF u TAF.

[Tpu nogpactBamu( 12-18r) nerja B Hamata crpa”a oT 2018r € mo3BoOJIEHO MPOBEXKIAHETO HA
nedenue ¢ npenapara TDF . Jleuennero ce nposexnaa npu HBeAg nosutusaute u HBeAg
HEraTUBHUTE NAIlMEHTHU CIOpe] HW3UCKBaHMSATA 3a Bb3pacTHU. M3uckBa ce mMHOro ao0po
MOHHUTOpHUpaHe Ha ObOpedHaTa (PyHKIMSA U KOCTHATA ILTbTHOCT.

HBYV unghexyua npu opemennu

Bcenuku 6pemennn TpsOBa na ce uscnensat 3a HBsAg u anti HCV nipe3 mbpBoTO TpuMecedne
Ha OpemeHHocTTa. JloOpe € BCHUKU OpeMEHHHM , KOUTO ca Ha jiedeHue ¢ NA Ja MpeBKIYar
Ha jeuyenue ¢ TDF. IIpu 6pemenrn ¢ HBV DNA > 200 000 IU/ml nnu HBsAg > 4log 10lU/ml,
yCTaHOBEHA 10 BpeMe Ha OpeMeHHOCT , TpsiOBa na 3amnouHe npodwmiaktuka ¢ TDF ot 24-ta-
28-Ma recTalnMoOHHa CEIMUIIN, KOETO Ja MPOABIKA MUHUMYM 12 CeAMHIIN CIIe/ PaXkIaHETO.
VY nac npu ycranoBsBane Ha HBV undexiusa mo BpemMe Ha OpeMeHHOCTTa, OT MpaKTUYecKa
rjieHa ToYKa, 4eCTO JIeUueHneTo 3anouBa u ¢ LAM.

3a mnpeanazBaHEe Ha MEpUHATANIHATA TPAHCMHUCHUS, KOSTO CE€ IMOSBSIBA OCHOBHO IO BpeM€ Ha
paxIaHeTo M € mnpuyuHa 3a XxpoHnyHatra HBV wunHpexkuus npu HoOBOpoaeHOTO , ce
npenopbuBa npuiaranero Ha komOouHanus ot HBIG (Hepatect CP) u BakcuHMpaHe B IbPBUTE
12 gaca cnmen paxmane. ToBa ce mpernopbuBa ocobeno npu HBeAg mo3utuBHUTE MaWKw.
[TpoBexxnanero Ha jeyeHre ¢ NA mo BpeMe Ha OpeMeHHOCTTa yBeinuyaBa €()eKTUBHOCTTA OT
npuioxennero Ha HBIG u Bakcunupanero.

KbpmeHneTo e paspenieHo, kakTo npu HenekyBaHuTe HBsAg mo3utuBHM Taka M mpu Te3H ,
KOHUTO ca Ha JieueHue ¢ TDF.

HBYV unghexyusa npu nayuenmu Ha UMyHOCYRPECUGHA U XUMUOMEPANUS
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PucksT 32 peaktuBupane Ha HBV nHpeknusTa € BUCOK MPH BCHUYKU MAIUEHTH HA XMMHUO-
WM UMYHOCYIIPECUBHO JieueHue, konto ca HBsAg nosutusam mim HBsAg HeratuBan 1 anti
HBCAg nosutuBHu. BuCOK pHCK ChlIeCTByBa U NpU NAlMEHTUTE, MOJy4aBalld HOBHTE
OMOJIOTMYHN JIEKAPCTBEHHW MPOJYKTH, KAKTO M TE3W TMoyydaBamm camo Rituximab wumu B
KoMOMHaIMs ¢ KopTukocrepouau. [lopaayn ToBa, BCHUKHM MAlMEHTH HA KOWTO IPEACTOU
3alo4YBaHeTO Ha UMYHOCYIPECHUBHA Tepamnus, MojjexaT Ha ckpuHupane 3a HBV undexuus.
[Ipu ycraHOBsSIBaHE HA HACTOSINA M MPEKapaHa B MUHAIOTO MH(EKIHS C MO3UTHBHHU 3a anti
HBcAg, ¢ u 6e3 anti HBsAg ce 3amouBa mpodmiraktuka ¢ NA. AKO MalMEHTHTE ca
nonoxutenHu 3a HBsAg, Te mouiexar Ha U3ACHSIBaHE 3a YEPHOAPOOHOTO UM 3a00JisiBaHE U
B3E€MAHETO Ha pelIeHHE 3a MPOBEeXkJaHe HAa MPOPUIAKTUYHO WM MPOIBIDKUTEIIHO JeueHue
clle[l CIMpaHe HAa MMYHOCYIPECUBHOTO JeueHue. lIpodunaktukata TpsOBa ga MPOABIDKU
noHe 12-18 mecena cinen cnupaHe Ha UMYHOCYIIPECMBHOTO JICYEHHE U C€ CIMpa CaMO akKo
OCHOBHOTO 3a0oiyisBaHe € B pemucus. buoxumuunute mnokazarenu u HBV DNA ce
npociensBar Ha 3-6 Mecela 1o BpeMe Ha Ipo(UIakTHYHOTO JieUeHre U oHe 12 mecena ciep
cnupane Ha NA, nmoHexe peaktuBupanero Ha HBV nHpeknusaTa e Haii- yecTo cien cnupaHne
Ha NA.

HBYV ungexyusa npu nayuenmu na ouaiusa u ¢ 6v0peuna mpancnianmayus

Benuky manueHTH Ha quanu3a u cien ObOpedHa TpaHCIUIaHTAIMS MOAJIEKAT HA CKPUHUPAHE
3a HBV undekuusa. Herarupuure 3a HBV nanuentu tpsbBa na ce BakcUHUpAT TPUKPATHO,
BBITPEKH TI0- HUCKHS €(PEKT OT BAKCUHUPAHETO MpH TsaX. Bermukun HBSAg- mo3uTuBHE OT Te3n
2 rpynu  Tpsi6Ba na ce nexyBat ¢ ETV, TDF u TAF.

[Ipu maumenture Ha xemoouanusa no3ata Ha ETV u TDF ce penymupa cropen CTOWHOCTUTE
Ha eGFR, oco6eno mpu te3u ¢ eGFR,< 50ml/min. Jlozata na TAF He u3uckBa nmpomsiHa ako
eGFR,> 15ml/min. Ilpu HsAKkom nammeHTH Ha auanu3a Moxe aa ce minomsBa U PEG.
MounuTopupaHeTo pu MAIMeHTUTE Ha XeMoauain3a TpsOBa aa ctaBa ¢ u3mepBane Ha HBV
DNA nonexe nuanusara Hamamsia croiiHocTuTe Ha ALT 1 Ts He € anekBaTeH OMOXUMUYCH
Mapkep.

Tpancnaanmupanume manuentd, kouto ca HBsAg neratuBHu u anti HBcAg mo3utuBHH
TpsOBa J1a ce MOHUTOPUPAT MHOTO BHUMATEHO ciiel TpaHcIianTanus 3a HBsAg.

HBSAQ- no3uTuBHUTE ManueHTH TpsOBa Aa MojydyaBaT MPOPUIAKTUYHO WIM CTaHAAPTHO
geuenue ¢ NA. ETV u TAF ca npeanounTaHu 0Ipu JIeYEHHE HAa HAWBHU MAI[MEHTH.
Jleuenueto Ha MHpeEKIUATa TPsAOBA Ja € MPOABHKUTETHO KaTo BOAM /0 MOJ0OpsiBaHE Ha
4epHOAPOOHOTO yBpexkaaHe M moAoOpsiBa mpexussiemoctTa. [FN e KOHTpamHAMIIUpaH MpU
TAX MOPaJX PUCK 32 OTXBBPJISHE HA TPAHCIJIAHTAHTA.

Jleuenue na excmpaxenamannuu npomenu npu HBV ungexuyusn

Exctpaxenatannute npomenu npu HBV uHdekuus BkiIoYBaT BacKyIuT, MypHypa, HOJO3EH
MOJTMAPTEPUUT, apTpairud, nepudepHa HeBpomatus U riomepyinonedpur. HmyHHUTE
eKCTpaxenaTajJHU IMPOMEHHM ca KpUOTJIOOYJIMHEMHMs, MO3UTUBHU pEBMATOMACH (GakTop MU
BB3NAJIUTENIHN MapKkepu- C-peakTuBeH NpoTeuH, (axktopu Ha komiuieMeHta C3 u C4.
[TaneHTUTE, KOMTO ca C eKcTpaxenaTajaHu MpoMeHu U ca HBsAg- NO3UTHBHU C aKTUBHA
BHUpYCHA peIuIMKaIus, MoraT fa oTroBopAat Ha jeueHue ¢ NA . Jleuenuero ¢ PEG IFN moxe
Ja BJIOIIM TE3M INPOMEHH, MOpaaud KOeTO € KOoHTpaumHauuupano. [Ipu Hsaxou mnoaOpaHu
0co0eHM MalMEeHTH C eKCTpaxenaTajHu U3siBH KbM JIeYeHHEeTo ¢ NA MOXKe Ja ce MPUIIoKaT
ia3madepesa, KOPTUKOCTEPOUIN WIIM HAKOU UMYHOCYIIPECOPH.
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XPOHHUYEH XEITATHUT C

I. O0ma xapakrepucTuka

Iuec ce mpuema, ge okosio 180 mMiH. 10 cBerta ca MH(MEKTUpaHH ¢ BUpyca Ha xematutr C
(HCV). Jannute 3a boarapus couat a0 1,5% decrora na HCV undexus cpeq HaceIeHHETo.
Octpara undexkuus ¢ HCV xpounudunupa B 80%. HCV uma 8 renoruna ( GT). B boirapus
Haa 80% ot maumenture ca uHpexTupanu ¢ resorun 1 ( GT 1), xoiito umMa 2 OCHOBHHU
cyorenotuna- la u 1b, onpenensHeTo Ha KOMTO € BaKHO 3a n30opa Ha nedeHue. GTla y Hac
B EBpona e 10-15%. C GT3 ca undexkrupanu 8-10% ot nmanmenture y Hac. To3u reHOTHIT
nporpecupa 1no- 0bp30 U € Mmo- TpyJeH 3a jedenue. ['eHoTunosere 2, 4, 5 u 6 ce cpemar
MHOT'0 pSIIKO B HalllaTa CTpaHa.

Oxono 30% ot Oonnute c xpoHuyeH xenaTuT C pa3BUBaT 4YEpPHOAPOOHA LMpoO3a B
npoabkenne Ha 20-30r cnen wuHpexktupaHeto. I[IponeHTHT HapacTBa NHpU  aJTKOXOJIHA
ynotpeba, 3aTIIbCTSIBAHE, 3aXapeH auader, KpUOorioOylInHeMus CIEJCTBUE HAa MHQEKUIUATA.
HanpenBanero Ha 3a00JsiBaHETO BOAM /0 YEPHOAPOOHA IMPO3a M PHCK OT Pa3BUTHE HA
xenarorenynapeH kapuuaoM (XLK) .

I1.Cxkpununr- BritoyBa usciensane Ha HCV antutena (anti-HCV)

II1. Inarno3a

Jlnarno3ata Ha xponnunata HCV mHbekmus ce mocraBs cien nokasBane Ha anti-HCV u
nanmnuue Ha HCV RNA B kpbBTa upe3 4yBCTBUTENIEH MOJIEKYISAPHO-OMOIOTUYEH METO[I .
JIMarHoCTUYHOTO U3SCHSBaHE U3HUCKBA!

e JlaGoparopuu uscneasanusi: [IKK, xoarymanus, ACAT, AJIAT, AD, I'TTII, o6
O0enThbK, anOymuH, OUTUPYOUH, KpPEaTHUHHWH, CTaHIApPTCH WIM pa3lIupeH
dubpoTtect

e ['eHO- M cyOreHoTUNIHU3UpaAHE

e Exorpadcko u J[lommepoBo wuscnenaBaHe Ha uepHus Apod, dubpockan wunm
enactorpadus

e UYepHoapoOHa OHONICHA, KOATO UMa BalUAHOCT 4 ronuHu. YepHonpoOHa ouoncus
HE C€ U3BBpIIBA MPH  KIMHUYHHU, JTAOOPAaTOPHU U EHJIOCKOIICKH JaHHHU 3a
4epHOApoOHa IIMPO3a

e VYToyHsBaHe Ha u3BbHYEpHOApPOOHUTE m3sBM Ha HCV  uHbexnusTa,
IpUIpYyXaBalld 3a00sBaHUsA M ChCTOSHUSA, UMl OTHOLICHHE KbM JICYCHHETO-
JeKOMIIeHcHpaHa 4epHoapoOHa mupo3a, XBbH, ko-undexuus ¢ HBV u HIV,
MAIMEHTH Ha CyOCTUTYHUpAIlla Tepanus 1 aKTUBHU HAPKO3aBHUCHMHU.

IV. Jleuenne

Ilenra na newenuero e nga ce epaaukupa HCV wunbekumsra, 3a aa ce mnpenoTBpaTH
Pa3BUTHETO HA YEPHOAPOOHA LIMPO3a, IeKoMITeHcaus Ha nupo3ara u XK.

JleueHnueTo ce mprema 3a yCIHeEIIHO IPU JIOCTUraHe Ha TpaeH BuUpycojorudeH otrosop (TBO -
SVR) - nemonosuma HCV RNA (< 15 TU/ml) B xpas Ha 12-ta (SVR12) u 24-ta (SVR24)
cenMula ciea Kpass Ha jedeHuero. [lanmenture 6e3 uuposa ce mpocnenssar 10 1 roguHa
clle]] 3aBbpIIBaHE Ha JIEYEHHE, a TE3U C LMPO3a Ce MpOocIeAsBaT Ha 6 Mecela Mopaau puckK 3a
pa3Burue Ha XIIK.

1.Anaukanuu 3a JiedeHue

Benukn  manumentn ¢ xponmuHa HCV  undekuus mnojyexar Ha  JIedeHHE C
IUpeKTHoelcTBamy aHTuBupycHu cpenctaa (IJAC).

Jleuenueto ¢ JJJIAC He ce mpenopbuBa IpHU MAMEHTH B MHOTO TEXKO U TEPMUHAIHO OO0IIO
CBCTOSIHUE U NIPH AKTUBHU HAPKO3aBUCHMHU.

2. JJJAC- nekapcTBeHU NPOAYKTH

- @ukcupana no3zoBa kombuHarms ot Sofosbuvir (400 mg) u Ledipasvir (90 mg) B enna
ta0JeTka, npuiarana Beaubx qHesHo (SOF + LDV)

- @ukcupana no3oBa komOunaius ot Ombitasvir (75 mg), Paritaprevir (12,5 mg) u
ritonavir (50 mg) B enHa TabneTka (JBe TaOJIETKH BEHBXK JTHEBHO ¢ XpaHa), 1 Dasabuvir
(250 mg) (eana Tabnetka aBa mbTH aHEBHO), (PTV/r + OMV + DSV)
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- Ouxcupana gozoBa komOuHanusa ot Grazoprevir 100mg u Elbasvir 50mg B exna
TabseTKa, mpriarada Beaabx n1HeBHO (GZR + EBR)

- ®uxkcupana no3oBa komOuHanus ot Sofosbuvir 400mg u Velpatasvir 100 mg B exna
TabseTKa, mpwiaraia Beagabx 1HeBHO (SOF + VEL)

@ukcupana nozoBa komOuHauusi ot Glecaprevir 100mg u Pibrentasvir 40mg , npuiarana

BenHbXK AHeBHO (GLE + PIB)

- Gukcupana pgo3oBa komOuHamusi ot Sofosbuvir 400mg, Velpatasvir 100 mg wu
Voxilaprevir 100 mg, npunarana Beaasx qaeBHo (SOF + VEL+ VOX)

- Ribavirin exxenneBHo, no3upad Ha kuiorpam teryio (1000 uiau 1200 mg npu mauueHTH
cpoTBeTHO < 75 Kg mmm >75 Kg), (RBV) . RBV ce npubaBst KbM TEPaNCBTHUHHUS PEIKUM
MIPU WHAWKALWH.

KomOunammssita SOF+VEL e mppBara perucrpupaHa IMaHTCHOTHITHA JIGKApCTBEHA

KoMOuHaims y Hac. Ts € 0coO0eHO MOoAXOoIAIIa 32 JeUeHHEe Ha MAllMeHTHTE ¢ TeHOTHI 2 u 3 ,

KaKTO M Ha HeoTroBopwimte Ha npeauiHo JiedeHue ¢ PEG -IFN + RBV wm PEG -IFN +

RBYV + NS 3/4A PI (mporennaszen unxudburop- Boceprevir unu Telaprevir ).

[Ipencrou u perucTpauusara Ha IPYruTe JBa MAHTEHOTHUIIHU TepareBTUYHU pexunma- GLE+

PIB u SOF +VEL+VOX. [Taurenotunuusr pexxum GLE/ PIB e MHOTO moaxo/s1 3a JeueHne

Ha 4epHOPOOHOTO yBpexkaaHe 6e3 mupo3sa 3a 8§ ceamui. PexxumbT SOF +VEL+VOX e nHaii-

MOILHUSL TEepaleBTUYEH PEKUM 32 JeueHue Ha HeoTroBopuin Ha JIJIAC.

3. TepaneBTUYHU cXeMH

HCV I'enotun 1:
[MaruenTure, undexkrupanu ¢ HCV GT1 tps6Ba na ObaaT JeKyBaHU KaKTO ClEABa:

Ta6n. 1 Jleuenue na HanBHU nmanuenTtu ¢ GT1

LDV/SOF SOF/VEL | OBV/PTV/r + | EBR/GZR
DSV

bes 12 ceam. npu HCV/RNA
GT 1a | umposa 8—12ceam. | 12 cegm. | + RBV 12 cegm. | <800000 IU/ml. nnu

Unposa + RBV 16 cegm. npun HCV
GT 1a 12 ceam. 12 cegm. | + RBV 24 cegm. | RNA >800000 IU/ml
GT 1b | bes 8—-12cegm. | 12 cegm. | 8 —12 ceam. 12 ceam.

uMpo3sa
GT 1b | Unposa 12 ceam. 12 ceam. | 12 ceam. 12 ceam.

* [TannenTture ¢ Bupemus Haja 6 M [U/ml ce nexysar 12 ceqmunu

Jleuenue Ha nanuentute ¢ GT1 , HeoTroBopunu Ha nedenue ¢ PEG -IFN + RBV:
HezaBucumo oT cTanus Ha 4epHOAPOOHOTO yBpeXkaaHe, HeoTroBopuiute Ha jeyeHue ¢ PEG
-IFN + RBV wmu PEG -IFN + RBV + NS 3/4A PI tpsa6Ba na ce nexyBat 12 cenmuiu ¢ SOF+
VEL unmu LDV+ SOF unu GLE+ PIB. Te morat na 6b1at nekyBanu u 3a 8 cenmuuu ¢ GLE+
PIB, ako He ca otroBopmnun Ha PEG -IFN + RBV wu ca 6e3 udepHompoOHa Iupo3a.
Heotrosopunure Ha PEG -IFN + RBV morar ga 6baar nekyBanu u ¢ EBR+ GZR 3a 12
ceamunuy ipu GT1B, a pu GT1a neyenunero e 16 cenmuun.

Jleuenne na mammentute ¢ GT1 , Heorropopunu Ha neyenue ¢ JJIAC: Tlamuenture ¢ u 6e3
4yepHOJpoOHa 1Kpo3a, HeoTroBopuian Ha jeueHue ¢ JIJJAC ce nexyBar ¢ MaHr€HOTUITHHUTE
pexumu SOF+ VEL, GLE+ PIB wm SOF+VEL+VOX 3a 12 cenmunn.

HCV I'enotun 2:
[MaruenTure, unpexkrupann ¢ HCV GT2 , xouto ca MHOTO PSAKO Y HAC, HE3aBUCHUMO OT
TEKECTTa Ha YepHOJIPOOHOTO YBPEKJaHE W OT TOBA JAJIM Ca HAWBHM WJIM HEOTTOBOPUIIM Ha
MpEeIuITHO JiedeHue, TpsOBa na Obaar sekyBanu ¢ komOuHanusata SOF+ VEL B
npoabkeHue Ha 12 ceamunu. [lanmenture ¢ GT2 6e3 mupos3a moraT ga ce JeKyBar 3a 8
ceamum ¢ GLE+ PIB, a Te3u ¢ umMpo3a M HEOTrOBOPWJIM Ha MPEIXOXKIAIIO JICYEHUE Ce
JekyBat 12 cenmuuu.
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HCV I'enotun 3:

[MaruenTure, uadexkrupann ¢ HCV GT 3 TpsbBa ga ObaaT IeKyBaHU KaKTO CJIE]BA
OcHoBHara JiekapcTBeHa KOMOHWHaIMs 3a jedeHue Ha mnamuentute ¢ GT3 e SOF+ VEL.
HauBHute mnamuentutre Oe3 dYepHOApoOHa IMpo3a ce JnekyBaT 12 cemmuiu. HauBHuTe
MalUeHTH ¢ 4YepHoApoOHa nupo3a ce jgekyBar 12 cenmunu cbe SOF+VEL+ RBV unu 24
cenvunu ¢cb¢ SOF+VEL 6e3 RBV. Ta3u tepaneBrnuHa KOMOMHAIIMS B MOMEHTA TPsIOBa J1a ce
rpusiara npyu HEOTTOBOPUIIUTE HA MpeauuiHo jedeHue narueHTu ¢ GT3 6e3 u ¢ muposa 3a 12
ceamuny. [Ipu HEOTroBOpMIMTE Ha JEUEHHUE MALUEHTH C IUpo3a Mpu 12 ceAMUYHO JIeUeHUE
ce npubass u RBV.

B Obneme neyennero Ha GT3 npu HauBHM nanmeHTd Oe3 Hupo3a Moxe 1a Obae
OCBIIECTBIBAHO U 3a § ceaMulM ¢ TepaneBTuuHus pexkum GLE+ PIB, a mpu te3u ¢ uuposa
3a 12 cemmunm. C TO3M PEeXUM Ie MOTaT Ja ObAAT JIEKyBaHH U HEOTTOBOPWIIUTE MAIlUCHTH
0e3 1 ¢ 1upo3a, HO 3a 16 ceaMuIIn.

Tepaneprnunara komOunanuss SOF+VEL+VOX 3a 12 ceqmunu me Oble H3KIIOUUTEITHO
edexTruBHA npu JiekyBaHuTe nanueHTH GT 3 6e3 u ¢ 1upo3a U MpU HaUBHUTE MALUEHTH C
nupo3a. ToBa € rpymara Ha Hal-TPyOHHUTE 3a Ji€Y€HUE NalueHTH ¢ XpoHnyHa HCV
nH}EKIHs.

HCV I'enotun 4:

[NanmenTure, nnpexkrupanu ¢ HCV GT4 TtpsabdBa na Obaat JeKyBaHU KaKToO CJIE/Ba :
HauBuure mnamumentu ¢ GT4 06e3 u ¢ uuposa TpsAdOBa ga ObAar JekyBaHU 3a 12 ceamMuiu c
tepaneBtuunute pexumu LDV+ SOF, EBR+GZR, SOF+VEL unu GLE+ PIB . HauBnute
nanueHTH 06e3 upo3a Morart Ja ObJaT JIEKyBaHHU M C OYaKBaHaTa TepaneBTUYHA KOMOWHAIUS
GLE+ PIB 3a 8 cenmurniu.

Heotrosopunure na PEG-IFN + RBV 6e3 nuposa tpsbsa na ce nekyBar 12 cenMuuu c
LDV+ SOF, EBR+ GZR wm SOF+ VEL. Ta3u rpyna moxe aa Obae jJeKyBaHa U 3a 8
ceamuiy ¢ GLE+ PIB. Ilanuentute ¢ nupo3a, HeorroBopuiu Ha PEG -IFN + RBV TpsioBa na
ce nekyBar 12 ceamuuu ¢ SOF+ VEL, EBR+ GZR wnu  GLE+ PIB. IlpoabmkurenHocTTa Ha
neuenuero ¢ EBR+ GZR ce yBennuaBa Ha 16 ceqmuiu kato ce npudass RBV mpu Bupemus
Haza 800 000 TU/ml.

Heotrosopunure Ha neyenne ¢ JJIAC nmauuentu ¢ GT4 ¢ u Ge3 nuposa TpsOBa 1a ce JTeKyBaT
3a 12 ceamuuu ¢ ouakBaHus TepaneBTruueH pexxum SOF+ VEL+ VOX.

HCV I'enotun 5u 6 :
[Tamenture ¢ GTS u GT6 ce nekyBar ¢ TepaneBTUYHUTE cxeMmu, u3nonssanu npu GT 4.
Tepanesruunara komO6unanus EBR+ GZR nHe ce npuiiara npu Tx.

Jleuenue Ha manuentu ¢ xpounyHa HCV undexnusi B craamii Ha JAeKOMIIEHCHPaHAa
4YepHOAPOOHA HUPO3a

Hexomnencupanara uuposa GT1, 4, 5 u 6 ce nexyBa ¢ TepaneBTUYHUTE KOMOMHAIIUN

LDV+ SOF + RBV unmu SOF+ VEL + RBV 3a 12 cenmunu . JlekoMmneHcupana yepHoapoOHa
uuposa GT2 u 3 ce nekysa ¢ pexuma SOF+VEL+ RBV 3a 12 cegmunu. Hauannara nosa Ha
RBV wmoxe na e 600Mr nHeBHO M Ja ce peryiaupa cropen ToJepaHTHocTTa. [lpu
MIPOTUBONOKa3aHus 3a npuioxkenne Ha RBV, nedennero ce nposexna ¢ LDV+ SOF unu
SOF+ VEL 3a 24 cenqMuiu.

[Ipu neorroBopunute Ha JJIAC- cbabpxkamm SOF wnu  NSS5A-unxuOutop TepaneBTHUHU
PSKUMH  TAllMEHTH C JIEKOMIIEHCHpaHa yepHoapoOHa nuposza GT 1, 4, 5 u 6 neyeHuero
TpsioBa na e ¢ LDV+ SOF + RBV i SOF+ VEL+ RBV 3a 24 ceamunu. [lamuenture ¢
JekoMIeHcupana yepHoapoOHa nupoza GT 2 u 3, HeotroBopuiu Ha JIJIAC- cpabpxamu
SOF mnmn  NS5A-uHXuOUTOp TepamneBTHUHU PEeXUMH TpsOBa na ce jekysar camo ¢ SOF+
VEL+ RBV 3a 24 ceqmunu.

Oco0enu rpynu nanueHTu
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HIV- [Mamuentute ¢ HIV xonndexnus ce nekyBaT KakTo Te3u ¢ MOoHOMH(ekus. [Ipu Tsx e
BaXXHO CBHOJIOJaBaHE HA BB3MOXHHUTE KIMHUYHO 3HAYMMH JIEKAPCTBEHH B3aUMOJCHCTBUSI.
Hokazano e ue SOF+ LDV yBennuaBa ekcrniosunmsita kbM TeHO(OBUP, 0COOEHO KOTaTo ce
M3M0JI3Ba ChC cxeMa 3a JiedeHue Ha HIV, ceabpkama TenodoBup nuzonpokcus pymapar u
(hapMaKOKUHETHYEH WHIYKTOp (PUTOHABHp MU KOOWIHCTAT). B Te3um ciiydau ce W3UCKBa
YECTO MOHUTOPHPAHE Ha ObOpeuHaTa QyHKITHS.

HBV- Ilammentute ¢ HBV xoumHdekuus ce neKyBaT KakTO Te3W C MOHOMHQEKIHS.
[Mamenture ¢ HCV undekuus tpsoBa na ce uscnensar 3a HBsAg u anti-HBc totalAg . ITpu
nonoxurenen anti-HBc totalAg ce nszcnensat anti-HBsAg tutsp 1 HBV DNA. [Ipu HBV
uH(pEeKIMs € 3aTbJDKUTENIHO 3all0YBaHE HAa HYKJICO3WAHA Tepamusl Ipeld BKIIOYBAaHE Ha
neuenunero ¢ JJIAC. Jleuennero Ha aktuBHata HBV wmH(exkuus nmpoabirkaBa MoHE roguHa
cien criupane Ha jiedenuero Ha HCV unbeknusTa.

XBH- Ilammentute ¢ Texxko yBpeneHa 0b0Opeuna ¢yakmus ( eGFR < 30 ml/min) wimm Ha
xemoauanusa TpsoBa na Obvaat sekyBanu ¢ EBR+ GZR 3a 12 cenmunm npu GTI1b . Ilpu
GTla neuennero ¢ EBR+ GZR e 3a 16 ceqmunu npu Bupemus zHan 800 000 [U/ml, xaro ce
npubaBs RBV 200 mg npu He nan 100 G/1. ITariuenture ¢ XBH morat ga Ob1aT JieKyBaHU C
PTV/t + OMV + DSV 3a 12 cenmunu npu GT1b . [Ipu GT1a neuenuero ¢ PTV/r + OMV +
DSV e 3a 12 cegqmunu karo ce npubdass RBV 200 mg.

Jlewennero Ha HCV wunHbexknumsara mnpeaum ObOpedyHa TpaHCIIAHTAIUSA —MOH00OpsBa
MIOCTONEPATUBHUTE PE3YITATH.

HCC- [Tauuentute ¢ HCV- cBbp3an XK tpsioBa na ce nexysar ¢ JIJIAC, ako ce jekyBar ¢
nanuatuBHu Metoau. Cren yepHOApoOHA pe3eKIus U TPAHCIUIAHTAIUS MOAJNEKAT ChUI0 Ha
JICYEHUE.

Iocrrpancniiantaunonen peuuauB Ha HCV undexnusata- AHTUBUPYCHOTO JI€UEHUE C
JOJAC e nmoOpe ma Obae TPOBEACHO NpPEIu UYSPHOIAPOOHATA TPAHCIUIAHTALMUS JOKATO
MAlMEHTUTE ca B JINCTa Ha YakamuTe. To3u Moaxo AOBeae 0 HaMalleHWe Ha YakalquTe 3a
TpaHcutanTanms. Tpancrmnantupanute namuentdn ¢ HCV umHbekums nomydaBar peuuaus
KbCO BpeMe Clie]l TPaHCIUTAHTallMATa KaTo HH(EKIUATa MPOTUYA MPOTPEAUEHTHO.
Tepanestuuamsar pexxum ¢ SOF+ RBV 3a 24 ceamumm moctura Jo0pu pe3yiTaTd 3a
epagukupane Ha HCV undekuus, HO 4ecTo ce MmoyydaBar peiancu. TepaneBTHUHUAT PEeKUM
PTVHr + OMV + DSV+ RBV 3a 24 cenmumu mnoctura A00pu pe3yiTaTd Tpu
TpaHcmiantupanu 6e3 nuposa npu GT1. Tepanetuunust pexxum SOF+ LDV+ RBV 3a 12
Wiy 24 ceqMuUIM JaBa 100pU TEpareBTUYHU PE3YITAaTH MPHU TPAHCIUIAHTUpaHU 0e3 HUpo3a U
c mupo3a Child-Pugh A, B u C . TpaiiHuaT BUpYCOJIOTHUYEH OTIOBOP € MO- HUCHK MPH LIUPO3a
Child C na 12-ta ( 60%) u 24-ta ( 75%) cenmuiia.

[Tpu TpancmnanTupanute, 1o3ata Ha Tacrolimus TpsOBa na ce kopurupa 10 0,5 mg BenHBK
ceamuuHo uiu 0,2 mg Ha Bceku 3 1HH, a no3ara Ha Cyclosporin A TpsiOBa 1a ce Kopurupa 10
€/IHa TeTa OT IHEeBHATA 034, MOJlyuyaBaHa PeIu JICYCHHETO.

Jleuenue Ha HCV undexuus npu napkoszaBucumu - Jleuennero na HCV undexmnusata npu
NAlMeHTH Ha  CYOCTUTYHMpAIO JIeUeHHE C€ MPOBEXAA MO OOLIONPHUETUTE TeparneBTUYHU
cxemu. Tps6Ba oOaue Ha WHAMBUIyaJlHAa OCHOBA Ja C€ OOMHUCIM B paMKHUTE Ha
MYITUANCIMILTHHAPEH ekull. He ce u3mnckBar cnenrduyuHa KOpeKIus Ha 103aTa Ha METaJI0H
u OynpeHOppUH IpU cyOCTUTYHPAIIOTO JICUEHHE, HO CIIe/iBa Jla C€ U3BbpIIBa HAOIIOCHHE 3a
MpHU3HAIM HAa OMHUOWJHA TOKCHYHOCT WM aOCTHHEHIHS. YTHOTpeOsBaluTe HApKOTUIU U
QJIKOXOJI MU IPYTU MAlMEeHTH C TEKYIM COLMAIHU MPOOJeMHU /UM aHaMHe3a 3a NMCUXUYHO
3a00JsIBaHe, KaKTO M TE3U C yNoTpeda Ha HAPKOTHIIM 1O BpeMe Ha JICYECHHETO ca U3JI0KEHU
Ha PUCK OT MO-JIOLIO MPUAbpKAHE KbM JEUEHUETO M HamalleHa BEPOSTHOCT 3a MOCTUTaHE Ha
TBO.

4. MonnTopupaHe Ha e(peKTHBHOCTTA HA TepPaNMUATA

[Tpu manmentn HCV RNA TpsibBa na ce m3MepBa B HAYaJOTO Ha JIEYEHHETO, cien 4-Ta
ceaAMUIA, B Kpas Ha jedeHuero (cuen 8-ma, 12-ta unu 24-ta ceamuna) v Ha 3-tH, 6-tu u 12-
TH Mecel] CJeJl JI€UYEHUETO.

5. IlpocaeasiBane 3a ctpaHMYHU eeKTH M JIeKAPCTBEHU B3auMOeHCTBUS
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Sofosbuvir — 6a3upanuTe TepaneBTHYHH PEKUMHU TPSOBA Ja Ce M3ION3BAT C BHUMAaHHE NIPU
nanueHTn ¢ €GFR < 30ml/min/1.73m2) u Te3u Ha Xemoauamusa.

Jleuenne ¢ NS3/4A nporeaznu usxuburopu ( Paritaprevir unu Grazoprevir) He TpsiOBa na ce
npuiara mpH MaueHT ¢ aekoMrencupana nupo3sa (Child-Pugh Bu C).

[Ipenu craptupane Ha tepanus ¢ JJJJAC TpsOBa BHUMATEIHO Aa c€ MPOydYaT ChIIBTCTBALIUTE
3a00J5IBaHUsT M JIEYEHHETO UM, 3a Jla CE€ B3eMaT IMpEeABMJ E€BEHTYaJHUTE JICKapCTBEHU
B3aumozercteus ( hep-druginteractions.org)

XKenu ¢ nerepopeH NOTEHIMANT W/UIM TEXHUTE MApTHbOPU TpsAOBa J1a U3MOJI3BAT e€PEeKTUBHA
(dopMa Ha KOHTpAIEMIUs 0 BpeMe Ha JIEYCHHETO, ChAabpkamo Ribavirin, u 3a cpok ot 6
Mecela Clie/l 3aBbpIlBaHe HA JIEYEHUETO.

Haii-uectute Hexemanu peakuu npu jedenue ¢ [IJJAC ca ymopa, rmaBobonme, ChpOeK,
0e3chHUE, TaJcHE.

Bw3moxkuun  maGopatopuu  mpomenun npu  jgedenne ¢ JJJAC ca  mpexoaHa
xunepOmnupyouHemuss  (Io-  4YecTO  MHAMPEKTHA), TPAH3UTOPHO  IOBHUILEHHE  Ha
TpaHCaMUHAa3UTE, a NIpU BKIIOYeH RBV-— anemus.

XponuyeH xenatur D

l. O6ma xapakTepucTuKa

Bupycst Ha xenatut Jlenra (HDV) e nedexren (nenpiaHoueHen) yoBemku PHK Bupyc. HDV
HE € B ChCTOSIHUE Ja IPEJU3BUKBAa caMocTosTelnHa MH(ekuus 6e3 npucbecrBuero Ha HBV.
HDV e mmpoko pasmpocTpaHeH, kato B EBpoma ca 3acerHatu  NIpeauMHO
CpenuzemHoMoOpckuTe cTpaHu. B cBeta ca undextupanu 15 muH. nymu. Mexnay 5-11% ot
uHpextupanure ¢ HBV, Bxi. u 1.Hap. Hocutenu Ha HBsAg ca umndexktupanu ¢ HDV.
3apa3sBaHETO cTaBa I10- YECTO KaTo CYNEpUH(EKIMs, OTKOJIKOTO Karo ko- uHpekuus. Ilo
nanan Ha H3OK 3a rogumnus Opoit 601HEM 10 3a0osisiBanus, BKitouyeHH B Hapemba 38 3a
2014 r, ca nexysanu 117 330JI ¢ xponnuen xenatur /1..

I1. /Inarso3a

Kputepun 3a mocraBsiHe Ha IuarHos3ara ca HocuresncTtBo Ha HBsAg, nanuuue na anti- HDV
antutena W Hanmume Ha HDV RNA, koeto noka3Ba aktuBHa wWHGpekunus. [luarnosara
XpoHuueH xenaTuT D ce mocTass npu ycraHoBsBaHe Ha nosoxkurenHa HDV RNA 3a noseue
oT 6 Meceria.

JludepenunanHara 1uarHos3a ce npaBu ¢ UH(EKINHU C APYTrd XenaroTponHu Bupycu- HAV,
HCV, npyrn.

III1. Jleyenne

[IbpBa nuHuga nexkapctBeHa Tepanus € Peg-IFN alfa 2a 180 pg s.c. BenHBX CeIMUYHO B
npoabkeHne Ha 48 ceamunu wim [FN alfa 6 Mio. IU s.c. Tpu mbTH CEAMUYHO B
MPOBbJDKEHUE Ha 48 ceIMULIH.

JIO'bITHUTETHOTO JIeYeHHE Ha 3a00JI1BaHETO € CUMIITOMAaTUYHO U ce 0a3upa Ha TeXecTTa Ha
noJyIeKaniaTa 4epHoipooHa 60ecT.

JIOI'BIHUTETHOTO JIEYEHWE Ha HEXKEJAaHWTE JIEKAPCTBEHM pEakUUU OT TepanusaTra, IpU
HEOOXOMMOCT BKJIFOUBA CIEAHUTE JieKapcTBeHU TponykTu: [Ipu nHeytpomnenus mon 0,750-
0,500 g/l moxe na ce mpuiara Filgrastim 500 000 U/ kg s.c., npu aHemMus ¢ XeMOTJI00HMH MO
100 g/l moxe na ce mpuiara Erythropoietin s.c.

IIpu HeycmemHo nedyeHue Ha xenmatuT D c Peg- interferon alfa 2a wmm IFN alfa u
nepcuctupamia HBV- peruukanus, moxke na ObJe NMPUIOKEHO AaHTUBUPYCHO JICUEHHE 32
XenaTuT B ¢ HyK1eo3uHU/HYKI€OTHTHU aHAJI03H.

Kputepuii 3a onienka Ha e(heKTUBHOCTTA Ha MpuUjlaraHaTa Tepanus € OleHKaTa Ha BUpycHaTa
peIuIMKalMs 4pe3 OmpenessHe Ha cepyMHara KoHueHTpauus Ha HDV RNA nocpencrsom
konuyecTBeH real-time PCR na 1-Bu, 3-Ti u 12- T Mecen ot neuenueto. [Ipocneassanero ce
n3BbpHIBa Ha 3-TW U 6- T Mecel] OT CIUpaHeTo Ha jedeHuero. Cren mecTus Mecel OT
CIUPAHETO Ha JICYEHHETO Mpe3 6 Mecela /10 3 TOAMHU Ce KOHTPOJIUpPAT aMUHOTpaHchepasuTe
u HDV RNA.
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TOKCHUYEH XEITATHUT
MEJIUKAMEHTO3EH XEITATHUT

I. O0ma xapakrepucTuka

JlexkapcTBO-MHAYLUPAHOTO YEPHOJAPOOHO YBpEKIaHe MOXKe Ja ObJe OYaKBaHO U B
3aBHCUMOCT OT JI03aTa MM HE3aBUCHUMO OT Jo03ara (HempeackazyeMo MpH peakuus Ha
CBPBXYYBCTBUTEIHOCT). [IpoTH4a KaTo ocTpo, MpOoTpaxupaHo WM XPOHUYHO 3a00JIBaHE C
KapTHHATa Ha X0JecTa3a, HeKpo3a, CTeaTo3a, XemaTuT (BKJI.OT XOJIECTATUYCH MM CTE€aTO3CH
THIT); YEePHOJAPOOHA HEIOCTATHUYHOCT; CHIAOBH TpoMOO3u W mpoiudeparus;, Gudpoza wuiu
oupo3a Ha 4YepHUs Jpo0; uepHOIpoOHM TymMopH. HaBpeme mnocraBeHata auarHosa,
MPEKpaTSIBAHETO Ha MpHeMa Ha YBPEXKAAIIUAT JIEKAPCTBEH MPOAYKT U JICUEHUETO Ha
MPEIU3BUKAHOTO YEPHOAPOOHO YBpEXKIaHE € OT CHIISCTBEHO 3HAUCHHE 3a CBOJIOIUATA U
MIPOrHO3ara.

lonstm Opoii JeKapCTBEHW MPOIAYKTH — €CTECTBEHW WM CHHTCTHYHU MPOAYKTH H
TEXHHUTE METa0OJIUTH, MOTaT Jia I0BEAAT JI0 YepHOAPOOHO yBpexaane. Hamocneabk HapacTBa
9YecToTaTa Ha PErHCTPUPAHU XEMAaTOKCHYHHU PEAKIMH BHB BPH3Ka C MPUEM HA OWUIKUA WU
XpaHUTENHU J00aBKH, CaMOCTOSITENIHO WJIM B KOMOWHAIUSl C JIEKApCTBEHU MPOIYKTH.
MenukaMeHTO3HHTE XenaTHuTH cheTaBsiBaT 10% OT BCHYKM HM3CIEABAHHM 3a YEPHOAPOOHO
3a0onsABaHe IMIa; OKOJO 2% OT BCUYKM XOCHHUTANU3AlMU 32 KBITEHHIA, OKOJIO Y OT
CIly4auTe C T&KbK XPOHHYEH XEHATUT U ¥4 OT OOJMHHTE C ocTpa (yIMHHAHTHA YepHOApOOHA
HeZocTaThuHOCT. Peannara um yectora o6adye € MHOTO MO-TOJsIMA.

I1. /Inarso3a

Jluncear cneuM@UUHM JUArHOCTHUYHU Kputepuu. Hail-uecto ce ycTaHOBSIBAT CUMITOM Ha
X0JIecTa3a W LHTOIM3a, ¢ Wik 0e3 Oene3n Ha YepHOJApOOHAa HEIOCTATHYHOCT, aJIEPTHUs WU
ABTOUMYHHU TposiBU. Kputepuure 3a T1OCTaBsiHE Ha JMArHo3aTa Ha JIEKAPCTBEHO
HMHIYIUPAHOTO YepHOAPOOHO 3a00JsIBaHe ca Mpe/cTaBeHu Ha Tabmnuma.l.

Tabnuna 1. Kpurepun 3a 1uarsosa Ha JIeKapCTBEHO MHIYLIMPAHO YEPHOAPOOHO 3a00sIBaHE

1.AnamHue3a Bceuuku jiekapcTBEHH TPOJIYKTH 3a TOCHEIHUTE 3
Mecela U TOHACTOSILEM, 1033, IPOBIKUTETHOCT
- Tpenrnojaraema Bpb3ka mpu 5-90 nHu

- BeposiTHa Bpb3Ka npu <5 aHu wiu >90 nHu

2.IlpexpaTsiBaHe npuema Ha | bpp3o HamansBane (7-8 1HH) Ha cepyMHara
npernoaaraeMus JIEKapCTBEH | aKTUBHOCT Ha aMuHoTpaHcepazure ¢ 50%
TPOIYKT/! - C BHCOKa BEPOSATHOCT 3a

MPUYMHHOCIIEICTBEHA BpBh3Ka
Hamansiane 3a 30 quu npu xemarouenapHo u 180
JTHH 32 X0JIECTaTHYHO 3a00JIIBaHE

— Ilo-masko BeposiTHa Bpb3Ka

3.M3kmouBaHe Ha apyra NpUYUHA 3a
4epHOIpoOHO 3a00siBaHe
— UYepHoapobna Ouorncus (ako
€ HeoOxo1MMa)

BupycHn xenatutu; HeankoxoneH WM ankoxoJieH
CTEaTO3€H XENaTUT, aBTOMMYHHO 3a00JIsIBaHE, BKIL.
XO0JIECTATUYHHO; OWIMapHa OOCTPYKIMS, APYTH

4.Bb3cTaHOBsIBaHE Ha Ipuema (camo
ako HE € pas3lo3HaTa Bpb3KaTa C
4epHOApOOHOTO 3a00IIs1BaHE)

IloBumasane Ha  cepyMmHara
ACAT/AJIAT w/nnmu ITT/AD
— IloHe nBOMHO HapacTBaHE Ha AKTHMBHOCTTA
Ha EH3UMUTE

AKTUBHOCT Ha

PeaKHI/ISITa CC mpueMa 3a JICKAPCTBCHO-UHAYIMPAHA XCIATOTOKCHMYHOCT aKO Ca HaJlule
IIBPBUTC TPU KPUTCPUHU WUIIHN AKO Ca HAJIMIEC ABA OT IIbPBUTC TPHU U YCTBBHPTHUS.
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II1. JIeyenue
1. OcHoBHO — npekpaTsBaHe MpreMa Ha NMpeAU3BUKAIIUS YBPEXKIaHETO JIEKAPCTBEH MPOAYKT
2. Jleyenue Ha BH3HUKAIUTE MPOMEHU B YEPHUS APOO
3. AHTHIOT, aKO € HaJu4eH
— N-Acetylcystein (ACC) — anTuI0T Ha acetaminophen cBbp3aHa TOKCUYHOCT

— L carnitine — npu XenaTOKCMYHOCT OT BAJIPOEBa KKCEINHA

4. HecneuududyHo JeYcHUE:

— Ademetionin: mapenrepanHo B go03a 5-12 mg/kg (1-2 x 500 mg i v/i m) uiam mepopaiHo -
10-25 mg/kg (2-3 x 500 mg); Silymarin — 420-1200 mg/nueBHo; alpha-tocopheroli acetas
—400-500 mg/nHeBHO

— Koprukocrepouau — npu peakiuu OT XWUIIEPCEH3UTUBEH THII, KBJITCHHIA, OCTpa WU
MOJIOCTPa YEPHOIPOOHA HETOCTATHYHOCT (KOarysomnaTtus, eHiedanonarus).

. IlpodpuiaakTuka
Mounwutopupane Ha amuHotpaHchepazute, ITT u AD mo Bpeme Ha JIeUCHHE C Pa3IHYHU
JIEKApCTBEHU MPOIYKTH.

I1. EBosronus

JlekapCcTBEHO-HHIYIIMPAHOTO YEPHOAPOOHO YBPEKIaHE € 00paTUMO B paMKHUTE Ha 6 Mecera.
dakropu, mpeacKa3Baiy XpOHUPHUIIMPAHETO My ca: Hanuuue Ha (GuOpo3a, yCTaHOBEHA Ha
II'bpBOHAYANIHATA OWOIICHS; Teparus, NPOAbDKHIA Haja 6 Mecema cliel] YCTaHOBSIBAaHE Ha
TOKCHYHATa YepHOAPOOHA peaKIIus

AJIKOXOJIHA YEPHOAPOBHA BOJIECT

I. O6ma xapakrepucTuka

AJKOXOJIHaTa 4epHOIPOOHA 0O0JIECT € COOPHO TMOHSATHE, BKIFOUBAIIO LEIHS CIEKThpa
Ha MOpP(OJIOTMYHM M KIMHUYHU (OpMH HA yBpeKIaHEe Ha YepHHUS Ipo0, MPUYMHEHH OT
AJIKOXOJI - YEPHOJPOOHA CTeaTo3a, aJKOXOJICH XEMAaTUT WM aJKOXOJCH CTEaTo3eH XCIaTHT,
ankoxoiHa ¢ubpo3a u uepHonmpoOHa nupo3a. Ocobena Qopma € CHUHAPOMBT Ha Zieve
(Temmeparypa, KopemMHa OOJika, XOJecTa3a, XeMOIu3a, XuIepiauneMus). Moxe na Obae
CaMOCTOSITEeITHA U35IBA WJIM YacCT OT CIIEKThpa Ha aIKOXOJI-CBhP3aHOTO CHCTEMHO 3a00JIsIBaHE

AnxoxonHara 4yepHOApPOoOHa OoJiecT € €AMH OT BaKHUTE COLMAIIHU M 3]IpaBHU MpoOJieMU B
MOYTH BCUYKHU cTpaHu 1o cBeTa. [lo nanuu Ha C30 mpHUMHEHHTE OT AIKOXOJ 3a00JsSBaHUS
ca Ha TpeTo MsCTO IO YecToTa B cBeTa. [IporHosupa ce yBenuuaBaHe Ha 3a00J€Ba€MOCTTa,
Mopajy HapacTBalllaTa yrnorpeda Ha ajJKoXoJ Mpe3 HACTOSIIOTO CTOJIETHE.

AJKOXOJBT € €JHa OT Hall-uecTUTe NPUUMHU 32 XPOHUYHO 3a0ossiBaHe Ha yepHUs Apob. Toi
€ BTOPHUAT IO YeCTOTa €THOJOTHMYeH (PakTop 3a MosiBa Ha XEmaTHT W 1upo3a. B cTpaHuTte
rojiiMa KOHCymalus Ha ainkoxosl 10 70% oT 4epHOAPOOHHUTE IUPO3UM HMMAT AIKOXOJHA
eTHOJIOTUs. AJIKOXOJHATa IUpo3a € Mmporpecupaio 3adoysBaHe, CBbp3aHa ¢ MHOTO BHCOKHU
pa3xou 3a MOoAJPHKKA Ha MalUeHTUTe. Brlipeku ToBa 10 5-Ta roguHa MpeKuBsIBaT caMo Y4
oT TsX, a Ha 10ta — eaBa 7%. Oule Mo-BUCOKA € CMBPTHOCTTA MPU TEXKBK ATKOXOIHUS
xenatuT — 10 50% OT ciydauTe, KakKTO W CBBpP3aHUTE C ToBa pa3xonau. [lo manHM Ha
EBpomneiickara acoruanys 3a u3y4aBaHe Ha YepHHs Ipo0 aKoXO0JI 3aBUCUMUTE YEPHOIPOOHU
3a0ogBaHMs 3aeMaT 4-TO MSICTO KaToO MPUYUHA 33 CMBPT, CKbCABAT € 8§ % TOIUHUTE )KUBOT,
a CMBPTHOCTTAa OT YepHOApOOHA MHMpo3a HapacTBa BBB BB3pacToBaTa rpymna 45-64.
AJKOXOJTHAaTa Upo3a € BTopa Mo YecToTa MPUYHMHA 3a TPaHCIUIaHTAllMs Ha YyepeH ApoO0.

OT aJIKOXOJIHO YBpeXJlaHE Ha 4YepHUs Ipo0 ca 3acTpallleHu MO-IIMPOK KPbI JHIla, HE CaMO

TE3U C AIKOXOJHA 3aBUCUMOCT, Thil KATO PUCKBT 3aBUCH OT MHOTO (paKTOPH.

— HsiMa KOHCEHCyC OTHOCHO TOKCHMYHOTO KOJMYECTBO IMpPHET ajKOXOJd 3a I0sBa Ha

yepHOApoOHO 3abonsBaHe. [loBede OT 4eTHPH CTaHIAPTHU AIKOXOJIHU €IUHUIM (TMTUTHETA)
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©XKETHEBHO WJIM JJOPU BEAHBK CEAMHYHO Ca CBbP3aHU C PUCK OT YBPEKIAHE HA YEPHHUS JIPOO.
10 g ankoxon (1 craHmapTHa ajkoxXoiHa eaWHHIA WM | muTHe) ce chabpxka B 30 ml
KOHIIEHTpaT (yuckH, Bonka, pakus), 100ml Buno (1 wama), 250 ml 6upa (1 xanba). Ilo-
CUTYpHa € Bpb3Kara Ipu abjaroroauuiHa (>10 r) cpeqHa IHEBHAa KOHCyMallMsl Ha MOBEYE OT
80 g eranon 3a mbxere U 60 g 3a xeHure. OT CHIIECTBEHO 3HAUYECHHE Ca T'C€HETUUYHHTE
(dhakTopu (TeHeTHYCH MOIMMO(PU3bM HAa EH3UMHHUTE CUCTEMH )

Xenute ca mo-MOAATIMBYU OT MBXKETE. 3a00sIBaHE HACTHIIBA OT MO-MaJKU KOJMYECTBA,
Ha [O-paHHA Bb3PacCT, U35BSIBA CE B MO-KBCEH CTAJUU U C NOBEYE YCJIOKHEHHMs, UMa IO-
Obp3a mporpecus.

MeTaOonuTHuTe HapylIeHUs (MaTHYTPHUIMSA, METOOOJUTEH CHHAPOM/3aTIILCTSIBAHE,
3axapeH amabert), cpirbreTBamara nHpeknus ¢ HCV umn HBV ca HeszaBucuMH pHCKOBH
dakTopu 3a MO-TEXKKO uepHOApoOHO yBpexknane, a HCV - u 3a pa3Butue Ha
XEnaToLEYJIApEH KapLIMHOM.

3a Hamrara CTpaHa OT ChIICCTBCHO 3HAUCHUC € U yHOTpe6aTa Ha HCKA4YC€CTBCHH aJIKOXOJIHU
HaIIUTKH.

II. luaruo3a

1.

2.

AHaMHECTHYHH U (1)I/I3I/IKELHHI/I JaHHHU, HaCO4YBalllM 3a qepHoz[po6Ho 3a00/1%BaHe U 3a
AJIKOXOJIHA KOHCYMallUuA 1 aJIKOXOJIHAa 3aBUCUMOCT

— IlpoMenu B Jpyru opraHu U CUCTEMH, HaOJIOJaBaHU IPU CHCTEMHA alKOXOJIHA
koHcymanus: EKI' m pentreHorpadckum mnpoMeHH Ha TPBACH KOII (IBYCTpaHHH
¢bpakTypu Ha pedpa); OXJIy3BaHHsI, HOJMHEBPOINATHS, ICUXUYHHU IPOSIBU U IPYTH

JlunicBar cneuuuyHU Ta0OPATOPHM MOKA3aTeNM, HO WMa J1abopaTOpHH OTKIOHEHHS,
XapaKTEepHH 32 BCHUKU (POPMHU Ha aJIKOXOJIHATA YepHOIpoOHa GosecT (Tadu. 1):

Tabnuna 1. Tunuyan nabopatopHHu HApYIIEHUS MIPH ATKOXOJIHO YepHOAPOOHO 3a00isaBaHe

Cepymnu enzumu
[MoBumienn amuuotpancdepazu: ACT > AJIT (2:1), obuuaitao no 500 U/l

[ToBumenne Ha I'T'T; mpu xonecraza I TT>A®

ITT e necnienudpuuen, no 70% oT xopara, KOMUTO 3JOYNOTPEOsIBAT C AJIKOXOJ] ca C

HOpMaJIHA CTOMHOCTHU

Memaooaumnu omxknonenusn

XUTEPrIINKEMUS, XUTOTIUKEMHUS — IPU TEKKO YEPHOAPOOHO YBpEKIaHE
XUnepTpurinuepuaeMus

[ToBumen HDL-xonecrepon

XHunepypuKeMus

EnexTposnTHH HapylIeHHst

- HUCBK Kanui, MarHe3uit,hocdop

Ioxkazamenu, ompa3zaeauiu 4epnoopoonama ynKyus
Cepymen anOymuH, OUIupyOuH, MPOTPOMOMHOBO BpEMe — HOPMaJIHU, OCBEH IMPHU TEKKO

4epHOAIPOOHO YBpEKIaHe

XeMaToJI0rnYHN HapYIICHHS
Makpormrosza - MCV>100

- Jlexa anemust (4e€CTO MaKpOLIUTHA)
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Hopmanau 10 3HaunMo HamMaJIeHH TpOMOOIIUTHTE (IIUPO3a)
[ToBumenne Ha Opos Ha JICBKOITUTHTE

- JICBKCMOHUJHA pCaKIUs IpU OCTHP aJIKOXOJICH XCIIaTUT

3. AOGpoMuHanHa exorpadus — XUIEPEXOTCHEH YepeH Ipod ¢ niiu 6e3 CIUIeHOMEeTaus

— JlomnepoBa exorpadust — 3a OlleHKa Ha MOPTAIHUSA U YePHOIPOOEH KPHBOTOK
4. TlepkyraHHa 4YepHOApPOOHATA OMOTICHS

— HWHaukanuu — NMOTBBPIKIaBaHE Ha JUArHo3aTa, M3K/IIOUBAHE HA Jpyra MpUYMHA 3a
YepHOAPOOHOTO 3a00JIsBaHE; OICHKA HAa CTENEHTAa Ha YEPHOAPOOHOTO YBpEXKIaHE,
BB3MaNicHue u puOpo3a; ompeesiHe Ha MPOTHO3aTa, MOANOMara JeUYeHUETO

— Ilpu TUNWYHM KIMHUYHA U JAOOpPaTOpHH MPOMEHHM MepKyTaHHATa 4YepHOIAPOOHA
ouorcusiTa He € 3aAbJDKUTENHA. Ts1 € omacHa IpH OCThP AJIKOXOJIEH XEMaTUT C TeKKH
KOaryJIalluOHHU HapYIIECHUS

— Cneuuuyar XUCTOMOPQOJIOTHYHN MPOMEHH - CTEaTO3a, AJKOXOJIEH XEMaTUT WU
IUpO3a, CMeCeH! (HOpMHU

5. ®I'C —3a Bapuiu Ha XpaHOMPOBOJA U MOPTAJIHA TaCTPOIIATHUS

AJIKOXOJIHHAAT XEMAaTUT € BaXHA (OopMa Ha aJTKOXOJIHO YEPHOAPOOHO 3a00sIBAaHE C IMUPOK

CIEKTBP OT MPOMEHH — OT OE3CUMITOMHO CBCTOSHHE C NPOMEHHU B JIaOOpaTOPHHTE

mokasareiau 10 (yJIMUHAHTHA YEPHOAPOOHA HEIOCTATHYHOCT M CMBPT. Moke na Obue

camoctosiTeiHa (opMa WIM Jia BB3HMKHE Ha (OHAa HA NPEIXOXKIANO YECPHOAPOOHO
3abonsBane. CBBp3aH € ¢ rojsiMa KOHCYMAITUs Ha aJTKOXO0J 32 MPOIBIDKUTEITHO BpEMe.

- Knuauunu cumnromu u 6enesu: OTnaaHanoct, Oe3aneTuTe, rajaeHe, NoBpbIlane, 0oIka
B Kopema, (GeOpuiauter, 3aryba Ha TeEJIECHAa Maca, JUaphs, XEMaTOMETaHs, ChIOBU
3BE3/IU, MTAJIMAPEH EPUTEM

- VYcnoxHeHuss - KbATeHHIA, acuuT, oromw, CBII, eHnedamonarTwus, KpPbBOWU3IUBH,
XeMoparuyHa  auare3a, ObOpeuHa  HEJNOCTAaTBYHOCT,  HMH(EKIMH,  ChbpJACYHA
HEJOCTAaThUYHOCT, APUTMUS

- 3HayMMH  OTKJIOHEHHS B  JIa0OpaTOpHHUTE TOKa3aTelu:  XUIMepOuIupyOouHeMus,
KOaryJIalMOHHU HapYIICHUS, XUITOAUTIOYMUHEMUS, IOBUIIICHA CEPYMEH KPCAaTHHHH U ypes;
aHeMHusi, JIeBKOLIUTO3a JO JICBKEMOHWJHA pEaKlUs; XUMOHATPUEMHs, XUIMOKAIUEMHUs,
XUMOTJINKEMHSI, , CbpACUHA apUTMUS

- XapaktepHu MOP(OTOTUYHH TPOMEHHU:

- Buvsnanenue u Hekpo3a: HAu-u3pazeHu yenmpuiooyiapHo, OAlIOHHA Oe2eHepayus Ha
Xenamoyumume, KOMAPeCUst Ha CUHycououme ¢ 0opamuma NOPmMaiHa XunepmoHust,
Bwvsnanumenno-knemvunuam unguimpam e npeoumMHo CUHYCOUOATHO U OAU30 00
HEKPOMUYHU Xenamoyumu, CbObpH#cd NOIUMOPPOHYKICAPHU U MOHOHYKIEAPHU
KAemKu.

- B oOonviHeHue Ha 6b3NANEHUEMO U HEKPO3AMA 6 MHO20 Caydau ce Haba0oasd
cmeamo3sa u ankoxoaeH xuanun - meaya Ha Mallory (6bmpexnemvunu nepunykieapHu
azpeeamu om unmepmeouepru guramenmu , eozunopuanu npu oyesemseare ¢ XE).

- Cmeamosama u meayama Ha Manopu ca cneyuuunu 3a aIKOXOIHUSL XeNAMUmM U He
ca 3a0BAACUMENIHO HEeODXO0OUMU 3a OUACHO3AMA.

Pa3nosnaBane Ha OostHHMTE ¢ Te:KBK AX (KpHUTEepHH 32 JIOIIA IIPOrHO32):
1.Pasrpannuntencn ¢akrtop (discriminant function — DF, Maddrey index) - nniekc 3a oreHka
HA TEXKECTTa HA OCTPUSI AIKOXOJICH XeMaTUT

* DF = [(4.6 x npoTpoMOWHOBO BpeMe B SeC— KOHTPOJHOTO BpeMe) + cepyMeH
OonnupyouH B mg/dl*)]

* Ako cToitHOCTHTE Ha OmupyOrHa ca B ummol/l, To Te ce mpexBbpiasaT B mg/dl (bunupyoun
B umol/l x 0.0585 = Gunupyoun B mg/dl)
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[Ipu mumekc > 32 XenmaTUTHT c€ NMpUEMa 33 TEKBK (KPUTUYHO OOJHH MAIMEHTH), a
IIPOrHo3aTa — cepro3Ha. Hanarar ce cienHy peaHnMaioHHU MEPOIPUATHS, UHTEH3UBHO
HaOJI0ICHNE, JICUeHHE ¢ KOPTUKOCTEPOHIH.

IIporunosara ce BiomaBa JOIBIHUTEIHO NPU HATTMUYUE HA YepHOAPOOHa eHuedanonaTus u
O0BOpevHa HelOCTaThYHOCT.

Glasgow alcoholic Hepatitis Score >9 — npeckasBa TeXbK aJIKOXOJICH XCITATUT

PasrpannuaBa ek, ymepeH u TeXbK AX U € Hali-100pus METo.I 3a Mmoa0op Ha OOJHUTE,
noaxosaiy 3a jeuenue ¢ KC

- Ckop
ITapamerpu -1 -2 -3
Bs3pacr - <50 - >50 .-
Jleskouutn (10%/1) - <15 - >15 .
Ypest (mmol/l) - <5 . >5 .-
Otnomenne [1B/konTposa /INR |- <15 - 1.5-2 - >2
Buwmmpy6un (pmol/l) - <125 - 125-250 - >250

Lille moaeasT (ckop) oreHsBa eeKTa OT JICUSHUETO U TIPOTHO3aTa IIPU TIPOCIICIBaHE

I11.

=

R=3.19 — 0.101 * (BB3pact B rogunu) + 0.147 * (an6ymun —nen 0 B g/L) + 0.0165 *
(mpomsina B Omupyoun B umol/l) - 0.206 * (6s0peuHa HEAOCTATHYHOCT- KPEATHHUH >
115 pmol/l) - 0.0065 * (6umupyoun —men 0 B umol/l )- 0.0096 * (TIB). Lille ckopbT =
EXP (-R)/ [1+ EXP (-R)].

Lille>0.45 noma nporuo3a 6e3 OTrOBOp OT JicUCHHE

[Ipencka3zBa NPEKHUBIEMOCTTa Ha O-THUST Mecell HE caMoO Yy JICKyBaHHUTE, HO U Y
HenekyBanute ¢ KC

TepaneBTuyHUAT edekT (0TroBOp) Moke Aa ce paszaenu Ha mwiaeH (Lille 6am <0.16),
gactuueH (Lille 6an mexy 0.16 — 0.56) u nmuncsam (Lille 6an >0.56). IlpexuBsiemoctTa
y nekyBanute ¢ KC mnpu mhJIGH W 4YacTHUEH OTrOBOpP € 3HAYMMO I0-700pa oT
HEJIEKYBaHHUTE

OreHsiBa paHHATa U KbCHA IIPOTHO3a (ciea 6 Mecena)

Jleuenne

3aabJKUTETHO CIHPAHE HA AJIKOXOJIHATA KOHCYMAaIUs

AJIeKBATHO XpaHeHe U KOPeKIUsl HA MAJIHYTPULHATA

[IenHOIIEHHATA TMETa HaMallsiBa TOKCHYHMS €eKT Ha ajakoxoia (Tabm.2).

— MannyTpunuss ce YCTaHOBSIBa B pa3jiMuHa CTENEH MpU BCHUYKU MALUEHTH C
AJIKOXOJIHO 4epHOJpOoOHO 3aboisBaHe. BaxkHO € pasianuyaBaHETO Ha pa3iMyHHUTE i
U3SIBU C OIJIe[ KOpeKIMs Ha JeuuuTUTe - OeNThYHO-KaJopuiiHa, IeduUuT Ha
BUTaMMHHU 1 MUKPOEJIEMEHTH

Tabnuma 2. Hacoku 3a xpanureneH pexxum npu AU3

Ilpenopvku 3a xpanene npu A43

bentbunnm - 1.0-1.5 kg /TenecHa maca
[ToBeuero GonHM MOHACAT A0OpE CTAaHAAPTHH AMHHOKHUCEIMHHH T00aBKH (MOAABPIKAT
a30THHS Oananc); Crienuanu3upany Pa3KJIOHEHN aMHHOKHCEITUHYU — ITPH eHIledaaonaTus

Kanopun — muaumym 30 kecal/kg Tenecna maca nnm oxono 2500 kcal/ 1

- 50-55% - Bpritexumpary (MpearnovuTarT ce CI0KHHA BBIIIEXUAPATH)

- 30-35% - Ma3HUHH, TpearnouYuTaT ce OOoraTH Ha HEHACUTEHH MAacTH M JOCTAThUYHO
ecennuanan MK

EnTepanHo XxpaHeHe — iepopatHo, Upe3 COHJIa - CPEJCTBO Ha N300p
[TepudepHo napeHTepasHO XpaHeHe — BTOPU U300p
ToTaHO MapeHTepaTHO XpaHeHe — IMOCIIeIeH H300p

78




Cou ¥ TeYHOCTH — Ciope]l BOAHUS OaJlaHC U eJIEKTPOJIUTHHSI CTaTyC

Buramunu u MuHepanu — cBOOOICH IpUeM

3amecTBaHe Ha NeOUIHT

- Bcuuku BuTamuHm oT Tpynara B, ocooeno thiamine (B1), pyridoxine (B6); B2, B12,
putamuH C

- @onueBa KUCEJINHA

- ButamuHH A (2 mg/n 3a Hakosko ceqmunn)*, E, J1, K1,

- KaJui, KaJlui, MUHK, MarHe3ul

*BHHAMATEIIHO 3aMECTBAHE C YMEPEHH JI03H, CaMO IPH peaieH Me(HUIMT ¥ HaMalIsBaHE HIIH
CrMpaHe Ha aJKOXOJHaTa KoHcymarusi. OmacHOCT OT TOKCHYHM e()eKTH Ha BUT. A U Oera-
KapOTHHA , TIOTEHIIUPAHH OT AJIKOXO0JIa.
3. CneuupuyHu MeTaA0OMTHH MOAXOAH, AHTHOKCHIAHTHA/XENMATONPOTEKTHBHA WJIH
aHTU(PuOpPO3HA Tepanus
— Ademetionin: mapentepaino B go3a 5-12 mg/kg (1-3 x 500 mg iv/im) uiu mepopaaHo
- 10-25 mg/kg (2-3 x 500 mg);
— Buramun E (alpha-tocopheroli acetas) — 400-500 mg/nHeBHO
— Silymarin — 1200 mg/aaeBHO
— Colchicine — 1 mg/aueBHo 3a 2-4 roguHu

4. Kopekuus H JieueHHe HA BCHYKH Bb3HUKHAJINTE YCI0KHEHUSI
— Pa3no3HaBaHe 1 He3a0aBHO JicueHHE HA A0CTHHEHTHHS CHHIPOM
- MHJIWBHIYaJU3WPAHO CIopen mpeobiajaBamara CAMITOMATHKA Ha Bb30yma wWin
JeTpecus, IOHOCUMOCTTa, CHCTOSHHETO Ha uYepHUs JApo0 u (QyHKIMITa Ha
KU3HCHOBAKHU OpPTraHH
- Wudy3ust Ha BOTHO-COJICBH U 3aXapHH Pa3TBOPH
- benzommazenunu (diazepam, chlordiazepoxide)
- Burtamunu - thiamine (But.B1 - 50-200 mg/n), pyridoxine (But.B6 — 6 ammynn);
But.B2, But.B12 (500-1000 mcg), But.C (1000 mg) — mapeHTepaiHo
- Ilpu ocThp anxoOXOJEH XENaTHT — OTKPUBAHE M JICUCHHE HA MPUYMHATA 32 BIIOIIABaHE (,
UHQPEKIM, KPbBOM3IUB, JAPYIH); aHTHOMOTHUIM - IAPCHTEPATHO HIMPOKOCIICKTHPHH;
KOHTPOJI M KOPEKIIHS Ha XeMOAMHAMUKATA, )KH3HCHOBKHU (DYHKIIUU U TTapaMETPH

5. JleyeHHe Ha TeXKBbK OCTBHP AJIKOXOJIEH XeNaTHuT

— Kopruxkocreponam - npenHu3onoH (HE M3MCKBA YEPHOAPOOEH METabOIM3bM) WIH
MeTtuinpeaan3oioH 30 - 40 mg 3a 4-5 ceqMuUIM; TPOTUBONOKA3aHUS — OCTbP KPHBOU3IINB
ot I'MT, undexun. [onoGpssar panHata npexuBsieMocT (1-Bu Mecel) MpH HUCKA 1IeHa

- Jleyenne Ha ocTpa YepHOAPOOHA HEAOCTATHYHOCT - EKCTPAKOPIOpalHa YepHOAPOOHA
JMaIn3a, YepHOApOOHA TpaHCTIIIaHTaIUs

YepHoapoOHA TPAHCIJIAHTALMS - CaMO ClIe/l JOKYMEHTHpaHa aOCTUHEHIHNS 3a MEePHOJ OT

MIOHE 6 M Mpear TPAaHCIUIAHTALUATA U TICUXO0JIOrMYHA OIIEHKA Ha aJIKOXOJHATa 3aBUCHMOCT

— Bwb3cTaHoBsBaHe Ha alKOXOJHATa yrnoTpeba ciiell TpaHCIUlaHTauus ce Habmonasa B 50%
npe3 mbpBUTE 5 T, a 3m0ynorpeda — B 15%.

HEAJKOXOJIHA CTEATO3HA BOJIECT HA YEPHHUSA JIPOB
(HACB)

I. O6ma xapakTepucTuka

HACB e xmuHuko-mopdonornuyHo mnonsrue. [Ipuema ce mnpu HaTpynBaHe Ha MAacTH
(TpurnMuepuau) B moHe 5% OT XemnaTOUMTHTE M BKJIIOYBA PA3IUYHU MO CTENEH CTearosa,
XeMnaTolenyIapHO yBpeXJaHe, Bb3MajieHue u (Quobposza, y auIlla, KOUTO HE KOHCYMHUPAT
TOKCUYHH KOJIM4YecTBa ajikoxou (< 20g aGCOMI0TEeH aJIKOXO0J1/ 1), U3KII0YEHa Apyra MpUYMHA 32
yepHoipoOHO 3a0omsaBane 1 HBV u HCV orpuniarensnu ceposorudHu TECTOBE.

CrnextppbT Ha HACB e mmpok. Toil BKIIO4YBa cTeaTo3a, CTEaTo3eH XeNnaTUT (HEealIKOXOJIeH
crearo3eH xenatut - HACX) ¢ uiu 6e3 ¢pubposa u nuposa. YacT oT ciayyauTe ¢ KpUNTOreHHa
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nupo3sa cpiio ca cebp3anu ¢ HACB. Jluarnozara Ha HACX e 3arpyaHeHa nopajau jaurcara Ha
crieln(pUYHN HEMHBA3UBHU AUArHOCTUYHU TECTOBE.

YepHoapoOHaTa creaTo3a ce IB/DKM Ha Pa3IMYHU TNPUYMHU M MHOXECTBO T€HETHYHHU
nedeKTH B CHEpTrUiHUS METAa0O0JIU3bM U € CBhp3aHa ¢ MHCYJIMHOBA PE3UCTEHTHOCT (Tabi. 1).
[IbpBuunatra HACB e TicHO cBBp3aHa C MHCYJIMHOBA PE3UCTEHTHOCT W METaOOIUTHUS
cuspoM. [loBeueTo oT MIaTa ¢ mpocTa cTearosa ca ¢ J00poKayecTBEH, HENporpecupany Xoz.
IIporpecus ot crearoza 1o HACX u nupo3a Bb3HUKBA IPU CHOTBETHU CTUMYJIM 3a KJIEThYHA
CMBPT, Bb3najicHUE U (prdpo3a.

Koratro HACB e kxomOuHHpaHa ¢ JApyro 4YepHOApoOHO 3aboisBaHe, Ts 3a7blI00OYaBa
4epHOAPOOHOTO YBpEXKIaHE U 3acuiiBa Iporpecusra no uuposa. IlosBara Ha creatosa cien
4epHOApoOHa TPaHCIJIAHTAIMS € CBhpP3aHa ¢ MOBHIICH PHUCK 3a YePHOAPOOHA TUCHYHKIINS.
Tabmumna 1. [Tpuunnan 3a HACh

IIpuunna Bpb3ka Bupa Ha
cTeaTro3ara

IIspBuYHa MeTabonuTeH CHHAPOM MakpoBe3ukynapHa
(BKJI. ChHHA arHes! ¥ CHHIPOM Ha
MOJIMKUCTO3HUTE SIMYHULIN)

Bropuyna

XpaHUTEITHU bbp3a 3ary6a Ha Terso, riajayBaHe, MakpoBe3ukynapHa
bakropu MaJHyTPULHUSL, TOJIEMU ONIEpalliy Ha
XpaHOCMMIJIAaTEIHATa CUCTEMA (IracTPOILIEKCUs
WM HetoHaseH Oainac 3a 3aTJIbCTSBaHE,
3HAYUTEIIHA PE3EKIMS HA ThHKO Y€PBO,
OMJIMOMAaHKPEaCHU aHACTOMO3H) TOTAIIHO
IIAPEHTEPAIIHO XPAHEHE C TIII0K03a

JlexapcTBa Koprukocrepounu, ectporenu, TaMokcugeH, Makpo- u
methotrexate, zidovudine, amiodarone, MUKPOBE3UKYJIapHa
aMUHOCAJIMITIIIOBA KUCENIHHA, tetracycline,
didanosine, cocaine, perhexilene, diltiazem,
nifedipine, amiodarone, N30HUA3U U APYTH,
OWMJIKY, XpaHUTEITHHU T0OABKH, XUTICPBUTAMHUHO32
A

Tokcunn OTtpoBHHM I'b0M (Hamp. Amanita phalloides), Maxpo- n
NpOAYKTU Ha HedTa , hocdop, Bacillus cereus MHUKpOBE3UKYJIapHa
TOKCHH

Bponenun Jlunoguctpodus, a-6era/xunodera- MakpoBe3ukynapHa
MeTa00IUTHH aumonpoTenHeMus, 6oect Ha Weber-Christian,
nedexTn 6osect Ha Wolman, 6onect na Wilson,
TUPO3HHEMHUS

Hpyru OcTtpa yepHoIpoOHa cTeaTo3a Ha OpeMeHHOCTTa, | MukKpo- u
CUHAPOM Ha Reye, Mpu MOBHINIEHO CHABPKAHUE | MAKPOBE3UKYJIapHA
Ha 0aKTepuu ¥ TOKCUHU B UEPBOTO, HAIIP.
XPOHUYHH BB3IMAJUTEIHN 3a00JIIBaHUS Ha
yepBara, TMBEPTUKYJIN HAa TBHKOTO Y€PBO C
OaKTepHaICH CBPBXPACTEK, CEPUO3HU CUCTECMHH
3a0onsgBanms, CITMH

HACEB e counanno-3HaunMo 3a0osiBaHe Ha HameTo BpeMe. T4 e Haii- uectara ¢popma
Ha 4epHOApOOHO 3a00JIIBaHEe MPH JIela U Bb3PAaCTHU B Pa3BUTUTE CTPAHU U JAPYTU PETUOHU Ha
CBETa, BKJIIOUMTEIHO W Yy Hac. Yecrorara W HENPEKbCHATO HApPacTBa, YCIIOPEIHO C
yBEJIMYaBaHE Ha 3aTI'BCTABAHETO M 3axapHus auadeT Tunm 2. 3aeJHO C TOBAa HapacTBa M
CMBPTHOCTTA, CBbpP3aHa C YepPHOAPOOHOTO 3a00JsgBaHEe, BBIIPEKU Y€ OCHOBHATAa MPUYMHA 32
CMBPT € OT CBhpPACYHO-CHIOBO 3a00isiBaHE M KapHMHOM. KaTo dacT OT cHekThpa Ha
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MetabonmutHus cunapoMm , HACB mMoxe ma ce pasriexa M KaTo PaHeH MapKep 3a paHHa
aTepOCKIIepO3a U UCXEMUYHA 00JIECT Ha CHPIIETO.
EcrecTBena eBoJrionus

PuckwT 32 mporpecus no Yl u cBbp3ana ¢ yepHOAPOOHOTO 3a0015IBaHE CMBPTHOCT €
MaJIbK TpU YepHOIpOOHa creaTo3a u 3HauuMMo mo-Bucok npu HACX. Ilpes
MOCJICAHUTE TOJIMHU TO3U PUCK HapacTBa. [Iporpecusita Ha 3a00siBaHe € BbB Bpb3Ka C
MO-TEKKa CTETNIEH Ha HEKPO3a U aKTUBHOCT (BB3MAJICHUE).

HACX — Haif-uectaTa mpuynHa — OCHOBEH [T OT KPUIITOT€HHATA I[IUPO3a

WzsiBsiBa wim 3aapii0oyaBa METa0OMUTEH CHHIPOM, HE3aBHCHM PHCKOB (hakTop 3a
MosiBa Ha 3axapeH quabeT TUM 2 U ChpAeYHO-ChA0BO 3200 IsIBaHE

[TosiBata Ha crearoza u HACX cnenm uepHOApOOHAa TpaHCIUIAHTAIMS CHIO €
BB3MOXHA, HE3aBUCUMO Jalld Ts € U3BbpIIeHa MpH 3abonsaBane, cBbp3ano ¢ HACH
WJTU APyTa €TUOJIOTUs

[Iporpecupa a0 HanpeaHano 3a0ojsBaHe ¢ YepHOApoOHa HepocTaTbuHOCT U XIK- 3a
7-10 rogqunu

HACB ce ycranoBsia B 20%-24% ot HaceieHueTo ¢ HOpMaiHO Terjo B EBpoma

(mbxe u xeHn) U B 15-20% cpen nenara. B mutamara BB3pact mpeoOiagaBa MBKKHS TOJ.
YecroTara HapacTBa C Bb3pacTra. Ts € eJHaKBa MPH HOPMAIHU W MOBUIICHU YEPHOAPOOHU
ensumu. HoBoperucrpupanure cirydau ca 3/100 nmuna roaumiso. [Ipen3dncienara yectora Ha
HACX Ha 6a3ata Ha nposeaenute ouoncuu €10-25% or HACX u 2-7% ot HaceneHuero.

Exorpadcku 6a3upanara yectora Ha HACDB cpen eBponeiiiute noctura 58.3% u e

Mo-4eCcTa MpUYMHA 32 MMOBUIIICHH YePHOIPOOHHM CH3UMHU OT aJIKOXOJHara crearo3a. Ha 0aza
exorpadcku U3cineaBaHus y Hac ce mpeanonara yectora ot 30%

II. luarno3a

Kaunnunu 0eae3n

[ToBeueTo OonHM ca 6€3 CHMITOMH HJIM ¢ HECHENU(DUUHN OTUTAKBAHUS KATO TEKECT WU
00JKa B JSCHOTO MoapeOpue, MyCKyidHa CJIadoCT, JieCHa yMopa; (GamuiiHa WU JIMYHA
aHamHe3a 3a MeTa0OJIMTHU HapyIICHUSI.

[Ipu nurca Ha YL, XxematoMmeranausaTa € eqMHCTBEHAaTa (M3MKaIHA Haxoaka - B 75% ot
ciydaute. Ts e TpyAHO ycTaHOBUMA MPU U3Pa3eHO a0JOMUHAIIHO 3aTILCTSBAHE.

benesn nva MC — 3aTIbpCTsIBaHe WM HAJHOPMEHO TEIJIO, IMOBUIIIEHA KOPEMHA OOMKOJIKA,
apTepuaiHa XUIepTOHUS

1.

JlabopaTopHu npoMeHu — HeclienU(PUUHH, HE KOPEIUPAT C XUCTOJOTUYHUTE IPOMEHU

Yectu

o KomnoHeHTH Ha METaOOIUTHUS CUHPOM, HHCYIMHOBA PE3UCTEHTHOCT (

o Jlexko no ymepeno nosuiieHue Ha AJIT - 1o 5 mpTu Hax ropHata pedepeHTHa
rpanuna), ¢ win 6e3 mosumenue Ha ACT ( AJIT>ACT). CroitHocTuTe Ha
aMUHOTpaHcdepazuTe OOMKHOBEHO (IYKTYyHpaT, C PETUCTPUPAHE HA HOPMATHHU
croitHocTH B 80% OT cityuauTte B AaJileH MOMEHT. HopManuu uepHoApOoOHHN eH3UMU
HE M3KJII0YBAT 3HAYMMO YEPHOAPOOHO yBpEeXIaHe, BKI. IHpo3a. OTHOIICHHUETO
ACT/AJIT (> 1, Ho HMKOTa > 2) HapacTBa C HamlpejaBaHe Ha (pubpo3zaTta.

o Iloumen I'TT no 2-3 bt Hag TOpHATa pedepeHTHa cTOMHOCT (B 0ko1o 1/3)

[To-penkn

o IloBumen cepymen deputun (50%) u carypauus Ha TpaHcepruHa 6e3 0coOEHO
M3pa3eHo YepHOAPOOHO HATPYIIBAHE

o [TloBumien C-peakTuBeH NMpoTerH U ocodeHo BucokouyBcTBuTeaHus (Hs — CRP)

o Tlo3uTuBHU HUCKH THTpHU aBToaHTUTEeNa - AHA (< 1:320)

Hopmamau anOymuH ¥ pOTpOMOMHOBO BpeMe, XEMAaTOJIOTHYHH TOKA3aTelH, PSIKO

MOBUIIICH OMIIMPYOUNH; € M3KIIIOUEHHE Ha OOJHUTE ¢ YepHOAPOOHA ITUpO3a

3. U300pa3uTtenn MeToau
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- KouBenmmonanuu exorpadus (cnmeunmpuyen obpaz3 mnpu  crearoza >30% ot
XEMaTOIMTUTE) — OCHOBHO cpencTBo 3a nauarHozara HACBH — exorpadcku O6a3zupana
HACBH

- Exorpadus, KT u MPT - HedyBCTBUTEIHH 11O OTHOIIEHHE Ha Bh3malieHue, Gudpo3sa,
OanonHa pnereHeparus. JlumcBa Kopenamust MEXIy XHCTOJOTMYHATa HaXolKa U
pesyaTtatuTe oT u300pazutTenHute Metonu.He morat ga pasrpanmuar HACH or
HACX wim apyro XpoHUYHO 4epHOAPOOHO 3aboisBane. [lonkpenst nuarHoszara, HO
HE ca OCHOBEH MeTo[ 3a nuarao3za HACX

JluarHo3ata ce 1oj031upa Ipu yCTAaHOBSIBAHE Ha CTeaTo3a OT U300pa3UTEIHUTE U3CIICIBAHUS
u nouiieH AJIT wnmu AJIT u ACT /TTT.
4. YepHoapoOHa OMONCHSI M XHCTOJIOTHSA

YepHonpoOHaTa OMOIICHS C XMCTOJIOTMYHO M3CJE/IBaHE € 3JIaTeH CTaHAapT 3a AuarHo3ara
HACX. Ilo3BosnsBa ouenka Ha craaus Ha HACD u eBomonusra. M3kimousa npyru NpuuvHu
3a yepHOoApoOHOTO 3aboisaBane. J[narnozara HACX e camo XHUCTOJIOTHYHA.
— Hsma HeuMHBa3MBHM CHTypHH METOAM 3a OTAudepeHlHpaHe Ha ,,CHOKOWHOTO” OT

MIPOrpecUpaIioTo 3a0osBaHe.

— H3znon3Bat ce pa3nuyHu CUCTEMH 3a OLEHKA Ha CTEIEHTAa Ha CTeaTo3a, Bb3MaJeHUE U
Hekposa npu HACX, xakTo u cragus Ha ¢pubpo3zata. Haii-uecto u3non3panara e Ta3u
na Brunt E et al. 1999 (ta61.2 u 3).

II1. JIeyenne

- IlpomsHa B HAYMHA HA KUBOT JIUETA C TOBUIIICHA ()U3HYECKA AKTUBHOCT

- Ha d¢dapmakonornuno InedeHue 3aIbDKUTENIHO TOJJIEKAT NAIlMeHTHTE C PUCK 3a
mporpecus

- JluncBa cneuupuyHo nedyeHue. Bb3MOXHHM ca pa3HOOOpa3HU JieUeOHM MOJXO[H,
0a3upaHd Ha W3BECTHUTE MATOTCHETHYHU HAPYIICHHS — CTATHHUA, MET()OPMHUH, BUTAMUHU
E u C, ypcone3okcuxusneBa KUCEIUHA B CTAHAAPTHH 103U U IPYTH.

- 1. Kopekmusi Ha Ha4YMHA Ha JKUBOT - O3 CHCTEMHA aJKOXOJHA YIOTpeOa;
XUIMOKAIOpUiiHA TUeTa ¢ HaMalsBaHE Ha MpUeMa Ha BBIJIEXUIPATH, HO O€3 TriajJyBaHE;
MOBUIIICHA JIBUTATeIHA aKTHBHOCT. OTCTpaHsSBaT Cc€ WIM C€ KOPUTHpPAT BCHUYKHU
OTKJIIOUBAITN (PaKTOPHU — JEKAPCTBA U APYTU TOKCHHH.

— Peaykuuara Ha TErJIOTO W HaMalsBaHE Ha OOMKOJKAaTa Ha TalHsITa UMAT KpPUTHYHA
pouis B tedeHueTo u npodunaktukata Ha HACB. Heo0xonumo e BHUMATENTHO Clie/ieHe
Ha Ternoto bbp3o My HamamnsBaHe BIOIIaBa uepHoApoOHarta ¢QyHkuus. TpsOBa ma
crtaBa mnocrerneHHo — mox 1600 g /cemmuuno. IlocreneHHOTO oOTC/Ia0BaHe e
MoJIe3HATA MbPBA CTHIIKA.

— 3ary0aTa Ha TerJo W MOBUIIEHAaTa (PU3NYECKA aKTUBHOCT MOI00psABa 3aTIILCTABAHETO
W HWHCYJIIMHOBaTa PE3UCTCHTHOCT. MOXe Ja peaynudpa YepHOAPOOHUTE EH3UMHU H
cTearo3ata. He e mocTaThuHO 3a MOBJIHMSBAaHE HAa BeU€ BH3HUKHAIO BB3MAllCHUE U
¢ubpo3a Ha yepHUS 1pOO.

o Huso Ha nokazarenctBo — [I-2

2. Kopeknusita Ha mNOBHIIEHUTe HHMBAa HA MACTUTe B CepyMa C aHTWIHIEMUYHU
JIEKApCTBEHH TPOJYKTH MOXKE Jla JIOBEIE [0 HaMajsiBaHE Ha YEPHOJPOOHUTE CH3WMHU.
TokcruHO QapMakoIOTHUHO YBpEXKAaHE HA YePHUS APOO € PAIKO.
o Huso Ha nokasarenctso — II-1 go II-2

3. Kopeknusi Ha 4epHOAPOOHATA MHCYJIHHOBA PE3MCTEHTHOCT U MOBHILIEHUSAT CHHTE3 HA
TPUTJMIEPUIN M CBOOOJIHHM MACTHM KHCeJHHH ¢ Metformin caMOCTOSATENTHO WM B
KoMOmMHaIwsl ¢ vitamin E 1 Ipyru XenaTonpoTeKTHBHU JEKapPCTBEHU MPOIYKTH, 0COOEHO MpHU
nuaber. [logoOpsAT WHCyIWHOBAaTa YyBCTBUTEIHOCT Ha 4dYepHHs Jpo0 W TIOBUINABAT
pasrpakAaHeTo Ha MacTHUTE KucenuHu. [IpunoskeHu 3a mepuoj Hali-Majako 3a 6 Mecera uMar
OmaronpusiTeH €(QeKT BBPXY META0OJUTHUTE OTKJIOHECHHS, YEpPHOJAPOOHHUTE EH3UMH,
cTearo3arta M JIPYrHM XUCTOJOTHYHHM TMPOMEHU (TwazonuauHuguonute). Cohiiure obade He
TpsiOBa 1a ObJIaT M3IMOI3BAHM aKO 3a00JIIBAHETO € B HAIIPEIHAJ CTAIUHA TTOPAIH OMACHOCT OT
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TOKCUYHO yBpEXJaHe Ha 4epHus apoO. HamamsBar pucka OT mosiBa Ha XemaTolernyiapeH
KapIUHOM.
o Huso Ha nokazarenctso — [I-2

4. AKO 4epHOAPOOHUTE eH3UMHU Ce 3aAbPKAT MOBUIIEHU, KbM Tepanusita ce 100aBsAT H

T.H. XeNaTONMPOTEKTOPH U AHTHOKCHIAHTH 32 MOA0OpsBaHE HA YepHOApoOHATa (PYHKIMS,

HarpuMep CHIMMapHH, yp3ojae3okcuxoieBa kucenuna (Y JIXK), anemernonns, ButamuH E u

C u ngpyru.

— JlumncBar yOeAWTENTHU JaHHU 32 XUCTOJOTHYHO OJ00peHrne (HUBO HA oKa3aTencTBo — I1-
1 no II-2). Buramun E e noaxossug npu fena.

— VXK B no3a 13-15 mg/kg/maeBHO: choOmaBa ce OMOXUMHYHO M XHCTOJOTHYHO

noob6penune (HUBO Ha joka3aTencTBo — I go 11-3)

5. Ilpu OakrepuaneH CBPBXPACTEK B HYEPBOTO WM AMCOMO3a € TMOAXOJSIIO JICYCHUE C

AHTHOMOTHUIU UJIM NIPOOHOTHUIIH.

6. Ilpu m3MHUIIBK HA KENSA30 B OPraHW3Ma, TO C€ M3BJIHMYA 4Upe3 Jie4HeOHO KPBBOMYCKAHE.
ToBa Boau g0 crabuwiM3upaHe Ha 4YEpHOAPOOHUTE KIETKM U MOAO0OpsBaHE Ha
3a00JIsIBAaHETO.

UepHonpoOHa creaTo3a ce ycTaHoOBsaBa Ipu mnoBeue oT 50% OT OOJHUTE C XPOHUYEH
xematut C. JIpoku ce Ha jaupekTeH creatoreHeH edekTt (mMutoxoHmapuaneH) Ha HCV
(mpeauMHO reHOTHUI 3) UK € CBhp3aHa ¢ METaOOJIUTEH CUHIIPOM C LIEHTPATHO 3aTIHCTSIBAHE,
MHCYJIMHOBA pe3UCTeHTHOCT U nuadet. Jlunata ¢ xpounuyna HCV undexnus (renotun 1) u
HACB,  pecnekTMBHO  HWHCYJIMHOBAaTa  PE3UCTEHTHOCT  (IMPEKTHO  CTUMYJHpaA
¢hubpooOpa3yBaHEeTO) UMAT MO-U3pa3eHa BUPYCHA perutukanus, Gudpos3a Ha yepHHs Ipod U
mo-0bp3a mporpecus 10 Upo3a, KakTo U mo-ciaad epekt oT uurepdepoH 0azupaHo JeUeHHeE.
Kopeknusita Ha TEra0To, MHCYJIMHOBaTa PE3UCTEHTHOCT U CTE€aT03aTa, CBbp3aHa ¢ FeHOTHUI 1
mo100psiBa OTTOBOpA OT JIEKapCTBEHATA TepaIusl.

ABTOMMYHHU YEPHOAPOBHU 3ABOJISIBAHUSA

B rpynara Ha aBTOMMYHHUTE YEepPHOAPOOHU OOJECTH C€ BKIFOYBAT ABTOMMYHHHUST

XCMaTHT, ITbPBUYHATA OMIIMApHA IUPO3a (XOJAHTHUT), IBPBUYHUAT CKJICPO3UPAI XOJIAHTHT U
BapuaHTHUTEe UM (opMu. KIMHUYHHTE NPOSBU M SCTECTBEHUAT XOJ Ha 0OoJiecTTa Bapupar
3HAYUTEITHO M 3aTPYIHSABAT MTOCTABSIHETO HA IMArHO3aTa U JICUCHHUETO.
ETnonorusita Ha aBTOMMYHHUTE YEpHOAPOOHH OOoNecTH He € yrouHeHa. [lo Tazu mpuunHa
KIacu(UKAIKUIATa UM CE OCHOBaBa IMO-CKOPO Ha KOHCEHCYCHHU CXBaIl[aHWS, OTKOJIKOTO Ha
TBHpAU (pakTu. OCBEH TOBa, KIMHUYHUTE HAOMIOACHUS TMOKa3BaT, Y€ YacT OT MAIUEHTUTE
“Mat Oeyie3u Ha MoBeuYe OT €JHAa aBTOMMYHHA 4YepHOIpoOHa 00JIeCT, KOETO Ch3/laBa YCIOBHS
32 TPOTUBOpEYHs] TpHU Je(HUHUPAHETO HA NUATHOCTUYHHUTE KPUTEPHH W OMPEICIITHETO Ha
TEpaneBTUYHUS MOAX0A. Paznuuusra B KIMHUYHUS XOA Ha OoyecTra MpU OTIACIHUTE
MAIUEHTH Ch3/1aBaT TPYIAHOCTH H ITPH OIEHKATa Ha €(PEeKTUBHOCTTA OT JICUCHHUETO.

[IpenuMHOTO 3acsiraHe Ha TMAllMEHTH B AaKTUBHAa BB3PACT, CKIOHHOCTTa Ha
ABTOMMYHHUTE OOJIECTH KbM MPOTPECHsI 10 IHPO03a, Y4ePHOAPOOHA HEJOCTATHYHOCT U CMBPT,
TPYAHOTO TIOBIMSBAHE OT CE€ra ChIIECTBYBAIIOTO JIeUeHHE W HE0OXOIWMOCTTa OT
4epHOApOOHA TPAHCIUIAHTALMS OMPEICIAT TojsAMaTa COIMaIHA 3HAYUMOCT Ha TE3U
3a00/IIBaHHUSL.

ABTOUMYHEH XEITATUT

I. O0ma xapakrepucTuka

ABTronmyHHUAT XenatuT (AUX) e Bp3nanuTenHo 3a00ygBaHe HA YEpHUS JpoO ¢ HEM3BECTHA
€THOJIOTHs. XapaKTEepHO 3a HEero € HAIMYMETo Ha interface-xemaTur, moprajiHa MIa3MOLUTHA
UHQUITpanus, Xuepramario0yanHemMust U aproanturena. Yecrorara na AUX e 1.9-16.9/100
000. Xenute OonemyBaT Mmo-uecTo. 3abomnsBaHeTo € ¢ Obp3a mporpecus - 40 % ot
HEJIEKyBaHHUTE ciydan ¢ TexXbK AMX ymupar B mepBuTe 6 Mecena ciej MOCTaBsSHE Ha
nuarHosara, a Hag 40 % oT ocTaHanMTe pa3BHBAT LUpo3a. B mbpBUTE 2 TOIMHU cren
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(dbopMupaHeTO Ha IHPO3a, PU TTOBEUE OT MOJIOBUHATA OT MAIIMEHTUTE CE YCTAHOBSBAT BAPUIU
Ha xpaHorpoBoa u 20% OT TAX 3aruBatr OT XEMOPArus.

Tpaiinoto moBumIeHHe Ha amuHOTpaHCchepasute Hax 10 mbTH HaA TOpHaTa pedepeHTHa
croitHocT (I'PT") mnu moBumeHnuero uMm Haja 5 mbTH Hag ['PI° B chueTanue ¢ moBUINIEHWE HA
ramarnoOynuaute Hajg 2 meTH Hax ['PI°, ca mpenckasBamn (aktop 3a paHHa CMBPTHOCT.
Hanmnuuero nHa bridging-Hekpo3un uiIu MyATHALIMHAPDHU HEKPO3H NPU XHUCTOJIOTHYHOTO
W3CIIe/IBAHE OIpeeisl pa3BUTHE Ha Iupo3a 3a 5 roaunu B Haj 80% oOT ciydaute mpu
cMbpTHOCT 45%. Ilpu mo-iexu 1abopaTOPHU M XUCTOJIOTUYHH MPOMEHH LIHPO3a CE€ pa3BHUBa
3a 15 1. mpu moJI0OBUHATA OT MAIUEHTHTE MPU CMBPTHOCT OT YEPHOAPOOHA HEAOCTATHUYHOCT B
15% ot cnyyawure.

Yecro Havanoro Ha OojecTTa € OCTPO, BH3MOXKHO € M (yJIMHUHAHTHO MPOTHYAHE C OCTpa
4epHOApOoOHA HETOCTATHhYHOCT.

I1. Inarnoza

3a mocTaBsHE Ha JUArHo3aTa € HeoOXOAMMO Jla Ce YCTAHOBST XapaKTEepHUTE 3a OoyecTTa

KJIMHUYHH, JJaOOpATOPHU U XHMCTOJIOTMYHU MPOMEHH, U J1a C€ M3KII0YaT JIPYr'H ChCTOSHUSA,

kouto HamojgoOsiBaT AMX. OCHOBHO 3HaueHHE HMAaT M3CIEABAHETO HAa CEPYMHHTE

aMUHOTpaHcdepasn W rama-Tiao0ynuHu, Hammuueto Ha AHA w/wmm AI'MA (ako ca

HeratuBHM — Ha aHTU-LKM1), n u3BbpIiiBaneTo Ha 4epHO1poOHaA OUOIICHS.

XUCTONOTUYHOTO U3CJE/IBAHE € 3abJDKUTEIIHO 3a MOCTaBsSHE Ha IMarHo3ara, OnpeaesisiHe Ha

TeXECTTa Ha 3a00IBaHETO © TIOKAa3aHWATAa 3a JiedeHWe. HHMBOTO Ha cepyMHHTE

aMUHOTpaHcepasn U rama-rioOyJaMHU HE OTpa3siBa XHCTOJOTMYHOTO YBpEXKAaHE W

NPUCHCTBHETO WJIM JIMIICaTa Ha IMpo3a. XapaktepHu Oenesm Ha AWX ca Hammumero Ha

interface-xemaTut u MOpTajieH IUIA3MOIUTEH WHPUATPAT. XUCTOJOTMYHUTE MPOMEHH HE ca

cTporo crenuduuHu. BaxkHo € nma ce m3KIoYaT HsAKoW xepeautapHu (O6onect Ha Wilson,

anda-l-anTuTpuncuHoB aeduIUT, XeMoxpomaros3a), uHpekuno3nu (xematut A, B, C) u

JIeKapCTBeHO-UHAYIMpanu (minocycline, nitrofurantoin, isoniazid, propylthiouracil, alfa-

methyldopa) cbcTosiHUSA, KOUTO MOTaT J1a HAOO0AT OMKMCAHUTE TPOMEHH.

[Ipu curypHu MHCTpYMEHTAJIHH JaHHH 3a c(OpMHUpaHa IMPO3a W IPH JEKOMIICHCHPAHO

3a00IIBaHe C aCLUT, UKTEp WK eHIledaronaTs He Ce U3BbPIIBA MEPKyTaHHA YEPHOIPOOHA

ouorncusi.

HeoOxonuMo ycnoBue 3a AuarHo3ata € U Hajiudde Ha KOHBEHIMOHAIHU 3a 3a00JIsIBAHETO

aBroantutena —AHA, AT'MA, autu-LKM1, antu-SLA/LP. Cyb6xnacuduxamusta Ha AUX

BKJIIOUBA 3 THIIa CLIOPE] BHUJIa HA aBTOAHTHUTENATa B cepyMa:

- 1 Tun (Haii-uect) — c Hanmuuue Ha AHA n/unu ATMA;

- Il Tun — ¢ Hanuuue Ha anTU-LKM1. PaznoBuaHocT Ha Il Tvn npencraBisiBa ChbY4ETaHUETO
My CBC CHHIpPOMa Ha AaBTOMMYHHA IIOJIMEHAOKPHHOMNATHS-KaHIN103a-EKTOIEpMaTHa
muctpodus (APECED);

- I tum — ¢ Hamuuue Ha aHTH-SLA/LP.

Cuuta ce, ye eruonorusta Ha Tpute Tuna AMX e equaHa. OTroBOpHT UM KBbM JICUCHUE €

CXOJIEH W TI0 Ta3W NMPUYHMHA HA CYOKJIAacU(pUKAIMATa HE Ce NMPHUIaBa CHINECTBEHO KIMHUIHO

3HaueHue. M3kmouenne npencrasissa cpbueranuero Ha AUX II tun ¢ APECED, koero nma

0c00€HO arpecuBeH X0/ U He OTroBapsi 100pe Ha CTaHIAPTHUTE UMYHOCYTIPECHBHH PEKUMH.

Junarnoctuunute Kputepuu 3a AUX naBaT BB3MOKHOCT 3a MpPELIEHKA HAa CUTYPHOCTTa Ha

JMarHo3ara M ca OOEKT Ha TOCTOSHHO akTyanusupane (tabm. 1). Pasmmumsita mexmy

BEpOSATHATA M CUTYpPHATa JMarHo3a ce€ OCHOBAaBaT MPEAMMHO HAa CTOWHOCTTAa Ha CEPYMHUTE

rama-Tio0ymuEn  u  IgG, THTBpa HAa aBTOAHTHTENATa W CKCIO3WIHATA Ha JIPYyTH

XEMaTOTOKCHUYHU (PaKTOPH.

Hsima n3uckBaHe 3a ornpeneneHa NpoabKUTETHOCT Ha 3a00JIIBaHETO, 3a Jla ce MpUeMe, ue €

XpoHMYHO. Hannumero Ha KIMHWYHH, Ja0OPaTOPHH WM XHUCTOJOTHYHU TPOMEHU OT

XOJIECTATUYEH XapakTep ca npotuB auarHozata AMX. Bp3mMokHO € chueTaHWe ¢ MbpPBUYEH

CKJIEpO3Upalll XOJAHTUT, C MbpBUYHA OWUIMapHA IUPO3a WU C ABTOMMYHEH XOJIAHTHT B

pamKuTe Ha T.Hap. overlap-cuHapoMm.

Tabn. 1. luarnoctrunu kputepuu 3a AUX.
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M3uckBanus Curypen AUX Bepositen AUX
Jluca  Ha  reHernuHo | Hopmanen ¢enotun Ha | Yactmuen  gepuuur  Ha
3a00151BaHe anda-1-aHTUTPUTICUH anda-1-aHTUTPUTICUH

JIunca Ha aKTUBHA BUpPYCHA
nHpeKIus

Hsama mapkep 3a Hacrosima
nHpEeKIUs: ¢ BUPYCH Ha
xenatut A, B, C

Hsama mapkep 3a Hacrosima
UHQEKIUsT C BUPYCH Ha
xenatut A, B, C

Jlunca
YBpEXKIaHEe

Ha TOKCHUYHO

JIlHeBHa KOHCymamusi Ha
ankoxon <25 g M HAMA
CKOpommHa ymoTrpeba Ha
XeMaTOTOKCHYHU

JIEKapCTBEHH MPOJTYKTH

JlHeBHa KOHCymamusi Ha
ankoxon <50 g wu HiAMma
CKOpomiHa ymoTrpeba Ha
XeMaTOTOKCUYHU

JICKapCTBEHU MPOTYKTH

JlaboparopHu U3CIeIBAHUS

IIpenqumHO yBenu4eHHE Ha
aMUHOTpaHc(epazuTe
VBenuuenue Ha  rama-
mo0ynuaute wim IgG mone
1.5 oetit gag I'PI’

IIpenqumHO yBenuyeHue Ha
aMMHOTpaHc(epasuTe
BcesikakBo moBuIlIEHME Ha
rama-riao0yIMHHUTe

ABTOaHTHTENA

Crominoct Ha AHA, ATMA
i autu-LKM1 mone 1:80
(npu nmena mone 1:20)
JIlunca Ha AMA

Crominoct Ha AHA, ATMA
mm autu-LKM1 none 1:40
WIM Hajluyue Ha JIPYyrd
aBTOAHTHUTENA (pPANCA,
antu-ASGPR, aHTHU-
SLAJ/LP, autu-LC1)

XHUCTOJOTUYHU IIPOMCHHA

Interface-xemarur
Jluncear  yBpexzaaHe Ha
KI'BYHHUTE KaHaJIH,
TpaHyJIOMH HJIM OTYETIIHBH
IPOMEHH, XapakTepHU 3a
Jpyro 3a00JsIBaHE.

Interface-xemarur
Jluncear  yBpexzaaHe Ha
AKI'bUHUTE KaHaJly,
IPaHyJIOMH WJIA OTYETIUBU
IPOMEHHU, XapakTepHU 3a
Jpyro 3aboJsiBaHe.

[Ipuera e 1 cKOpoBa cuCTeMa 3a OLIEHKA HA CTEIEHTa Ha CUTYPHOCT HA JUArHo3aTa, KOosTo
ChIIO ce akTyanu3upa (Tabia. 2). UyBCTBHTEIHOCTTA U 3a MOCTaBsiHEe Ha auarnozata AUX e
97-100% ¥ OCHOBHOTO ¥ MPEIMUMCTBO € MPH CITYYauTe C BAPHAHTHH WM aTUITMYHU CHHIPOMH.
IIpu xnuHMYHM W JabopaTOpHM OCHOBaHMA 3a Haimumuue Ha AMX ca HeoOxoaumu
yepHoIpoOHa 6uorcusi, Doppler-oBo uscnensane Ha mopTajHaTa CUCTEMa, TOPHA €HOCKOTIHS
3a IMarHo3a Ha BapyLU Ha XpaHONPOBOA, CTOMaxa M NOPTaJHa XUIEPTEH3UBHA IracTPONaTHs.
W3BbpmiBa ce KOMIIEKCHA KIIMHUYHA, eXorpadcka, XUCTOJIOTHYHA U JabopaTopHa OICHKA Ha
TEXECTTa Ha 3a00JsIBAaHETO, HAIWYMETO M CTENeHTa Ha YepHOApOOHAa HEI0CTaThYHOCT,
IMAarHOCTHIIMPAT C€ CBITBTCTBAIIUTE 3a00JIIBaHUS.
MIPOBEX/IaHE Ha JICYEHUE U BUIBT MY.

Tabn. 2. JIluarHocTi4Ha ckopoBa cuctema 3a atunudeH AUX mpu Bb3pacTHHU.

Kareropus daxTop Ckop
ITon Kenun +2
Cwornomenne AP/AsT (AIT) | >3 -2
<15 +2
[ToBumenne Ha rama- | >2.0 +3
rnoOynuaure wm  IgG (B | 1.5-2.0 +2
nbTH cripsimo ['PT) 1.0-1.5 +1
<1.0 0
Turep Ha AHA, ATMA wm | >1:80 +3
antu-LKM1 1:80 +2
1:40 +1
<1:40 0
AMA [To3utuBHM AMA -4

Omnpenenar ce MoKa3aHHUATa 3a
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Mapkepu Ha akTuBHA | [lo3uTHBHU -3
BUPYCHA HH(EKITUS Heratusuu +3
XenaToTOKCHYHHU Ja -4
JIEKAPCTBEHU NMPOAYKTH He +1
AJKoxon <25 g/nen +2
>60 g/nen -2
CppTCTBaIIU uMyHHHU | BesikakBo H3BBHUEpHOIPOOHO 3aboiisiBaHe C | +2
3a00JIIBaHUS MMYHHA TeHe3a
Jlpyru aBTOAHTHTEINA Antu-SLA/LP, aHTH-actin, antu-LC1, | +2
pANCA
XHUCTOJOTUYHH MIPOMEHHU Interface-xemarur +3
IImasmonutn +1
Pozerku +1
Huto enHo ot ropHute Tpu -5
[IpomeHu B *IIbYHUTE KaHATH* -3
ATUNUYHHA TpOMEHH ™ * -3
HLA DR3 unu DR4 +1
OTroBop KbM JIcueHUE Pemucus +2
Pemucus ¢ mocienBain penarc +3
OO611 ckop Tipeau JiedeHUE CurypHa nuartosa >15
BeposiTHa quarsosa 10-15
O06m1 ckop cien JeYeHue CurypHa nuartosa >17
BeposiTHa quarsosa 12-17

* BkiiouBa I€CTPYKTHBEH XOJIAHTUT, HEIECTPYKTUBEH XOJAHTUT, TYKTOIICHHUS.
** BxirouBa cTeaTo3a, ChIBP)KAHHE Ha JKEIA30 KAKTO IMPU TeHETHYHA XEeMOXpOMaTo3a,

AJIKOXOJICH XCIIaTHUT, Oene3u Ha BUPYCHO 3a00J1s1BaHe MM BKJIFOYBAHUS KAKTO IIpu CMV umm
HSV.

III. JIeyenne

IIpu Bcuuku ciydam ¢ Texbk ANUX e nokazaHa moizara OT KOPTHKOCTEPOMIHA
Tepanusi. Moxe nga HsAMa TOAOOpeHHE, HO TOBa JIEYEHHE € JKUBOTOMOIBPIKAIIO.
[TanmenTuTe ¢ nMpo3a u Texbk AMX oTroBapsT Ha JieueHHe KaKTo MalueHTuTe 0e3 nupo3sa.

[TokazanusaTa 3a MpOBEXIaHE Ha JieueHHWE ca aOCONIOTHU W OTHOCUTETHU (Tadm. 3).
[TaneHTUTEe, NpU KOMTO HE ca M3MBJIHEHU aOCOJIIOTHUTE KPHUTEpPUH 3a JIEYCHHE, ce
MpeleHsBaT MHIUBHUIYaTHO. JledeHne MoXe Ja He ce Mpuiara mpu HEeaKTUBHA IMPO3a,
HaJInyMe camo Ha interface-xemaTUT B OTChCTBHE Ha bridging-HEKpo3u M MyJITHAI[MHAPHU
HEKPO3H, MPH CEPUO3HH CHITBTCTBAIIM 3a00JSIBAaHUS WJIM HEMTOHOCHMOCT KBbM IpHJIaraHUTe
JIEKapCTBEHU MPOAYKTH.

Ta6:. 3. [lokazaHus 3a JIeYeHUE.

AOCOJIFOTHU TTOKA3aHUSI OTHOCHUTETHU TTOKa3aHUs
[ToBumenue Ha ACT mone 10 meTu Hapg | Haauume  Ha  cummromu  (cimabocr,
I'PI apTpaJIruu, UKTEp)

IToBumenue Ha ACT noue 5 metit Hag [PI" | Crotinoct Ha ACT w/wiu  rama-
B ChUYCTAaHWE C T[IOBHIICHHE Ha Tama- | TJIOOYJIWHHUTE O] HUBOTO Ha a0COJIOTHHUTE

rnoOynuHuTe noHe 2 mbti Hag ['PT KpUTEPUHU
Bridging-uwekpo3su win myatuanuHaphu | Interface-xematut
HEKpPO3HU
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KoHBEHIIMOHATTHOTO JIeUeHHWE ce TMpoBexaa ¢ Prednisone camMOCTOSATENHO WM B
koMmOuHanwms ¢ Azathioprine (Ta6. 4).

Tabnuma 4. KoHBeHIIMOHATHU peKUMH Ha JeueHne Ha ANX.

CamocTosATenHo KoMOunmMpano neveHue
Prednisone (mg/nen)
Prednisone Azathioprine
(mg/nen) (mg/nen)
Cengmuna 1 60 30 50
Cenmuna 1 40 20 50
Cenmuna 1 30 15 50
Ceamuna 1 30 15 50
ITopnbpxkamia no3za | 20 10 50
IIpeanounra ce | lluronenus ITocTmeHonay3anHo
Mpu: bpemennoct Ocreomnopo3za
Manurnaeno 3a0oJsBaHe JlaGuiien nuaber
Kpatbk kype (<6 mecena) 3aTbCTsABaHE
Hedunut Ha Thiopurine - Axkne
MeTuiITpaHcdepasa Emonmonanna nabumaHocT
ApTepuanHa XUnepTOHUsI

Crpannunute neiictBuss Ha Prednisone BkIIOYBAaT KO3METHYHH  IMPOMEHH,
3aTabCTSBaHE, OCTEOINOpO3a, BepTeOpaiHa KOMIpEecHus, OuabeT, KaTapakTa, XUIEPTOHUS U
ncuxo3u. O6uvaiiHo ce pa3BUBAT IpHU JeueHue Haja 18 mecena mpu nogabpokaia g03a Haj 10
mg. [IpexbcBaHe ce Hajara npu mo-manko ot 15% ot cinydante. KOMOMHUPAHUAT pexXUM € C
[10-MaJIKO CTEPOUI-UHAYLIUPAHU CTPAHUYHU JCHCTBUSL.

CrpannuHuTe nAeWcTBUA TpH JiedeHue ¢ Azathioprine BKIIIOYBAT XOJIECTaTUYEH
XeTaTUT, BEHOOKITy3UBHA 0O0JIECT, MAaHKPEATHT, TaJIeHe, TOBPbhIaHe, OOPUBU U TMOTHCKaHE Ha
KocTHOMO3b4HaTa (yHkuusa. Habmonasat ce mpu 15% oT mauueHnrture, 1eKyBaHu ¢ qo3a 50
mg ¥ OT3BydYaBaT CJieJ] HaMaJsiBaHE Ha J03aTa WIM CIHMpPAaHE Ha JIEKapCTBEHUS IPOAYKT.
TeopeTHUHUAT OHKOTEHETHYEH PUCK MpU MMYHOCYHpecuBHOTO JiedeHne Ha AWX crpsmo
HOpMajHara nomynanus e 1.4.

KOHBEHIIMOHAIHOTO JIEYEHHE MNPOABIKABA, JTOKATO CE OTUETE €IHA OT CIICJHUTE
YeTUPHU BBb3MOKHOCTHU (endpoints): MOCTUTaHE HA PEMUCHS, HEYCIIEX OT JICUEHUETO, HEMbJIEH
OTTOBOp WJIM JIeKapCcTBEHa TOKcuuHOCT (Tabmn. 5). He chiiecTtByBa ¢ukcupaHa MUHHUMAaIHA
WM MaKCHMaHa IPOABHKUTEIHOCT Ha JiedeHue. Pemucusra psako HacThIBa Mpes MbPBUTE
12 mecena. 80% OT MalMEHTUTE BIM3aT B PEMUCHS B PaMKUTE Ha 3-TOAMIIHO JIEYEHUE.
XHUCTONOTUYHOTO MOI00peHne ce oTyuTa 3-6 Mecerna ciell KIIMHUYHOTO U OMOXUMUYHOTO, U
HACTHIIBAHETO MY OIIpPEAEIs HAaBIM3aHETO B PEMHUCUS M CIIMpaHETO Ha JiedeHuero. Cien
MIPEYCTAaHOBSIBAHE HA JICUEHUETO KIMHUYHMAT U J1a00paTOpeH KOHTPOJI C€ OCBIIECTBSBAT
BCEKHM Mecell IIpe3 IIbpBUTE 3 Mecella U Ha BCEKM 3 Mecella Mpe3 I'bpBara roJMHa C OrJIe]
YCTaHOBSIBAaHE Ha peJaric.

Penancvm e peakTuBHpaHe Ha 3a00JIIBAaHETO CIIE]] IOCTUTAaHEe HA PEMHCHS U CIIUPaHe
Ha seueHuero. llposBsaBa ce cbec cnaboct, aprpanruu U nosumenue Ha ACT Han 3 mbtu
cupsimo ['PT". B 3aBucHMOCT OT XHMCTOJIOTHYHATa HAXOJKa MPHU CIIMpaHE HA JICYCHUETO, MPU
20-100% ot cmyuaute ¢ AWX wHacTemBa penmarc. [IbpBHAT penanc ce TpeThpa C
KOHBEHLIMOHAJIEH PEKUM Ha jieueHue. [Ipy nanumeHTuTe ¢ moBeye oT €aUH pejarnc ce npuiara
MOCTOSIHHA TojAbpkama Tepanusi ¢ Prednisone w/mnm Azathioprine ¢ 1en KOHTPOJ HaJ
aKTUBHOCTTA Ha 3a00JIsIBaHETO, KOETO € BB3MOXKHO B 70-90% ot ciyuaure.

10- u 20-roauimHaTa TPESKHUBSIEMOCT Ha JICKYBAaHUTE MAIMEHTH C TeXbk AUNX
Hajsuiasa 80%.

Tabnuma 5. Bp3MoXHU pe3ysTaTu OT KOHBEHIIMOHATHOTO JeueHne Ha ANX.

‘ Pesynrar ‘ Kpurepun IloBenenue ‘
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Pemucus

Jlurmca Ha cUMIITOMH
Hopmanuu croiiHOCTH

[Tocrenenno CIIUpaHe Ha
Prednisone B pamkute Ha 6

Ha OwmpyOWHa ®W  rama- | CEIMHUIIH
100y TUHHUTE Crniupane Ha Azathioprine
HopMmanuu CTOMHOCTH Ha | PemoBHO = MOHMTOpUpaHe 3a
aMHHOTpaHCc(epasuTe WIN | HACTBIIBAHE HA PeJarc
noBuienue 1o 2 bty Hag [ PT
Hopmanua XHACTOJIOTUYHA
HaxoJKa  WJIM  MHHHUMAJHO
BB3MIAieHne  0e3  interface-
XeNaTuT
Heycnex ot | Knuanyno, nabopatopno  u | Prednisone 60 mg nHEeBHO wiIu
JICYEHUETO XUCTOJOTMYHO BiomasaHe Ha | Prednisone 30 mg paHeBHO B

(oHa HA CTPUKTHO MPOBEKIAHO
JIeYeHUEe

[ToBumenue
amuHOTpaHcdepasure ¢ 67%
IlosBa Ha wWKTEp, aCUUT WU

Ha

komOuHammst ¢ Azathioprine
150 mg nHEBHO B MPOBIKEHUE
Ha 1noHe 1 wmecen. Ilpm
nmoAoOpeHue - peayKnus Ha
Jo3aTa BEOHBXK MECCUHO JO

4epHOApoOHa eHIlehaIonaTus JOCTUT@HE Ha CTaHJapTHaTa
HOJJIbPIKAIIIA JI03a.
Henbnen otroBop | JIekocTeneHHo wiM JmncBamo | Penykuus Ha — jo3ata Ha

nojo0peHue Ha KIMHUYHUTE, | IEKAPCTBEHUTE MPOIYKTH [0
nabopaTopHUTE U | Hali-MaJIkaTa Bb3MOXKHA 1034, C
XUCTOJIOTMYHHATE TPOMEHM IO | eI  IPENOTBpaTsABaHE  Ha
BpEME Ha JICUCHHUE. BIIOILIABAHE.

Hepb3MOXHOCT 3a MOCTHTaHE Ha HCHpCKBCHaTO JICYCHUC

peMucHus  ciel  3-TOAMIIHO
JICUCHHE
Hsma BJIOIIIABAHE Ha
CBhCTOSIHHETO.
JlekapcTBeHa Texkn KO3METHYHHM MpoMeHH, | HamansiBane Ha jgo3aTa WK
TOKCHUYHOCT CI/IMHTOMHO-HpOﬂBeHa CHI/IpaHC Ha JIeKapCTBCHI/ISI
OCTCOIICHHS, €MOIIMOHAJIHA | IPOAYKT B  3aBUCUMOCT  OT
HECTAaOMIIHOCT, HeTOoOBp | TeXKECTTa Ha  CTPAHUYHOTO
KOHTPOJ HaJ XUINEPTOHUSTA, | NEHCTBUE.
nabwieH auaber, nporpecupaima | [IpoabmkaBane Ha
LU TOIICHUS JICYEHUETO C  JIeKapCTBEHUs

ITPOJIYKT, KOMTO C€ IMOHACH.

IloBeneHue npu Heycnex OT Je4eHHETO

[Ipu Heycmex OT KOHBEHIIMOHAIHOTO JICYEHHE C€ OOCHXKIa TMPUIIOKEHHE Ha
cyclosporin, tacrolimus, budesonide, deflazacort, 6-mercaptopurine, methotrexate,
cyclophosphamide, mycofenolate mofetil unu ypcoaeokcuxosesa kucenuna (Y IXK).

[TaupenTuTe ¢ BiOIIaBaHE MO BPEME WIIM CJE€J KOPTUKOCTEPOUJHOTO JIEYEHUE CE
nekyBar eeKTuBHO ¢ uepHonpoOHa TpaHcruiantauus (UYT). Ilerrogumnara mpexxuBIeMOCT
cien YT nmo moBog Ha AUX nagsumasa 90%, a 10-rogumnHata € 75%. [lpu mauuenture c
YepHOJApPOOHA JEKOMIICHCANMs, Tpeau na OBbAaT NPENJOoKeHH 3a TPaHCIUIAHTAIMs, Ce
MPOBEXK/IA ONUT 3a JIEYEHUE C KOpTUKOCTepouAu. [Ipu yacT OT MalMEHTUTE C aBAHCHPAJIO
3a001sBaHe, acUUT W/WiaHM eHledamonaTis ce MmocTura mojaoopeHue u orcpouyBane Ha YT.
OcTtpata yepHOIpoOHA HEAOCTATHYHOCT, pHUUKnHeHa 0T AMX, ce neKyBa ¢ KOPTHKOCTEPOUIN
U IIpH Heycnex ce n3pbpusa YT.

IIpu oxomo 3% ot mamuenture ciuenq YT ce nabmogaBa de novo AUX, koiTo
O0OMKHOBEHO € JIEK U C€ T0//1aBa Ha UMYHOCYTIPECHSI.
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II'bPBUYHA BUJIMAPHA IIUPO3A
I. O0ma xapakTepucTHKa

[IbpBuynara Ownuapna uuposa (I1BL]) wnm mepBUYEeH OWJIMApEH XOJAHTUT €
3a0oiiiBaHe HA YepHHs ApoO ¢ aBTOMMYHHA T'€He3a, KOETO 3acsAra MpeIuMHO KeHU Ha cpeaHa
BB3pACT. 3amouBa KaTo rpaHyJIOMaTO3HA JECTPYKIUS HA UHTEPIOOYIapHUTE KITHYHH KaHAIIH,
KOSITO MPUYMHSABA IyKToNeHus. ToBa BOAM 10 mporpecupaiia xojiecrasa, ¢pudposa, uuposa u
4epHOIpOoOHAa HENOCTATHYHOCT.

UYecrorara Ha I1BI] ¢ 2-15/100 000. B msaxou ob6aactu goctura g0 42/100 000. 95% ot
MAIMEHTUTE ca )KeHU. Y Hac OposAT Ha manueHTute ce ABrxku Mexay 1000- 1500 ciydas. Tlo
nanan Ha H3OK 3a rogummuus Opoit 6osiHM 1o 3abossBaHus, BKIouyeHn B Hapenba 38 3a
2014 r, ca otuerenu 1143 330JI ¢ I1BLI.

BpemeTo Ha mporpecus 10 4yepHOAPOOHA HEAOCTATHYHOCT BapHpa 3HAYUTEITHO IPH
otaenuure cnydau. [Tonacrosimem 50-60% ot mauueHTHTe ca 6€3 CHMIOTOMH IIPU TTOCTABSIHE
Ha JIMar’Hosara 1 3a00JiIBaHEeTO Hali-4ecTO ce OTKpPUBA MPHU CIydyallHO yCTaHOBEHA XOJiecTa3a
U HaJlM4Me Ha aHTUMUTOXOHJpHalHU aHTuTena (AMA) wiu npu u3cieaBaHe 10 MOBOJ Ha
npyro 3abonsBaHe. CpeqHaTa MPEKUBSIEMOCT cliel MMOCTaBsHE Ha JAuarHosara € 16 r. 3a
0€3CHUMIITOMHUTE MAIlMEHTH U 7.5 T. 32 CHMOTOMHO IIPOSIBEHUTE CITy4YaH.

Xapaxkrtepnu 3a [1BL] ca cnennute nposiBu: ymopa, cbpOek, mopTaaHa XUIIEPTOHUS,
MeTa0OoJIMTHA KOCTHA 00JecT, KCAHTOMH, MajnabcopOurs Ha MacTHOPAa3TBOPUMH BUTAMUHH,
ypouH(EKIINHU, KaKTO U pa3BuTHe Ha Heorasus. B van 80% ot ciyuaute ¢ [1BL] ce oTkpuBa
CBHITBTCTBAIIA ABTOUMYHHA OosiecT (Tabi.1).

Tabmuua 1. CepTcTBanM aBTOMMYHHH 3a001siBanus ripu T1B1]

Tupeonana aucdyHKIHS
CucteMHa ckieposa
PeBmaTtounen aprpur
Cunzapom Ha Sjogren
Cunapom Ha Raynaud
CREST-cunapom

I'myrenoBa enTeponarus
VYanepo3eH Koiut

TpaHcBep3aneH MUEIIUT
CupuHromuenus

ABTOMMYHHA XEMOJIMTUYHA aHEMMUSI
Aptepuut Ha Takayasu

Ce3manenn ca pasnuuad TporHoctuaHu wmojenu Ha [IBIl (tabn. 2). OcHoBeH
MPOTHOCTUYEH (DAaKTOp € HUBOTO HA CEpyMHHUS OMIMPYOWH, 3HAYCHHE WMAT M HaJMYHUETO Ha
[IMPO3a, BH3pacTTa U HUBOTO Ha anOymuHa. CepyMHHUAT OUIUPYOMH MOXKE Ja ce€ M3MOJI3Ba
KaTo WHAUKATOP 32 U3BBPIIBAHE HA TPAHCIIIAHTAIIHSL.

Tabnuua 2. [Ipornoctuunu moaenu Ha [1BL1.

KopBene Xemnarto- Ddubpo3za/ Xonecraza XM | Anbymun
Mopnen Bw3pact | or Bapuiu | Acuut | bunupybun IIN | meranus IMuposa
Espoma | + + + + +
Mayo + (+) + + +
Yale + + + +
Australia | + + "
Glasgow | + + + + + + +
Oslo + +
Royal + + + +
Free

(+) — otok, IIN — mpotpomOuHOB HHAEKC, XM - Xuanun Ha Mallory

[Ipu psasko moBuiieHne Ha OunupyOuHa, ocBeH mporpecust Ha [IBL], ciensa na ce
UMaT TpeaBUJ U ApYyru npuunHu — cuHiapoM Ha Gilbert, cemcuc, OpemeHHOCT, IpUeM Ha
OpaJlHM  KOHTPALIENTHBH, XOPMOHAJHA 3aMECTUTEIHA Tepalus, XOJIEJOXOJUTHA3a,
HEJIEKYBaHO 3a00JiIBaHE Ha LIMTOBUIHATA »*JI€3a, XEMOJIM3a M TOKCHYHO YEPHOAPOOHO
YBpPEXIAHE.
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[Ipu mosiBa Ha aciuT, YepHOApOOHA eHIedaronaTus U HEKopurupyma c BUT. K
KOaryJsomnaTus, mocjieBaiaTa nporpecus Ha 3a00JsBaHeTo € Obp3a.
I1. luarno3a na I1BI{

OcHoBaBa ce Ha JIOKa3BaHETO Ha HHTpaxemaTajliHa XoJiecTa3a B ChbUYETaHUE ChC
cnenuuIHATE 3a 3a00sBaHeT0o AMA U XapakTepHa XHCTOJIOTHYHA KapTHHA.
N3non3Ba ce cieaHusT quarHoctuyeH anroputbm: [Ipu Hanmyno noBumenue Ha A® u I'TT
CE M3BBPILIBA YIATPa3BYKOBO U3CJIE/ABAHE HA 4epHUS Apo0. AKO HE ce yCTaHOBU OuIMapHa
obcTpykius, ce uzcinensatr AMA B cepyma. M3cneaBanero € mo3UTUBHO NP TUTHP ToHE 1:40.
YyBcTBUTENHOCTTAa U crienuduunoctta Ha AMA ca Hag 95%. JlombiaHuTenHa XapakTepHa
HaxoJ/ka € moBuiieHueTo Ha IgM B cepyma B ciiydante 6e3 ULl. Ilpu Hanmuume Ha TUNHMYHU
CUMIITOMH, HHTpaxenaTajHa XoJjecTa3a U NO3UTUBHU AMA, He € 3aIbJDKUTENHO Ja ce
U3BBPIIBA YEPHOIPOOHA OHOIICHS, 3a J1a ce MOCTaBH AUAarHo3a. XUCTOJIOTHYHOTO U3CIIeIBAaHE
obaue orpenens cTaaus Ha 3a00JIIBaHETO, IPOTHO3aTa M BUA Ha JieueHueTo. ChlecTByBar 4
XUCTOJIOTHYHHU cTaaus (Tadm. 3):

Taoauna 3. Xucroaornunu craauu Ha IIBII.

I crannii IIpencraBnsBa MOpTAJIEH XENaTUT C TPaHyJIOMaTO3HAa JECTPYKLIMS Ha
XKJTbUHHUTE KaHanmuera. Hanmune ca Bakyonu3anuss W IIMKHO3a Ha
ENUTEITHUTE KIETKH, Karo YeCTO HEeKPOTUYHUTE KaHaJIdera ca
Pa3MoJIOKEHU B IIEHTHPA Ha TOJIEMU FPaHyJIOMOIIOA00HH JIe3UH, ChCTOSAIIN
Ce OT XHMCTHOLUUTH, JTUMQOIUTH, IIa3MOIHUTH, €O3HHOPIIN U TOHIKOTa
TUraHTCKU KieTku. ToBa ca T.Hap. ¢unopunnu nyktycoBu ne3uu mnpu [1BL.
WubuitparsT He HapylIaBa TPaHUYHATA JIAMEIA.

II cramuit [IpencraBnsBa mepUIOpTalCH XemaTHT W Hponudepanus Ha KIIbYHUTE
KaHamyera. Yact OT MOpTaNHUTE  TpOCTpaHcTBA  (hubpo3mpar.
Be3nanurenHuaT uHOUITpAT HaBJIM3a B TMECPUIOPTAIHUS TApEHXUM, B
MOPTATHATE TMPOCTPAHCTBA HE Ce€ HAOMI0JaBaT HOPMAIHU KITBYHH
KaHAJIYeTa, a cCaMO aTUITUYHU HAI'bHATH XIIBYHU CTPYKTYpU O€3 OTUETIIHB
nymeH. [lepuropraaHuTe XeMmaToUTH ca BAaKyOJU3UpPAaHU U OOTpajieHu OT
neHecTu Makpodaru — hopMupar ce T.Hap. OvuIMmapHu piece-meal HEKPO3H.

Il cragmii | Hanmnume Ha bridging-Hexpo3u u (GUOPO3HU CENTH, CBBP3BAIN OTIIEIHUTE
MOPTAJIHU IPOCTPAHCTBA.

IV crammit | Hupo3a.

[Ipn OMONCHMYHOTO H3CIIEBAaHE € BB3MOXKHO Ja CE€ YCTAHOBST €IHOBPEMEHHO IPOMEHHU,
XapaKTepHU 3a pa3jMYHU CTaJuu. 3HAUY€HUE HMMa Hal-TEKKHUAT. TEepMUHBT IyKTONEHUS
O3HayaBa JIMIICA HA WHTEPJIOOYJIapHH *IIbYHM KaHaimu B moHe 50% oOT mopTanHuTte
MIPOCTPAHCTBA.

[Tatmenture B [ u I cTaguii ca mo-BUCOKA MPEKUBAEMOCT, OTKOJKOTO MAILIUEHTUTE B
I u IV cramuii. Ocsen ToBa manuentute B | u Il craguii ca ¢ moka3zaHa IoJ3a OT JIEUEHUE C
YIAXK.

[Tpn Manka yacT OT MAaLMEHTHUTE C TUIUYHU 3a OoJecTTa KIMHUYHU, OMOXUMHUYHU U
XHUCTOJIOTHYHHU NPOSIBU, B cepyMma He ce ycTaHoBsiBaT AMA u Ta3u gopma Ha OoisecTTa ce
ompenens karo AMA-neratuBHa [IBLl (aBToumyHeH xosanrut). IIpy AMA-HeratuBHata
IIBL] moxe nma ce mosutuBupar AHA u ATMA B cepyma, mmo-4ecTo ce HaOIr0aBa
nosuiieHre Ha IgG u no-psako Ha IgM. AMA-nerarusHara [1BL] He ce pa3ninuyaBa 1o HaUYUH
Ha IIPOTHYAaHe, IPOTHO3a U NOBJIMSABAHE OT JICYEHUETO OT Kinacudeckara [1BL1.

Panxo ce nabmonaBa Hammuue Ha AMA B cepyMa npH jurica Ha noumieHue Ha AD.
C TedeHue Ha BpPEMETO Te3M MAIMEHTH CHIIO pa3BUBAT XojiecTaza M cumnTtoMu. [logoOHuU
cllyyall M3UCKBAT CBOEBPEMEHHAa XHCTOJOIMYHA OIEHKAa M Mpocie/siBaHe Ha OMOXMMHUYHHUTE
MTOKAa3aTeIH MOHE BeIHBX FOJIUIIHO.

Cvoopasricenusa npu nocmaeane Ha OuAZHO3AmMA U oOnpedeisaHe HA CcmMaous Ha
3abonasanemo

90



HeoOGxomuMo e  ochlIecTBSBaHE Ha  CHENMAJIM3UpPAHUTE  JTAOOPAaTOPHH U
MMYHOJIOTHYHH HW3CJICJIBaHUSI, U3BBPIIBaHE Ha yepHOIpoOHa Ouoricus, Doppler-exorpadcka
OLIEHKA Ha MMOpTaJHATa CUCTEMa, TOPHOCHJOCKOIICKO M3CJIe/IBaHE 32 YCTAHOBSIBAaHE HA BapULIU
Ha XpaHONPOBO/a, CTOMaxa M MOPTaJHa XUIIePTeH3UBHA racTponaTus. [Ipu mumca Ha BapuIm
ce M3BBPIIBA TOPHA CHIOCKONHMS Ha MHTEPBAIHU, HE NO-IbIATU OT 3 roaunu. Heobxonuma e u
JMarHoCTHKa Ha ycinokHeHusTa Ha [1BL] — merabonmTHa KOocTHA OoJiecT, MaiabcopOIus Ha
MacCTHOPA3TBOPUMH BUTAMHUHH, YpouH(peKnuu, xemarouenyrnapeH kapuunom (HCCO),
XEIaTOMyIMOHAIICH CHHIIPOM H JPYTH

I11. JIeuenne na IIBI],
Cneyugpuuno neuenue.

Jlewenuero ¢ YJIXK yBenuuaBa TpaHCHIOPTA HA BbTPEKICTHYHUTE KJIbUHH KUCEITUHU
(OKK) B xaHamukynuTe, peaylupa BBTPEKIETBUYHOTO ChIbpxkaHue Ha xunpopobuu XK u
MOJKE J1a UMa [UTONPOTEKTUBEH e(eKT BhpXYy KieTbuHuTe MeMmOpanu npu 1B u nbpBuueH
ckieposupaill xosuaHrut (I1CX). Bp3aMoxxHO € 1 IMyHOMOAYIaTOpHO JelcTBue. JleueHueTo ¢
YIAXK npu IIBIl Boan mo momoOpeHue Ha OMOXMMHYHHTE TOKA3aTelld Ha XoJjecra3ara —
ounmnpyoun, A®, I'T'T, xonectepon. Mosxe 1a nmoBiuse chbpOeka U pa3BUTHETO HA BApUIHM HA
XpaHorpoBoja. 3abaBs xona Ha 3abossiBaHeTo npu nanueHtutre B 1 u Il cramuit va I1BL.
EdexTsT npu HanmpenHanuTe craauu He € curypeH. [Ipunara ce B mo3a 13-15 mg/kg/24 4. B
€IUH WM HIKOJKO Impuema. BiusgHMEeTOo BBPXY MNpPEKUBIAEMOCTTa M HyXJAara oOT
TpaHCIUIAHTAIUsl € OTYETJIMBa TMPU MNPOABIDKUTEIHO JieueHue (moHe 4 TOIUHM).
[Tonocumoctra Ha YJIXK e MHOTrO 100pa. He BCHYKM MalIMEHTH CE TIOBJIMSBAT OT JICUEHUETO.
[Ipunosxenuero 1 mpe3 TpeTUsi TPUMECTHP Ha OpeMeHHocTTa € Oe3omacHo. Hsama gocrarbuHo
JaHHU 3a Oe30IMacHOCTTa U mpe3 mbpBUA TpUMecThpP. [Ipu pe3rcTeHTHOCT KbM JieueHUe C
YJXK BB3MOKHH NMPUYMHH Ca HEPEJAOBEH IMPHEM Ha JICKapCTBCHHs NPOAYKT, Overlap-
cunapom AUX-TIBLI, kakto u ¢popmupane Ha apTepuonopTaina gucryna ciea 4epHOApOOHA
ouorncusi.

[Tpu nenoBnusBane ot MmoHoTepanus ¢ Y IXK, B cho0paskeHue Bin3a KOMOMHUPAHETO
it ¢ colchicin, methotrexate, koprukoctepouau, azathioprine, cyclosporin, kakTo u jgcueHue ¢
Tamoxifen. Ha To3u etam HsAMa q0CTaThYHO JAaHHU, 32 J]a C€ MPENopbua UMYHOCYIIPECHBHA
tepanus npu I1bI1.

UepHonpoOHaTa TpaHCIUIAHTALlMA TPEACTaBIsABa €JAMHCTBEHATa TEpaleBTHYHA
Bb3MOKHOCT nIpu HenoBausiBane oT Y JIXK. S-rogumnaTta npexussemoct ciaeq YT nmo moBosa
Ha I1BI] nagumasa 80%. Ilpu moBumenue Ha Ounupyouna Haa 80 memol/l, pa3Butne Ha
YCJIOKHEHHUS Ha YePHOAPOOHOTO 3a00JIsIBAHE WJIM 3HAUYUTEITHO BJIOIIABAaHE HA KAYECTBOTO Ha
KUBOT, TAIIUECHTHUTE CJIe/[Ba Aa ObJaT BKIIOUEHH B rcTa Ha yakammre 3a YT (tabdn. 4 u 5).

Tabnuma 4. Iloka3zanus 3a W3BBPIIBAHE HA TPAHCIUIAHTAIUS MPH XPOHUYHO MAPEHXHUMHO
3a00J151BaHe HA YEpHHUSI IP0O

Cepymen OwmnupyomH > 180 mcmol/l 3a moBeue oT 6 Mecella MPU XOJECTATUYHO
yepHoApoOHO 3abosgBane (> 50 mcmol/l npu HexonecTaTUYHO YEPHOAPOOHO
3a0oIsBaHe)

Cepymen anoymun 30g/1

Pesucrenrten acuur

CrioHTaHeH OakTepuaieH MePUTOHUT

YepHonpoOHa eHiedanonarus

[Tporpecupamia MmyckyiHa ciaboct

PenmnuBupaia xeMoparus OT Bapuily

PasButne Ha XxemaTorenynapeH KapuuHOM

HeoBnansiem cbpOex

[Iporpecupariia ocreoneHus

XemnaTomyIMOHAIEH CHHAPOM

MELD score >15

Tabmuma 5. [IporuBonokazanus 3a UT
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ExcTeH3MBHA OpTaliHA ¥ ME3EHTEpPHATHA TPoMO03a

AKTHBHa OaKkTepHaIHa, rbOMYHA WK BUPYCHA HH(EKIUS

W3ppHYEpHOAPOOHA MEPBHYHA HEOTITIA3Ma

Excrepuopusupan mbpBUYEH YEPHOAPOOESH KapIITHOM

XonaHTHOKapIIUHOM ™

Cepno3HO HM3BBHUYEPHOJAPOOHO 3a0oisiBaHe (CHPAEYHO, OET0apPOOHO, HEBPOJIOTUYHO),
BB3MpensaTcTBamo ycnemnara YT wim pexabuwimranusra

*BB3MOKHO € KOMOMHHPAHO JICYEHUE C XUMHOTepanus, JpueneueHne u YT

JleueHune Ha yCI0KHEHHUATA:

CopOexsbT ce oBiansBa ¢ Cholestyramine 4-16 g/24 4, npueTu npeay U ciae 3aKycka.
AnrepnatuBa e Rifampicin 2-3x150 mg/24 4. JlombIHUTETHN BB3MOXKHOCTU Ca MpPHUEM Ha
Naltrexone, ynaTpaBHONeTOBO 0OJbuUBaHe, IIazMadepesa, eKCTpakopriopaiHa anOyMHHOBA
nuanusa. [Ipu HeoBnamseM chpOex e mokazana UT.

Sicca-cuHAPOMBT H3MCKBA TpPETHpPaHE Ha KcepopTaaMmusrta U KCEPOCTOMHUSITA,
yJIECHSIBaHE Ha MPETJIBIIAHETO U TyOPUKAIUS PU TUCTIAPECYHHSL.

CungpomsbT Ha Raynaud ce Tpetupa ¢ KaalieByd aHTarOHUCTH.

Octeomnopo3ara ce OlieHsABa 4pe3 U3CeABaHE Ha MUHEpAIHATa KOCTHA IUIBTHOCT IIPU
noctaBsHe Ha auarnosara [1b1l u ciex ToBa Ha 2-roguiHu nHTEpBaIn. Heobxoaum e nmpuem
Ha 1500 mg xanuuit u 1000 Ul But. D nHeBHO, yBennyaBaHe Ha JBUraTeIHATa aKTUBHOCT U
uznaranero Ha ciabHIE. [Ipu xenu c IIBL] B MeHomay3a ce mpuiara TpaHCAepMaiHa
XOpMOHaJHa 3amecTuTenHa Tepanus. [lo-rexkure GopmMu ca MHAMKAIUS 32 JIEYECHHUE C
oudochonatu. Texko mposiBeHaTa octeonopos3a ¢ uHaukanus 3a YT, gopu u npu numnca Ha
4epHOIpoOHAa HETOCTAThYHOCT.

Kopeknuss Ha nedunura Ha MacTHOPA3TBOPHUMHM BUTAMHUHHM CE€ HU3BBPIIBA MPH
xunepOmmpyounemus. Ilpu koarynomatust B pesynrar Ha aeduuut Ha BUT. K, ce mpunara
napenTepaiHo BUT. K 10 mg exxemeceuHo.

Paguxamuoro neuenne Ha HCC BKiIrOUBa TpaHCIIAHTAIMS, PE3SKIHS U JIOKATHA abJarus.

II'bPBUYEH CKJVIEPO3UPAILL XOJIAHT'UT

I. O6ma xapakrepucTuka

[IspBuyHMAT ckneposupaiy xoaaHruT (IICX) e XpoHWYHO XO0JeCTaTUYHO 3a00JsIBaHe
C HEW3BECTHA €THOJIOTHS, XapaKTepus3Mpalmio Cce€ C Bb3MNAJICHHE Ha UHTpa- U
eKCTpaxenaTaJHUTEe *KIbUHHU ITBTHILA, KOETO BOIU 10 (hubpo3a. TepMuHBT “ObpBUYEH” HMa
3a nen ga ommun [ICX oT cimyyauTe ¢ M3BECTHAa NpUYMHA, O3HAYaBAHU KaTO BTOPUYEH
ckieposupainy XosaHrut (tabn. 1). TepMuHbT “ckiepo3upair’” oTpas3siBa MHAYpaLusATa Ha
MITPYHUTE MbTUIIA, Bb3HUKHAIA B pe3yiaTaT Ha Bb3najeHHeTo u (ulposara. TepMUHBT
“XOJIaHTUT TOJYepTaBa MaTOJIOIMYHMS CyOCTpaT Ha BB3NAJUTETHU MPOMEHHU Ha >KIbYHHUTE
IBTHUINA, @ B KIMHUYEH aclekT o0O3HayaBa €MU30JUTE Ha HUKTEp, KOpeMHa Oojika U
¢bebpuuTer. 3a005BaHETO MOXKE Jla aHrakupa eKCTpa- M HMHTpaxemaTalHUTE >KIbYHU
npThima (knacuuecku IICX), camo Mankute BbBTPEUEPHOAPOOHH IKIBUYHM KaHAIU
(MepuxXOoJaHTUT) WIIM CaMO TOJIEMUTE MHTpaxenaTalHy U eKCTpaxenaTaiHi KaHallu.

Ta6nuua 1. IIpuunHM 3a BTOpUYEH CKJIEPO3HPAIL] XOJAHTUT.
XonenoxoanuTrasa
TpaBma
Hcxemus
WuTpaaprepuanHa XUMHOTEPATUS
Nudexunn
Bponenu anomanuu

Yecrorara Ha 3a0oisaBaneTo € 6-13/100000. Mbxere 3a00isaBar 3 IBTH IO-YECTO,
cpeaHara Bb3pacT Ha 3abonenure e 30-40 r. YV nac [ICX e psako cpemtas. [Ipennonaraemust
Opoii 6omHU € okoiio 200 yoBeka.

I[ICX mporpecupa KbM OWiInMapHa IMpo3a, MOpTalHA XUIEPTOHUS, YEPHOAPOOHA
HEZ0CTaThbUHOCT U CMBPT, aKO HE C€ OCBHIIECTBH 4YepHOApoOHa TpaHcmaHTanus. CpenHara
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MPOABKUTEIHOCT Ha XUBOTa € 9-12 1. cien mocraBsHe Ha auarHos3ata. Ch3lnajeHu ca
MMPOTHOCTUYHU MOJEIM Ha 3a00J5BaHETO, KAaTO MPOTHOCTUYHU (aKkTOpu C HaW-TOJISIMO
3HaUEHUE Ca BB3PACTTa, HUBOTO HA CEPyMHHUS OWIUPYOWH, XHCTOJIOTHYHHUAT CTaaud U
HaJUYMETO Ha CIJIeHOMeTanus (Taot. 2).

Tab6mn. 2. Ilpornoctinanu moaenu mpu [1CX.

XHUCTOJIOTHs
Mopnen Br3pact | BP | BU3 | Xenatomeranus | CruieHomeramus | AD | (cranuil) Hb
Mayo + + |+ + n
King’s + + + + +
MHoroneHTpos | + + + +

BP — 6unmupyoun, BU3 — Bp3nanurenHo upeBHo 3abomsBane, AD - ankamna ¢ocdaraza, Hb -
XEMOTJIOOMH

Oxkos1o mosioBUHATa OT OOJIHUTE HAMAT CUMIITOMH IPU JTUArHOCTUIMpaHeTo (Tadi. 3).
B nHax 70% ot ciydante mMa acoIMHPaHO BH3MAIUTEIHO YPEBHO 3a00JsBaHe. YIIIIEPO3HUST
kosuT (YK) nmpu IICX gecto mpoTuva atreHroMpaHO B cpaBHEHHE cbhe ciaydaute 0e3 [ICX u
TOBa MOe Ja 3a0aBu auarHo3ara my. [Ipu Bcuuku nmammentu ¢ [ICX crneasa ga ce nmpoBexaa
KojoHockonust u Ouorncuu. Cuuta ce, ye [ICX moBumaBa pucka OT KOJOHHA TUCIUIA3US U
KapUuHOM IpH nauueHTd ¢ YK, oco6eHo B jecHUsI KOJIOH.

IIpu 6-27% ot nmamuentutre ¢ IICX ce pa3BuBa XOJAHTHOKAPIMHOM, CJE€J KOETO
IIPEKUBSIEMOCTTa € 10 6 Mecena.

Tabnuua 3. Bp3amoxxHu knuHU4HU nposiBiaeHus Ha [1CX.

1. bescumMnTOMHO, ¢ 1a00pAaTOPHU OTKIIOHEHUS

2. XpoHHUYHA X0JlecTa3a

3. PexypeHTeH XO0JIaHTUT

4. YcnoxHeHHs Ha XpOHUYHO YepHOPOOHO 3a00isBaHe

5. CiyyaitHa AuarHosa rnpu JanapoToMus

6. HesicHo TemniepaTypHO ChCTOSIHHE

7 XeMoparuss ~ OT  IIEpUCTOMAJIHM  BAapuULIM  CJEx
MIPOKTOKOJIEKTOMHUS IO TMOBOJI Ha YJIIEPO3€H KOJIUT

8. Creatopest u orciabBaHe Ha TErJIO0 NOpaaM IMaHKpeacHa
€K30KpMHHA HEJJOCTAThYHOCT WM [TTyTEHOBA €HTEPONaTHs

9. CpueraHue Ha yJIEpO3€H KOJIUT C aBTOMMYHEH XEIaTHT,
KONTO HE 0TroBapsi HA KOHBEHLIMOHAIHO JICUEHHUE

II. luarno3sa

OcHoBaBa ce Ha KJIMHWYHM (Tabiu. 3, 4), OnoXxuMu4HH (Tabis. 5) U PEHTTEHOJOTUYHU
kputepud. HeoOxomumo e Ja ce WU3KIIYM BTOPHYEH CKJIEpO3Wpall XOJaHruT. B
mudepennanHata auarno3a Bim3ar ome u  [IBL, AUX, overlap I[ICX/AUX u
uauonaTU4HaTa anyatopHa AykTtoneHus. C rojsiMa CTOMHOCT € YCTAHOBSIBAHETO Ha
BB3MAJIUTEIIHO YpEBHO 3a00JIBaHE.
Tabmmma 4. Cumnromu npu [1CX.

Ymopa XenaTomeranus
Copoex CruieHoMeranus
Hxrep XunepnurMeHTanus
OtcriabBaHe Ha TEro0 Kcantomu
Debpunurter

Tabnuna 5. JlJaboparopau npomenu npu [ICX

[Taronmoruuen pe3ynrar
Hzcnensane (%)
A B cepyma 99
AmMuHOTpaHchepa3u B cepyma 95
bunupy6us B cepyma 65
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AnOyMHH B cepyma 20
[TpoTpoMOMHOB HHIEKC 10
Men B cepyma 50
[lepyJsionna3MuH B cepyma 75
Men B ypuHara 65
ANCA 70

JlepuHUTHBHATA JWMArHo3a W3UCKBAa IMPOBEXKIAHE HA CHJOCKOICKA PEeTporpajaHa
xonanruorpadus (EPX) wim marautHope3oHancHa xonanruorpadus (MPX). Be3moxxau ca
cieqauTe HaxoAku: 1. Jludy3Ho mphCHATH MHOKECTBEHH aHYJIAPHU CTPUKTYPH HA KITBUHUTE
I'BTUILA, MEXKAY KOUTO KaHAIMTE ca HOPMAJIHU WJIHM JeKo pasmupeHu. 2. Kbcu cTpukTypH,
HamoJoOsIBaIld ~ TPUCTSATAHE HA OKIBYHUS KaHAT B ONpeAeNieH  y4acThK. 3.
JIMBEpTUKYIOMOA00HH pa3LINpPEHUsI.

JIOMUHAHTHUTE CTPUKTYPH IMPEACTABISABAT CTCHO3U, YAUTO JIyMEH He HaaBuimaBsa 1.5
mm 3a o0 xJrbueH kana u 1.0 mm 3a gecHus u nesus d. hepaticus. Pa3BuBar ce npu 15-
20% ot manmentute. B 15% ot ciydante ce HaOa0AaBaT MPOMEHH U B MTAHKPEACHUS KaHAJ,
BB3MOXKHO € 3acsiraHe Ha KJIbUHUS Mexyp U d. cysticus.

OcHoBaute xucromornyan npomeHu mnpu [ICX ca nepuaykranHa ¢udpo3a u
BB3MAJICHUE; PEAyBaHE Ha y4acThbLU C Mpoiudepanus Ha KIBYHUTE KAaHAIU M Y4acTbIH C
obiuTeparus Ha KaHaiuuTe; nykTorneHus. [Ipu Hamuue Ha GUOPO3HOOOIUTEPHPAI XOJAHTHT
nuarHosata € curypHa. llopaau HEXOMOT€HHOTO 3acsraHe Ha MapeHXuma, 3a Ja Obae
HAJCKIHA XHUCTOJIOTMYHATA JUAarHo3a, ce M3WCKBa OworicusaTa aa BKiIouBa 10 mopramHu
npoctpancTBa. ChBeTBa ce Ja ce Ouomcupar u JBaTa uyepHoApoOHu asna. [Ipu curypha
JMarHo3a OT PEHTTEHOJOTUYHOTO M3CIIC/IBAHE HE € 3abJDKUTEITHO Ja CE U3BBPIIBA OHOIICHSI.
3a0onsBaHeT0 MMa 4 XHCTOJIIOTMUYHHM CTaius, KOUTO UMAT 3HAYEHHE 3a OMpeielsHe Ha
MPOrHO3aTa:

I craguii - pasmpenue Ha MOPTATHUTE MPOCTPAHCTBA C MEPUIOPTAJICH XEMATUT U/IIn
MPOMEHU B KIIBYHUTE KaHAIYeTa. BB3MOXKHO € Hanuume Ha ¢GuOpo3a, HEMpEeMHHABAIIA
rpaHUYHATa JaMerna.

Il cragmii — mepumopranHa ¢ubpo3a cbC WM 0€3 Bb3MAICHHE, NPEMHHABAIIO
rpaHUYHAaTa JaMmela, ChIIPOBOJCHO OT piece-meal HEKpo3H;

III ctaguit — cenranua ¢pudpo3a u/unm bridging-Hekposa

IV cranuii — 6unuapHa nuposa

Heob6xomuMo e ga ce amarHocTuuupar ycinoxkHeHusta Ha [ICX (tabm. 6),
CBI'BTCTBALIUTE 3a00JsABaHMs (YJILEPO3€H KOJIUT, CAPKOM03a, IIIyTEHOBA €HTEpPONaTHs) U
TEeXHUTE ycJoXHeHus. B cragupanero Ha 3a0omnsBaHeTo ce BkiIoyBaT U Doppler-oBa orenka
Ha TOopTaJlHaTa CUCTEMA, TOpHA €HJO0CKONMS 32 YCTAaHOBSIBAHE HA BapHUIM HAa XPaHONPOBOJIA,
cToMaxa M NOpTajHa XWUIIEpPTEH3WBHA ractponatus, brush-murosnoruss W/uiaM THHKOUTJICHA
Oouorncuss OT JOCTBIIHUTE JOMHUHAHTHU CTPUKTYPH, IMO3UTPOHEMUCHUOHHA ToMorpadus u
n3cneasade Ha CA 19-9 3a cKpUHUHT Ha XOJaHTMOKapLIMHOM.

Taomuma 6. Ycnoxuenus Ha [ICX.

OO011M yCI0KHEHUS CreunhuyHM yCI0KHEHHUS
YepHoapoOHa HEJOCTATHYHOCT JIOMUHAHTHU CTPUKTYpPHU
[TopTamHa XUnepToHus X071e/X0Ie0X0INTHA3A
YepHoapoOHa octeoaucTpodus [lepucToManHu Bapuiu
Creatopesi, ManaOcopOIMsi Ha MacTHO-Pa3TBOPUMHU | XOJIAHTHOKAPIIUHOM
BUTAMUHH

I1I. JIeuenne na IICX
Jleuenue na 3abonaeanemo

KbM Hacrosimusi MOMEHT He cbliecTByBa edexktuBHO JiedeHue Ha [ICX. Onurute 3a
uMyHocymnpecusi ¢ methotrexate, azathioprin, cyclosporin, kakTo u JiedeHHeTo ¢ colchicin u

94



KOPTHKOCTEPOUIH, BKJI. U JIOKATHO NPUIIOKEHHU, HE BOAIT M0 oTue™mB edekr. Pomsra Ha
tacrolimus ue e ycranosena. Huckute no3u YJIXK ca HeeeKTHBHH.

Nwma nannm, ge Bucoku no3u Y JIXK (20-25 mg/kg/24 4.) mogoOpsiBaT OMOXUMHYHUTE
MMPOMEHH ¥ MOKE Jla peayupar xonanruorpadckara Haxoaka u ¢udposara. OcBeH TOBa, UMa
cboOIIeHus, ye neuennero ¢ Y IXK HamansgBa yecroTara Ha KOJOHHATA AUCIIIA3Us U paKa Ha
KOJIOHA MPH ChI'BTCTBAILUA YILEepo3eH KoIuT. KoMOUHUPaHOTO JieyeHHe Ha TOMHUHAHTHUTE
cTpukTypu ¢ 6anonHa munaranus u Y JIXK moxe na monodpu npexuseMoctta. JIeueHHETo ¢
YIXK 500-750 mg/24 4. B komOunanus ¢ prednisolone 1 mg/kg nueBno u azathioprin 1-1.5
mg/kg THEeBHO MOKE J1a MOBJIHsIC OJArONMPHUITHO OMOXUMUYHUTE TPOMEHU M XHUCTOJIOTUIHATA
HaxoJIKa.

YepHoapoOHaTa TpaHCIUIAaHTaMs € C MHoOro n00pu pesynratu npu [ICX -
nerroauinHara npexussemoct € okoso 80%. [loka3zanusra 3a UT ca mocodyenu B paznena 3a
IIBLl. HeratuBHO BIUsAHME BBPXY NPEKUBAEMOCTTAa OKa3BaT Haauuuero Ha YK,
MpeAIIeCTBAld KOPEMHHU OIEepaluy, HAJIUYMETO Ha AacUuT, IOBHUILIECHUAT KPEATUHUH U
HaJUYMETO Ha XoJIaHruokapuuHoMm. Cliydaute, YCIOXKHEHHM C KIMHUYHO TIPOSBEH
xoysaHrnokapuuoMm, umatr 33% ennoroaumHa u 0% S-rogumHa npexussieMocT. [lpu
KJIMHUYHO HEIPOSBEH XOJAHIMOKapLUUHOM, OTKpUT ciydaiHo npu YT, nerromuminara
MPEKUBSIEMOCT € KaKTO MpH cliydaute Oe3 XojaHruokapuuHoMm. llpexuBsemoctra mnpu
XOJIAaHTHOKApIIMHOM MOXE Ja ce yBeiauud npu kKomOumuupane Ha UT ¢ xumuorepanus u
JI'bYeIICUeHHE.

[IpokToKONEKTEMHUsATa, WUHAWIMPAHA OT MPOTUYAHETO HA YJIEPO3HUS KOJIHUT, HE
noBiusaBa xoga Ha [ICX.

Jleuenue na ycnooicnenuama

JIOMUHAaHTHUTE CTPUKTYpU C€ TPETUpAT C EHIOCKOINCKa OajOHHA IUiaTanus WK
BPEMEHHO €HJIOCKOIICKO MPOTE3UpaHe B IIEHTPOBE C JOCTATHYHO TOJISIM OMUT. AJITEpHATHBA
ca Ha300MJIMAPHUSAT IPEHAX U TPaHCXeIMaTalHaTa AUaTalus.

CnyyanTe C pEKYpPeHTCH XOJIAHTHT 0€3 JIOMHHAHTHU CTPHKTYPH HW3UCKBAT
aHTHOMOTHYHO JICYEHHWE, a NpPU YECTH pPEUUIUBU € UHAMIHMpAHA aHTUOAKTepuaIHa
npoduiakTuka. ACHEHAUPAIIUAT OAKTEpUATICH XOJAHTUT € PSAIbK, aKO HE Ca M3BBPIIBAHU
XUPYPTUUHU HAMECH BbPXY AJTbUHATA CUCTEMA.

CerpTcTBaIaTa X0JIEJ0X0IUTHA3A CE TPETUPA €HIOCKOTICKH.

Jleuenueto Ha chpOexa, cTearopesTa, AeQUIrTa Ha MaCTHOPA3TBOPUMH BUTAMUHU U
Ha OCTCONECHUYHATa KOCTHAa OOJECT ce€ TPOBEeXJa KaKTO TMPH JPYTUTE XPOHUYHHU
XO0JIECTATUYHU ChCTOSHHUSL.

BAPUAHTHH CUHAPOMMU HA ABTOUMYHHUTE YEPHOJAPOBHU BOJIECTH

CobiecTBYBaT BapMaHTHU (POPMU Ha OCHOBHHUTE aBTOMMYHHHU YEPHOAPOOHM OosecTH,
KOUTO UMaT CMECEH (XENaTUTEH M XO0JeCTaTU4eH) OMOXMMHUYEH U XUCTONOrnueH npodui. Te
Morart na ceyeranat oenesn Ha AUX c I1BI] (Bkn. u AMA-neratuBHa) 1 Ha AUX ¢ [ICX, u
ce obo3nauaBar karo overlap-cuaapomu. Oxono 10% OT mnanueHTUTE C aBTOMMYHHHU
yepHOApoOHU Oosect umat overlap-cunapom. be3 neuenune Te3n ciiyyan OOMKHOBEHO
mporpecupar KbM IUpO3a U YEpPHOAPOOHA HeNoCTaThb4HOCT. IloHacTosiieM Bce orie He €
MOCTUTHATO CTaHIApTH3UpPAHE HA TUArHOCTUYHUTE KpUTEepHH Ha overlap-cunapomute. Hama
€IMHHO CTAaHOBHIIE M JaJIM CHhCTOSAHHETO, chyeTaBamio Oenesm Ha AUX c xponmuen C
XeTaTuT, ChIIO0 NpPeCTaBiIsBa overlap-CuHIPOM.

OcBeH OMMCaHOTO €IHOBPEMEHHO MPUCHCTBHE Ha Oele3d Ha JBE aBTOMMYHHH
3a00JsIBaHMs, MPH YacT OT MAallMEHTHTE C aBTOMMYHHA 4YepHOJpoOHa OojecT MoXe jaa ce
Ha0Jt0/1aBa U MpeXoj OT eaHO 3a0oisBaHe KbM JIpyro. Te3n ChCTOSHMS Ce O3HayaBaT KaTo
“npomeHsIa ce 1uarHosa’.

CrpiiecTByBa U HEKJIaCU(PUIIMPAHO BBH3MAIUTETHO 3a001sIBaHE HA YEPHUS IpO0, KOETO
ce 0003HaUaBa KaTO KPUNTOT€HEH XPOHUYEH XETaTHT.

A. Overlap-cunapomu
1. AUX/IIBL] overlap-cunapom.
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Hab6monasa ce mpu 8-10% ot narmmenture ¢ AUX u npu 9-10% ot mamueHTHTe C
[TBLI. ChmiecTBYBa B 2 BapuaHTa — C IPEAOMUHUPAHE HA XUCTOJIOTHYHUTE KpuTepuun 3a AUX
U ¢ IIpeIOMUHMPaHe Ha xucrosornyuure kpurepuu 3a I1bLI. XapakrepHara KoHCTEnanus Ipu
TO3U CHUHJAPOM € IOBHIIEHHE HAa CEpyMHHUTE aMHHOTpaHC(epasu, HalIW4yMe Ha XoJecTasa,
nosuiienue Ha IgG n IgM, nosutuBHn AMA-M2 1 XUCTOJOrMYHA KapTHHA, CbBMECTUMA C
AUX, xosiTo BKIIIOYBA yMEpeH WM TexbK interface-xenarut. IIpeyara ce nuarnosara na ce
noctassl Ipy Hanuuue Ha 2 ot 3 kputepus 3a [IBL] B chueranue ¢ 2 ot 3 kputepus 3a AUX

(Tabm. 1).

Tabmuna 1. Jluarnoctuann kpurepuun 3a AUX/TIBL] overlap-cuaapom.

Kpurepun 3a I1b1] Kpurepuu 3a AUX
1. AD>2xTPT wmu ITT >5x I'PT 1. AIT>5xTPT
2. TlosutuBHU AMA IgG >2x I'PI" wnum no3utuBan AIMA*
2. TlopramHo u MEPUIIOPTATTHO

3. ®nopuaHH TyKTYCOBH JIE3UH TUMQOIUTHO BB3MAICHUE U YMEPEHO
WIM CWJIHO W3Pa3eHU NEPUIIOPTATIHH
muMmpouuTHr  piece-meal  Hekposw,
€KBHUBAJICHTHH Ha interface-xenatur

*AHA ce yctanoBsiBaT uecto B cepyma Ha 6oxuM ¢ [IBL] u He ca mapkep 3a Overlap-cunapom.

Jeuenuemo na cungpoma moxe na 3amnoune ¢ YJXK (tabn. 2). [lpu numnca Ha
aziekBaTeH OMOXUMHYEH OTroBop, ce nobaBs Prednisone. Ilpm Hyxk&ma oT mbarorpaiiHa
UMyHOCYTIpecusi Moxke Aa ce Bkmoun Azathioprin. [Ipu kKoHTpanHAMKAIMU 3a JIEYECHUE C
KOpTUKOCTEpoUIU (TEKKa OCTEOmnopo3a, JadwieH JauabeT, apTepuagHa XHUIIEPTOHHS,
rnaykoma), YJIXK ce xomOunupa camo ¢ Azathioprin. Ilpu 3nauntenHo mpeoOianapaina
XeMaTUTHa KOMIIOHEHTa JICYCHHETO MOKe ja 3amouHe ¢ Prednisone 3a 3-6 mecena um mpu
nurica Ha oTroBop Ja ce cmenu ¢ Y JIXK nam 1a ce komOunupa ¢ YV JIXK.

Tabnuna 2Papmakonoruuno jeuenne npu AUX/TIBI] - overlap.
Monoteparus ¢ YJIXK 13-15 mg/kg naeBHO

Mouotepanus ¢ Prednisone 20 mg nHeBHO 3a 3-6 mecela
YJIXK + Prednisone 10-15 mg nHeBHO

YJAXK + Prednisone + Azathioprin 50-100 mg qHeBHO

YJXK + Azathioprin

ITpu pe3ucTeHTHH cilyyau € Bb3MOXKHO 100po nosnusiBaHe oT Cyclosporin.

[Ipu xpaiiHus ctaauii Ha 4epHOAPOOHOTO 3a00JIsIBaHE CPEICTBO Ha M300p € YepHoIpoOHaTa
TpaHCIUIAaHTALMSL.

PasnoBunnoct Ha AVUX/TIBL] overlap-cunapoma npencrasisiBa cbueranueTo Ha ANUX
¢ AMA-neratuBHa IIBl] (aBrommyHeH xonanHrut). B dWact oT cimydaute ce Kacae 3a
MpOMEHsIIa ce quarHosa. JIeueOHUST 1MoAX01 MPpU TO3W BapHaHT € HadyajlHa MOHOTepamnus ¢
YJXK u npu HemrbJIeH OTTOBOP — KOMOMHHUpAHE ¢ KOPTUKOCTEPOHIH.

2. AUX/MICX overlap-cunapom

CunapombT 06xBama 2-6% 0T BCUUKH ClTydad C aBTOUMYHHO 4€pHOJIPOOHO 3a00JisBaHe.
Habmtonasa ce B 6-7% ot ciyuaute ¢ AUX u npu 2-8% ot cinyuyante ¢ [ICX. 3acernaru ca
MpeIMMHO Jella U MJaJd XOopa, MpU KOUTO C€ YCTAHOBSABAT KIMHUYHHM, OMOXUMUYHH,
MMYHOJIOTHYHU W XUCTONOTW4YHM Oene3n Ha AMX mapanenHo c¢ xonanruorpagpceku (EPX,
MPX) u xucronornynu 6ene3u Ha [ICX (tabn. 3). XpoHojormyHatra JUCOLUALUS MEXKIY
OMOXMMHUYHATa HAXOJKa OT €JHa CTpaHa W PaJuOJOTHYHATa M XUCTOJIOrMYHATa OT Jpyra
CTpaHa, HE € PSJIKOCT.

Tabmuna 3. Kpurepun 3a AUX/TICX overlap-cunapom.
‘ Kpurepuii ‘ Yecrota (%) ‘
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EPX u MPX 06ene3u, chorBercTBamy Ha [ICX
Xucronorus Ha [ICX u (mo-psako) na AUX
Cpueranue ¢ B3MAIUTEITHO YpeBHO 3a00isaBane | 35-80%

[ToBumenue Ha IgG 60%
[Tosutuean AHA, ATMA, pANCA AHA u ATMA (+) B 06110 22%
[MoBummenue na A®, I'TT, AcT u/vumm AnT [Tpu 50% ot genata AD e HopmasiHa

Karo cuHOHMM Ha cHHApOMAa € NPENNIOKEH TEPMHHBT ABTOMMYHEH CKIJIEpO3HMpal]
xoJiaHruT. [laniueHTuTe ¢ TO3u CUHJIPOM MO-YE€CTO UMAT BBH3MAIUTETHO YPEBHO 3a00JIsIBaHE U
no3utuBHU ANCA B cepyMa B cpaBHeHUE ¢ nauueHTute ¢ ANUX.

Hsma yrwpaeno nedenne 3a AUX/TICX. Uznomea ce YIXK B no3za 15-20 mg/kg
nHeBHO. Bb3MokHa e xomOumnarus Ha YJIXK ¢ umyHocympecusi. Koptukocrepouaure ca
MOJXOISAIIN KaTO HadajdHa MOHOTEpANus caMo MPU 9acT OT OOJHUTE U MPHU JIHICA HA €PEKT
ce 3amenar ¢ YJIXK. He3aBucumo ot mpoBexaaHoTo JsedeHue, npu nosede ot 30% ot
MAlMEeHTUTe C€ JIOCTHra [0 TPAHCIUTAHTAIlMs WM JIETaJUTeT OT 4YepHOoApoOHa
HEJIOCTaThYHOCT.

3. Cpbueranue me:xay AUX u xpounyen C xenarur.

[Ipn nmaumenture ¢ xponudeH C xematut B 65% ot ciyuyaute ce otkpuBar AHA,
AI'MA u antutupeounnu anturena u B 7% antu-LKM1 B vucwek tutrhp. OT Apyra crpana,
npu namuentute ¢ AUX u xunepramaraoOyauHEMHUsl B MHOTO CiIy4ad € Hanuie (anmmBo-
no3utuBHa peakius 3a anTu-HCV u neratusna HCV-PHK B cepyma npu uzcneasane ¢ PCR.

[Maruenture ¢ AWUX wu  dammuBo-nosutuBHu aHtu-HCV  ce nekyBar c
KOHBEHLMOHAIHUTE pexxuMu rpu ANUX.

[Tarmenture ¢ nmosutuBHa HCV-PHK u aBTOaHTHMTENa B HUCHK TUTHP MPOBEXKAAT
AHTUBUPYCHO JieueHHe. HeoOXoauMm € CTPUKTEH KJIMHWYCH W JIabopaTopeH KOHTPOJI Ha
JICYEHUETO, Thi KaTo WHTEP(PEPOHBT MOXKE Ja H30CTPU ABTOMMYHHHS XEHATHT WIHA Ja
aKTUBUPA U3BBHYEPHOIPOOHA aBTOUMYHHA OOJIECT.

[Ipu cnydaute cbe chueTanue Ha XpoHudeH C XemaTtuT U oT4eTnuBu Oene3n Ha AUX
(mmagn  xkeHu, BHcOK TUThp Ha AHA, AI'MA wm antu-LKM1 mnone 1:320,
XUIepramMarioOyanHeMusi, aHaMHe3a 3a UW3BbHUEPHOAPOOHA aBTOMMYHHa OONECT U
XUCTOJIOTMYHA KapTHHA HAa aBTOMMYHEH XENaTUT) B ChOOpa)KEHWE BJIM3a UMYHOCYIIPECHBHA
tepanus. HeoOxomum € CTpor KIMHUYEH U Ja0OpPaTOpeH KOHTPOJI MOpaaud pUCKAa OT
aKTUBUPAHE HA BUPYCHATA PETUIUKAIHS.

b. IIpomensila ce fuarLosa

B penku ciaydau, crnen ABAroTpaifHO MpPOTHYAaHE Ha €/lHAa aBTOMMYHHA YepHOApOOHa
0osect, € Bb3MOXKHO B PaMKHTE Ha HSAKOJKO Mecela Ts Ja Mpuaodue Oene3utre Ha APYro
aBTOMMYHHO 3a0oisBaHe. Kacae ce 3a nmpexop Ha [1B1] B AUX nnu 3a npemunaBane Ha AUX
kbM [ICX. C ormen Ha Ta3w BB3MOXKHOCT € HEOOXOAMMO MAIMEHTHTE C aBTOMMYHHA
4yepHOApoOHa O60IeCT Aa ce mpocieAsBaT Ha KpaTKH MHTEPBAJIH 32 yCTAaHOBABaHE Ha MOA00EH
IIPEXO/ U CBOEBPEMEHHA IPOMSIHA HA JICYEHUETO.

B. KpunroreHeH XpoHM4YeH XenaTur

TepMuHBT OTpa3sBa HEBB3MOXHOCTTA C HAJIMYHUTE METOAM Ja CE€ OTKpHE
CepoJIorMYeH Mapkep Ha 3a0oisBaHeTo. T03W BHJ XeNaTUT MMa KIMHUYHH, JJaOOpaTOPHU U
xucronornunu Oenesu Ha AMX, HO He ce OTKpuBar aproaHTuTena. llanuenTture c
KPUIITOTEHEH XEeMaTUT HaBJIM3aT B PEMUCHS Ype3 KOPTUKOCTEPOUIHO JIEYEHHE U perarncupar
ClIe]] MPEKPATABaHETO MY CBHIIO KakTo U nanueHTure ¢ ANX.

JleueHueTo mpH MAlMEHTUTE C KPUNTOTCHEH XEMaTUT Ce MPOBEXKIa aHaJOTHYHO Ha
ANX. Pemenue 3a 3amouBaHETO My C€ B3UMa IMPH HAIWYMEe HA OHOXUMHMYHH
(amuHOTpaHchepasu, ramMarioOynuHU, OUIMPYOMH) W XMCTOJIOTMYHHU Oene3u 3a H3pa3eHo
BB3MAJICHUE.

CnenBa na ce mpaBM pa3rpaHUYECHHUE MEXKIY KPHUINTOICHEH XPOHWYEH XENaTuT U
KPUIITOTEHHA INPO3a, KOATO €€ JIEKyBa CUMIITOMAaTHYHO WJIM YPE3 TPAHCIUIAHTALUS.
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I'EHETUYHU BOJIECTHU HA YEPHUSA APOBb
BOJIECT HA WILSON

I. O0ma xapakrepucTuka

Bbonecrra na Wilson e aBT030MHO periecCMBHO HACIEICTBEHO 3a00IsIBaHE, pa3pPOCTPAHEHO 110
uenusi cBAT. bioku ce Ha mytanuu B ATP7B rena B xpomoszoma 13. Otkputu ca Hag 500
MyTauuu, karo 380 oT TSIX UMaT NOTBBbpAcHA natoreHeTuyHa potia. ATP7B rensT koaupa
CHHTE3a Ha cnenuduuHus TpancMeMOpaHeH 0entbk - P-tunm AT®-a3a B anapara na Golgi Ha
xenarouuTuTe. Toil € OTrOBOpEH 3a TpaHCMEMOpaHHUS TPAHCIOPT HA MEIHUA HOH KbM
AUTPYHUTE KaHaT4eTa M BKIIOYBAHETO MY B amo-Lepyiollla3MHHA 3a CHHTE3a Ha
(yHKIIMOHAJIEH LIePYJIOTIa3MHUH.

Hapymenara (HamanieHa) €KCKpelMsi Ha MeJ C *JIb4YKaTa (OCHOBEH IIbT 3@ OTHENSHE OT
OopraHusma) BOJIM 10 HATpyNBaHE Ha MeJ B TapreTHUTE ThKaHU, OCOOEHO B YEepHUS Ipo0 U
MO3bKa.  BB3HMKBAaT pa3HOOOpa3sHM KIMHUYHU TPOSBH, HAW-BOXHHUTE OT KOUTO ca
4epHOApOoOHO 3a0oJisiBaHE /LIMPO3a, HEBPO-IICUXWYHM HapylleHus, npbcTeH Ha Kayser—
Fleischer B MmemOpanata Ha Descemet Ha KOpHesTa, KAKTO M OCTPU €MU30/M HA XEMOJH3a,
4YeCTO CBbP3aHa C OCTpa YEPHOAPOOHA HEJJOCTATHUHOCT.

3a00JsBaHETO € PSIZIKO, HO TIPe3 MOCIETHUTE TOAMHU Ce OTKPUBA MO-4€CTO. XETEPO3UTOTHOTO
HocutenctBo € 1/90-150 BB3pacTHM JdHIla C HEBPOJOTMYHHU CHUMITOMH, a UYECTOTara €
cpotBeTHO 1/30000 mymwm (mo ~ 30 mymm ma 1 000 000 nacenenue). Ilo manaum Ha H30K
npe3 2014 r. y Hac ca peructpupanu 141 6onuu Ha nederue ¢ D-penicillamine.

Kinmnanuna u3siBa MOXKe J1a Bb3HUKHE BBB BCSIKa BB3pACT, HO Hai-uecTo Mexay 5 u 35 r. B
okoJ10 3% OT ManUeHTUTe CUMITOMUTE Ha 3a001s1BaHeTo ce nosiBasar cien 40 r.
Haii-miiagusT perucTpupas naueHT ¢ HUpo3a € TPUroAUIIeH, a Hail-Bb3pacTHUTE - Ha 80 T.
Kimanyna u3siBa

PaznuuaBat ce Tpu ocHOBHH (opmu Ha OosectTa: OE3CHMIITOMHA (IPECUMIITOMATHYHA),
KOSITO C€ OTKpPUBA MpHU MPOPHIAKTUYHU HU3CIEABAHUS WU (PaMHIIHA KOHCYNTanus (cemeeH
CKPHUHUHT); YepHOAPOOHA M U3BBHYEPHOIPOOHA - HA IBPBO MICTO HEBPOJIOTHYHA WU HEBPO-
MICUXHATPUYHA.

YepHOAPOOHOTO 3acsraHe MOXE J1a Ce MPOsSBU B pa3nuyHa ¢opmMa — OT aCHMIITOMHO
MPOTUYAHE, C €IUHCTBEHO OMOXMMHUYHU MPOMEHHU JI0 JEKOMIICHCHpaHa YepHOAPOOHA IHPO3a
C BCHYKUTE ¥ YCIIOKHEHHS WM 110 (DYJIMHHAHTEH XENaTUT, MPHUIAPYKEH IOHSKOTa OT
Coombs-HeraTuBHa XEeMOJIMTHYHA aHEMHsT M OcTpa ObOpedyHa HemoctaTbuHOCT (0 95%
JIeTaleH U3X0).

IIbpBa nposiBa Ha GosectTa Ha Wilson morar na Ob1aT U Haill-pa3IMyHU HEBPOJIOTMYHH,
MOBEJICHYECKH WM [ICUXMATPUYHM cUMITOMH. Moxke J1a ce HaOdrogaBaT TpeMmop,
KOHTPAaKTypH, Ju3apTpus, adoHHs, cuaiopes, KOUTO MOXKE Ja JA0BelaT J0 TEeXKKO
WHBaJIWAW3MpaHe Ha mnanueHtute. Ilpu okomno 1/3 or mauueHTuTe NHpPBUTE Oene3n 3a
3a00JI5IBAaHETO ca MICUXUATPUUHU NPOOIIEMHU.

[To-psinko ce HaOmomaBa OBOpeuHO 3acaraHe (aMUHOAUUAYPUS U HEPPOIUTHA3A,
He(ppOKaNNHO3a), KapJMOMHUOIATHs, TAaHKPEaTUT, 0e3MJI0/1e WK CIOHTAaHHU a0OpTH.

1. Iuarno3a
1. Kpurepuu 3a noctaBsiHe Ha JUarHo3a
KnuHuyHYM MposiBU: 4epHOAPOOHH, HEBPOJIOTUYHU U IPYTH.

- Ilpscren Ha Kaiizep-®naiimep: oTpa3siBa HaTpynBaHEeTO Ha Mmex B JleciiemeroBaTa

MeMmOpaHa (Tpersie] OT ONUTEeH 0(TaIMOIIOT)
JlabopaTopHHU MOKa3aTENH:

- U3cnenBane Ha TpaHCaMHHA3M, XOJECTa3HU €H3MMH, OOl M JAUPEKTeH OUIHpPYOUH,
MpoTpoMOMHOBO Bpeme. HopManHu cToifHOCTH Ha ,,4epHOAPOOHUTE” MOKA3aTeNIu He
u3kIioyBar 6osect Ha Wilson.

- KpbBHa KapTuHA: 32 U3KIIOYBAHE HA aHEMUS WIH XUIEPCIUIEHEH CUHAPOM.

- UMBxinrouBaHe Ha XeMOJIHM3a: PETUKYIOILMTH, XalTOIJIO0UH.
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- Hucok nepynomiasmun — nox 0,1 g/ 1 mpu 90% ot natmenture ¢ Wilson, HopMaiHuTe
CTOMHOCTH HE M3KJIIOYBAT AUarHo3ara. HUCKKM CTOMHOCTH MOXeE J1a ce HaMepsAT U NpU
MAIMEHTH C aBTOMMYHEH XEIaTHUT, TeKKa YEepPHOAPOOHA HEJOCTATHYHOCT, TITyTEHOBA
EHTEepOonaTus, alepyJolyia3MUHEMHUs, KaKTO U MpPH XETEPO3UTOTH, KOUTO HIMAT
MOBUIIICHO HaTpynmBaHe Ha MeA. [lo-BHCOKM MOXe Jla ca HUBaTa IMPH BhH3MaJICHUE
(ocTtpodazoB OENTHK) WM MTPU TOBUIIICHUE HUBATA HA €CTPOTCHHU.

- CepyMHa Mea: OOMKHOBEHO € HaMaJIeHa; HUBOTO MOJXKE Jla € YBEIMYEHO MPH OCTpa
4yepHOApoOHA HEIOCTATHhYHOCT JIbJDKalla ce Ha OosiectTa Ha Wilson mopaau psi3koTo
i1 0cBOOOKIaBaHe OT XEMaTOIUTHTE.

-  Exckpeuust Ha mMen B 24 yacoBa ypuHa: M3IOJ3Ba C€ B JAMArHOCTUKAaTa W TpU
MOHHUTOpHUpaHe e(PEeKTUBHOCTTA Ha JieueHUeTo. [Ipy HemeKkyBaHU MAIMEHTH OTpa3siBa
HUBaTa Ha HECBbp3aHaTa C LEPYJOIUIa3MUH MeJ. TecTbT He € IPUIIOKUM IpH
naiueHTu ¢ 0b0peuna HemoctaTbuHOCT. [Ipuema ce, ue npu croiiHocTH Hax 1,6 umol/
24 qaca (100 pg/ 24 yaca) npu HEJIEKyBaHU MAIIMEHTH MOJXKE J1a C€ TIOCTaBU JUArHo3a.
CnenBa ma ce orOenexu, 4e 10 ~ 1/5 oT marueHTHTe, 0COOEHO AaCHMITOMATUYHU U
Jera, UMaT HUBA MO/ Te3U CTOWHOCTH IIPU MOsABAaTa HAa MbPBUTE CUMIITOMHM, €TO 3aIl0
kynpuypust Haa 0,64 pmol/ 24 wyaca, ocobeHO TpWM ACHMNTOMATHUYHM JIELA, €
XapakTepHa 3a 3a0ossBaHeTo. MHTepripeTanusaTa Ha TecTa MOe Ja ObJie HETOUHA MPU
HAJIMYME Ha JIPYTH YEepHOAPOOHW 3a00isBaHUs (aBTOMMYHEH XEMaTHT, XOJecTasa,
ocTpa YepHOAPOOHA HEJOCTATHUHOCT).

- IlpoBokamuoHeH TecT ¢ (cTaHapTU3UpaH 0pU Jena): oruyuta ce 24 yacoBara
kynpuypus cien npuem Ha 500 mr D-Penicillamine B nHagaigoto Ha D-Penicillamine
chOupaneTo Ha quype3ata W Ha 12 Tust wac. CroiiHOCTH Han 25 pumol/ 24 gaca wim
yBEJIMYEHUE X 5 B CpaBHEHHE C M3XOJHATa HEMPOBOKUPAHA KYHpPUYpHUsS TOBOPST 3a
Hanuuue Ha OosiectTa Ha Wilson.

YepHonpoOHa OHOICHS C ONpENeNssHE Ha MEIHO ChAbP)KaHUE: H3BBPIIBAHETO U C

IMAarHOCTHYHA IIeNT € HEeoOXOIUMO, KOTaTO KIMHMYHATa KApTHHA W HEHHBA3WBHUTE

TECTOBE HE MO3BOJIABAT Ja ce omnpeenu AuarHo3a. Ciyxu 3a:

o Omnpenensine crenenra Ha (uOpo3a, HATMYME HA CTEATO3d, JOIBIHUTEITHA
MATOJIOT U

o CnemuduyHO oOIBETSIBaHE C pPOJAAMUH WM OpPIEHWH: 3a HATpylnaHa B
JTU3030MHUTE ME].

o KomnuuectBeHo onpenensiHe Ha ChABPKAHUETO HA MEJ: CTOMHOCTH Haa 4 umol/
g CyXO Terjio ce mpuema 3a Hai-700pusi OMOXMMHUYEH IOoKa3aTes 3a HaJuuue
Ha O6onect Ha Wilson. Ilopanyu HepaBHOMEPHOTO HAaTpyNBaHE Ha MeJ B YEpHUS
apob6 mpu HampenHaiao 3a0oisgBaHe TPU HAKOM TAIMEHTH MeJHATa
KOHIIMHTPALUS MOXe Ja Ob/ie HeJJOOIICHEHA.

I'eneTnueH aHanus:

o JlupekTHa MOJEKYyISIpHO-TeHETUYHA JUAarHO3a: METOABT € TPYIOEeMbK 1 OaBeH.
CemectByBar Hag 500 Myranuu, TMOBEYEeTO TMAIMEHTH ca JABOWHU
XeTepo3uroTH. HeratuseH pe3yirar He N3KIIIOYBA TMArHO3aTa.

o Anen-cnenu(pUYHUA COHJIU, €IUHCTBEHO MPH HaMEpeHa IMO-ToJIsIMa YeCTOTa Ha
oTpeJiesieHa MyTalus B TIOMYJIalHATa.

o CeMeeH CKpUHUHT.

OO6pa3uu u3cieaBaHus:

O MarHuTHO-pe30HAHCHO U3CIIE/IBAaHE Ha INIaBEH MO3BK, IIPHU IIPOTHUBOIIOKA3aHHS
KOMITFOTBPHA TOMOTpadus.

o Exorpadus Ha KopeMHHM opraHu: Oene3d 3a XPOHHYHO YEPHOIPOOHO
3a0oJABaHe, MOPTAIHA XUIIEPTOHHUS.

o @ubporacTpocKomnus: U3KIIOUBaHE HATMYUETO HAa BApULIM HA XPAaHOIIPOBO/IA.

II1. JIeuenue
[Iporno3ara Ha mMAaLMEHTUTE € OTJIMYHA, KOraro JICUEHUE CE€ 3allO4yHE IIPU BCE OLIE
ACUMIITOMATHUYHU IIAIIMCHTHU WJIKM KOraTto auar”Hosara € IIOCTaBC€HaA paHO. CHOHTaHHaTa
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€BOJIIOIMSI TpU HEJNeKyBaHM OONHM € BHHaru QaranHa. Pa3Buruero Ha Oonectra €
OnaronmpusATHO, HO HWHAWBUAYATHO, TPH JIEKYBAHUTE CHMIOTOMATHYHU MAIlHCHTH.
OyIMUHAHTHHUSIT XEMAaTUT, AbJDKAIl ce Ha Oonectra Ha Wilson, e ¢ ¢aramHo mpoTudane u
HaJjlara 4epHOApPOOHA TPaHCIUTAHTALIHSL.

CneuudguyHo jJeveHue:

- XejsiaTopu:

e D-Penicillamine e pedepeHTHHAT JiekapCTBEH NPOAYKT 3a jeueHue. CBbp3Ba MeATa B
HETOKCUYHM KOMILJICKCH, KOMTO C€ eNUMHHHMpAaT ¢ ypuHaTa. MHaynupa cuHTe3a Ha
MUTAJIOTUOHEUHH, OCNTHIM KOHWTO CBBp3BAaT MeaATa. J[HeBHara j03a ce IOBHINABA
nocteneHHo ot 125 — 250 mr nueBHO ¢ 110 250 mr Ha 4 — 7 auu 10 nocturane Ha 1000 —
1500 Mr pasneneHa Ha J1Ba WJIM TPH NpPHEMa, TOBA HaMallsiBa PUCKa OT BJIOIIABAHE Ha
HEBPOJIOTUYHATA CHUMIITOMATHKA B HAYaJlOTO My W MOAOOpSBAHE MOHOCHMOCTTa KBbM
nedeHunero. JlekapcTBOTO TpsiOBa Ja ce IpueMa 4ac Mpeau XpaHeHe Mopajan HHXUOUpaHe
Ha abcopbuusara My oT XxpaHara. Heo6xoauMo e eTHOBPEMEHHO 3aMECTUTEIIHO JICYCHUE C
MUPUIOKCHUH (25 — 50 Mr 1HEBHO).

— EdexTtuBHOCTTAa HAa JIEYEHHETO CE€ MOHUTOpPUpA upe3 u3cienBaHe Ha 24 yacoBa
KYIpUypHs: B HAYAJIOTO HA TepanusTa Moxe fa 0b1e Han 16 umol/ 24 yaca, B Xo1a Ha
neueHunero 3 — 8 pmol/ 24 vaca. [Ipu npoabIDKUATENTHO JIeueHHEe Oerer 3a ehEeKTUBHOCT
€ U CTaOWIIHO KIIMHUKO-1a00paTopHO Mmo100peHue.

— CrpannuHuTe epeKTH ca MHOTOOpOWHHM, BKIIIOYBAT: KOXHU peaknuu (nemduryc,
nemduronn, lichen planus, adrommen cromaruT), KOCTHO-MO3BYHA TOKCHYHOCT
(TpomOornuTOIIeHUS, ara3us), HepPOTOKCHIHOCT, lupus-like cunapom (mpuapykeH ¢
XeMarypusi, MPOTCHHYpPHS, IMO3UTUBHU AHTUHYKJICAPHU aHTHUTENA), CHHAPOM Ha
Goodpasture, MuacTeHus, MOJIUMHO3HUT U JIp.

e Triethylene tetramine dihydrochloride e xemarop, K0lTO CBIIO MOBUIIABA EKCKPELIHUATA
Ha MenTa ¢ ypuHara. Moxe Ja ce mpuiiara INpH MalUeHTH, MPOTUBOIOKA3aHU 3a
MPUJIOKEHUE WIN ChC CTPaHWYHU peakuuu KbM D-Penicillamine. OOuvaiino nHeBHarta
J03a, JOCTHIHATa IOCTelneHHO, nmomoOHo Ha D-Penicillamine, ¢ 900 mo 2700 wmr,
pasnerneHa Ha 2 wiM 3 mpuema, nojabpxkamara jgoza ¢ 900 — 1500 mr/ mHEBHO.
JlekapCTBEHHUSAT MPOYKT ce nmpuema | yac mpeau uin 3 yaca ciiel] XpaHeHe.

— EdextuBHOCTTAa Ha JIEYEHHETO CE€ MOHHUTOpHpaA dYpe3 Hu3cienBaHe Ha 24 yacoBa
KYIPUYPHSL.

— EnnoBpemMeHHO JledeHHE C JKes30 TpsiOBa Ja ce u30sirBa mopaau oOpa3yBaHE Ha
TOKCUYHH KOMILJIEKCH.

— Crpannunu edektu: omucanu ca oOpatuma cuzjepoOmactHa aHemus, lupus-like
CUHJIPOM

Hunk: noBiausBa abcopOuusita Ha MeATa B racTPO-MHTECTUHAIHHUSA TPakKT, HHIyLHpa

CHTEPOLUTHUSA METAJOTUOHEUH (EHJOTeHEH XenaTop, KOMTO CBbp3Ba MejaTa M HMHXUOHpa

HaBJIM3aHETO ¥ B MOPTAIHOTO KpbBOOOpBIIeHUE). [IpenopruBa ce MOCTENEHO yBeNUYaBaHE

Ha fo3ara ¢ 1o 50 Mr nMHK CEIMUYHO A0 AocTuraHe Ha 150 mr gHeBHa 103a, pa3JelieHa Ha

TpH npuema 30 MUHYTH NpeAU XpaHEHE.

— EdekTuBHOCTTA Ha JIEYEHUETO CE OlLIEHsABA C OMOXMMHUYHOTO MojoOpeHHe u 24 yacoBa
KyIOpUYpHsl, KOATO ciezBa Ja € noA 1,6 pmol/ 24 yaca nmpu cTaOMIIHO JIeYEHHE.

— Crpannunute edeKkTH BKIIOYBAT: CTOMAIIHO Jpa3HeHe (CBBbpP3aHO C U3IOJI3BaHATA
LIMHKOBA COJ); UMYHOCYNpPECUBEH €(eKT (HaMajsiBaHE Ha JIEBKOIMTHHS XEMOTAKCHC);
yBeJIMYaBaHE Ha CEPyMHUTE JIMIa3a W/WIKM amMuias3a, 0e3 KIMHUYHU UK o0pa3sHu Oene3n
3a NaHKPEaTHT.

Knunnynoto momobpenue e 6aBHO, HabmonaBa ce Hai-MaiakoTo 3 1o 6 Meceua cien
3armoyBaHe Ha jeuyeHuero. [lomabpikamoTo jeyeHne TpsAOBa Ja MPOABIDKU JI0 JKUBOT, ThU
KaTo BCAKO BJIOIIAaBaHC IMpU MNPEKHBCBAHETO MY € IHOTCHIHWATIHO HeO6paTI/IMO, BBIIPCKHU
BBH300HOBSIBaHE MIpHUEMa Ha JIEKAPCTBEHUS TPOIYKT.
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JleyeHueTo HempeMeHHO TPsi0Ba Ja MPOABLJKH U MO BpeMe HA OPeMEHHOCT, ThH KaTo
BCAKO NPEKbCBAaHE MOXKe Ja JoBelde 10 0bpP30 BJjolIaBaHe. J[03UTe Ha JIEKapCTBEHUTE
MPOAYKTH OMXa MOTJIM 12 ObJaT HaMaJeHU IPU KOHTPOJ Ha 24 yacoBa KyNpHypHUs.

Hecnenuguyno Jieyenue:

@®apMaKkoJIOrMyHO JIeYeHHE Ha 4epHOAPOOHOTO 3a00jsBaHe: JIEYEHHE U NPOQPHIAKTUKA Ha
KPHBOMBJIMBY IPU HAIWYKHE Ha TOpTaIHA XUIepToHus (O6era-0J0KepH); TMypeTUYHO JICUeHHE
IIPYU HAJIMYKE HAa OTOLM U acCLIUT; Jp.

NINOITATUYHA XEMOXPOMATO3A

I. O0ma xapakTepucTHKa

XeMoxpomaro3aTa TpeIACTaBiIsiBA aOHOPMHO  HATpylBaHE Ha  KEls30 B
MapeHXUMHUTE OpraHu, MPUYMUHABAILO TAXHOTO YyBpekaaHe. OOMKHOBEHHO C TepMHUHA
“xeMoxpomaro3a’ ce O3HauaBa BpoOJieHaTa, uavonaTuyHa xemoxpomarosa (MXX), 3a kosarTo
ce OTHACAT HACTOSUIUTE AIrOpUTMHU. BTopuuHaTa xemoxpomaTosa (WJIM XEMOCHIIEpo3a) €
pUI0OHTa B X0/1a HA JAPYry 3a00IIBaHUS (XPOHUYHU XEMOJUTHYHN aHEMUH, CHIISPOOIacTHA
aHEMUs, CbCTOSIHUSI CBBP3aHU ChC 3HAYMTEJICH MMapEeHTEPAJICH PUEM Ha KEJIE3HU IMperapaTy,
MHOECTBO KPHBOMIPEIUBAHUS U JIP.).

NXX ce mnpenaBa aBTO30MHO-peliecMBHO. CHenU(pUYHUAT 3a HACEICHHETO Ha
3anagna u CesepHa EBpona mytupain ren (HFE, ko#ito e cebp3an ¢ rinaBuus HLA komruiekc
u yuaTo ToukoBa mytanus npu MXX e Cys 282 Tyr) e oTHOCUTENTHO pAIbK 3a bbiarapus.
Perucrpupanu ca otnenau 00yiHU. ['eHeTUYHHUTE OTKJIIOHEHUS, BOJEHIH MmO-4ecto 10 MXX y
HAC OlL€ HE Ca YCTaHOBEHU. JIuIcBar HaneKIHU AaHHU 3a yecrorara Ha XX B bearapus.
ComuayiHaTa 3HAYMMOCT Ha 3a00JIsIBaHETO ce o0yciaBs OT TOBa, Y€ TO CE€ pas3BHBa
KJIMHUYECKH B TPYIOCIOCOOHA BB3pacT M BOJM J0 PaHHA MHBATUAM3AIMS U MPEXkKICBpEMEHHA
cMBpPT. YecTo € pa3BUTHETO HA MIBPBUYCH UYEPHOAPOOCH pak, KOETO OM MOrJIo Ja ce
MPEAOTBPATU OT CBOEBPEMEHHO JICUCHUE.

I1. /Ilnarsosa
AHaMHECTHYHHU KpUTepHH 3a q1uartosara Ha UXX.

OmulakBaHusTa ce nosiBsiBaT 0OMKHOBEHO Mexay 30 m 50-rogumna BB3pact. Haii-
YeCTUTE OT TAX Ca OTHAJHAJIOCT, CTaBHM OOJKM U CEKCyalHHM HapylleHHs (MMIOTEHLUS,
3ary0a Ha MO0, MEHCTPYaJTHU CMYILEHHUSL. ).

Kiannuynu kputepun 3a nuarnosara Ha UXX.

Haii-gecture HaxOJKHU Ca XCIaToMErajausda, KOXHa XUIICPIUIMCHTAlUA W apTpUT.
Hanune ca cinepHuTe CHUHAPOMHU: XPOHMYHO TMPOTPECUPAIO UYEPHOAPOOHO YBPEXkKAaHE;
3axapeH quaber; KapAMOMUOIATHS; TOJIMAPTPUT; APYTU €HTOKPUHHH HapyLICHH.

Cunopom Ha XpoHUuUHO 4epHoOPOOHO y8percoaHe.

VYcraHoBsiBa ce MpU BCUUKM HeJeKyBaHU OonHU. CTeneHTa Ha yBPEXKJAaHETO Bapupa
OT Jieka HadainHa (ubpo3a (ycTaHOBEHa OMOICHYHO) /0 TEXKa JIEKOMIEHCHpaHa LHpO3a.
Bunaru e Hanuue xenaromeranus. Yecto nMa TexecT M ThIM OOJKHU B JSICHOTO MOApeOpHe.
BosHusAT ce omnakBa ot cmaboct u ChHIMBOCT. [Ipu Beve pa3Buia ce IMupo3a MOXKE J1a UMa U
crieHoMeranus. OT yepHOIpoOHUTE TaOOPAaTOPHH MOKa3aTe Hali-4ecTo JIEKO J0 YMEpPEHO
ca yBeIMYEHU aMHHOTpaHc(hepaszuTe. XUMOAIOYMHUHEMHUS U XUNEpOMIMpYyOMHEMHUsS ce
Ha0JII0AaBaT MPHU HANIPETHAIN [IUPO3H.

Oco0eHo BakHU 3a JAMArHo3aTta ca MPOMEHHTE CBBbpP3aHU C HapylleHaTa OOMsHa Ha
KeJA30To. Y cTaHOBsABa ce xunepcuaepemus. Hacumanero Ha tpancdepuna e Hag 60% npu
Mbxe u 50% Tmpu KeHH, KaTo B MOBeYeTO ciydan croitHoctute ca Haa 70%. KoeurueHTsT
Ha HacHUIaHe Ha TpaHC(epHHa MPEeACTaBIsIBa ChOTHOLICHUETO MEX]Y CEPYMHOTO XKEJsI30 U
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OXCK (B pumol/l) u3pazeHo B mporeHT. PepuTHHBT B cepyMa € CHUJIHO MOBHUIIEH U
obuxkHOBeHO HaaxBBHPst 1000 ng/ml.

Karo “smaren cranmapr” 3a auarHoszata Ha MXX ce mpuema HM3BBPILIBAHETO HA
YepHOJApOOHAa OHWOICHS C ONpEAeNsHEe KOHIIGHTpAaIllMATa Ha KEJsI30 B UYEpHUA Jpo0,
XUCTOJOTHYHO JIOKAIM3MpaHEe Ha JKEIe3HUTE OTJIAaraHWs W YTOYHSBAaHE CTEMEHTa Ha
¢ubposara. KoHneHTpanusaTa Ha els30To B yepHus Apod npu MXX Bunaru Hansuimiasa 70
umol/g cyxo Terso (HopmaiHo g0 25 umol). Karo mosneseH kpurepuii ce WU3MOJI3Ba T. Hap.
4epHOAPOOEH KeJIe3eH MHJAEKC, KOMTO MpeICTaBiIsBa apUTMETUYHOTO ChOTHOILIEHUE MEXKIY
XKeJsi3HaTa KoHIeHTparus (umol/g cyxo terno) u romguuute Ha OonHus. [Ipu UXX T0o3m
MHJICKC € TO-BUCOK OT 1,9. OOMmOTO KOIMYECTBO OTIOKEHO KEISA30 B YEpHHS JpoO Bapupa
Mexay 5 m 20g. Twri Karo 3a cera y Hac HE C€ M3BbBPIIBA XMMHUYECKO OMNpECNIsIHE Ha
KENS30TO B UYEPHOJIPOOEH OMomnTar, peliaBalia € XUCTOJIOTMYHATa OLEHKAa Ha HETrOBHUTE
ornaranus ciex ousersBaHe 1o Perls. Ilpm XX xems130To ce HarpymBa TJIaBHO B
XCTMATOIUTUTE M JKIBYHUTE CNUTEINH W JocTa Mo-manko B KymdepoBure KIeTKH.
OtnaranusiTa ca Hall-OOWJIHU B NMEPUNOPTAIIHUTE XEMATOLMTH W HaMallABaT B MOCOKA KbM
neHTpanHaTa BeHa. CrerneHTa Ha YepHOApoOHaTa (hudpo3a MmoguepTaHo Kopeaupa ¢ Ta3u Ha
cuneposata. I[locnennata e Hail-u3paseHa npu HampeaHaia nupoza. MP komudecTBeHO
OIpesie/IiHE Ha HAaTPYIAHOTO JKEJSA30 € HOB, HO BaXEH METOJI, KOMTO € pealHa alTepHaTHBa
Ha XHUCTOJIOTUYHOTO OIpPE/IEIsIHE Ha OTI0KEHOTO JKEIsA30 B UepHUs Apo0.

[Tpu Gosan or MUXX ¢ mupo3a pa3BUTHUETO HA MBPBUYCH PaK Ha YEPHUS JPoO ¢
MHOT0 Y€CTO, KaTo B TYMOpHaTa ThKaH HE Ce 0TJIara >KeJs3o.

3axapen oOuabem. Hawannu HapylieHus B TJIIOKO3HHUS TOJEPAHC M TOBHUIIEHA
WHCYJTMHOBA PE3UCTEHTHOCT CE€ JIOKA3BaT OIIE B MPELUPOTUYHUS CTaauil. 3axapeH nuabeT ce
ycraHoBsBa y Haa 70% npu 6onnute ot UXX ¢ opopmena niuposa u y no-manko ot 20% mpu
OCTaHaJINTE.

Kapouomuonamusa. Cpema ce no-psiiko OTKOJIKOTO 1uadeTa, HO € 4ecTa MpUYrHa
3a cmbpTHOCT Ipu UXX. [IppBOHAUANHO eNneKTpoKapauorpadCKu ce yCTaHOBSBAT HUCHK
Bontaxx U Hecreuupuunu npomeHu B ST u T. Ilo-uectu ca npencepiHUTE TaXUAPUTMUU,
CJIeJIBAaHU OT KaMepHU eKcTpacuctonuu u Taxukapauu. C HampenBanero Ha UXX ce pa3BuBa
qulatupaiia kapauoMmuonarus. Exokapauorpadcku ce ycTaHOBSIBaT YBEIMYEHUE Ha JisiBaTa
KaMmepa M HapylIeHHE B CUCTOJIHATa U (PyHKLUS.

Honuapmpumen cundpom. YcrtaHoBsiBa ce y Mexay 15 u 60% or
HoBoAMarnoctuniupanute 6oan ¢ MXX. Hait-uecto ce 3acsrat merakapriodaiaHTCUTHUTE U
MPOKCUMAaNTHUTE WHTepdalaHrealHu CTaBH, CIEIBAaHU OT KOJIEHATa, XOJAWjaTa, KUTKHUTE,
rbp0Oa u Bpara.

/Jlpyeu enookpunnu napywienus. VIMIOTEHTHOCT U 3ary0a Ha JHOHMIO C€ OTKPHUBAT y
Mexay 12 u 40% ot HOBoamarHoctuuupanute Mbxke ¢ MUXX. Hanuumero u Ha aumaber
JOTIpUHACS 3a Te3uW HapylieHus. [lpu skeHuTe MOXke Ja MMa MEHCTPYallHU CMYIICHHS,
JOCTHUTAIM JO aMEHOpesl.

[Ipn XX ce cpemar u xunep- Wi XUIOTUPEOUAUIBM.

Hanoxwurenna e audepeHuua HaTa JMarH03a ¢ BTOPUYHA XEMOCUIEPO3a U IPyTU
XPOHUYHU YEPHOAPOOHU YBPEKTaHUS.

Bmopuuna xemocuoeposa. PazpuBa ce npu Jpyrd CbCTOSIHMS, BOJEIIN 1O TMOBHILIEHO
OTJIaraHe Ha XKeJsI30 KaTO XPOHWYHU XEMOJIMTHUYHHM AHEMHH, CUACPOAKPECTUYHU AHEMUH,
IPOABIKUTENTHO MAPEHTEPAIHO (M AOPU OPAITHO) JICYEHUE C JKEJIE3HH MpernapaT, MHOXKECTBO
KpbBOMpenuBaHus U jap. 3a paznuka oT UXX, myHKIMOHHO-OMOIICHYHO CE€ yCTAaHOBSIBA, 4ye
KEJSA30TO € OTIOXKEHO IIaBHO B KyrepoBuTe KIeTku, a He B XeMaTOLUTHTE.

Jlpyeu xponuunu uepnoopoonu yepexcoanus. llpu ankoxoiiHa 4epHOIpOOHA OOJIECT U
XPOHUYHM BUPYCHM XETATHUTHU MOXE J]a UMa BTOPUYHO OTJIaraHe Ha Xelsi30 B YepHUs Jpoo,
HO TakoBa HE Ce€ HaTpymnBa B Jpyrure opranu, 3acerHatu npu MXX. IIpomenure B
HACHII[AHETO Ha TpaHC(eprHa U CepyMHUS (PEPUTHH ca Mo-caad0 U3pa3eHH.
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[Tpu XpOHUYHY BUPYCHH XEMATUTH MOXE J1a C€ YCTAHOBST MOBUIIICHUE HA KEISA30TO,
HacHIaHEeTO Ha TpaHcheprHa U GepuTHHA B cepyMa 0e3 MyHKIIMOHHO-OMOIICHYHU JaHHU 3a
yepHOApoOHa cueposa.

JudepeHunanHara nuarHosa MpU LUPO3U B TEPMUHANEH CTaJuil C IOBHILEHO
CEpYMHO KeIsi30 € TPYAHA, Thil KaTo € Bh3MOKHO YEPHOAPOOHUSAT JKeJe3eH UHIEKC 1a Obae
MO-BUCOK OT 1,9 M XMCTOJOTHYHO Jla C€ YCTAHOBSAT JKEJIE3HM oTiaraHus 6e3 ma mma MXX.
Ome mo-3arpynHeHa € AudepeHIMaNHaTa JUarHo3a, KOraro 4epHoapoOHaTa Ouorcus e
MPOTUBOMNOKa3Ha  (KoaryJalMOHHM  HapylieHusi,  TpomOonurtomneHus). ['eHernunu
n3clleIBaHMA 3a Joka3BaHe Ha MIXX 3acera y Hac He ce U3BBPILIBAT.

III. JIeuenne na UXX.

HenexyBanara UXX nporpecupa 10 uupo3a U CMBbPT OT HEMHUTE YCIIOKHEHUS WU
OT WIbpBUYEH uepHOApoOeH pak. Jlpyra mnpuymHa 3a CMBPTHOCTTAa € JWJIaTUpalaTa
Kapanomuonarus. 3a00IBaHeTO MMa MOJ00EH U3XO0/ M TIPH KbCHO 3all0YHAJIO JICYCHHE.

Macuenume Kpveonyckanusa ca ocHoBHata Tepanusi npu HXX. Ilpu
HOBOAMArHOCTHLIMPAHUTE 00JHU ce myckaT o S00ml Beaubx (mim A0pu 2 bTH) CEAMUYHO B
npoabkeHue Ha 1 no 2 roaunu. [Ipu enHo kpbBollyckaHe ce u3uepnBaT okojo 250 mg
xKena30. ExxeceMUYHOTO MM H3BBPUIBAHE CE€ IpeKparsBa Clle] JOCTUTaHE CHOTBETHOTO
TpallHO CHWDKEHME Ha HAKOW OT CJIeJHUTE MOKaszaTenau: Xxemornooun - mox 110 g/l
xemaTokput - ox 0,35, peputnn - mox 20 ng/ml. Crnex ToBa ce mpeMUHaBa HA MOATBPKAIIO
JIEYeHUE, CHCTOSIIO CE€ B HSIKOJIKO KPBBONMYCKaHHS roIuiiHO. bposT uM ce ompezens ot
cToiiHOcTHTEe Ha (PeHOTHIHUTE Mokazarenu npu MXX B cepyma - Kens30, HACHIAaHE HA
TpanchepuHa u ¢geputuH. Te TpsaOBa ma ce momabpkaT B pedepeHTHH (a olie Mmo-a00pe B
JOJTHOTpaHUYHU) cToiiHOCTU. KpbBOllycKaHUsATa c€ U3BBPLIBAT BbB BHTPELUIHOTO OTAEIICHUE
Ha pernoHanHatra MBAJL. 3a na ce u3z0erHe pHUCKBT OT aHEMHs], XUIIOAUIOYMHHEMHUS U
XUIOTEH3UBHU NPOSIBU, HEOOXOIMMO € Jia C€ M3TOTBU KapTa 3a IPEJBAPUTEIHU U3CIIEIBAHUS
IIpH CHUCTEMHO JIeUeHHE C KpBhBONyCKaHe. B mpuiiokeHue e mpeacTaBeH oOpasel] OT TakaBa
kapta. [Ipy HEBB3MOXKHOCT J]a ce U3ClIeBAT HAKOW OT MOKa3aTeJUTe Ha Ta3u KapTa OOJHUST
Ce Haco4Ba KbM YHHUBEPCHUTETCKA FaCTPOCHTEPOJIOTUYHA KIIMHUKA.

IIporno3ara mpu 3anousamo JieueHne Ha XX 3aBHCH OT CcTEleHTa HA Pa3BUTHE Ha
yepHoapoOHaTa ¢pubposa. [Ipu 6onnu 6e3 3HaunTeNnHa Prudpo3a IEYEHUETO C KPHBOIYCKAHUS
BOAM MPAKTHUUYECKU JIO HOPMajHA MPOJBDKUTENIHOCT Ha JKUBOTa. AKO HsAMa
MPOTUBOMNOKa3aHUs (aHEMUS, XUMOATOyMHHEMHsI, aCIIUT), KPbBOIIyCKaHUATa C€ MpHiarat u
npu odopmeHa Bede Iupo3a. ToraBa HEMHOTO pa3BuTHEe ce 3abaBsa. [lpum Bapunu Ha
XpaHOIIPOBOJIa ce Ha0JIr01aBa HaMaJIeHUe Ha TeXHUS pa3Mep U MO-PSIIKO KbpBEHE.

KpwBomyckanusita BOAAT 0 To100psiBaHe U Ha ArabeTa,0co0eH0, aKo TOMU OIIe HE €
MHCYJIMHO3aBUCUM. blaronpusTHO ce TNOBIMsABA M KapAMOMHONATHATa, OCOOEHO, aKo
JuiaTalusaTa He € TpailHo opopMeHa.

ApPTPUTBT, CEKCyaJIHUTE HApYyLICHUs M TUPEOUTHUTE aHOMAJIMU HE ce MOA00psBaT
OT KpPBbBOIYCKAaHHUATA.

[Ipu npoTHBONOKa3aHMS 3a KPBBOIYCKaHHs (aHEeMuUs, XHUNOATOyMHHEMHS) cCe
npoexza seuenue ¢ Deferoxamine. Toli ce mpunara xato npoabmkurenHu, 10-12 yacosu
MOJKOKHU BIIMBaHUA ¢ MH(]Y3noHHa momna B AHeBHa no3a 20-50 mg/kg. Bw3moxHH ca
JIOKQJIHW BB3MNAJIEHUS Ha MICTOTO HAa HMH(Y3UHUTE, OTOTOKCHYHOCT, PETUHOTOKCUYHOCT WU
pa3BHUTHE HA KaTapakKTa.

Jlunata ¢ XX, ocobeHo Te3m ¢ mupo3a, TpssOBa CHCTEMHO Ja C€ MojJiaraT Ha
exorpadcku KOHTpOJ (MM J1a ce U3cie/iBa o-peTONPOTEeUHBT) C OrJiel PAaHHOTO OTKPHBAaHE
Ha IbPBUYEH YEPHOAPOOEH paK.

JnabeThT, KapaUOMHOMATHUSTA, TOMUAPTPUTHT U CEKCyaTHUTE HapyLIeHUs, B
3aBHCHMOCT OT TSIXHaTa U3pa3eHoCT, Ce JIEKyBaT ChC CTAH/IAPTHUTE 3a TAX TE€PaIHH.

HNudopmanus 3a 00J1HUTE U MOBEACHHE PU TEXHUTE POAHUHU-TEHHU HOCUTEJIH.
Ha Gonnute TpsOBa na ce 00SICHU CBHIIHOCTTA Ha 3a00JSBaHETO U HEOOXOAMMOCTTa OT
CHCTEMHHM KpPBBOITYCKaHHMA, BKJ. TsAXHaTa Oe3BpeqHOCT. TpsOBa /a ce OCBIIECTBH PAHHOTO
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OTKpUBAHC Ha 3360HHBaHeTO Yy TC€3U OT JAflaTa UM, KOUTO Ca I'CHHU HOCUTCIIH. Tvi kaTo
3acera reHeTHYHHU u3cneasanus 3a UXX y Hac He ce M3BBPIIBAT, HYKHO € J]a C€ MPOCeAsBaT
CUCTEeMHO (PCHOTHUITHUTE CEPyMHHU IOKa3aTelu - JKesI30, HACHWINaHe Ha TpaHchepwHa U
(deputun. [Ipu ChOTBETHH OTKJIOHEHHS TPSOBA /1a C€ U3BBPIIM YepHOAPOOHA Ononcus. JJopu
MIPY HAYaJIHU cujiepo3a u pudposa ce mpoBexk/1a JeueHUE ¢ KPbBOIYCKAHHUS.

KAPTA 3A IIPEABAPUTEJIHU MUW3CJIIEABAHUA IIPU CHUCTEMHO
JIEYHEHHUE C KPBbBOIIYCKAHUA
1. HeoOxonuMmu nokasaTead U MUHUMAQJIHUTE UM CTOWHOCTH, ITO3BOJIABAILM 3all0YBAaHE HA
CHUCTEMHO JICYEHHUE C KPBBOILYCKAHHUSA:

IHokazaTenu MuHuMaIHA CTOMHOCT
ApTepUaliHO HAJIATaHE 14,6 xPa (=110mm >kuBaK) CHCTOHO
XemornoOuH 120 g/l
Eputporuru 4,0 x10'%/1
MCV 80 fl
JleBxouTn 3,5 x10%1
TpomOGouuTu 100 x10%/1
CepyMHO KeJsi30 10,2 umol - mexe u 9,2 umol - xenun
Hacumane tpancdepun 20 %
CepyMeH aOyMuH 359/l
3abenexka: [To-HUCKH OT TOPEMOCOYECHUTE CTOMHOCTH Ha XEMOIIOOHMHA,

CPUTPOLTUTUTE U MCV IIpu Juna CbC CUT'YPHO HOKa3aHa XETCPO3UTOTHA B-TaﬂaCeMI/IH HEC Ca
IIPOTHUBOIIOKA3aHUEC 34 3alI0UYBAHC HA JICUCHUEC C KPBbBOITYCKAaHHsA, aKO TO € H606XO[[I/IMO.

2. IlpocnensiBanyu MOKa3aTeNIN B X0/1a Ha JICYUEHUETO ChC CHUCTEMHHU

KPBHBOIYCKaHUS.

e [Ilpu Bcuuku OOJHH HEMOCPEJACTBEHO TMPEAU BCIKO KpPBBONYCKAaHE Ce€ H3MEpBa
apTepHaHOTO HayisiraHe. MUHUMalHaTa CTOMHOCT, MO3BOJIsBalla KpbBoIyckaHe € 14,6
kPa (=110mm >xuBak) cucroinu4Ho. [Ipu moHmwkeHue ce mocraps nmoakoxkHo Etilefrine
WIA Jpyr aHaJeNTHK, 3a Ja ce JOCTHTHe TropHara croiHocT. [lpm mo-u3pasena
XMUIIOTEH3Ms KPBBOITYCKAHETO C€ OTilara 3a HIKOJKO JIHM, Mpe3 KOUTO ce Ha3HauyaBa
CHOTBETHA TEPAIHS C AaHAJICTITEIH.

e [lpu HONMHOTPaHWYHM CTOWHOCTH Ha HSKOHM OT JJAOOpAaTOPHHUTE MOKA3aTelH, yCTAHOBEHU
Mpey 3arovYBaHe Ha JICUCHHETO, HAIOXKUTEIHO € KOHTPOJIHMpAHEeTO MM |-2 1HU mpenn
BCAKO KpbBomyckaHe. [Ipu Bcuuku 60iHU mokaszarenurte B T.I ce koHTposupar npe3 4-6
KpBBOITyCKaHUs. B X0Ja Ha JIeUEHHETO € JOMYCTHMO HM3BBPIIBAHETO HAa KPHBOIyCKaHE
IIPU CIIETHUTE CTOMHOCTH:

IToka3zaren MuHuMaJ/IHA CTOMHOCT
XemornoOuH 110 g/l

Epurporuru 3,8 x10%/

JleBKOLUTH 3,5 x10I

Tpomborutu 80 x10%/1

CepyMHO k€130 10 pumol 3a mBke 1 9 umol 3a xeHn
Hacumane Ha tpancdepuna 15%

CepyMeH anOymMuH 34 g/l

YEPHOJIPOBHATA IIUPO3A - YCJIO)KHEHUSA
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IHOPTAJIHA XHUIIEPTOHHUSA — BAPHUIIM HA XPAHOIIPOBOJA, BAPHUIIM HA
CTOMAXA U XUIIEPTEH3UBHA I'ACTPOITATUA

I. O0ma xapakrepucTuka

[TopranHara XuUNEpTOHHUS NPEIU3BUKBA Hali-cepuo3HUTE U CMBPTOHOCTHU
YCIIO)KHEHUSI Ha 4YepHOIpOOHATa MHMpO3a, KaTO aclMT, eHiedanonatus U KPbBOU3IUBU OT
BapUIIM Ha XPaHONpPOBOJa M cToMaxa. KpbBOM3IMBUTE OT HW3TOYHMUIM Ha IOpTaJHATA
XUMEPTOHHUS Ca CIICITHO CHCTOSIHWE, CBBP3aHO C BUCOKAa CMBPTHOCT M KOMILUTUKAIIWU.
Pa3znnyHOTO MO TEXKECT MOIeKaII0 YepHOAPOOHO 3a00IsIBaHe, MPOMEHSAIO JAHArHOCTUYHUS
W TEparneBTHYCH alTOPHUTHM, TOMBIHUTEIHO YCIOXKHABa mpobiema. Heobxomumoctra ot
YHUGPUIUPAHU SICHU KPUTEPUHU 32 TMArHo3a, NpOQUIAKTUKA U TEpANeBTUUEH MOAX0J  BOJIU
710 U3pabOTBAHETO U TMOCIEAOBATETHOTO YCHBBPIICHCTBAHE HA MEKIYHAPOIHU KOHCEHCYCH
3a IOpTaJIHA XUIIEPTOHUS, HAal- U3BECTHU OT KOUTO ca Te3u oT Baveno LILIII u IV.
II. IlnarHo3a Ha MOPTATHATA XUIIEPTOHUA
Oyenka na cbcmosaHUemo Ha nayueHma.
1. Texxect HA YePHOAPOOHOTO 3AI00IISIBAHE :
A. Haii-uecto usnonssano ¢ craaupanero mo Child-Pugh.
b. Craguu Ha yepHonpoOHara nupo3a no Baveno I[V:

Cr.I - 6e3 Bapunu, 6€3 acluT

Cr. Il - Hanuuue Ha BapuLy, 6€3 acUUT

Cr.I1II - acuut +/- Bapunu

Cr.IV - xbpBeHE OT Bapui +/- aCUUT
2. ETnonorus Ha yepHOApOOHOTO 3a00I9BaHe
- QJIKOXOJIHA €TUOJIOTHS; TAHHU 3a MPOAbJIKaBala KOHCyMaIlus
- BUpYCHA WH(DEKI
3. [Ipunpyxasaiu 3a00JsIBAaHUS
- Hanuure Ha ObOpeyHa HeJOCTaTHYHOCT
- KapAHO-TyJIMOHATTHU 3a00JIIBaHUs
- Cercuc
- HeJIOXpaHBaHE

Huaenocmuunu memoou

1. ®usukannu Oene3u: KolaTepaid MO KOPEMHaTa CTeHa; NEePKYTOPHU JaHHU 3a acCIuT;
TBBP/ YepeH ApoO(yBeINYEH WU HE), CIUIEHOMETaIHs

2. JlaGopatopHu naHHuM —ynoMeHatute no-rope + nosumenu ACAT, AJIAT, I'TTII u
A®, MakpolITHA aHEMHUSI, TPOMOOITUTOTICHHS, JIEBKOIICHUsI, KpeaTuHuH, ypes, Na, K,
Cl, mapkepu 3a xpounuyna uHpekuus ¢ HBV, HCV, Andaderonporenn

3. AOnmommHanHa exorpadus: exorpacka XapaKTepHUCTHKAa Ha HalpeTHalo TU(y3HO
4epHOApOOHO 3a00jsBaHe, CIJICHOMETalus, acUuT, JWilaTalus Ha MOPTaJIHUTE
ChJI0BE, BU3yalIU3UpaHe Ha MOPTO-CUCTEMHA KoJlaTepaliu, TpoM003a Ha BeHa MopTe.

4. Jlomnep-exorpagusi- OLlEHKAa Ha NPOMEHUTE B CpeJHaTa CKOPOCT Ha KPBBOTOKA B
MOPTAJTHUTE CBHJIOBE W KOHTECTUBHHUS MHJEKC, NMPOMEHM B PE3UCTEHTHOCTTAa Ha
CIUVIAHXHUKYCOBUTE apTEepUM U UEPHIPOOHUTE CBHIOBM HHIAECKCH. Jloka3BaHe Ha
MOPTO-CUCTEMHHU  KOJIaTepaiM, AUJaTHpaHa B. TacTpUKa CHH. C MOBUIIEH KPHBOTOK.
Ilenen merox 3a mpoyuBaHe Ha €(pUKACHOCTTa Ha MEKUMEHTO3HHM TepaneBTUYHH
PEXKUMH.

5. T'opHa eHjackonusi- OCHOBEH JHArHOCTHYEH METOJ 32 JOKa3BaHE Ha BapHIHM (BXK. MO-
JIOITY).

6. T'opHoennockornicka exorpagusi — NPeJUMCTBO NPH OlLIEHKAa Ha mapae3odarealHu
BapHI, NepPoOpaHTHU CHIOBE U KPBHBOTOKA BBB V. azygos Mpeau U ciel JIeYeHHeE,
JI0Ka3BaHe Ha MAJIKM CTOMAIIIHU BapuUIly.

7. VI3mepBaHe Ha 4epHOAPOOHHUAT TpagueHT Ha nopranHoTo Hansarane (HVPG) —pasa
Hail-ToyHa MpeleHKa 3a HATMYMEeTO Ha MOPTalHA XUIEPTOHUS U €BEHTYaJIHH BapuIly,
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KakTO W 3a e(UKACHOCTTa Ha JICKapCTBEHATa TepaneBTUYHH pexumu. [lopamu

MHBa3UBHOCTTa My HE C€ MPErnopbyuBa pyTHHHO MpUJIaraHe.

Anruorpadust 1 MR anruorpadus - camo npu KaHIUAATH 32 XUPYPTUYIHO JICUEHUE.

9. Cnupanen KAT- npenrMHO 3a OlIEHKA Ha MAJIKW OTHUIIHM JIC3UH B Xerapa CyCIEeKTHH
3a HCC

10. KontpacTtHa peHTreHorpadus Ha XpaHOIPOBOJ U CTOMax

@

A. Bapuuu Ha XpaHonpoBojaa
ITosiBa M ecTecTBEeH XO0A

Bapunure Ha XpaHONpOBOAAa W CTOMaxa ca KIMHUYHO HaW-3HAYMMUTE TOPTO-
CUCTEeMHH KOJaTepalid IpH MOpTalHA XHUIEpTOHHA. YecToTaTa HAa MOsiBA HA BapHUIM IMPHU
uupo3a ce m3umciaBa Ha 8-10% romumHo, cpeaHo 12% e rogumHoOTO MporpecupaHe B
pasmeputre uM. Bbropeku, ue okono 90% or OomHUTE C LUpO3a pa3BUBAT BapHIIH,
KpbBOM3IUBH ce HaOmonasar npu 25-30%, karo B okosto 70% TOBa cTaBa mpe3 IbPBUTE
JIB€ TOAMHHU ciell auarHozara. CMBPTHOCTTa Clell IbPBU €MU30/ HAa KbPBEHE, HE3aBUCUMO
OT IMarHOCTUYHHUS U TEPANleBTUUEH IIPOTpec Mpe3 MOCIEIHUTE ABE AeKaau, cnaaa ot 40% Ha
20% 3a mppBuTe 6 ceamuiy. Crnen nmoBTopeH KpbBou3NuB ek3utupar 50-70% ot Oonnure,
60% 110 BTOpaTa roguHa.

[TpoapmxaBaiara alkoxojgHa KOHCyMalus € J0Ka3aH (akTop 3a MpOrpecupaHeTo Ha
BapuuuTe U 00paTHO, TpaiiHaTa aOCTUHEHIIMS MOXeE Ja JIOBEJE 10 HaMalliBaHE H JOPH J0
M3UEe3BAHETO HA MAJIKW BapHIIU.

PuckoBute (akropu, mpenckazBamii M MPOBOKUPANIM KPBBU3JIOBUTE OT BApHIM, HE CE
HaI'BJIHO sicHU. JloKa3aHo e, e MpU HaIM4Yue Ha FoJIeMH Bapulld M npu kpbBousnusu HVPG
e Hax 12 mm Hg wu oOparno, xemoparuu He ce nHaOmonasar npu HVPG < 12 mm Hg.
Pa3mepbT Ha BapuluTe, OIEHEH €HIAOCKOIICKU, € Oe3CopeH mpeacka3Baiy (pakTop ¢ pUCK OT
KbpBeHe 7% npu Manku Bapuuu 10 60-70% npu roisemu, HarpbHaTu chiose. Hannuuero Ha
YepBEHU MEeTHa, KaTo M3pa3 Ha MOBUIIEHO HAISraHe Ha BApUKO3HATA CTEHA, C€ YCTAaHOBSIBAT B
80%. Cremnenta Ha yepHapoOHara yBpena (Child B,C) e ocHoBeH mpeznckaspamr ¢dakTop 3a
MosiBA Ha MAaCHBEH TMbpPBU KPBBOU3IUB,  PHUCK OT MOBTOPHO KPbBEHE W HaMaJeHa
IBITOTPAHA MPEKUBAEMOCT CIIeJ KPbBOMM3IIMBU OT BapuIlk. B pamMkuTe Ha €IHOTOIUIIHO
MpocieisBaHe CpelHaTa CMbPTHOCT OT KPBHBOM3JIHMBHU OT Bapuuu € 5% Mpu HalHeHTU C
Child A 1upo3a, 25% - mpu Child B u 50% mpu Child C.

Kaacnduxanuns

Haii- yecTo u3non3BaHara u JIECHO IPUJIOKUMA €  KJIacH(pUKanusATa Ha BApULIUTE IO CKaiara
Ha Sarin:

I ct. Manku npaBu Bapuil, KOUTO KOaOupar JecHO IpU HHCY(]Ianus Ha Bb3IyX.

I ct. YronemeHnu, HarpbHaTH BapulM, KOUTO OOTypUpaT Mo- MaJko oT 1/3 oT mymeHa Ha
XpaHOMNPOBO/IA.

I cr. Tonemu, cuaHO HAarbHaTH, KOHQUIyMpalld BapUIM, KOMTO HE C€ MOTUCKAT IpH
uHCy(Ianus Ha Bb3AYX.

IV cr. 'onemu, cuiaHO HarbHATH, HAPErHATH BapHUIM C YEPBEHHU IETHA.

EHI0CKONCKH CKPUHHHT 32 HAJIMYME HA BAPUIU M NPOCJIeAIBAHETO UM

1.Bcuuku manueHTH cieaBaja ce u3ciaeaBaT 3a Bapuily MPH IMbPBOHAYAYAIHOTO IMOCTaBSIHE HA
JarHosara upo3a.

2.Ilpu KOMIICHCHpaHH TIAIUEHTH Oe3 8apuyu, CHIOCKOIHSITA CJIeJBA J1a ce MOBTaps Ha 2-3
TOJUIITHA WHTEPBAJU 32 OLICHKA Ha MOsIBaTa M.

3.Ilpu xoMIIeHCHpaHU TAIMEHTH ¢ MAIKU 8apuyu SHIOCKOIUATA CIIeJIBA J1a CE€ TIOBTAps BCSAKA
rOJIMHA 3a OLIEHKA Ha MPOrPECUPAHETO UM.

4.1lpy mHpBOHAYAIHO EHJOCKOIICKO YCTAaHOBSIBAHE HA c2olleMu 6apuyu HE Ce Hajarat
MMOBTOPHH U3CJIEABAHUSI.

IIporHocTHyHM (pAKTOPH 32 HATUYHE HA BAPULH
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-Hama JOKa3aHU 3aJ0BOJIMTCIIHU HCECHIOCKOIICKU I/IH,Z[I/IKaTOpI/I 34 HaAJIN4YHuc Ha BapI/ILII/I. B
MHOXECTBO MOJCIH c€ 00CHKIAT Pa3IuYHN HEWHBA3WBHH MPOTHOCTHYHU (PAaKTOPH, KAaTO
Haﬁ-HGCTHTe ca. I[I/IJIaTI/IpaHa B. HOpTe, CINICHOMCTraJIud, aClluT, TpOM6OI_[I/ITOHeHI/I$I )41 ,Z[p.
-IToBumenust HVPG e Hail-HaaeKTHUST KPUTEPUHU 32 PA3BUTUE HA BapUIM ITOHACTOAILIEM.

IIpornocTuynn ¢axkrTopu 3a KbpBeHe 0T BAPUIIA HA XPAHONIPOBOAA

Hsma eanosnauno nokazanu. C mo- roisiMa HaJeKIHOCT CE TOJI3BAT:
UepHoapoOeH rpagueHT Ha mopTaiaHoTo Haixsarane - HVPG > 12mm Hg.
I'onsam pazmep Ha BapuLuTe.

Hannyne Ha yepBeHM MeTHA.

Bucoko HansiraHe BEB BapuUIIUTE.

Texect Ha yepHoapoOHO 3abossBane (Child B/C).

Koncymanus Ha ankoxoir.

oakrwdE

IIpeBennust Ha 00pa3yBaHeTO/HAPACTBHETO HA BAPHI[UTE HA XPAHONPOBOJA

- [loprocucremMHuTe KONaTepaiy YeCTO MPENIIeCTBAT IOsBaTa Ha BAPUIUTE U MOJUIEKAT Ha
JI0Ka3BaHe C HEMHBA3WBHU MeTo U (abnomuHanHa u Jlomep exorpadmust).

- Benuku manueHTH ¢ Mpo3a NOJISKAT Ha CHIOCKOIICKU CKPUHHT 32 BApHIIM IPHU TIOCTaBsSHE
Ha JJMarHo3ara.

- IoBumenuar HVPG e mnpenckaspamy (aktop 3a HaauuMe Ha Bapuld. 3acera He ce
MPEropbUBa PYTUHHOTO MY MTPHIIOKEHHE.

- [podunakTnyHoTo (GapMakoIOrHYHO TPETUpPAaHE HE NPEeNoTBparsiBa (OPMUPAHETO Ha
BapHIIU

- [IpodunakTuano neyenue ¢ B- OJIOKepH HE € MHAWIMPAHO MPEIH JOKA3BAaHETO HAa BapHUIIH.

I[I'spBuyHa npoduakTHKAa HA KPbBOU3JIMBHUTE OT BAPUIIM HA XPAHONPOBO/A
[IpoBexna ce ¢ yen na mMpennasud Wik OTJIOKHU MBbPBHUS €MH30J HAa KbPBEHE, a MPH MAJIKU
BapHIIM - U J1a ce 3a0aBU HAPACTBAHETO HM.

Hnouyupanu 6onnu:.
1. BonHM ¢ MajKy BapwIl¥ ¢ YePBEHU TIETHA
2. boxHM ¢ MaJIKu BapHuIy U CTaaui Ha yepHapoOHata mupo3a B u C mo Child.
3. BomHU cbhC cpeHM W TOJEMH BapwIlM Ha XPaHOMPOBOJA, HE3aBHUCHMO OT CTajWs Ha
4epHOAPOOHOTO 3a00MsBAHE.

Dapmaxonozuuna npopunakmuxa.

I. Hecenexmuenu f- onoxepu (Propranolol)- ocHOBHO cpesicTBO Ha U300D.

1.lokazano nHamanaBar HVPG rpaaguenra, HamansBaT KpbBOTOKa BBB V. azygos U
MHTPAaBapUKO3HOTO HaJsITaHe.

2.J1o3a: 3amouBa ce ¢ 20 mg, 2 MbTH THEBHO JI0 AOCTUTraHe Ha [- 6iokana.

3.MonutopupaHne Ha 3- 6J0KaaTa- MOBUILIABAHE Ha J103aTa /10 JOCTUraHe Ha 25% HamalieHue
Ha IyJIcoBaTa YecToTa B MOKOW, JOCTHraHe Ha MyJic 55 yJI/MUHYTa WU MOsBa Ha CTPAaHUYHU
eeKTu.

4.Hamansasanero Ha HVPG rpannenta <12 mm Hg nnu ¢ 20 % oT u3X0QHUTE CTOMHOCTH €
€IMHCTBEHUAT CUTYpPEH MapaMeThp 3a 3alluTa OT BapUKO3HO KbpBEHE. 3acera He ce
IPErnopbyUBa PyTUHHOTO MY IIpUJIaraHe.

5. Tepanusita ce MPOBEkK/Ia TOKUBOTHO.

1. Azocopoum mononumpam (1S-5-MN). Ilpunara ce npu NPOTHBONOKA3aHHS 3a JICUCHHE
WM HEMOHOCUMOCT KbM [3- 6510kepH; no3a 20mg, 2 mbTH AHEBHO.

III. Kombunpano nedenue : [-OJokepu U HM30COPOUT MOMOHHUTpAT; [-ONMokepu u
CHUPOHOJIAKTOH.
Enoocxoncku memoou :

1. Enoocxonckomo epw3koeéo nucupane (EBJI) e edukacHa  mpoduiakThKa Ha
KPBHBOUBIMBHUTE OT CPEAHU U TOJIEMH €30(arealHyi BapuIy.
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- MeronsT € mo- edexkTuBeH oT B-O0KepUTe MO OTHOLICHHE MPEBEHIIMS Ha KbPEHETO, HO HE
moAo0psBa MPEKUBIEMOCTTA.
- EBJI cnmemBa na ce mpuiara INpU INAUUMEHTH C YMEPEHU U TOJIEMM BapULM H
KOHTPaWHIUKAINH WJIK HETOHOCHUMOCT KbM [3-0110KepH.
2. Enoockoncko ckneposupate- He ce npuiiara npoQuiIakTHIHO.
KpbBou3/IMBH OT BApHLIM HA XPAHONIPOBO/A
Hedpunuyuu na knovosume noHAmMuUA
Hyneso épeme: nipesicTaBisiBa BpeMeTO Ha pueMaHe Ha OOJTHUS B MEAULIUHCKH LIEHTDHP.
AxmueHo Kvpeene:
3a akTUBHOTO KbPBEHE M0 BpEME Ha €HJIOCKOMHMS Ce OIpeneis HaJuuue Ha KpPbB, U3THYAIIA
oT Bapukc. MIMa mporHocTuyHa CTOMHOCT 10 OTHOILIEHUE Heycliexa 32 KOHTPOJI Ha KbPBEHETO
1pe3 IbPBUTE HIKOJIKO JHHU.
Knunuuno snauumo kvpeene:
HeoOxonumoct ot Tpancdy3usi Ha JABe WIM IOBeYe €IUHUIM KpbB 3a 24h, cumrtano ot
HYJICBOTO BpeMe€, MapajelHO CbC CHajJ Ha CUCTONMMYHOTO Hamsrane <l00mm Hg wiwm
oproctaTu4Ha npomsHa >20 mm Hg w/mnm myncosa vecrota >100/min mpu npuemaHe B
OOJIHUYHOTO 3aBE/ICHUE.
Hegvzmoorcnocm 3a koumpon Ha KvpeeHemo:
1. IleprogbT OT BpeMe, B KOWTO ce JeuHUpa MbPBH €130/ Ha ocTpo KbpBeHe € 120h (5aun).
2. HeBBb3MOXKHOCTTAa 32 KOHTPOJI Ha KBbPBEHETO OMperesiss HeoOXOAMMOCTTa OT CMsHa Ha
tepanusTa. Jlehunupa ce upe3 eAMH OT CICAHUTE KPUTEPHUH:
A. Xemareme3za >2h  cmex 3amouBaHeTo Ha  crneuuduyHO (HApMAKOIOTUYHO WU
€H/I0CKOIICKO JieueHHue. [Ipy MankoTo HamuMeHTH C Ha3oracTpajHa COHJAA 3a HEyCleX ce
ompezens acnupupanero Ha noseue oT 100ml cBexa KpbB.
b. 3g cmax B Hb (okomo 9% B Ht) npu Henpuiiarane Ha XeMOTpaHC(y3uu.
B. Unpaexc Ha Heobxonumus ob6eM xemoTpancdy3uu mo Besiko Bpeme > 0,75.

bpoii xemotpaHcy3uu
Nunexc Ha HEOOXOAUMUS 00€M XEMOTPAHCPYZUU = -=========mmmmmmmmmmmmm oo mmeee e

(xpaeHn Ht- nauanen Ht)+0,01

* Ht (Hb) ce nu3mepsnar :
-Ha Bceku 6 h npe3 nbpBute 2 1HU
-Ha 12h npe3 3-5 nen

Hesvsmooncnocm  3a KOHmMpon HA  NOBMOPHOMO  KbpGeHe  (HeyCnewHda 6mMOopuyHa
npoghunaxmuxa)

JlepuHupa ce kKaro emu3o] Ha KIMHUYHO 3HAYMMO IMOBTOPHO BBHPBEHE OT M3TOYHUK Ha
MOpTATHATA XUIICPTOHUS.

Knunuuno snauumo noemopmno kvpeene:

A. Hannume Ha xemaTtamesa/meneHa. [Ipym MaikoTo maunuMeHTH ¢ Ha3oracTpajiHa COHJa -
acniipanus Ha noseye oT 100ml cBexa KpbB.

b. Unaexc Ha Heobxonumus obeM xemoTtpanchysuu > 0,5.

B. 3g cnan B Hb npu Henpuiarane Ha XxeMOoTpaHCY3HH.

Hnoexc na noemopno kvpeene

Mecenu Ha npocieasiBaHe

Bbpoit pennayBy Ha KpBHBOM3IUBY +1

3a0enexka: Iloxaszarenute He XEMOAMHAMHUKAaTa IIOHACTOAIIEM HE C€ IIpueMar 3a
CaMOCTOATCIIHA HAJICKAHU KPUTCPUU 0e3 KIMHUYHU JaHHU 3a KBPBCHC.

Jloka3BaHeTO HAa OCTbP KPbBOM3JIMB OT BAPHIH
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W3BbpinBa ce eHI0CKOIICKH C OI[CHKA Ha aKTHBHOCTTA, U3TOYHMKA U 0O0eMa Ha kbpBeHe. [Ipu
MAlMEeHTH C KIMHAYHO 3HAYMMO KBPBEHE CIlIeJ[BA Jla CE HW3BBPIIH PAHHO €HOOCKONCKO
uscneosane (10 12h cjen npuemMaHeTo), BeHara clie/l CTa0MIM3UpaHe HA XEMOJUHAMUKATA.
[Tpu Jieku KPBBOM3IUBHU, O3 MPOMSHA B XeMOJMHAMUKATA U HEM3UCKBAII XeMOTpaHCchy3us,
€H/IOCKOTICKOTO U3CJIeIBAaHEe MOKE Ja C€ U3BBPIIH B IIJIAHOB MOPSIBK.

JleyeHue Ha OCTBP KPHBOU3JIUB OT BApULH
OcTpoTo KbpBEHE OT BapUIM HA XPAaHOIIPOBO/Ia IPU OOJIHU ¢ YEPHOAPOOHA LIMPO3a IOIJIEKU
Ha JIeYEHHE CIOJPE] KpUTEPUUTE HA KOHCEHcyca ,,OcTpu KpbBouzausu ot 'UT”.

lleﬂma Ha Jaeuenuemo C BB3CTAHOBABAHC W KOHTPOJ Ha XCMOJAHWKAHUKATA, JICUCHUC Ha
KPBBOU3JIMBA, HpO(l)I/IJ'IaKTI/IKa " JICYCHHUE Ha YCIOXKHCHUATA.

1. Konmpon na xemoounamuxama
- oJIbprKaHe Ha nepudepeH(2) nin HeHTpalieH BEHO3EH ITBT.
- Bb3CTAaHOBSIBAaHE Ha KPBbBHUS 00eM upe3 onTumaseH odeM xemorpancysuu. Llenta e ga ce
nocturae Hb okomno 80g/L.
- KOpUTMpaHe Ha Koaryjiomatusita u TpomoOouutonenusara — Bur. K, Tpancdysus Ha
TpoMOOLIMTHA Maca.
- uHTYyOaIus Ha OOJIHUA ce mpuJara Ipu :

-TeXKO HEKOHTPOJIMPYEMO KbPBEHE

-Texxka ennedanonaTus

-HeBb3moxHoCT n1a ce moaabpxka 02 caryparus Hag 90%.

-AcnupaiioHHa THEBMOHHUS
2. Konmpon na kvpeenemo om eapuyu:
GapmaxonocuyHo neyeHue:
[Ipu cycniekuuu 3a BapuKO3HO KbpPBEHE, BA30AKTUBHUTE JICKAPCTBEHU MPOAYKTH C€ MpUiIarat
BB3MOXHO Hal-paHO - IPeau AUarHOCTUYHATA €HICKOIIHS.
- Bazoakmusenume nexapcmeenu npodykmu (terlipressin, somatostatin, octreotide) ce
mpujiarat B J03UTe, yTOYHEHH B KOHceHcyca ,, Octpu kpbBou3iuBu oT ' UT” 3a cpok oT 2-5
TTHH.
Enoockoncko neuenue
Ennockorickara Tepanus ce mpujiara npu BCEKU cydail Ha akTUBHO KBbPBEHE C M3TOYHUK OT
BapHIM Ha XPaHOIPOBO/A.
-[IpenmounTan MeTO € EHOOCKONCKOMO 6PB3K060 Jucupane; TPU HEBB3MOXKHOCT 3a
HETrOBOTO HJIBBPIIBAHE € [T0OKa3aHO eHOOCKONCKO CK1epo3upane Ha BapuLuTe.
-EHOCKOIICKOTO ~ JIeYeHWEe  C€  W3BBpIIBA Ha (oHa Ha  HeENpeKbCHATa
(bapmakomornyHaTEpausl.

Heycnex 3a konmpon na kvpeenemo

[Ipu Heycnex oT koMOMHUpaHaTa papMaKOJIOTHYHA M €H/ICOKIICKA Teparus ce IMpaBH BTOPU
ONUT 3a C€HAOCKOICKM KOHTPOJ  Ha KBPBEHETO WM CE€ IIOCTaBs  TPAHCIOTYJIApEH
MHTpaxenaTajgeH nopro-cucremer eHT (TIPS).

banonna mamnonaoa
[Ipunara ce caMo0 nmpu MacHUBHO KbpPBEHE KAaTO BpPEMEHHa MsApKa JO OCHIypsiBaHE Ha
ne(UHUTUBHO JICUCHUE.

3. Ilpogunaxkmuka na ycnoxcuenuama:

Aumubuomuuna npoguiaxmuxa Ha OAKmepuaiHume UH@eKYuu/CNOHMaHHUs baxmepuaien
nepumonum(ChII)

- MaTerpanHa yact oT Tepanusra

- [Ipunaranero u 3amo4Ba ¢ MPUEMaHETO Ha OOJTHUS.

- IlpoBexma ce ¢ ce OpadHH HEpe30pOMpyeMH AHTHOMOTHIIM - NEomycin, XUHOJIOHH-
ciprofloxacin, amoxicillin
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Ipoghunaxmuxa na uepnoopodonama enyedaronamus
-M3BBpIIIBa CE C KIIACHYECKUTE METOAM- IPHEM Ha JIAKTYJI03a, KITU3MHU, Ha30-TaCTpaTHa COH/IA

IIpoduaakTuKa HA NOBTOPHUTE KPHBOM3JIMBH OT BapHIU (BTOPHYHA NPOPHIAKTUHKA)
Bpeme na 3anousane na smopuunama npogunaxmuxa

CnenBa na 3a11o4He Bb3MOXKHO Hail-paHO - OT 6-Us JIeH ciell KIMHUYHO 3HAaYUMO KbpPBEHE OT
BapHULH.

Tayuenmu ¢ yuposa, npu Koumo He e NpUIa2aHa NbPEUYHA NPOPUIAKMUKA

- [Ipodpunakruka c B- 61oxepure, EBJI unm koMmOuHaIms ot 1BeTe.

- OueHkaTa Ha XeMOJMHAMUYHUS OTTOBOP KbM Tepanusara ¢ -OJ0KepH € MPOrHOCTHYHA 110
OTHOIICHHE HA PHUCKA OT IOBTOPHO KbpPBEHE.

Tayuenmu ¢ yuposa u Kvpeere HA PoHA HA NbPEUUHA NPOPUIAKMUKA C - OI0Kepu
- lombauautrenno EBJI

Iayuenmu ¢ HenoHOCUMOCM UIU KOHMPAUHOUKAYUYU 30 NpULazane Ha f- bnokepu
IIpunara ce EBJI

Iayuenmu ¢ Heycnewina (apmakoioeuyHa u eHOOCKONCKA NpPeseHyusi HA NOB8MOPHOMO
KbpgeHe

- XUpypruueH IIBHT- 332 NPEANOYHTAaHE TUCTAJCH CIUICHO-PEHAJeH WIM § mm IOpTo-
kaBasieH H-rpadt umu TIPS npu nanuentu ¢ nuposa Child A/B.

- [Ipu mpoTHBOIIOKa3aHMs 32 XUPYPrUIHO JedeHue - TIPS

- UepHoapoOHaTa TpaHCIUIAaHTalUg € ¢ JoOpa IBJIroTpaiiHa MpPOTHO3a U CleaBa Ja ce
ob0cwxkna npu naredTn ¢ mupo3a Child B/C.

b. Bapuuu Ha cromaxa

YecTOoTa U €CTECTBEH XO]

Bapunu na cromaxa ce nokaszsar rpu okosio 30% ot ciyyaute ¢ nmopraiHa xunepronus. Cues
epaaukanus Ha e3odareannu Bapuiy, ome 10% pa3BuUBaT CTOMAIIHU BapUIM B CJEIBAIUTE
nse roauHu. Okono 10% OT KpbBOMU3IMBUTE NMPHU MOPTATHA XUIEPTOHUS ca OT BapHUIM Ha
cTomaxa.

Kaacudukanus (mo Sarin):

1.Cniopen pa3mnoioKeHHUEeTo CH :

a. 'actpoesodareannu Bapuim (I'EB)- npencarsisBaT npoabDkeHUE Ha e30(]areaaHure:
Tun 'EB 1 - pa3snonarar ce no Majgkara KpUBHHA, OOMKHOBEHO Ha MPOJBIKEHUE OT 2-3CM-
Hal-4yecT BapUaHT IPU LUPO3a.

Tun 'EB 2 - pasnonarar ce mo roisimata KpuBMHa ¢ oOxBaiaTHe Ha (yHIyca Ha CToMaxa.
b. N3omupanu cromantau Bapuun(MCB):

Tun UCB 1 — u3onupanu rpynu Bapuiy BbB yH/yca Ha cToMaxa.

Tun UCB 2- u3onupany CTOMAIIHU BapULIU B APYTU OTIENIH HAa CTOMAaxa.

2.Cnopen nosiBata:

A. IIbpBHYHHU- Pa3BUBAT CE MapaeIHO C e30(areaTHuTe BapUIIH.

b. BropuuHu - Bb3HUKBAT CJIe]] €paJuKaIs Ha e30(parealHuTe BapHIIy.

Puckosu pakmopu 3a Kvpeene om sapuyu Ha cmomaxa:
- ®ynnycuu Bapunu tunose 'EB2 u UCB 1

- Hayinume Ha yepBeHU neTHa

- 'onemu pazmepu Ha BapuuTe

- Hupo3za B craguii no Child B/C

IIpoduniakTnka Ha KPHBOU3JIMBHUTE OT BAPUIM HA CTOMAXxa
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[Tpunarat ce - O610KepH.

JleueHne Ha OCTPHUTE KPbBOM3JIUBYU OT BAPHIM HA CTOMAaXxa

1. ITpn manueHTH ¢ kbpBeHe OoT ctomaiHu Bapui Tunose 'EB 2 u UCB 1:
-Enpockorncko nmkektupane Ha ThkanHo Jenuiio —N-butyl-cyanoacrilate
-EH0ocKoOIICKO CKIIepo3upaHe Ha BapHUIIUTE

- B-6moxepu

2. [Tpu manmeHTH ¢ KbpBEHE OT Bapuiy Ha ctoMaxa tur ['EBI1:
-Enpockorncko nmkekTupane Ha ThkanHo Jernuio —N-butyl-cyanoacrilate
-EHTOCKOIICKO BPB3KOBO JUTHPAHE HA BAPUIIMTE HAa XPAHOIIPOBOIA
-B-6okepu

3. Ilpu Heycnex Ha €HJOCKOICKUTE METOJM Ha JIeYeHHE ce O0ChXk/Aa MPOBEXKJIAHETO Ha
XUpypruueH mbHT wim TIPS.

B. llopranna xuneprensusHa racrponarus (IIXI')

Onpenesienne

[IXT" ce xapakrepu3upa C AWIATALMS HA KaIWJIAPUTE U BEHYJIUTE Ha CTOMAallHaTa MYKO3a,
4EeCTO ChUETAHO C Bb3NaJcHHUE Ha qurapunara. Ciensa aa ce pasindyaBa OT T.Hap CTOMalllHa
anTtpamHa cpaoBa ekrasus (GAVE — gastric antral vascular ectasia), koaTo Moxe na ce
HabOmoAaBa ¥ 0e3 HaJIMuue Ha NOpPTaHa XUIIEPTOHMSL.

YecToTa u ecrecTBeH xoa Ha IIXI'

1. HaOmonaBa ce mpu okoio 70% oT OONHHTE C HHUPO3a, MO- YEeCTO B CHUYCTAHHUE C
ractpoe3odareaiHy BapHIlH.

2. Octpoto xbpBeHe ot [IXI e panko - < 3% 3a 3r.; peqUAUBHOTO KbPBEHE CIJIE€] IIbPBU
enu3zon € uecto - 60-75%. Kato mpaBuno kpwBomsnuBute or I[IXI' ca mo- meku ot
BAapUKO3HUTE.

3.XponnuHo kbpBeHe oT [IXI" ce nabirogasa B 10-15% 3a 3r.

4.1IXT moxe a ThbpIK AMHAMUKA 110 CTETEH HA U3Pa3eHOCT.

Knacupukauus (cnopex koucencyca or BAVENO III)
IXT:
1. Jleka - jexk MO3alKOBHJIEH aCIEKT HA JIUTaBHUIIaTa 0e3 3adepBsiBaHE Ha apeosiaTa.
2. Texka - MO3alKOBHJEH acleKT ChC CYNEPIOHUPAIIM YEPBEHU I€THA, APYr THM
3a4epBsBaHUS HA JINTABUIINTA MITH KbPBEHE.
CromarHa aHTpajiHa cba0Ba ekTa3usi-GAVE:
ArperaTH OT YepBEHHU IE€THA, PA3MOJI0KEHHU JIMHEAPHO WK U(Y3HO B aHTPyMa.
Jlnarsosara ce J0Ka3Ba OUITONICHYHO.

Kbpsene ot IIXT

Ocmpo xkvpeene om IIXT:
EHnockoncku JaHHM 3a aKTUBHO KBPBSIIM JIE3MM B CTOMaxa, JOKa3aHU B YCJIOBHUATa Ha
HaITJTHO U3MUT U J00pE pa3rbHAT CTOMaXx.

Xponuuno kvpeene om IIXT:
-HaJM4YUe Ha HJICOKIIOCKH JIE3UU
-HaIMure Ha (eKarHa KpbBo3aryoa
-criag Ha Hb>2g 3a 3 mecena

Jleuenune Ha kpbBOM3auBHUTE OT IIXT

Ocmpo kvpeene om IIXI:

1. BazoaktuBHU JiekapcTBeHu npoayktu (terlipressin, somatostatin, octreotide).
2. Ilpu Heycnex- XxupyprudeH meHT win TIPS, U3BBpIIEHN MO CIIEITHOCT.
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Xponuuno kvpeene om IIXI:
1. B- 6mokepH, pu HYX/1a )KeJIE3HU MPOJYKTH.
2. [Tpu Heycnex-xupyprudeH mrbHT uiau TIPS, u3BbpiiieH m1aHOBO.

Bropuyna npodpuinakruka Ha KpbBousauBure ot IIXI :
[Tpunarar ce B-0o0kepu.

Ycio:xxHeHus c¢jie] Tepanus Ha NOPTAJIHATA XUIIEPTOHUS

Ycnooicnenus cneo papmaxonocuuno nevenue:

1. YmopsiemocrT.

2. AGnoMHHAIHU Kpamnu-00JiKa, 3amoyBalia ciej Tepanus u npoabipkaBama Haj 4h, cien
M3KIIIOYBAHE Ha IPYTY NPUYMHU 32 abpomuHanHa 6onka(skii. CBIT).

3. Texka Opaaukapaus- CliajlaHe Ha MyJicoBaTa yecToTta moj S0/min.

4. AprepuanHa XUNOTOHHUSA- CIaJl HA APTEPUAIHOTO HaJIsTaHe ¢ noBede oT 25% , CUTOIMYHO
Hangrane <70mm Hg.

5. I'maBoOonme- mosiBa WM BIONIABaHE Ha TJIaBoOoiwe Oe3 OTroBOp Ha AaHAITCTUYHU
JIEKapCTBEHU MPOTYKTH.

Yenoocnenus cneo enoockoncko neuenue:

1. S3Bu Ha XpaHOIpOBOAA- rojeMu, KoHQuyupaumy s3BU. [losBsiBaT ce 2 WM mHoBeye
CEIMULIU CJIE]] IOCIIEHATA CECHSI HA EHIO0CKOIICKO JICYEHUE U TPOTUYAT CbhC CUMIITOMHM.

2. KbpBeHe oT BapullM Ha XpaHOIIPOBOJA.

A. AKTUBHO KbPBEHE OT A3Barta.

b. Koarynym, nokpusain si3Bara.

B. Jlunca Ha aqpyru noreHuuaiHu U3TOYHULIM Ha KbpBeHe oT [ UT.

3. ducarus. [lepcuctupa okono 1 cenmuiia cies; eHIO0CKOIICKOTO JICUSHHE.

4. bonka B IpbAHUS KOLI-HEKapAMayHa Oojka, nepcuctupama mnosede oT 48h cuen
MaHMITYJIAUATa U U3UCKBAIa 00e300s1BaHe.

5. EHIOOCKOIICKM CTPUKTYPH-IIOCTOSSHHO CTECHEHHME Ha XPaHOIPOBOJA, JUArHOCTHLMPAHO
€HJIOCKOIICKHU WJIM C KOHTPAcTHA peHTreHorpadusi, CBhp3aHo ¢ qucdarus 2 wiv moBede
CEIMULIU CJIE]l €HIOCKOIICKOTO JICYEHHUE.

JwnarHosarta, TpoOCIIEIIBAaHETO U TpOPWIAKTUYHOTO JIEUEHHWE Ha BapUIUTE Ha
XpaHONpPOBOJA, CTOMAaxa M XHUIIEPTEH3MBHA TIacTPOINATUS CE€ U3BBPIIBA OT CHEIUAINCT
raCTPOEHTEPOJIOT.

IIepBoHavanHara oueHka Ha kpbBousiusB oT I'MIT ce mu3BbppmBa or snekapure ot bMII u
€KUIIUTE OT CIELIHUTE TEPaneBTUUHU U XUPYPTUYHU 3BEHA, KAKTO M OT BCEKH ITbPBU JIEKap.
JleueHneTo Ha KPBBOM3JIMBUTE C M3TOYHUK OT IMOPTaJHA XUIIEPTOHMS CE€ INPOBEXKIA CE B
XUPYPrUYHU, PEAHUMAIMOHHU (MHTEH3MBHM) WM CIEUMATU3UPaHU TEparneBTHYHU 3BEHA
(oTHeneHus M KIMHUKU 3a CHEIIHA Tepamus) CIOpe] TeXeCTTa Ha KbPBEHETO M OOIIOTO
CbCTOSIHME Ha IanueHTa. JledeHnero ce BOAM CBBMECTHO OT XHPYypr, PEaHUMATOP H
racTPOEHTEPOJIOT (BiIajieell] METOIUTE Ha TOPHA €HIOCKOIIHS).

ACHUT, PEOPAKTEPEH ACIIMT, CIOHTAHEH BAKTEPUAJIEH IIEPUTOHUT

A. Acour

I. O0ma xapakrepucTuka

ACIMTBT € CBbp3aH C BIIOIIABaHE Ha MpPOTrHO3aTa Npu OOJHUTE C YEpHOAPOOHA MHPO3aA.
ExnoromumiHara v neTrofuiliHa IpeXUBIEMOCT el osBaTa Ha acuuT € cboTBeTHO 50% u
20%.

Pa3BuTHETO Ha acIUT € CBHP3aHO C PSI3KO BIIOIIABaHE HA KAYECTBOTO Ha KUBOT IpU OOJIHUTE
C uepHOIpoOHa mupo3a. Toil Moke Aa cTaHe MPUYMHA 3a Pa3BUTHETO HAa MOTEHIMAIHO
CMBPTOHOCHHU YCJIOXHEHHUS KaTO CIOHTaHEH OaKTepualeH MEepPUTOHUT MU XemaTopeHajeH
CHUH/IPOM.
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Ilogeoenue npu 60onnu ¢ uepHoOpoOHA YUPoO3a u acyum

1.

2.

3.

Bcnyku nanMeHTH ¢ MbpPBa MOSIBa HA aCUUT TPA0Ba 1a 0bAaT XOCNUTAJIU3UPAHU BbB
BbTPEIIHO MJIHM  CHEHUAJM3HPAHO TACTPOEHTEPOJOTHYHO  OTAeJieHHe  3a
YCTAHOBSIBaHE IPUYMHATA 32 ACUMUTA.

[Ipy BCcHYKM MAllMEHTH C AaCUMUT € 3aJAbJDKUTENIHO MPOBEXKIAHETO HA JUArHOCTUYHA
rapaneHTes3a.

[Ipu Bcuuku MarMieHTH TpsOBa Ja ce 00CHIU BB3MOXKHOCTTA ACHHUTHT JIa C€ ABJDKH Ha
Jpyra NpuyuMHa, a He Ha YepHOApOoOHA LUPO3a.

II. luarno3a

1.
2.

AnamHe3a u GU3HUKAIHO U3CIIeIBaHE
JIabopaTopHu U3CIICIBAHUS:

[TKK ¢ KK

o011 6enThK, andyMuH, OMIMpyOrH, KpbBHA 3aXap, KPEaTUHUH, ypes,
€JIEKTPOJIUTH,

amuHoTpaHchepazu, GGTP, AP

KOaryJaluoHHH Mokaszatenu —puOpuHoreH, nporpoMOrnHOBO Bpeme, INR
24-dacoBa ypuHA 32 HaTpUype3a U OeNThK
N3cnenBane Ha acIIUTHA TEYHOCT

OMOXUMHUYHO — 0011 OenThK, andymuH,3axap, JIJIX, xonecrepon, ammiasa
Opoii JIeBKOLUTH/ 0011 OpOii KIIETKH, Opoil cerMeHTOsIpeHH JieBKoIuTH -PMN
orngetsiBane mo Gram

MUKpPOOHOJIOTUYHO — aepoOHa ¥ aHepoOHa KyIATypa, rbou

ongetsBane 1o Zeel-Nielsen

UTOJIOTUYHO
WNHcTpyMeHTAIHN U3CIIeIBaHUS

Pentrenorpadus Ha 6551 ApoO U chpIIe

Exorpadus nHa kopemuu opranu ¢ Jloriep

ITpu neoOxomumoct-KAT u nip.

1. JIeuenne

Jleuenue na neycnodxicnen acyum

Onpenenenne: Acuut 0e3 Oene3u 3a MH(EKIMS Ha aclUTHATa TEYHOCT WJIM HAJMYME Ha
XeTaTopeHaJIeH CHHIPOM

Hea: Mobunusupane Ha MHTpaaOAOMHHAJIHATA TEYHOCT Ype3 MOCTUraHe Ha OTpULIATeNeH
HaTpueB OanaHc

ba3ucHa repanus

1.

2.

3.

[Tocrenen pexxuM — Hal-1o00OBp edeKT npu OOJHU C HapylleHa O0bOpeuHa QYHKUMS WIN
JIOLI OTTOBOP HA JUYPETUUYHOTO JICUEHHE

Hamanenue Ha nmpuema Ha rorsapcka cosl — 3 r/aHeBHo. be3conHara nuera ce cna3Ba u
IIPY BKJIFOYBAHE HA JUYPETHLIH

Hamanenne na mnpuema Ha TteuyHoctu — 1000 wmu/gHeBHO. Ilpm Hanmuume Ha
XUIIOHATPUEMUS IPUEMBT Ha TEUHOCTH ce orpaHuyana 10 500 mMi1/AHEBHO

JluypernyHa Tepanus

IIpu nunca Ha edekT OoT Oa3ucHaTa Tepamusi ce BKIIOYBAT AuypeTuiu. JledeHuero ce
MPOBEXJa CTHIAJOBUIHO — 3aloyBa C€ C HUCKA J103a, KOATO IpU JIMIIca Ha e(eKT ce
MOBMIIIABA MTPe3 HAKOJIKO JHU, P HEOOXOJMMOCT C€ BKJIIOUBA M BTOPU JAUYPETUK

Len: Hamanenue Ha tenecHoto Terso ¢ 1000 r gHeBHO, pH HaJM4Ke Ha NepupEepHU OTOLHU —
10 2000 qHeBHO

1.

CnupoHONIAaKTOH —CPEACTBO Ha MMbpBU U300p, 1o3a 50-400 Mr/nHEeBHO

Hauano: 50-100 Mr/nHeBHO- B €IHOKpATEeH MIPUEM ,CYTPHH
[Ipu nunca Ha edekT n03aTa ce yBennyana npe3 3-5 AHu 10 MakcumaiHa 1o3a 400 Mr/aHeBHO
O6uyaiina no3a: 100-150 mr/qHeBHO

2.

®ypozemun — no3a 20- 160 mr/ qHeBHO. 3aIbIKUTENEH KOHTPOJI Ha HATpUN U Kaiuid!

WNanukanunu:
1. Ilpm nunca Ha HaTpUype3a IPU MAKCUMaJIHA 1032 Ha CIIMPOHOJIAKTOHA
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2. JledeHneTo MOXeE J]a 3aII0YHE M ¢ KOMOMHAIMATA CTUPOHOJIAKTOH-(PYPO3EMH T

OO6wuyaitHa 103MpOBKA HA KOMOMHHMpPAHATA TEpaITHs:

Crnupononaktod —100-200 mr/nHeBHO

dypozemun — 20 - 40 Mr/nHEBHO

[Tpu nurica Ha edexT npe3 4-5 AHM J03aTa HA AMYPETHIIMTE Ce OBUIIaBa 0 MakcumaiaHo 400
mr/mH 3a CiuponosnakToHa u 160 Mr/mHeBHO 3a Dyposzemua.

Ilogeoenue npu 006vp omzoeop Ha mepanuama

Iea: JIumnca HAa aCUMT WJIM MHUHHUMAJIHO KOJIUYECTBO acIlUT

1. IIpogpmxaBa Oa3zucHaTa Tepamusi — OrpaHHYeHHe Ha (Qu3nyeckata aKTUBHOCT,
PECTPUKLIUS HA HATPUEBUSI IPUEM

2. IlocrenenHo peayuupaHe Ha JIO3UTE€ Ha JUYPETHLIMTE U IMpPEMUHABaHE KbM
MoHoOTepanus ¢b¢ CIUPOHOIAKTOH BbB Bb3MOXKHO Hall-HUCKA /1032

3. Ilpum yacT OT manMEHTUTE ce BH3CTAHOBSABA CIIOHTAHHATAa HAaTpUype3a U T€ MOrar Ja
MPEMHUHAT KbM JHETa C HOPMAITHO ChIbpXKaHUE HA HATPU 03 THYPEeTHUK

Ilogedenue npu nunca na omz060p Ha mepanuama

1. Twpcene Ha pakTopH, HAMAJSBAIIM JEHCTBUETO HA TUYPETULIUTE
- HEaJeKBAaTHA HAaTPUEBA PECTPUKLIUS

- MoBuUIIeHA (pU3NYecKa aKTUBHOCT

- uHpEeKIun

- npuem Ha HCIIBC

2. OmpenensHe Ha HATpUYype3aTa B 24-4acoBa ypuHa

3. TepaneBTuuna napareHntesa ¢ Biuane Ha 20% XymaHanOyMuH.

4. WNudy3un wa 20% 50-100 ml Humanalbumin npu OGONHM ¢ acCMT W HUCHK aJOyMHH.
EdektsT € BpeMeHeH.

5. Ilpm mnpoTruBOomOKa3aHus 3a TapaleHTre3a — Jgo0aBsHE Ha TPETH JHYPETHK

XUIapoXIOpTHAZU

Cmpanuyunu oeiicmeus Ha OUypemuyHama mepanus u jeueHue

Konmpon na ouypemuunama mepanusi

Enextponutu, kpeaTuHuH, eBeHT. -AKP, ncuxomeTpuuHu TecTOBE

1. Biomaane Ha 6b0peyHaTa PYHKIIHS TOPATU XUITOBOJIEMUS

IToBenenue: Crinpane Ha AUYPETUIIMTE, Bb3CTAHOBSIBAHE Ha ChIOBUS 00eM

2. UYepHoapoOHa eHIedarmonaThs

IToBenenue:

Jlexa: IIponbikaBaHe Ha TUYPETUYHOTO JIeUeHHE, OOMYaiiHa Tepamnus 3a eHledanonarusra
(penyumnpate Ha OENTHYHUS BHOC, JIAKTYII032)

N3pazena: BpemenHo cnupaHe Ha auyperuuurte, JjedeHue Ha YE, mnpeoneHka Ha
U3IOJI3BAHETO UM

3. Xunokamuemus

IToBenenue: Kombunupana tepanus CnupoHoiIakToH mitoc dypozemusy

4. Xunepkanuemus

IToBenenue: JIonbIHUTEIHO BKIIOUBaHE HA OPUMKOB TUYPETUK

5. XwunoHaTpuemus

IToBenenue:

Jlexa ( >125 mmol/l): ymepeHo HamasieHHe Ha TTpUeMa Ha TEYHOCTH - 1MOJ 171 JHEBHO

Texxa (Hatpuit mox 120-125 mmol/l) — crupane Ha nuyperuuHara Tepanus, NMpHEM Ha
TeyHocTd 1o 500 M1 THEBHO, XyMaHaJI0yMUH

6. MycKy/nHU KpaMIu

[Ipu cuiHa M3pa3eHOCT — HaMaJeHHe WK CIIMpaHe Ha JWypeTUYHATa Teparus, €BeHTYaIHO
€KeCeIMUYHO BIIMBAHE HAa XyMaHaIOyMHUH.

7. T'maexomacTus (CIUPOHOIAKTOH)

[ToBesieHME: OMUT 3a HAMAJIEHUE Ha J103aTa, Apyrk K chbXpaHsBaliy quypeTuIy
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b. Pedpakrepen acuur

I. O0ma xapakTepucTHKa

Omnpenenenue: Kato pedpaktepeH ce o3HayaBa acCIUTHT, KOWTO HE CE MOBIHUSABA WIH HE

Mo)Xe Ja ObJe e(EeKTUBHO KOHTPOJMpAH OT WM pPEUUAUBHpA CKOPO CIIe, MHTEH3HBHA

JIEKapCTBEHA TEparnusl.

Bupgose:

1. Pe3ucTeHTEeH Ha IUYPETHUIM aCIIUT —aCIUT, KOUTO HE C€ BJIUSIC OT HATPUEBA PECTPUKLIUS U
WHTEH3WBHA AUYPETUYHA Tepamus

2. TpynHo mojjaBail ce Ha JIUEHUE C AUYPETHIHM aCUUT — acLUT, P JEUYCHHETO Ha KOWUTO
HE Morar jaa ObIaT M3MOJI3BaHM €()EKTUBHU IMYPETUYHM JO3M IOPAAM pPa3BUTHE Ha
KOMIIIMKAIIUX HAa TXNYPCTUIHOTO JICYHCHHC.

3. PeuwmauBupaly acuut — acumT, KOWTO ce MOJ1aBa Ha JIEYEHUE, HO peuuanBupa 2-3 nbT B
pamkuTe Ha 12 mecena.

Yecmoma u npozno3a

Pedpakrepuusar acuut ce cpema ena npu 5 —10% ot muporunure. ChCTOSHHUETO ce

HaOa0oAaBa MPH TAalMEHTH C HUCHK YEPHOAPOOCH (YHKUIMOHAJIEH pE3epB, BHCOK

4epHOApOOEH BEHO3EH MPECOPEH TPaJMeHT M XemaropeHajeH cuuapom tum 2. Ilpornozara

IIPH Ta34 KaTeropus NalMeHTH € U3KIIIOYUTENHO Jola —TpexuBsiemoctTa € 50% 3a 6 mecena.

I1. /Ilnarsosa

Juaznocmuunu Kkpumepuu

1. Heobxoauma mpoaBIKUTENHOCT Ha AMYpETUYHATAa Tepamusl 3a OINpelesisiHE Ha acIiuTa
Karo pedpakTepeH - WHTCH3MBHA IMYPETHYHA Tepamnus B MPOABIDKEHHE IMOHEe Ha |
CeIMHUIIA.

2. Jlurica Ha OTrOBOP: HaMaJIsIBaHE Ha TEIECHOTO Terio ¢ moxa 200r/ neH npe3 mociuennute 4

JTHU Ha MHTEe3UBHA AuypernyHa Tepanus / CrnupoHonaktoH-400mr/qHeBHO, Dypo3eMus-

160 mr/mueBHo/ 1 Hatpuypesa nog S0 mEq/nen

HamansBane Ha npuema Ha Hatpuid 10 50 mEq/mHeBHO

4. PaHeH peuuauB Ha aclUuTa - pa3BUTHE HAa YMEPEH O MAaCUBEH M HAlpersHar acuuT B
pamkuTe Ha 4 ceAMUIM Clie]] IbPBOHAYATHOTO MOBIMSABAHE. / MOBTOPHOTO ChOUpaHe Ha
acIUT B paMKUTe Ha 2-3 JHU CJeJ MapaleHTe3a ce€ IbJDKM Ha MpPEeMecTBaHE Ha
WHTEPCTUIIMATHA TEYHOCT B IEPUTOHEATHATA KYXHHA/.

5. CTpaHW4yHM [EHCTBUS HaA JWypeTUYHATa Tepanus — 4YEepHOJIpoOHa eHuedanonarus,
ObOpevHa HeI0OCTaThbYHOCT, XUIIOHATPUEMHUS, XUIIO- ¥ XUIIEPKATUEMHUSI.

w

III1. Jleyenne

1. TloBeuero mamueHTH ¢ pedpakTepeH acLUT HE OTroBapsAT Ha JWypeTUYHATa Tepanus —
JIMypeTUYHaTa Tepanus Moke Ja ObAe Npoab/KeHa NpU HaluyHa Harpuypesa (>30
mEq/d). [Ipu ocTananuTe MaueHTH ANYpETULIUTE TPSIOBA /1a ObJAT CIIPEHHU.

2. CrangapTHa Tepamusi — MAaCHBHU MApaleHTe3d C €JHOBPEMEHHO IPHJIOKEHHE Ha
MHTPAaBEHO3€EH al0yMHUH
IloBenenue:

1. [lapauenresa c oTcTpaHsBaHe Ha 5-8 J1 acCUTHA TEYHOCT Ha JIeH

2. BnuBane Ha 20% XymaHanOyMHH ciell IPUKIIOYBaHE Ha MapaleHTe3ata B 103a 6- 8 r Ha
BCEKH JINTHP aclUT

3. BxurouBaHe Ha 0Ge3coiHa JueTa U JUYpPETUYHA TEpamus B ONTHUMAJIHA J03a CKOPO Clej
MPOBEXKIaHE HAa MaHUIyJanusaTa. AKO Tpeau TMapareHTe3ara OOJTHUAT € Ouia Ha
JTUYpEeTUYHA Tepanus, AMypeTHIINTE ce BKIOYBAT B IIO-BUCOKA J103a.

IIpeana3nu mepku:

1. Jlunceat cnienuuYHN TPOTUBOIOKA3aHUS 32 IPOBEXIaHe Ha napareHresa.llpu B3umane
Ha pelleHue 3a MapaieHTe3a TpsOBa /Ja ce MpeueHd PHUCKBT OT XUIOBOJIEMHS MpPH
HECTaOMJIHU TMALMEHTH /TeXKa eHIedalionaTus, Nporpecupaiio 0b0pedyHo YBpekKaaHe,
CTOMAIITHO-YpeBeH KpbBoM3MB/. [Ipu HapymieHuss B KpbBOCHCHPBAHETO TpsOBa Ja ce
IpEeLeH! PUCKBT OT HHTPANIEPUTOHEATHO KbPBEHE U MAapUeTalIeH XEMaTOM.
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2. OrtcTpaHsIBaHETO HA TOJIIMO KOJMYECTBO acIUT Oe3 BIIMBAaHE HA XyMaHAJTIOYMUH BOJH IO
pa3BUTHE Ha OCTpa IUPKyJaTOpHA MUCYHKIHMS W HE TpsaOBa na Oblae MpeAnpHUEMaHo.
Crnen mpoBex/aHETO Ha IMapaleHTe3aTa € HeOOXOIUM CTPUKTEH KOHTPOJI Ha KPBBHOTO
HaJIsITaHe, IMyJcoBaTa YeCTOTa, CIEKTPOTUTUTE U ObOpeuHaTa (yHKITHSI.

3. Ilapauentesure TpsiOBa Aa ObIAT U3BBPIUIBAHM TP CIIA3BaHE HA MpaBHJIATA 32 aCENTHKA
U aHTHCEIITUKA 3a U30ArBaHe HAa PUCKa OT UH(EKIHS.

N.B. Ilpu He0OXOAMMOCT OT YeCTH MAacCHBHH MapaleHTE3H MPU MOIAXOISAIIN MAllUEHTH MOXKE
na ce 00ChAM HaJaraHeTo Ha MEPUTOHEO -BEHO3EH IIBHT.

B. CnionTaneH 6aKkTepuaJjieH NePUTOHUT
I. O0ma xapakrepucTuka
Cnonrannusat 6akrepuasieH neputoHuT /CBIl/ e nndeknusa Ha neputoHeaTHaTa KyxXvHa /Ha
aciuTa/ mpu OOJIHM C MHUPO3a W aCIUT IMPH JIMIICA HA SBEH M3TOYHHMK HAa WH(MEKIHS Karo
abnomuHaineH abcuec win ypeBHa nepdopauus. Pazsusa ce npu 10 10 30 % oT mauueHTuTe ¢
yepHOApoOHa IUPO3a U acIUT. Beipeku nogodpeHara TMarHoCTUKA U JICICHHE CMBPTHOCTTA
npu CBII B nocnennute 10 rogunu e tpaitHo okoisio 30%-50% npu Bceku enuzon u 69%
penuanuB 10 mbpBaTa roAauHa. [IporHo3ara 3aBUCH OT TeKeCcTTa Ha MH(EKIHTA, CTeIIeHTa Ha
yepHoapoOHaTa U ObOpeuHa HEeIOCTAaTHhYHOCT M HAJIMYMETO WM OTChCTBHE HAa KbPBAaHE OT
I'mT.
I1. /Ilnarsosa
1. CBII TpsabBa na ObJae MOAO3MpPaH IpPU BCEKU OOJEH € IMPO3a, NMPU KOMTO € Hajule
TeMIlepaTypa, KopeMHa OOJIKa M JIEBKOLIMTO3a WJIM C€ HaOJl0/1aBa BHE3AIHO BJIOIIABaHE
Ha ChCTOSTHUETO C Pa3BUTHE HA OBOpEUHA HEAOCTATHYHOCT, YEPHOAPOOHA eHIIe(aTonaTHs,
CTOMAIIHO-YPEBEH KPHBOU3IIUB.
2. Jlumcata Ha TuUnWYHAa KiaMHWYHA KaptuHa npu CBIl Hamara wu3BBpIIBaHETO Ha
JMArHOCTHYHA MapalleHTe3a MPU BCEKU XOCTUTAIN3UPaH MalUeHT ¢ YepHOIPOOHA [IUPO3a
Y aCIlUT, HE3aBUCUMO OT JIMTICaTa Ha CUMIITOMHU, cChbMHUTETHH 3a CBII.
3. Comuenne 3a CBII nHamara xocnuranu3anus B CHEHUATM3HUPAHO TaCTPOCHTEPOJIOTHYHO
OTJICJICHHUE.
4. JIMarHOCTUYHH KPUTEPUU:
- JleBkorutu > 500/ml actiuTHa TEYHOCT
- PMN > 250/ ml aciiutHa TEYHOCT
- OngersiBade o ['paM OT acMTHA TEUHOCT— MOJIOKUTEITHO 33 HATMYHUETO HA OAKTEPUH
- [TonmoxxutenHa KyaTypa OT acCUMTHA TEYHOCT MPENOPBUUTENIHO € JAUPEKTHA MOCSIBKA HA
aclyTa B cpejia 0 JIETJIOTO Ha OOIHMSL.
- Cumnromu, cemMHUTENHU 32 CBIl 1 HHCKO KOMMYECTBO OENTHK B aclUTHATA TEYHOCT

(<10g/l)

III. JIeyenne

[Ipy HasmyMe Ha TOpHUTE KpPUTEpUH He3a0aBHO ce 3alo4yHa eMIHMpPHYHA IapeHTepalHa

aHTUOMOTHYHA TEpanus C €IUH OT CIEAHUTE aHTUOMOTHUIIM, 33 KOUTO Ype3 paHJAOMHU3UPaAHU

KJIMHUYHH NTPOyYBaHUs € JokazaHa HaJl 80% edeKTuBHOCT.

1. Tpera reneparus uedanocnopunu, Hanpumep Lledorakcum -2 g/12h i.v. (4-8 g/24 h)

2. Awmoxcununmun/KnaBynanosa kucenuna —19/0,2 g 8hi.v.

3. I'mpazam wHxuOuTopm — Hamp. Odmokcanma 2x 100-200 mg/24h iv. wm
Hunpodokcanun 2 x 200 mg/24 hi.v

4. Ilpu mauuentu c T.H. HekoMimupan CBIIl / HopManeH cepyMeH KpeaTHHHH U JIUICa Ha
BCEKHU OT CJIeHUTE KpUTEepHH 1/ CTOMAIIHO-UpEBEH KPbBOU3NIMB, 2/ eHuedanonatus —II-
IV cragmit, 3/ mieyc 4/ cenTudeH WIOK/ MOXKE Jla C€ 3allOYyHE TUPEKTHO MepopaiTHa
tepanus — Hanp. Oduokcanuus, Hunpodrokcanun, 2. AMokcuuuians/KnaBynanosa
KHCEJINHA .

KoHTpon Ha eeKTUBHOCTTA Ha Teparnus

[ToBTOpHA MMAarHOCTUYHA MapalleHTe3a CiIe]l ABa JIeHa aHTUOMOTUYHO JIeUeHHe-

Edext — namanenue Ha 6pos Ha PMN <50% ot u3xoaHaTa CTOWHOCT

Jlunca Ha edekT — HamasneHue Ha Opost Ha PMN <25 % ot usxoguure
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[ToBenenue mpu nunca Ha e(eKT: MPEeoIeHKa HAa Bb3MOXKHOCTTA 32 BTOPUYCH MEPUTOHHUT U
Moau(UKaAIS HAa TepanusTa.

IpoabaxuTeTHOCT HA TepanuaTa — 8-10 THH

Kpurepuu 3a noma npornosa npu ChII: mporpecuBHO BiiomaBane Ha 0b0peuHaTa GyHKIIUSI —
cmbpTHOCT 100%

Ilpogpunakmuka na cnonmannus 6aKkmepuaiern nEPUMOHUN

OCHOBHUSAT NATOr€HETHYEH MOMEHT 3a Bb3HHKBaHeTo Ha CBII e TpaHciokanusTa Ha YpeBHU
MUKPOOPTaHU3MH B ME3EHTEpUATHUTE TUM(GHU BBH3IH U CHCTeMHaTa IupKynanus. Haii-uecto
uHpeKuMATa ce mnpuuuHsBa oT (Gram-oTpuuaTeNHH Oarnmin.3a MbPBUYHA W BTOPUYHA
npodunaktuka Ha CBII ce mpoBexma CeNeKTUBHA WHTECTHHAIHA JCKOHTAMUHAIUS C
MEPOPAITHA HEPEe30pOUpPYEMH WIIM JIOIIO pPe30pOMpyeMH aHTUOMOTHIM, 4Ype3 KOUTO Cce
enmuMuHUpAT ['pam oTpunaTenHuTe OakTepur B UpeBHATa ()JIopa U Ce 3ama3BaT OCTAHAIUTE
aepoOHU ¥ aHAepPOOHU OaKTEpHUH.

Hnourxayuu 3a npoegescoane na npogunakmuxa na ChI1

1. TMaumentn, npexxuBenu CBII — nmpodunakTHYHOTO JIeyeHue e HemnpekbcHato. [IpoBexa
ce ¢ mepopaieH xuHoyoH- Hopduokcamua 400 mr/nen niam [Hunpoduiokcanua 2x500 mr
CEIMUYHO.

2. TlauMeHTH C OCTHP CTOMAIITHO- YPEBEH KPBHBOU3IUB — MPOBEXIA C€ 3aTbJDKUTENHA 7
JTHEBHA TPOQHUIAKTUKA - TBPBOHAYAIHO C IMAPEHTEPAJICH aHTHOMOTHUK , B TIOCIIEIICTBHE C
nepopaseH.

3. TlammeHTH ¢ TMpO3a M HUCKO HUBO Ha OenThka B acuurtHata TedHocT ( < 10g/1) — 3a
MOMEHTa JIMIICBA KOHCEHCYC 3a HEOOXOJUMOCTTa U MNPOJBJDKUTEIIHOCTTa Ha
npodmiakTnyHo JeueHue. [IpenoppuBame npoduaakTHKa ¢ JIaKTya03a.

XEITATOPEHAJIEH CUHAPOM
I. O6ma xapakTepucTuka

XenaropeHanmuusaT curapom (XPC) ce cpemra B 18 % ot 6onHUTE ¢ JeKOMITIEHCHpaHa
yepHoApoOHa 1upo3a u acuuT . XPC ce IbJKM Ha €KCTpeMHa Ba30KOHCTPUKIIMSA, BOJEIIA JI0
HaMaJsiBaHE Ha TIJIOMepyJiHaTta (uiaTpauus INpU CbXpaHeHa (yHKUUS Ha TyOynuTe U
HopMasiHa Mopdosorus Ha 6b0penute. I — Bu Tun XPC mnpotuya ¢ 6bp30 mporpecuparia
¢byHKIIMOHATHA ObOpeyHa HeaocTaTbuHOCT /, II-pu TUN - ¢ MO-NPOABIKUTEIHO. BIOILIABaHE
Ha ObOpeuHaTa QyHKIHS.

Bonnume ¢ xenamopenanen cunopom noonedxcam HaA XOCNUMAIU3AYUS 6 CHEYUATUSUPAHO
2acmpoOenmepoIocUUHO OMOENeHUE/KIUHUKA C 6b3MOACHOCI 3d NPOCNedA8ane Ha CleOHume
nokazamenu:

- YacoBa 1 ICHOHOIIHA UypE3a

- Harpuit u Kanuii B 24- yacoBa ypuHa

- HM3cnensane Ha ocMoJIaIMTETa HA YpUHATA U Ha IJIa3MaTa € MPernopbUUTETHO.

- OTHOCHTEIIHO TEIJIO HAa ypHUHaTa

- KonunyectBo 6enThK B 24- yacoBa ypuHa

- Hcnensane Ha anOyMHH U Ha C€IMMEHT B OaHaJIHA MOPILMS ypUHA

- Tenecno Terno

- XeMoaMHAMMKa- ITyJIC U KPbBHO HaJIsSITaHE

- llenTpanHO BEHO3HO HAJISITAHE

- EnextponuTu- Bceku 1eH

- VYpes u KpeaTUHUH

- AMOHSK B cepyMa — 10 Bb3MO>KHOCT

- AKP

- KpearnHnHOB KnMpBHC

- AOnomuHamHa exorpadus
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II. luarno3sa
JIMarHOCTHYHU KPUTEPUH HA XeNATOPEHATHUS] CHHIPOM
( International Ascites Club’s Diagnostic Criteria)

I'osiemu kpurepuu :

- XpPOHHYHO WJIM OCTpPO 4YepHOApoOHO 3aloiyiiBaHEe C HaNpegHala YepHOApOOHa
HEIOCTaThUHOCT M MOPTATHA XUIIEPTOHHS

- HHUCKa TJIoMepyJHa ¢uiaTpamus - cepyMeH KpeaTuHuH > 133 pmol/l wim 24 — yacoB
KpPEeaTHHUHOB KIMpBHC <40 ml/min.

- HfAMa JaHHM 3a IIOK, ChIbTCTBAllA OakTepuanHa UHQPEKIUS W TEKyU0 WIH
MPE/IIECTBAIIO JieUeHHEe ¢ HE(PPOTOKCUYHU JICKApCTBEHH MPOAYKTH. He ce ycraHoBsBar
JaHHM 3a 3ary0a Ha TEYHOCTH Mpe3 TaCTPOMHTECTUHAIHHS TpPakT ( MOBpPBIIAHE WU
muapusi). He ce ycranoBsiBa eKCcTpeMHa 3ary0a Ha TEYHOCTH OT ObOpernure (crmagaHe Ha
tersioto ¢ noseue ot 0.5 kg nHeBHO mpu 60iHU ¢ acuuT 6e3 nepudepHu OTOUM WM Ha
1.0 kg mHeBHO mpu 60HU ¢ IeprdEepHH OTOIIH.

- Hsama TpaitHo mogoOpenue Ha Ob0peunara GyHkius (cepymeH kpeatuHuH <133 umol/l ,
KpeaTuHUHOB KiIMpbHC Haa 40 ml/min ) cien crnupane Ha AWypeTHYHATa TEpanus WA
MOBUIIIABaHE Ha IJIa3MeHMs o0eM cien BiuBaHe Ha 1.5 1 Serum physiologicum.

- Iporennypus < 500 mg/dl npu nunca Ha exorpadcku TaHHH 32 OOCTPYKTHBHA YPOTIATHS
WJIY TTAPEHXUMHO ObOpedyHO 3a001sBaHE.

JObJIHUTETHH KPUTEPUH

- KonmyecTBO Ha ypuHara oz 500 ml 3a 24 yaca

- Harpuii B ypunara nox 10 mEq/1

- OCMOJIAJIUTET Ha yPUHATA T10- BUCOK OT TJIA3MEHUS OCMOJIAJIUTET
- KpbBHH KJIeTKU B ypuHaTa <50 (per high power field).

- cepymen Hatpuii < 130 mEq/L.

I11. JIeyenune

Iloseoenue npu 6onnu ¢ XPC

. IlpocnensBar ce KpHBHO HAJISITAHE U ITYJIC C MOHUTOP

. OrpannuaBa ce npuema Ha coii noj 4.0 3a 24 yaca

. OrpanuyaBa ce mpreMa Ha TeUHOCTH 710 | nmuThp 3a 24 yaca.

. I3BbpiIBa ce kopekuus Ha kaauemusta 1 Ha AKP.

. Cniupat ce He()pOTOKCUYHHU JIEKapCTBEHU MPOAYKTH, BKJI. ['enTamuniun u HCIIBC.

. Ilpu xunepkanuemus ce cnupa ynorpedaTa Ha Kalui-CbXpaHABaIIX AUYPETHIIH.

. Cniupat ce OpUMKOBHTE AMYPETULIM IIPU JIUIICA HA €PEKT OT MaKCUMaJIHa JI03UPOBKa.

. Ilpn HamperHaT acuuT ce MpaBAT MapaleHTe3u, He MoBeue OT 3 JIMTpa 3a HaMallsiBaHEe Ha
MHTPaaOAOMUHAIHOTO HaJISITaHE.

9. TlapaueHte3uTe 3aAb/DKUTENHO ce KomOumuupar ¢ Human albumin — 8 g wa ecexu
€6aKyupaH 1umvp acyum.

10. Xemonuanusa ce mpuiara camo Npu OOJHHM C ypeMHsl WM MpH 3aIulaliBalld >KUBOTA
KPUTUYHU CHCTOSIHUS , KATO OCTHP 0€101p0OEH OTOK.

(papmaxoJiornyHa Tepanus

Terlipressin- 6onyc 0.5 mr 3a 4 yaca. Ako HsIMa TEHJCHIMS 3a CIaJaHe Ha CEPYMHUS
KpEaTHHUH J103aTa ce MOBUIlAaBA CTHIAIIOBUIHO BCEKU 3 THU ChOTBETHO A0 1 Mr 3a 4 yaca u 2
MT 3a 4 yaca. YcmopenHo ¢ nHGY3UUTe Ha Tepaunpecu ce mpuiara Humanalbumin B no3a
1 rpam/kr nipe3 I-us e, cnexn koeto no 20-40 rpama JHEBHO.

Wudy3uara ¢ xymaHaIOyMHUH ce TpeKpaTsBa NMPH HapacTBaHE Ha IICHTPATHOTO BEHO3HO
Hansirane Haja 18 cm H2O. TepaunpecuH M XymMaHaaOyMHH ce MpujaraT O H3JIM3aHe OT
XPC , 3a KOETO CBUJETENCTBA CHAJAAHETO HA CEPYMHHMs KpeaTMHUH nox 133 mukpomosna Ha
JUTBP WIK MaKCUMyM 3a 15 nHu.

[Tpu Gomuu ¢ I-Bu Tunm XPC Moske Ja ce onuTa KOMOWHHpPAHO MPHIIOKeHHe Ha octreotid +
midodrin.

03N LN kW~
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Okxkmpeomuo ce npunara IoJKOXHO B HadaiHa 1o3a oT 100 Mukporpama Tpu I'bTH THEBHO,
cJe KOeTo A03aTa Moxe Ja ce moBuiu a0 200 Mukporpama Tpu I'bTH JTHEBHO.
Muooodpunvm ce npuiara 1npe3 ycrata B TpU JHEBHM IIpHeMa oT 7.5 Mr, KaTo Jo3aTa MOXKe
Jla ce€ TOBHUIIW JI0 TP MBTH AHEBHO mo 12.5 mr. Ta3m Tepamus Moke Ja KOMOMHHUpA C
npunarae Ha 20- 40 rpama XymaHanOymuH qHeBHO. Llenta Ha nedyeHHETo € 1a ce MOBUILN
CPEJHOTO apTepHaaHO HajsAraHe Hai- Manko ¢ 15 mm Hg u na ce Hamanu mnnasmeHara
PEHUHOBA aKTUBHOCT € noBede oT 50 % Ha 3-us AeH OT JIEYEHUETO.

YEPHO/JPOBHA (IIOPTAJIHA) EHIHE®AJIOIIATHUSA

I. O0ma xapakTepucTHKa

Onpeoenenue: YepHonpoOHata eHnedanonaTuss € HapylmieHHEe BBB (QYHKIMATA Ha

LEHTpajHaTa HEpBHA CHUCTEMa B pE3yaTaT OT OCTpa WM XPOHHUYHA YEpHOJPOOHA

HEJ0CTAaThUHOCT. XapaKTepu3upa ce ¢ MHUPOK CHEKThP OT HEBPOIICUXUATPUYHU MPOSBH — OT

JIEKW IPOMEHU B Chb3HAHMUETO JI0 1BJI00KA KOMa, KOUTO ca MOTEHIUATHO OOPATUMHU.

Knacugukayusn

1. Ocrpa uepHOIpOOHa eHIedanonaThs — OCTPO ChCTOSTHUE HA 00BPKAHOCT, KOETO MOXKE Ja
nporpecupa 10 koma. HabmonaBa ce mpu 60JIHU € OCTpa YepHOAPOOHA HEAOCTATHYHOCT U
0oiHM ¢ uyepHOApoOHa mupo3a. [Ipu mamueHTHTe ¢ YepHOApPOOHA LKPO3a MosiBaTa Ha
ocTpa 4YepHOJpoOHa eHIedanonaTus Hai-uecTo € CBbpP3aHa C HAJIWYUETO Ha
MpeHUnUTUpamy GakTopu.

2. PexypenTHa eHuedanonarus — penuaNBUPAIIH STH30/11 Ha YSPHOAPOOHA eHIehaTonaTHs
ripu O0JIHU ¢ LKMpo3a 0e3 HaTu4Ke Ha MPEeHUNUTHPAIId (PaKTOPH C MBJIHO Bb3CTAHOBSBAaHE
Ha HCBPOIICUXUATPUYHUTC HAPYIICHUA.

3. Ilepcuctumpamia eHnedanonatuss — HAIAYHE HA TOCTOSHHH HEBPOIICUXHATPUYHH
nedunuTH npu OOJHU ¢ YePHOAPOOHA ITUPO3a
4., CyOkiIMHMYHA WIM  MHHMMaJHa  eHiedaionaTtuss — JIAIcCAa Ha  M3SBCHH

HEBPOICUXUATPUYHU AHOMAJIMU TPH OOJHU ¢ uYepHOApoOHa mmpo3a. Hammme ca nexu
KOTHUTHUBHH Pa3CTPONCTBA MPU NCUXOMETPUYHO U HEBPO(DUZHOIOTHUHO U3CIICBAHE.
Cragumn Ha yepHOApoOHaTa eHUedasonaTus — kpurepun Ha West —Haven 3a npomenu B
Ch3HAHUETO NMPHU YePHOAPOOHA eHLledaToNATHS
Craguit 0 -nMHIICBaT TUYHOCTOBH M MOBEJACHUYECKU MTPOMEHH, HSIMa HEBPOJIOTHYHU MPOMEHHU.
Hanwuie ca camo nekocTeneHHu OTKIOHEHHS B ICHXOMETPUYHUTE TECTOBE
Cramuit 1 — mpomMeHM B mameTTa, JieKa OOBPKAHOCT, BB30OYIUMOCT, Pa3Apa3sHHUTEITHOCT,
HapylieHa koHueHTpauus.Hapymenuss nHa chHs. Eydopus umm nempecus. Moxe na uma
TpeMop
Cramgmit 2 — Jleraprus wiu anatus. Jesopuentupanoct. HeagexkBatHo moBeneHue.3aBajieH
roBop. V3siBeHN aCTEPUKUCUC U aTaKCHS
Cramuit 3 — COMHOJEHTHOCT JI0 CTYIOp, NE30pUEHTAIUsl, NMPOMSHA B TOBEICHUETO,
arpecUBHOCT, aCTEPUKCHUC, XUTIEPAKTUBHU pedIIeKcH, MoIoxuTeleH pediekc Ha babuHCckN
Cranuii 4 — Koma, 3aemaHe Ha JeriepeOpalinoHHa 1mo3a
Tlogedenue npu nayuenmu ¢ KIUHUYHO U3SIBEHA YePHOOPOOHA yupo3a /cmaouti 1 0o 4/:
Bcuuky manueHTH ¢ MpPOMEHH B CHCTOSHUETO HA CHh3HAHWMETO M KIMHUYHHM JIaHHU 32
YEepHOJAPOOHO 3acsiraHe TpsOBa Ja OBAAT XOCHUTAIM3MPAHU B  CHEIUATH3UPAHU
racTPOCHTEPOJOTUYHHU OTICJICHUS/KIMHUKA Ha OOMHUIIM C HaJWUYHUA OTACNeHUs 3a
WHTEH3WBHA TEpaIus, ¢ Bb3MOXHOCT 32 KOHCYJTAIUS U Teparus OT Pa3IUIHA METUITTHCKU
CHEIMATUCTH / HEBPOJIO3U, TCUXHUATPH, AHECTE3MOJO3H-PEaHUMATOPH, XUPYp3u U 1p.. U
W3BBpIIBAHE Ha PA3HOOOpPA3HHW CICNHUATU3UPAHA JTAOOPATOPHH W HWHCTPYMCHTAITHU
W3CIIeABAHUS
[ToBenenuero mpu O6oJHU ¢ YepHOApOOHATa eHIedamonaTus TpsAOBa Ja ce PHKOBOIU OT
CIIETHUTE MPUHITUIH
1. Jlmarnozara 4depHOApOoOHa eHIedamonaTHsi Ce MOCTaBs Ciea H3KII0YBAHE HAa BCHYKH
BB3MOXHH W3BBHYEPHOJAPOOHU MPUYMHU 33 TMPOMEHH B CH3HAHHETO W I0sBA Ha
HEBPOJIOTUIHH OTKJIOHCHHUS.
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2. JlmarHosara ce MOCTaBsi Bb3 OCHOBAa Ha aHAMHECTHYHUTE, (U3UKAIHU U JaOOpaTOpHU
JaHHU 3a YEepHOAPOOHO 3abojsBaHE M JUIcCaTa Ha JaHHM 3a Jpyra €THOJIOTHUS Ha
1epedpaHuTe MPOMEHH. 3aABIKUTEITHO € OMPEACTSTHETO Ha CTETNEeHTa Ha 3acsiraHe Ha
yepHOpoOHaTa QYHKIIHS.

3. OcHoBara Ha TepamusTa € aKTUBHOTO THPCEHE U JICUCHHE HAa BCUYKH MPEHUTTUTHPALIN
(dakTopu, KOUTO MOTaT J1a AOBEAT 10 Pa3BUTHETO HA YepHOAPOOHA eHIledaronaTus.

4. Tlpu BCHYKHM CTaguu Ha 4YepHOJApoOHaTa eHiedamomatus € HEOOXOAUMO aKTUBHO
Ha0Jl0/IeHNEe Ha MAllUeHTUTE ChC CTPUKTHO CIIEZCHE Ha ChCTOSHUETO Ha CHh3HAHUETO, C
OCHUTYpsiIBaHE Ha MEPKH 3a MpeAra3BaHe Mpy MPOMEHU B MOBEACHUETO, C TOTOBHOCT MpHU
3ap00YaBaHe Ha MPOMEHHUTE B Ch3HAHUETO Ja ce OOCHAM M M3BBPIIM €HAOTpaxeayHa
MHTYOALuSI.

Jugepenyuannama ouacnosza npu YE exnousa:

Memabonumnu enyeanonamuu

Jlna0er - XUMorIuKeMHusl, KeToaua03a

Ypemus

XUMOKCHS

Toxcuunu enyeghanonamuu

AJIKOXOJI - OCTpa aJKOXOJHA WHTOKcHKaius, delirium tremens, cuaapom Ha Wernicke-

Korsakoff

Hapkotuuu

Humpakpanuannu npoyecu

[IpocTpancTBO 3aeMary — KPbBOU3IUB, TYMOPH, MO3bUEH UHCYIT, abciiec

Enuedanur, Menunrut

Jlenpecuu, ncuxo3u

Hpenunurupamu ¢axkropu 3a passurue Ha YE nmo yecrora

Azoremust /29%/

CenaTuBHY, TPAHKBUIN3ATOPH, aHANTETUIH /24%0/

l'actpounTtecTuHaieH KpbBousnus /18%/

[ToBumen BHOC Ha OenThIy /9%/

MerabonuTtHa ankano3a /11%)/

Wudexius /3%/

Konctunarmus /3%/

Jpyru —tpom003a Ha MopTaHATa BEHA, OCTHP AJIKOXOJICH XEMaTHT,0NePaTHBHA HHTSPBEHIINN

MIPY IUPOTHUIIH, II'HHTOBE- CIOHTAHHU M ONEPAaTUBHU

II. /Tuacnosza

1. AnamHe3a u ¢pu3NKAJIHO U3CIIeIBAHE

2. JlaGopaTopHM M3c/IeIBAHUS

e U3cienBane Ha CcepyMHHMS aMOHSAK, [0 BBb3MOXHOCT B apTepUaliHa KPbB.
[ToBumennero My noxkperns auarsoszara YE. M3cimensanero Ha cepyMHHUS aMOHSIK B
JMHAMUKa € MI0Ka3aHOo PU HECUT'YPHA JIMarHo3a, BhIIPEKH Bb3MOXKHOCTTA 3a (DajIIInBO
3aBUILEHU CTOMHOCT (OT MYCKYJIEH MPOM3X0J) WM (DajIIUBO MOHMUKEHH PE3yIaTaTH
(aMOHSIKBT BbB BEHO3HATA KPhB € MHOI'O MaJIKa 4acT OT OOIIMsI aMOHSK B OpraHH3Ma).
CreneHTa Ha XUIIEpAMOHUEMUSTA KOpelupa € TEXKECTTa Ha OCTpaTa 4YepHOApPOOHA
HEZ0CTaTbYHOCT.

e [IKK/Ep, Hs, X, JIeBk, Tp,/, AKK

e OOu1 GentwK, anOymMuH, OMIUPyOUH, KPEaTUHUH, Ypes,KpbBHA 3axap
e EnexkTponutu

e AST,ALT, GGTP, AP, HE

e [IporpombunoBo Bpeme, INR, pubpunoren

e AKP

e VYpuna

e VYpokynarypa

[ ]

XeMOKyATypa- IpH KJIMHUYHY TaHHU 32 HHPEKITHS
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e  MuUKPOOHOIIOTUYHO U LUTOJIOTMYHO, H3CIIEABaHE U OpOW Ha JIEBKOIIUTUTE B aCLUTHA
TEYHOCT IPH HAJIMYHME Ha aCIIUT

e lI3cnenBane 3a OKYJATHH KPBBOU3IMBH — IPH JIMIICA HA KIIMHIUYHO MPOSBEHO KbPBEHE

3. AHcTpyMeHTAJTHM H3CJeIBAHUS

e EKI

e Pentrenorpadus Ha 651 1pob U chpIe

e Exorpadus na xopemuu opranu u [omneposa exorpadus. Ilocnennara e mokaszaHa
npu peuuauBupama ¥ XxpoHumuHa YE, oco0eHO mpu CpaBHUTENIHO ChXpaHEHa
4epHOApoOHa (YHKITHSI.

o KAT

e EEI

e SIMP —mipu HesicHa uarHo3a ¥ HAJIMYHA TEXHUYECKA BB3MOXKHOCT

4. Koncynrauuu

- Hesposor

- [Icuxuarsp

lii. Jleuenne
Ocmpa enueganonamusn
TepceHe u nedeHre Ha MPEUIUTHPANINTE (PaKTOPH

1.
2.

3.

Junera

OrpaHUYEHHUE Ha IpueMa Ha OenThK npu octpa eHuedanonarus Ha 0,5 T/Kr/aeH

I'BJIHO U3KJIFOYBAHE HA OENTHhYHMS BHOC 3a 1-3 AHM IpU CTOMAILIHO YPEBEH KPHBOU3IIMB.
Kanopuen BHOC — 4pe3 TIIFOKO3HU BIMBAHHUS

MIOCTEIIEHHO MTOKauBaHEe Ha OENIThUHUS BHOC, 32 Jla C€ OIpPEeNy MOHOCUMOCTTA - Lel: 1-
1,5 r /xr / nen. VI3non3Bar ce paCTUTEIHU M MIICUYHU OCNITHIIH.

XpaHEHeTo ce U3BbPIIBA IEPOPATHO, IPU HEBB3MOKHOCT IPE3 Ha30-racTpaiHa COHA
HamansiBane Ha mpoIyKIHsITa HA aMOHSK OT YepBaTa

- [louucmeane na uwepsama

1. BUCOKH MOYMCTBAIIN KIU3MHU

2. JlakcaTtuBa — nepopajiHO WM ype3 conna — MgSO4, upuranus ¢ TEeHHOCTH NEPOPATHO
3. HepesopOupyemu au3axapuau

- Hamanaeane na NH3-npoodyyupawama upesna gnopa

1. Jlaktyno3a — cpelICTBO Ha I'bPBU U300D

nep oc uiu npe3 cornaa 100 mu, cnex koeto 3x10-50 M
WJIN — ITbpBa J03a 45 MJ1, clie]] KOeTO ChIllaTa J03a Ha Yac JI0 MosiBa Ha U3XO0XK/IaHe,
cien toBa 3x10-50mn

— Kimnsma (npu xoma) - 300 ma B 1 11 Boja u 3aabpkaHe Ha pa3TBopa moHe 1 yac

(manuMeHTHT MOCEOBATEIHO ce O0Ophbllla Ha JissBa M [SICHA CTpaHa, NpH
HEOOXOMMOCT U B MoJioxkeHue TpeHeneHoypr)

Len: 2-3 kamaBu U3X0XKIaHUS JTHEBHO

CpaHWYHH JACHCTBHS: KOPEMHH OOJIKH, TaJIeHE, TUApUS — BPEMEHHO CITUPAHE WIIH
HaMaJIsIBaHe Ha J03aTa

JombiHuTtenHa Bb3MOKHOCT: JlakTuTon — HavanHa fo3a 0,5 0,7 g/kg/ d

2. HepeszopOupyemu aHTHOMOTHUIIH

Heomurus nbpBoHayanHo 6 g, cies koeto 2-4 g/nHeBHO 3a 1-2 ceamuuu
Crpenromurius - 1-2g/d

Pucdakcumun - punm tabnetku no 200 mg u cycnencuu BuB (hiaaxkonu 60 ml (100
mg/5ml). [o3oB pexum: 3-4 mpuema no 15 mgkg. Ta3u Tepanus e HoBa
CTpaTerusi 3a JieueHHe Ha eHIledaonaThsTa HacoueHa Cpelly €HIO03ENUHHTE.
bensonanazenuHnTe CE€ TOTIBIIAT C XpaHata /HIPEeANMHO 3€JIeHYynH/ | ce
oOpa3yBaT oT OakTepuanHata (iopa — eHJ03eNuHU. Te MPUUMHABAT CTYIOp U ca
npeuunutupan;  ¢akrop HOpu  yepHoApoOHara  eHuedanomarus  /YUE/.
[lepuonuunoro jeueHne ¢ PudakcumMuH € MOKa3zaHO MNPH TEKKU XPOHUYHH
yepHoApoOHU 3abonsBanuss W mnpeanasBa oT YE u crnonTaHen OaxTtepuaieH
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NEPUTOHUT — NPUYHMHSBA CCIICKTUBHA MHTECTHHAIHA JICKOHTAMHHAIUS TOA00HO
Ha Hopdmokcaruu
Cpannunu neiictBusi: 3% OT aHTHOMOTHIIUTE ce pe3opbupar - Hedpo- U
OTOTOKCUYHOCT, JUAPHH
- Merponngazon -2 x 250 mr p.o.
Cpannunu neiictBusi: HeBpOTOKCHYHOCT TP TMALMEHT C IIPO3a.
WMHTpaBeHO3HOTO MPHIIIOKEHNE HA aHTUOMOTHUIIM € BTOpA JTMHUS Ha JICYCHHUE TIPH
yepHopoOHaTa eHledanonaTus.

3. JIpyru TepaneBTUYHU Bb3MOKHOCTH
- ®aymaszenun -1 mg 6oyc i.v.-npu nanuentu ¢ YE, npuurHeHa ot OeH30/1Ma3euHA
- Paskionenn amunokucennau (Amunoctepmii-N-Xera —no3a g0 40 g/d) — npu nunca
Ha e(eKT OT TOPHUTE MEPOTIPUATHS U MPH JIOIIA TOHOCHMOCT KbM aJTUMEHTAPEH BHOC
Ha OENThHK.
- L-opaurun-L-acaprar ( —mo3a 20 —40g/d i.v. ) — npu nanmenTu 0e3 ObOpeyHa
HEJOCTaThYHOCT M Jmnca Ha edekr oT ropuutre Mepku B III-IV cramguii YE
L-opuutun-L-acnaprar ( rpaHynar) € mokasaH 3a JICYCHHE U Ha MO-paHHUTE CTaIuu
Ha yepHOoApoOHa eHiedanonarys, BKIOYUTEIHO U TP MUHUMAIHATA /CYOKIMHUYHA,
narentHa/ YE. [lpuema ce 3 mbTH JHEBHO 10 1-2 mpaxyeTa pa3TBOPEHHU B Yallia ¢ BOJIa
WIH pyra TEYHOCT CIie/] XpaHeHe.

PexypeHTHa 1 XpoHMYHA YepHOAPOOHA eHuedanonaTus

1.
2.

w

N30sareane u npeBeHIUs Ha MPEUNUTHPAIINTE (PaKTOpH

XpaHeHe — mocturane Ha OenTp4eH BHOC 101-1,5 T/KT/mH 3a cMeTKa Ha pPacTUTENHU U
MJIEYHHU OeNIThIHU

JlakTynosa — nen 2-3 KalaBy U3X0XKIaHUS THEBHO

Heomunms /2r/nu/ u apyru Hepe3opOupyeMu aHTUOMOTHUIHN, XMHOJIOHU— CaMo Mpu OOJTHH,
mpu  KOWUTO JuicBa e(deKkT oT akTyno3ara. HeobOxomumo e crporo OBOpedHO,
HEBPOJIOTUYHO U OTOJIOTUYHO MOHUTOPHUPAHE.

L-opuutnn-L-acnaprat ( 18g/mH p.o) — npu smrica Ha eeKT OT TOPHUTE MEPKH, TpsiOBa
na ce cienu ObOpeuHaTa QyHKIIHS.

MunHuMaHa UM CYOKJIMHUYHA eHledaionaTus

1.

2.

ToBa e naii-uectata ¢dopma Ha YE — cpema ce npu 60% ot GosHHMTE ¢ YepHOAPOOHA
UpOo3a.

IIpn Bcuuku OOMHM € 4YepHOApPOOHA HMpo3a Oe3 JaHHM 3a sIBHA eHIedaionaTtus e
HE00X0/IMMO M3BBPILIBAHETO HA CTAHJAPTHUTE NCUXOMETPUUYHHU TecToBe. M3cienBaHeTo
TpsiOBa /1a ce MOBTAps Ha BCEKU 6 Mecena.

[Ipy HaMM4HM 3HAYUTENHU JNEPUIUTH WM OIUIAaKBAaHUS, HapyllaBallld KauecTBOTO Ha
KHUBOT (Oe3chHUE, palpa3HUTEIIHOCT) € HEOOXOJUMO OOCHKIAaHETO Ha HEOOXOAMMOCTTa
OT JieueHue. JleueHneTo BKIIIOYBA TUETHYHU MEPKU M/UITH JIAKTYI03a.

[Ipy HanWuHU 3HAUWUTENIHM HEBPOJOTMYHM Jedpuuutu TpsOBa Ja ce o0chau
He00X0AMMOCTTa OT 3a0paHa 3a yIpaBlieHHe Ha MOTOPHH ITPEBO3HU CpeACTBa U paboTa Ha
MallluHU.

HOPOUPUHN

[lopdupunre ca cpaBHUTEIHO peAKH 3a0oisBaHMsA. JIMNCBAaT HaAAEKIHU JaHHH 32
JeificTBUTENHATa UM YecToTa. BbH OT chbMHEHHe € o0aue, 4ye MPOTHYaHETO C KIMHUYHU U3SIBU
Ha BCHYKHUTE 7 TUNa MopdHUpUU B3E€TH 3aeHO He HaaxBbpiis yectoTa oT 1:1000. Bwropekn
TOBa NOPQUPUUTE MMAT 3HAYMMOCT 3a OOLIECTBEHOTO 3[paBeolnas3BaHe. Ts ce oOycnaBs OT
CJIEAHOTO:

- IlpakTHkara cHCTEMHO JOKa3Ba, Y€ T€ C€ CpemaT MO-9eCTO, OTKOJIKOTO JICKYBAIIUTE
JIEKapy T OYaKBar.
- MHO3UHCTBOTO OT OOJIHUTE ca B TPYJAOCTIOCOOHA BB3PACT.
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- Tlopamu HeOOCTAaTHUYHOTO WM IO3HABAHE OT KJIMHHUIIUCTUTE, HEPSOAKO CE JIOMYyCKAaT
JMAarHOCTHYHU TPEIIKH, KOUTO BOJAT J0 TEPANeBTUYHU HeOnmaromnonyuns. He mumcpar
Cllydad, KOraTO B pe3yiNTaT Ha HENpPaBHIHO TOBEIEHUE CE€ JOCTUTa JIO0 TPaiHO
WHBAIMIM3UPAHE WM CMBPTEH H3XOJA, NPU KOWTO KIMHUIMCTUTE JOPH HE ca
MIpeIoiarajivi Hatnuue Ha nopQupus.

- Ilpwm Haii-yecto cpemianute mopGUpPHHE HEPSIKO CE pa3BUBaA ITbPBUYCH paK HA YCPHHS
apo0, KoeTo OM MOTJIO Ja ce MPEeNoTBpaTH 4pe3 paHHA JUArHOCTUKA M JICUCHHE Ha
nopdupusTa.

- IIpu mHOrO GONECTHU CHCTOSIHUA MU(EpPEHIIMATHATA TUAarHO3a Hajlara U3KJII0YBaHEe Ha
BB3MOKHA MTOp(UpPHSL.

VY Hac ca ycraHoBeHH 6 OT 7-Te u3BecTHM nopdupuu. [IpencraBeHure mo-noily JaHHU ca
nsrorseHu ot Jlaboparopusita na nopdupuu koM Yb ,,Ce.MBan Puscku”, xosro ot 1965r. e
eIMHCTBEHOTO 3BeHO B bbarapms, crneumaju3upaHoB B AMArHOCTHKATa, JICYEHUETO HU
IBJITOCPOYHOTO MPOCIEsiBaHE HA OOJIHUTE ¢ TOPHUPUHL.

[HOPOUPUN Jannu 3a bearapus Jannu 3a EBpomna
1976-1980 2010-2014
Porphyria cutanea tarda
3aboieBaeMoCT 1,32 0,25 ~15
BonectHoct 29 57 ~ 40

Octpa wuMHTepMHTHpAIIA

nopupus

3abomeBaeMoOCT 0,19 0,05 0,13
Bonecrnocr | 7,8 2,7 54

Porphyria variegata

3ab01eBaeMOCT 0,05 0,08
BonectHOCT 24 3,2

Epurponoernuna

nporonopgupua

3aboneBaeMoCT Benuko 19 nuarHoctuiupanu numa
bonectHoct | karo 17 oT TAXx Osfxa OTKpUTH [0

1994 r.

Ot 1965r. HacaM ca ycTaHOBEHH caMo 3 JiMIIa ¢ BpojieHa konponopgupus (npeamnonaraeMa
oonectHoct B cBera ~ 2/1 000 000 Hacenenre) u 1 ¢ BpojeHa epUTPONOETHYHA MOP(UpPHUsI
(mpenmnonaraema 6osiectHocT B cBeTa ~ 1/1 000 000 HaceneHue).

|. XAPAKTEPUCTUKA HA IOPO®UPUUTE

[Topdupunre ca xeTeporeHHa Tpyra BemeCTBOOOMEHHH 3a0oisBaHHMi. B ocHoBata Ha
BCAKA OT cefieMTe Mop(UpUU CTOM BPOJEH WIM MPUAOOUT NedUIIUT HAa TOYHO OMpeaeNieH
€H3MM OT OWocHuHTe3aTa Ha xemMa. B pe3ynrar Ha ch3gafeHUsT MeTa0OJUTEH OJIOK ce
HATPyIBaT MEXJAWHHM TPOAYKTH Ha oOOMsHara, KOUTO oOOyclaBaT TBbpAe OoraTa
cuMrnromatuka. MHOrooOpa3ueTo Ha KIMHUIHUTE U3SBH MPHU MOPHUPUUTE TH XapaKTepU3Hpa
KaTo MYJITHIMCIUIUIMHApHA O0NAcT (BXK. JMATHOCTUYHUTE KPUTEPHH TPH MOPPUPUUTE B
MOCJIeIBAIIOTO M3JI0keHne). Benuku nopdupun odade, B 1mMo-TojsiMa WK MO-MaJIka CTETEH,
MMaT TacTPOCHTEPOJOTUYHU acleKTH. [Ipu MHO3ZWHCTBOTO OOJTHH TacTPOCHTEPOIOTHUYHUTE
CHMIITOMH Ca BOJEIIM, a Hai-pasmpocTpaHeHata mopdupust - porphyria cutanea tarda -
MpOTHYa C TPOTPECHPAIO XPOHUYHO HYEepHOAPOOHO yBpexknaHe. HeciydaiiHO 3BeHara
CIICUAJIM3NPAHNU B JUArHOCTHKAaTa M JICHCHUETO Ha HOp(l)I/IpI/IHTe 4YeCTO C€ HaMHpaT B
racTPOCHTEPOJOTUYHH KIWHUKU. [lopaau ToBa, BBIPEKH MYITUIUCIUIUIMHAPHUS XapaKTep

Ha HOp(I)I/IpI/II/ITe, YMECTHO € KOHCCHCYCHT OTHOCHO [OHWMArHoCTUKara, JICUCHUCTO U
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IBIATOTPAHOTO TpocieAsBaHe Ha OOJHHUTE OT Te3u 3a0oysBaHus Ja ObJe NpenIokKeH
MMEHHO OT TacCTPOCHTEPOJIOTHMYHA KIMHHWKA CBhC 3BEHO, CIICIHAIM3MPAHO B CHOTBETHATA
obacr.
[Topdupunte ce pasmenar Ha YEPHOAPOOHU M EPUTPOIOECTHYHH B 3aBUCHMOCT OT
TOBA JIAJI €H3UMHUSAT OJIOK, T.e. aOHOPMHOTO O00Opa3yBaHe Ha MEXIAWHHU METa0OJIHTH, € B
YepHUs IpoO WM KOCTHUS MO3BK.

Yepuaoapoouu noppupuu:
Octpa uHTEepMUTHpAIIa TOPPUPHUL
Porphyria variegata
Bponena konponopdupust
[TmymGonopdupus
Porphyria cutanea tarda

Epurponoernynu nopgupuu:
J Eputponoetnyna nportonopupus
J Bpoxena eputponoernuna nopgupus (6onect Ha Guinther)

C uskiroueHue Ha HIKOM Gopmu Ha porphyria cutanea tarda, Bcuuku nmopdupuu ca
TeHeTHYHU 3alonsBaHus. BpojaeHnata epuTpomoeTHyHa TOPPHUPUS W BEPOATHO
M3KIIIOYUTEIIHO psAKaTa IurymOonopdupusi ce TMpenaBaT aBTO30MHO-PEIIECUBHO, a
OCTaHAJIUTE aBTO30MHO-JIOMUHAHTHO.

CrpuiectBeHa OCOOCHOCT B MaToreHe3ara Ha BpoJeHUTE Nopdupuu e, 4e mpu
MHO3MHCTBOTO T€HHH HOCHTEIH €H3UMHUSAT Ne(eKT caM 1o cede CH He € JOCTaThYeH 3a
KIMHAYHATa u3siBa Ha Oosectra. HeoOXxomumo € BB3JIEHCTBHE HAa JOMBJIHUTCIHH
€K30T€HHH MPUYMHU (JICKApCTBa, AJKOXOJ, CIBHYEBO OOIIbYBAHE M JAp.) WM CHIOTCHHU
(dakTOopu (XOpPMOHAJTHU KoJIeOaHUsS, OpPEMEHHOCT), 3a Ja NpeMHHEe 3a00/sIBaHETO OT
JATEHTHO B MpOsiBeHO. ToBa MpaBM MaToreHe3ara Ha MOP(PUPUUTE OCOOCHO CIIOXKHA, THil
KaTo TE€ Ce OKa3BaT HE CaMO IeHETUYHH, @ MHOTO(AKTOPHU 3a00JIsIBaHUSI.

Jlokato Mexay HIKOM OT TMOpQHUPUHTE HWMa 3HAYMUTEIHO KIMHHUYHO CXOJCTBO,
OMOXMMUYHHUTE MMPOMEHH MPH OTIEIHUTE HO30JOTHYHU CIUHHIIA UMAT J0 MHOTO TOJIsIMa
crerieH crnenuduyeH xapakrep. [lopaam ToBa, cHenMaTM3UpaHUTE JTAOOPATOPHH
W3CNeBaHus ca TpUAOOWIM pellaBaia pojii MpH MMOCTaBsSHE Ha TOYHATa JHArHo3a.
3HaueHUEeTo Ha MPOPUINPAHUTE 3BEHA € OCOOEHO CHIIECTBEHO, ThH KaTo 4pe3 TIX ce
OTKpHUBAT CBOEBPEMEHHO U IJIATEHTHUTE HOCUTENM HU3MEXAY KPBBHHUTE pPOJAHMHHM Ha
OOJIHUTE KaTo ce U3CJIeBa EH3UMBT, KOMTO € Je(HUINUTEH ITPH yCTaHOBEHATA MOPHUPHSL.

[Topagu TOBa, 4ye mMOpPUPUUTE NPEACTABISIBAT CPABHUTEIHO OOOCOOCH [s7 OT
MEIUIMHCKOTO TO3HAHWE, TPU TOBEYETO CIydau MpO(WIMPAHUTE 3BEHA INPOBEXKAAT U
JICUEHHETO, U IBJITOTPAHHOTO HAaOIOIeHNE Ha OOJTHUTE.

II. JUATHOCTUYEH U TEPAIIEBTUYEH AJITOPUTBHBM IIPU NOPO®UPUMN,
IMPOTUYAILIA C OCTBHP NTPUCTBII

C mnopdupuueH MNpPUCTBI MPOTHYAT TEHETUYHO IMpeJaBaHUTe 3a00JIIBaHUS OCTpa
UHTepMHUTHpama nopdupusi, porphyria variegata, BpoaeHaTa Kompornophupus Hu
M3KIIOYUTETHO psijakara rmaymoonopdupus. [lpuctbnmre, ¢ H3KIIOYCHHE HA TE3W TpPHU
wrymOonopdupusi, ce pa3BuBaT 10 MPaBUIIO ciel mydepTera.

AHaAMHECTHYHHM KPUTEPHH 32 IMAarHo3arTa.

1. OmnakBaHus, OQOPMSIIM TaCTPOECHTEPOJOTHYEH CHHIPOM: KOPEMHH OOJKU C
pasHoOOpa3Ha XapakTepuUCTUKa (IU(PY3HH WIM JIOKAJIU3UPAHU, TOCTOSHHU WU
KOJMKOOOpa3HH, WpaJuupalld WM HEUpaguupaliy B OIpeAeJeHH IMOCOKH), TajeHe,
MOBpBILAHE, 3aIleK, cyOuieyc.

2. OmmakBanusi, OGOPMAIIM HEBPOJOTHYEH CHHIPOM:  OOJIKM B MYCKyJlaTypata Ha
KpailHuLuTe, rbpba, TPHAHMS KO W KPbCTAa; MYCKYJIHA CJaboOCT, AECLUEHIEHTHO
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pa3BHBAIM CE€ TApe3d U TNapajan3d Ha KpaWHUINTE, CETUBHU HAPYIICHUS; T'bPUOBE U
enmmwienTuGOpMEeHH TPHUIAABIHU; 33JyX OT pa3BHBAlla C€ Tapajd3a Ha JUXaTeHaTa
MYyCKyJiaTypa; TpPOsSBH OT CTpaHa Ha 3aCerHATH YEPermHO-MO3bUHU HEpBU (mucdarus,
nu3apTpusi, ahoHUs, BpEMEHHA CJICTIOTA).

OmnnakBanusi, opOPMSILM TICUXUYEH CUHAPOM: JIeNpecHsi, 0e3MOKONUCTBO, TPEBOXKHOCT;
YaCTUYHA WU IThJIHA J€30PUEHTHUPAHOCT (BKII. ICJIAP U aMCHIIUA).

JIpyryl OmjlaKBaHUs: OTMATHAIOCT, JU3YPHUUHU CMYLICHHS, ChpLEOHEHE, B PEAKH CIIydyau
TApHSL.

UYepsena ypuna.

JlaHHU 3a TpeAIIecTBall0 BB3JCHCTBHE Ha CJICIHUTE OTKJIFOYBAIIM pPa3BUTHUETO Ha
npucTbhia paKTopu:

[ToppupuHorenHn sekapcTBa: BCHYKM OapOutypatu; antuOmoruim (doxicyclin,
nedanocnopunu, Makpoiuad, tubocin, cycloserin, ketoconazol, griseofulvin, u ap.);
BCUYKH CyJ(OHAMUIN; AHTHKOHBYJCAHTH; MHPA30JIOHOBU IMpErapaT; €CTPOTCHH U
mporecTareHu, BKJI.opaiHu KonTpanentusy; diclofenac, piroxicam; aluminium
oxide/magnesium oxide; lidocain, verapamil, nifedipin, diltiazem, enalapril, captopril,
reserpine, clonidine; furosemide, spironolacton; aHTHAENpPECaHTH W TPAHKBHIM3ATOPH;
metoclopramide, pitofenone and analgesics, drotaverine; eproraMMHOBH IIpenapartw;
dimenhydrinat, clemastine, chloropyramine; mercaptopurine, methotrexate, busulfan,
tamoxifen u ap.

Bpb3ka Ha mpHUCTBIIa ¢ MEHCTPYaTHHUS UKBIT; OPEMEHHOCT.

['mamyBane, HeJOXpaHBaHe, ocTpa (PU3MYECcKa IPEyMopa.

CKkopo mpekapaHa Wi HaTugHa WHQEKIUS.

AJIKOXOIL.

dusukaaHa HAX0AKAa.

1.
2.

ok w

BosiesHeHocT npu manmanuys Ha KOpeMa ¢ Bb3MOKHA JIeKa pUTHIHOCT, HO 0e3 nedaHc.
W3pazena B pasnuuHa cTeneH (B 3aBUCUMOCT OT [JaBHOCTTa Ha MPOMEHHUTE U
UHIUBUAYAJIHUA 00JieH) nepudepHa (Bsiia) WK LEHTpajaHa HEBPOIaTHsL.
Taxukapaus u XunepreH3usl.
B nsikou ciyuaun cy0deOpuimHoCT.
IIpu 3amouBama napanuM3a Ha JuXaresJHaTa MyCKyjlaTrypa OTcClabBaT TIJlachT U
eKCIIUPUYMBT.

[IpnHOTO pa3BUTHE HA KIIMHUYHATA KApTUHA OTHEMA 2 - 4 CEIMULIN.

OO0mm 1adopaTopHU U3C/IEIBAHNSA.

He ce ycranoBsaBar cnenu¢uyHu NPOMEHU B KPbBTA, OCBEH XWUIIOHATPUEMHS NpU

HAKOoW OoNHU (C TpPUMATBIM, THPUOBE WIM TEXKKH TNOBpBIIAHUA). Psnako uma Jexa
neBkonuTo3a. [lpu u3cnenBaHe Ha ypuHaTa 4ecTO C€ yCTaHOBSIBa (paJIIMBO MOBHILEHUE HA
ypoOUITHMHOTEHa, KOETO ce ABJKH Ha yBeNWYeH MOp(POOMINHOTEH.

Crnennanu3upanu J1a00paTOPHU U3CIEIBAHNA.

1.

W3BppmiBa ce CKPUHWHTOBO H3CIE/IBaHE HAa ypHHATA 3a IMOBHIIEH MOP(POOHINHOTEH.
IIpennounra ce npobata Ha Hoesch, kosTo mpakTudecku e ¢ abCOMOTHA TUArHOCTUYHA
YYBCTBUTEITHOCT M JWArHOCTUYHA crenuduuHocT. [lonokurenHara mpobda € CHTYpHO
yKa3aHMe 3a pa3BUTHETO Ha nopdupudeH npuctsil. [lpu orpunarenta npoda ce OTXBBPISL
OCTpUAT TOPGUPUYCH TPHUCTBII W IUATHOCTUYHHUTE YCWIHS C€ Haco4yBaT Jpyraje
(M3KJTIOUEHHE TMpaBU KpaHO psakaTta IurymMOomnopdupHs, YMUTO OCOOEHOCTH INE ce
MPE/ICTaBAT IO-HATaThK). TEXHUYECKOTO W3MbJIHEHHWE Ha mpobata Ha Hoesch e
m3kimounTenHo JsecHo: Kem  1-2 mn peaktuB Ha Ehrlich (2% napagumerui-
amMmuHOOeH3anAexu1 B 6 M conmHa kucennHa) ce A00aBaT 1-2 xamku (He moBeue!) ypuHa.
[Ipu monoxkutenHa npoba, T.e. NMPU HAKOJKOKPATHO MJIM I10-BHCOKO MOKAauBaHE Ha
nopdobuimHOreHa BegHAara ce IOosBABa OT OJIEJOPO30BO [0 MAaJIMHEHOUYEPBEHO
ousersiBane. JKenmarenHo e mnpobata Ha Hoesch na moxe na Obpae u3BBpILICHA B
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nabopatopusra Ha Bcsika MBAJL. B npotuBen ciyyait 0onHUS ce HacoyBa He3a0aBHO KbM
ne4eGHO 3aBe/ieHHe ChbC ChOTBETHATA BH3MOXKHOCT.

2. Ilpu nmonoxkutenna mpoda Ha Hoesch ce 3amouBa BepHara jeueHHe M ce€ W3BBHPIIBA
KOJMYECTBEHO OIpe/AesHE Ha aMHUHOJIEBYJIMHOBaTa KHCeNuHa, NophoOuIuHoreHa,
ypornopdupruHa u konponopdupruna B 24-yacoBa ypuHa. OnpeaensHeTo Ha MOCIEIHUTE
ce M3BBPIIBA CaMO B CHEIHAIM3UPAHO 3BEHO, KBJAETO TPsiOBa /a Obje u3npareHa mnpooa.
[Tpu npucten nophoOMIMHOTEHBT Ce MOBUIIABA JIECETKH IBTU HAJ| TOpHATa pedepeHTHa
rpanuna (10umol/24h). TToBuieHneTo Ha aMUHOJIEBYJIMHOBATAa KHCEIUHA € TI0-YMEPEHO.
YponoppupuHbT CHIIO € YBEIMYEH, KaTO OOMKHOBEHO IpEeBHINaBa KomponopdupHHa.
[TocnenuusT obave e MO-BUCOK OT yporophupHHa IMpu BpoaeHa KOIPOHOPPHUpHSI.

3. B cnenmanu3upaHOTO 3BEHO CE€ YTOYHSABA TUIBT Ha mHopdupusra goBeila A0 OCTbP
NPUCTBII 4upe3 (IIyOpPEeCHEHTHO H3CIE[BaHEe Ha cnenu(uyeH 3a JajeHa HO30JOTHYHA
eAuHHIa MOop(UpPUH-OENThUEH KOMIUIEKC B HaTHBHA KpbBHA IUIa3Ma paspelieHa ¢
docharao-Oydepen ¢uszmonorunueH paszrBop. llpu BB30Oyxkmane 398 nm 1uIa3mara
dbayopeciupa MakcuMaiiHO Ha 626 nm npu porphyria variegata u Ha 618 nm npu BpoeHa
konponopdupus. IIpu octpa mHTEpMHUTHpama HOPGHUPUS WK JHUICBA (DIyopecreHTeH
MaKCUMyM, WIH TOW (TBBpJAE€ HHCBK) € Cbhbimo Ha 618 nm. BbB BTOpHS ciydait
mQepeHnraiHaTa JMarno3a MexXJy OocTpaTa MHTEPMUTHpalla nopdupus u BpojeHarTa
Korporopdupus ce 0OCHOBaBa Ha TOBA, Y€ MPH IMOCIEAHATa KOPONMOPPUPUHBT B ypUHATA
€ CHJTHO TTOBHIIICH.

Jlnaruo3a u qudepeHIMATHA TMATHO32 HA OCTPHs Nop¢UpPUYeH NPUCTHII.

OCHOBHUTE JAMAarHOCTUYHM KpuTepuu ca ciueguure: 1. OdepraBaHeTo Ha TpHUTE
KJIMHUYHU CHUHJApPOMA - TAaCTPOUHTECTHHAJIEH (C KOPEMHHM OOJIKM KaTo Hai-4ecT CHUMIITOM),
HeBpoJiorndeH u ncuxudeH. 2. YepBenara ypuna. 3. [lonoxwurennara npob6a Ha Hoesch. 4.
CrenuduyHUTEe TPOMEHU IPU KOJTMYECTBEHOTO M3CIICABAHE HA YpUHATA.

JudepeHnuannaTa Auar{osa Mexay nop@upuuTe, BOACHIM 10 OCTHP HpucThl (0e3
wrymbonopdupusta) 6emre onmcana B [V.3.

Jleyenue Ha ocTpusi noppupHYeH NPUCTHII.

@dapMaKkoJIOrMyHO OBJIAJABAaHE HA MPUCThIA O MOIJIO a C€ U3BBPIIU BbB BCSIKO
BBTPELIHO WJIM HEBPOJIOTMYHO oTAeneHue Ha Bcika MBAJI, HO camo mpu ycioBue, ue
JIeKyBalIUTe JIeKapu HMMaT HeoOXxoauMaTa KBadudukauus 3a ToBa. B mpoTuBeH ciydaid
OOJIHUAT BeJlHara ce Haco4yBa KbM CIELMAIM3MPAHO 3BEHO - TaCTPOCHTEPOJIOTNYHA KIMHUKA
CbC CBHOTBETHOTO 3BeHO. [Ipu odopmenn mnape3n M mapanu3u OOJIHMS C€ HACOUBA KbM
HEBPOJIOTUYHA KJIMHUKA. B TakbB ciyyail ce oChIlecTBABa HEOOXOAUMHUAT KOHTPOJI OT CTpaHa
Ha CIELMAIM3UPAHOTO 3BEHO.

HezabaBHo ce mpeycTaHOBsIBA BB3/IEUCTBUETO Ha BCUYKM €K30T€HHU (PakTOpH,
OTKJIFOYBAIIY PUCTHIIA.

IIaToreHeTu4HO JieyeHHe.

CbcToM ce B MacHMBHM MHTPABEHO3HM BIIMBAaHUS Ha TJIIOKO3a, KOSTO MOJTHCKA
O6uocunTe3ata Ha nopupunure. [loctas ce abokar. Biusar ce ot 200 no 400g rmroko3a
naeBHo. [Ipenmounta ce 10% rmoko3a (4 no 8 6anku mo 500 ml). [Ipu xunonaTpuemus ce
u3nons3Ba 20% raoko3a. JledeHHeTo mpoabiIkaBa O MOCTUTAHETO HAa KIMHUYHA PEMUCHS,
KaTo Jo03aTa ce HaMaisBa mnocterneHHo. [locturanero Ha OMOXMMHMYHA pEMHCHS HE €
3abIDKATENHA 1ied. [Ipu urca Ha rajieHe W MOBphIaHe ce Ha3HauaBa MaKCHMAJICH TIPUEM Ha
OJIMro3axapuy npe3 ycrara (KOHQUTIOp, MapMaliaj, CUPOIU, MeJ U JIp.). AKO JIEYEHUETO Ha
MPHUCTHIIa HE € OWJI0 TPOBENEHO B CIEIHaTN3upaHa KIMHHKA, OONHHUAT C€ HAcOYBa KbM
TaKaBa 3a OKOHYATEJTHO YTOUHSABAHE Ha JIMarHo3aTta.

AnTepHaTuBEH (M M0-HOB) T€paNeBTUYEH MMaTOT€HETHYEH MOAX0/ € UHTPaBEHO3HOTO
IpujaraHe Ha XeMaTHH, KOWTO e()eKTUBHO NOATHCKA OMOCHHTE3aTa Ha MOPPUPUHUTE.

CuMNTOMATHYHO JIeYEeHHE.
HOS&T& Ha IpujiaraHuTe JICKapCcTBa CcC 01)06pa35113a C TCXKECTTAa HAa CUMIITOMUTC.
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- 3a oOonkute. Ilapentepanno - Fentanyl, Pethidine hydrochloride. Ilpu nwumca Ha
nospbinane - ACKK, anieromunoden u Codein.

- AxrtnemernyHo u HeBpojentuuHo - Chlorpromazsine.

- 3a TaxuKapausATa U XUIEpTeH3UsATa - OeTa- OJIOKepH.

- Ilpu repuoBe M enuientuOpMEHH NPUMATBLUKA - OPOMHIM WIM MarfHe3ueB cyndar
BEHO3HO.

- Ilpum 3anouBamia mapanu3a Ha JuxaTejlHaTa MycKyjaTypa - He3a0aBHO IIOCTaBsiHE Ha
KOMaHHO JMIIAHE.

- Ilpu nape3u u napajau3u Ha KpaWHUIMTE - aKTHBHA (PU3MKAIHA pexaOuIuTaIus.

- Ilpu 3anek — nakcatusa .

- Ilpu cyouneyc - Neostigmin.

- Ilpu xunonarpuemus - UHTPABEHO3HO Mpujarane Ha HaTpues xjopua (10%)

- Ilpu wuHbexMs - NEHUUWIMHOBH AHTHOMOTHIM, AMHHOTJMKO3HIM, KBHHOJIOHH,
Metronidazol.

[Iprii0’keHOTO JIeUeHUe, ako HE € 3all0YHANI0 C roJsIMO 3aKbCHEHME, JOBEXAA 10
pemucus. [lape3u u mapanusu ¢ Mo-rojisiMa AaBHOCT MOTaT Ja OCTaHaT U cjell IpeMUHaBaHe
Ha NPUCTBIIA, MPUUYMHABANKYU TpaiiHa MHBAIUIHOCT. [IpH KbCHO JedYeHue Ha Napanu3ara Ha
JMXaTreqHaTa MycKyaaTypa 3aBbpIIEKbT MOXKe /1a Oblie (daTaieH.

IToBenenue ciiex Mpeoo/isiBaHe HA NPUCTbIIA

Haii-yectoro 3a0osisiBaHe, BOJEHIO JO NPHUCTBII € OCTpaTa HMHTEPMUTHpAIIA
nopupusi, KOsITO Ce JBIDKM Ha BPOJEHO HUCKA AKTUBHOCT Ha €H3MMa MOp(OoOUIMHOIeH-
neamuHaza. [Ipu yctaHOBeHH JTaOOpaTOPHU JaHHHM 3a TOoBa 3a0oisBane (Bxk. [V.) mpu 6omHMS
U HEroBUTE KPBbBHU POJHMHU CIIE/l MPUCTBIIA C€ M3BBPLIBA M3CIEIBaHE HA TO3M €H3UM B
eputporutute. [loHMKEeHaTa aKTUBHOCT HA €H3MMA Y POJHHHUTE CBUICTENICTBA 32 JIATEHTHO
HOCUTEJICTBO Ha 3a00JISIBAHETO M PHUCK OT pa3BUTHE Ha IPUCTBII NPU Bb3JEiCTBUE Ha
oTKIoYBamuTe paxtopu. Ha Bcmukn OOMHM M JaTEHTHH HOCUTENHM ce BpbYBa Opomrypa, B
KOSITO MOAPOOHO M Ha JOCTBIIEH €3MK Ca ONMCAaHU MPUYUHMTE, BOAELIM A0 MPHUCTHI, KaToO
M3YEpIaTeIHO Cca CHUCTEMaTHU3UpaHU ‘‘3a0paHeHUTe” U ‘“‘pa3pelieHuTe”  JIEKapCTBa.
IIpencraBenu ca JaHHU 3a XMTHEHHO-TUETHUYHMS PEXUM, KOMTO TpsbBa na Obae crnas3BaH
(BHCOKOBBIIEXH]IpATHA IUETA MPH JIOCTAThUYCH MPHEM Ha OeNThIM, BUTAMHHU W BIAKHWUHU;
n30sareane Ha ¢usznuecka npeymopa u uHdexun). bpomrypara, ocBeH 4e mon3Ba OOTHUS U
JATEHTHUTE HOCHUTEJIH, CE MPEJCTaBs OT TSX Ha JIeKaps NMPU pa3BUTHE Ha JIPyro 3a0o0isBaHe,
3a 7a ObJaT MpeanucaHu camo “0ezomacHu’ jgekapcTBa. CBOEBPEMEHHOTO YCTaHOBSIBAHE Ha
JATEHTHO HOCHWTEJICTBO M CIA3BAaHETO HAa yKa3aHHUATa B OpolrypaTa ca OT HM3KIIOYUTENTHA
BaXHOCT 3a MPelOoTBpaTsIBaHEe HA OCTPUTE MPHUCTHIHU, a MIPU Pa3BUTHETO UM - 32 PAHHOTO U
Obp30 TMOCTUTAaHE Ha pEeMHCHS 4Ype3 TOAXOAAUNI0 JIeYeHHe. bpomrypata chabpka
HeoOXxoanMaTa MH(popMals He caMo 3a OOJIHUSA, HO U 3a JIEKyBalllUTE I'o JICKapU H3BBH
CTIEIUAIM3UPAHOTO 3BEHO, BKIFOUUTEIHO JIMYHUS JIEKap.

[Tpu ycranoBsiBane Ha porphyria variegata (Bxk. [V), B ocHOBaTa Ha KOSITO CTOM
yHacjeneH aeeKT Ha eH3uMa MPOoTOnopGpUPHHOTEH-0KCHIa3a, IPH POJAHUHHUTE HA OOHUS ce
Thpcu crneuupuyHata ¢uyopeclueHIMss Ha KpbBHaTa miasMa Ha 626nm. [Ipu 50% ot
BB3PACTHUTE JJATCHTHU HOCUTEJH CE YCTAHOBsIBA TakaBa (pIyopecleHIIts, T.€. JOKa3BaHEeTO U
e Oener Ha JIATEHTHO HOCHUTEJICTBO, HO OTCHCTBHETO U HE MOXKE Jla OTXBBPIH TaKOBa
HocuTencTBo. IlocnenHoro moxe na ce yctanoBu B 100% upe3 uscnenBaHe Ha AeQUIATHUS
eH3uM B numdouuture. Ha 6omaaute ¢ porphyria variegata u JJaTeHTHUTE U HOCHTENH, KAKTO
1 Ha OOJHUTE ¢ BpojeHa Korpornophupus (T8 € MHOTO PsiIKO 3a00IsgBaHe, IBJDKAIO Ce Ha
BpoJieH JedeKT Ha KONpOonopPUpPUHOTreH-0KCHIa3aTa, KOATO ce ompezesns B JIUM(OIUTHUTE),
CBIIO Ce BphUBA CIIOMEHaTaTa Opolrypa 3a MpeAna3BaHe OT OCThP HNpUCThIl. OnpenensHe Ha
neUIMTHATE €H3UMH MpU porphyria variegata U BpoJieHa KONPOMoppupHs BCE OIIEe HE Ce
M3BBPIIBA Y HAC.

Oco0eHocTH HAa NIPOTHYAHETO HA MPUCTHIIA NPH IIyMOonopgupust
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3a0onsgBaHeTO € U3KIIOYMTENHO psnko. Jlocera ca omucanu camo 4 ciydas B
nureparypata. B bwiarapus He e ycranoBsiBaHo. [IpuctbnsT npu 3 oT Te3u 4 ciyyas ce €
pa3BUII Ipeau myoepreTa.

buoxumuunuTe My 0COOEHOCTH Ca CIEAHUTE: CUITHO MOHMKEHA aKTUBHOCT Ha €H3UMa
nexujaparaza Ha 0-aMUHOJICBYJIMHOBaTa KHUCEJIMHA B EPUTPOLUTHTE (BPOJACHOTO
reHepalu3upaHo TOHIKEHHE Ha €H3uMa € IbpBONpUYMHATa 3a 3aloisiBaHero); CHIIHO
MOBHIIICHHE Ha 0-aMUHOJIEBYJIIMHOBATA KHCEIMHA B ypHHATA, IPEBUIIABAIIO0 MHOTOKPATHO
ToBa Ha nopdodumHorena(rmpodara Ha Hoesch Moxke n na He ce mo3utuBupa); [loBuieHne
Ha KompomnopdupruHa B ypuHata; [loBumenue Ha mpoTtonopdupruHa B epuTpouutute. Tbi
KaTo M30pOCHUTE NMPOMEHU Ce CpellaT U MpHU OJOBHA MHTOKCUKAILIMSA, HEOOXOAUMO € TS Ja
OB/l OTXBBPIICHA Ype3 M3CIIEABAHE HAa OJIOBOTO B KPHBTA.

TeparneBTUYHOTO MMOBEJCHUE HE C€ pa3iindyaBa OT OMKUCAHOTO IPU Apyrure nophupuu,
poTuyamy ¢ npucteil. damMuiHaTa AMATHOCTUKA (OTKPUBAHETO HA JIATEHTHU HOCHUTEIU
U3MEXKIY pPOAHMHHTE Ha OOJIHUS) C€ OCBIUIECTBSIBA upe3 H3Cie/BaHEe AaKTUBHOCTTA Ha
Jexuaparas3ara Ha O-aMHHOJIEBYJIMHOBATA KUCEIMHA B €PUTPOIIUTHTE.

Criennanu3upanoTo 3BEHO TPsAOBa J1a YBEJIOMU JMYHUSA JIeKap Ha OOJTHUS 3a TOYHATA
JUarHo3a 4pe3 MEAMIMHCKO HampaBjieHue win enukpusza. Cieln HaBlIM3aHE B PEMHUCHS
O0onHUs ce HaOdOAaBa KIMHUYECKH OT JIMYHHUS JIeKap, a IO HeroBa MpeleHKa - U OT
CTIEIUANM3UPAHOTO 3BEHO, KOETO, aKO € HE0OXOAWMO, U3BHPIIBA CHOTBETHU W3CIICBAHUS U
npenarnpuemMa Je4eOHu MepOIPUATHSL.

I11. PORPHYRIA CUTANEA TARDA

Knunnynara kaptuHa mnpu porphyria cutanea tarda (PCT),koaTto e Haii-uectara
nophupHs B YOBEIIKATA MMAaTOJIOTHS, CE BlIajiee OT [BA OCHOBHU CHHIPOMA - I€PMATOIOTHYCH
(epo3uBHO-Oyno3Ha (POTOCEHCHOMIM3AIMS) W XPOHUYHO UYEPHOAPOOHO  YBpEXKIAHE.
Oo6uknoBeno PCT ce pa3BuBa ciien 30-roauinna Bb3pacT (Halk-4ecTo Mpe3 NeTOTO U IIECTOTO
necetwiieTre). MHOTO 1o-4ecTa € y Mbke. B OCHOBaTa M cTOM MPUIOOUT WU BPOACH NEPEKT
Ha €H3UMa yporoppUpUHOreH AekapOOKCcHiia3a B YepHUs Apo0.

AHAMHECTHYHH ¥ KJIMHUYHH KPUTEPHUH 32 TUATHO3ATA

1. Ko)kHHTE CHMOTOMH [0 MPAaBWIO MPEIXOXKIAT 4YepHOoApoOHuTe. bomHute ce
OIINTAKBAT OT MHOTO JICCHA KOXHa PAaHUMOCT IO OTKPUTUTC YAaCTU Ha TAJIOTO - er6a Ha
KUTKUTE, NJaHUTEe M TPBCTUTE, JIMIETO, Bpara U ymwurte. Ha chimuTe MecTa ce sBSBaT
pazHoKkanuOpeHn Mexypu (0T MPOCEHO 3BbPHO A0 Oynu ¢ rojeMuHa 3-4 cM), KOUTO HsAMAT
BB3MANUTENIEH Bal U C€ MBJIHU C OHCTpa TEYHOCT. B HAKOM ciyuau TS MMa XeMoparuueH
xapaktep. Mexypure OOMKHOBEHO C€ pa3KbCBaT CIIOHTAaHHO. Pa3KbCaHWTE MeEXypH U
MOJIyYEHUTE OT JIECHaTa PAaHUMOCT epo3uH 0aBHO ce MOKPUBAT ¢ KaheHHKaBU KPYCTH, CIIE]
OTIIaJJaHETO Ha KOUTO OCTaBaT XHUIIEPIUIMEHTHUpaHu (MopaBu) muKaTpukcu. [locnennure
0aBHO ce JeUTMEHTHpaT U cTaBar Oene3HukaBu. KojkaTa Mo OTKPUTHUTE YaCTH Ha TSIIOTO €
MO-ThbMHO NMHUTMEHTHUpaHA. YecTo Mo 3UrOMaTHYHUTE OOJACTH M MapaopOUTAIHO Ce TOsBSIBA
xuneprpuxo3a. KoMmegonure u MUIMyM-TIOJOOHUTE KUCTH MO OTKPUTHUTE YaCTH ca 4decTa
Haxoaka. [Ipyu mo-rojsiMa NaBHOCT HAa MPOMEHUTE KOKara MpUI00MBa CKIICPOJICPMOHUICH
xapakrep. ['openrcanure npobiaemMu ca Mmo-u3pa3eHu Mpe3 CE30HUTE C MO-YCHUICHO CIHbHUEBO
o0rpYBaHe, a Mpe3 3uMaTa HaMaJlsBar.

2. OmuakBaHHSATa OT CTpaHa Ha YepHUS IPOO 3aBHUCSAT OT CTEMEHTAa Ha M3PAa3eHOCT Ha
XPOHUYHOTO MY yBpexaaHe. B pemuia ciydan Te ca MUHUMAaITHH (cl1abo M3pa3eHa TeXeCT B
JSICHOTO Tojpebpue) wiu gopu nuncsar. [loHskora, mpu u3cieABaHe MO JAPYr MOBOJ, CE
OTKpHUBAT BIIONICHHN YepHOIPOOHN 1abopaTopHu Nokazarend. [Ipu HanpeaHano yBpexaane ca
HaJIHIIe OTUIAKBaHUS KaKTO MpU opopMeHa yepHOoApoOHa ITUPO3a.

3. Ilpu MHO3HHCTBOTO CIIy4au C€ YCTAaHOBSIBA MPOABDKUTENIHA H CUCTEMHA YIIoTpeda
Ha alKOXOJHH HAanmuTKU. YecTo e Hanmuie xpoHnyHa uHdekuus ¢ xenatut C Bupyc. B Hsikou
Cllydal ¥MMa TPEIIIeCTBAIO JIEYCHHWE C JKEIEe3HH TMpernapaTd W/WIA KPHBOIPEITHBAHMUS.
Ynorpebara Ha ecTpOreHu (BKJI. OpaJlHA KOHTPALICTITUBH) CHIIO0 MOXE Ja ObJe OTKIIIOYBAII]
¢daktop. Ilpm HsAKOM cioydyan WMa JMaHHH 3a (DAMIJIHOCT, HO M TIPH TSIX CIIOMEHATHUTE
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€K30T€HHH (aKTOpPH YecTO Hrpasr myckoBa poiisi. Hepsako OGomHurte ca 3abens3anu, ue
ypHHATa UM € YepBEHa.
4. JluaGeThT U si3BeHATa O0secT yecto nmpuapyxasar PCT.

du3nKajaHa HAXOAKA MNPH TMperjela W [JAaHHM OT HHCTPYMEHTAJHUTE M O0IIH
J1a00paTOPHHU M3CJIeIBAHUS

1. Ilo OTKpUTHUTE YACTH HA TSAJIOTO CE€ YCTAHOBSIBAT CIIOMEHATUTE BEUE KOKHU
MIPOMEHH, KaTO €JHOBPEMEHHO Ca HAJIMIIEC PA3IMYHU TeXHU (a3u - IPECHU MEXYpPHU, EPO3UH,
KPYCTH, XHUIIEp- U JCHUTMEHTHUPAHU IUKATPUKCH, XUNEPHUTMEHTALMS U XHUIEPTPUXO03a
(3uromMaTu4Ho M mapaopOutanHo). Hepsiiko ca Hamuile KOMEAOHM M U MHJINYM-TIOJOOHU
kucTH. [IpaBu BrieuataeHue KOHTPACTHT MEXAY ThMHHMS I[BAT HA JIMIIETO U MO-CBETJIaTa KOXKa
Ha Topca.

2. Tlouytm BWHArW € HaJWIEC Pa3IMYHO HM3pa3eHa XemaroMmeranaus. UepHoIpoOHOTO
yBpexkaaHe OuBa B pa3iuyHu ¢azu - OT JeKa CTeaTo3a, Npe3 CTaAUUTE Ha XPOHUUEH XEIaTuT,
710 HampeaHana nupo3a. Ha TSX ChOTBETCTBAT M MPOMEHUTE YCTAHOBEHH NIPH (PU3UKATHOTO U
WHCTPYMEHTAJIHUTE u3cieaBanus. Exorpadckure nuamenenus ca nudysHu, HO TpsOBa 1a ce
uMa npenasujl, ye npu HenekyBaHa PCT MHOro decto ce pa3BuBa MbPBUYEH paK Ha YEPHUS
npob, T.e. TpsOBa Ja ce THPCAT M OTHUINHU mpomeHu. [Ipu obmbuBaHe Ha YepHOAPOOEH
ouontar ¢ UV-cBeriimHa ce HaOmromaBa 4epBeHa (UIyOpPECUEHIHMS B OTICITHU MO33a€YHO
Pa3MoJIOKEHH YYacThIM, KOSTO C€ ABDKA Ha OTIOXKEHHW NopdupuHH. XHUCTOIOTUYHO Ce
YCTaHOBSIBA IOBUIIICHO OTJaraHe Ha >kemsi30 B xemarouutute u KymdepoBure KieTkw.
Cupneposara € oT Mmo-Jieka CTENeH B CPaBHEHHME C MIMOMATUYHATAa XeMOXpOMAaro3a, HO € I0-
M3pa3eHa, OTKOJKOTO MPHU JPYTUTE XPOHUYHH UYEPHOAPOOHM 3a00JSIBAHUS W UTpae BaKHA
natoreHeTHyHa  poiisi.  CBETIMHHO-MHUKPOCKOIICKM €€  YCTaHOBABAT  (MPEAMMHO
MIEPUITIOPTAITHO) BH3NAIUTEITHA U HEKPOTHYHU MPOMEHH, cTeaTo3a U (PuOpPO3HU M3MCHCHHS.
Hepsinko apxuTekToOHHKATa € TPOMEHEHa [IMPOTUYHO.

XeMOrJIOOMHBT U EPUTPOLMTUTE Ca C TOPHOTPAHUYHH CTOMHOCTU. CepyMHOTO
KENA30 4ecTo € JieKo MoBulleHo. Hacuimanero Ha TpaHcdepuHa € ¢ JIEKO WIU YMEPEHO
noBuilieHu croitHoctn (Hanm 45%), HO HE [OOCTUTa CpellaHUTe TMPU HUAUOMATUYHATA
xemoxpomatosa 90 - 100%. ®eputuHbsT B cepyMa MpH HIKOM OT OOJHHUTE € MOBUIICH JIBY-
WJTU TPUKPATHO.

UYepuonpoOuute ensumu B cepyma (ACAT, AJIAT u ITT) ca pasHOCTeneHHO
yBenuueHu. [Ipu nekomneHcupana nuposa nokasareauTe 3a 0eNTbKOCUHTE3HaTa () YHKIUS Ha
yepHus ApoO KJIOHAT KbM HamaieHwe. Bwnpeku mnosumnenara ['T'T, numcBar nanHu 3a
M3pa3eHa xojecras3a. Y poOMIMHOTEHBT B YPUHATA HEPSJIKO € MOBUILEH.

JluncBar sBIeHUs Ha OCTHP MOPGUPHUEH TPUCTBHII.

Jannu ot noppupnHOBaTa 00MsSIHA

Te morar nga ce momydaT camMO B CHELHMAIM3MPAHO 3BEHO, KOETO IIpeAroJara
HACOYBAHETO Ha OOJIHUS KbM HETo NMPH ChOTBETHO CbMHEHHE.

[IpenBapuTenHo ce U3BBpIIBA HAAEKAHO CKPUHUHIOBO H3CJIE/ABAaHE HA €IMHUYHA
nopuus ypusa. I[Ipu nanmmune Ha PCT pe3ynTaTbT OT HETO BHHArW € IOJIOKHUTENEH, a IpU
OTCBHCTBHUE - OTpUIIATENIEH, KOETO OTXBbpis nauarnoszara PCT, Hamupaia ce B akTUBHA (asa.
[Tpu monoxuTeTHa CKPUHUHIOBA TP0o0Oa ce MPEeMHHABa KbM U3CJIEBAHETO Ha MOPGUPUHUTE B
24-yacoBa ypWHa, W3CIIEIBAHE Ha YpONOpQHPWMH B KpbBHA IIa3Ma, MOpGUpUH-OENTHYCH
KOMILIEKC ¥ TOP(UPHUHU B €PUTPOLIUTHUTE.

[Ipu m3cnenBane Ha 24-yacoBa ypuHa C€ YCTaHOBSBA CHJIHO MOKAayBaHe (JI€CETKU WU
CTOTHIIM ITbTH ) Ha ypomoppHupuHa IpHU JIEKO 0 YMEPEHO MOBUIIEHUE HA KOMPONnoppHupHHa.
AMUHOIIEBYJIMHOBaTa KHUCEIMHA U MOp(OOMIMHOTEHBT B ypHUHATa HE C€ IPOMEHST.
VYponoppupuHbT B KpbBHaTa Mia3ma (pedepeHtHa rpanuua a0 1,4nmol/24h) cemo ce
MOBUIIIABa JECETKH WM CTOTULM ObTU. [lopdupuHUTE B €pUTPOIUTUTE ca HOPMAIHU.
[TopdupuH-OeNTHUHUAT KOMIUIEKC B pa3peleHa KpbBHA IUIa3Ma JlaBa CHJIHO H3pa3eHa
¢bayopecuenius Ha 618 nm. EpurpornurHara akTMBHOCT Ha €H3MMa YpONOPPHUPUHOTEH-
nekapOoKcHiIa3a € HamaieHa caMo Tpu ciydaiite ¢ pammina PCT u naTeHTHUTE U HOCUTENH
U3MEXIY POIHUHUTE.
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JIuricBa Kopenanusi MeXJy HapylIeHHEeTO B MopupHUHOBaTa OOMsSHA M TEXKECTTa Ha
YEPHOPOOHOTO YBPEKIaHE.

JAmnarno3a u nudepeHunaIHA TUATHO3A

JluarHoszara ce ImocTtaBsg Bb3 OCHOBAa Ha OIMCAHaTa MOJIUMOpP(GHA JepMaTOIOTHYHA
KapTuHa, xapaktepHure 3a PCT npomenu B moppupuHOBaTa OOMSIHA U KIMHUYHHUTE U
NapakJIMHUYHH U3CIIeIBaHUS OT CTpaHa Ha YepHUs Jpoo.

Hanoxwutenna e nudepeHnuanyaTa 1uarno3a cbC CIeHUTE 0YI03HH NOPPUPHUU:

- Porphyria variegata. Koxknata cumnromMarvuka npu Hes € MPaKTHYECKH ChIaTa KaKTo
npu PCT, HO mopdupuH-6enTbuHuAT KOMIUIEKC (iryopeciiupa He Ha 618nm, a Ha 626nm.
B u3BBHIPUCTBIIEH MEPHOA KOIPONOP(PHUPHHBT YECTO € MO-BUCOK OT YpOoHnoppHupuHa.

- Bponena konponopdupus. Mma cxomna ¢ PCT kokHa cuMrtoMmaTuka M MOPQPUPHH-
OENTHPYHMUAT KOMIUIEKC ChIIO € Ha 618nm, HO Bozema mpu Hest € KonponopupuHypusTa,
a He yponopbupunypusta. OCBeH TOBa, TSI BUHAru MPOTUYA C OCTPU MPUCTHIIH.

- Bponena eputponoernuna noppupus (6oxect vHa Gunther). Chio ce xapakrepuzupa
c moBHIIeHHE Ha ypomopdupuna (nopu B mo-rosmsiMa crener or PCT) um mopdupun-
OenThuHUAT KOMIUIEKC ¢ Ha 618nm. Ilopdupunure B epurpoumtutTe O0bOaye He ca
HopMaiHu, kakTo npu PCT, a ca MHOTrO CHJIHO NMOBUIIEHU. 3all0YBa B Hali-paHHO JI€TCTBO
U KOXHHTE TMPOMEHHU HE Ca EpO3UBHO-OYIO3HH, a OyI03HO-YILEpPO3HH H Oyl03HO-
HEKPOTHYHH, KaTO BOJAT J0 TEXKH 00€300pa3siBaHMs, KaKBUTO HE c€ HAOII0JaBaT MpHU
PCT. Xemonutuuaute nposiBu (kakButo jurcear npu PCT) ca MHOTO YecTH, a MOHsAKOTa
dartanau. Te BoasT 10 M3pa3eHa cruieHoMeranus, kakparo Hsama npu PCT.

[Mpu Henopdupuunute Oyno3uu nepmarosu (bonect Ha Duhring, epidermolysis bullosa,
erythema exsudativum multiforme, hydroa aestivale, pemphigus vulgaris) He ce oTkpuBar
ormucanute npu PCT oTkinonenus B oOMsiHaTa Ha nopdupunute. ChIIOTO ce OTHACS M 3a
Ipyrure 3a00JsiBaHUsA, KOUTO MPOTUYAT ¢ XMIIEPHIUIMEHTalus U xumneprpuxosa. [lonskora
MIpH TeJarpa Wid Meiarpoui] ce cpelar HexapakTepHu IpOMEeHH B mopdupuHoBaTa 0OMsIHa,
HO TaM JIECHATa KO’KHA PAaHUMOCT, MEXYPUTE U XUIIEPTPUX03aTa HE ca TUINYHU.

Jleuenue na PCT

[IbpBaTa TepameBTMYHA HaMeca TpsOBa Ja ObJe BB3MOXKHOTO OTCTpaHsBaHE Ha
OCHOBHHTE ITyCKOBH (PAaKTOPH - AJIKOXOJIHA KOHCYMAIHs, yrnoTpeda Ha eCTPOTeHHU U JKEJIe3HU
npemnapaty. M3cnensar ce MapkepuTe Ha XEMAaTUTHUTE BUPYCHU MH(EKIUHU. Y CTaHOBSIBAHETO
Ha xenmarut C pgomssicHsBa eTwonorusara. lLlenechoOpa3HOCTTa HAa TPOBEXKIAHETO Ha
aHTUBHMpYCHa Tepanus TpsOBa nga Obae oOChIEeHAa KOHKPETHO NpU BCEKH OOJIEH.
YepHOIpoOHOTO yBpEeKIaHE ce JieKyBa ChOOpa3HO Heromara wuspaszeHocT. Ilpumosxenue
HaMHpaT pa3IuYHU XeNaTONPOTEKTOPH.

Bpemenno tps6Ba na ce u30sArBa CIIbHYEBOTO OOMBbUBaHE M paboTara BOJEIIA [0
TpaBMHU (BKJI. MUKPOTPaBMH) Ha pblETe. B CI'bHUEBU JIHU € YMECTHO HOCEHETO Ha IIarka ¢
mpoka nepudepus 1 10pu ThbHKU pbKaBUIIH.

3a cnenuduyHO JNeyeHHe Ha nopdupHHOBaTa OOMSIHA MPHU HOBOOTKPUTHUTE CIIydau C
YCex Ce nmpujarat JBa aJITCPHATUBHU MATOITCHETUYHU MCTO/1A: A. MacuBaHn KPBBOITYCKaHHA
u b. Hucku no3u xyopokBuH. YponophupuHBT B IIa3MaTa M3IMOJI3BaMe€ KaTo OCHOBEH
KPUTEPHI 32 MOHUTOPHPAHE HA JICYCHUETO.

A. Macuenu Kpveonyckanus

brnaronpusitTHusIT WM edeKkT ce CBBbp3Ba C HaMalsABaHE Ha XemaTocHiepo3ara.
M3BwpmBaT ce mo ciemHara cxema: Mo eaHo KpbBomyckane oT 500 ml cegmuyHO B 4
MOPETHU CEIMUIIH, MOCIEBAHU OT MO eAHO KpbBomyckaHe oT 500 ml Ha Bceku 4 ceaMHIIN.
KpbBomyckanusiTa ce nmpeycTaHOBSIBaT MpU CHajaHe Ha ypornopdupuHa B miaazmara noja 10
nmol/l. YcmopenHo ¢ ToBa ce MOHWXKaBa M IMIbPBOHAYAIHO BHCOKaTa ypOmoppupHUHOBA
eKkckperusi B ypuHara. [lomoOpeHmeTro B oOMsHaTa Ha TOP(QUPHHHUTE C€ CBHI'BTCTBA OT
M3pa3eHo TMOoJ0OpeHHe Ha JAePMATOJNOTHYHHS CHHAPOM, JOCTUTAIIO JO MPAKTUYECKO
037paBsiBaHe. 3HAYUTEIIHO C€ MOAOOPSBAT W YEPHOAPOOHUTE JTAOOPATOPHH IOKA3aTEeIH.
Pemucusi ce moctura npu BCHUKH OOJIHU JIEKYBaHU C KPBhBOMMyCKaHus. KonnyecTBOTO mycHaTa

130



KpBbB Bapupa Mexny 2 u 6L npu pasnuunute Oomuu (cpenHo 3,5 L, T.e. 7 kpbBomycKaHus,
YHeTO U3BBPIIBAHE OTHEMa oKoilo 3 /2 mecena).

KppBomyckanuaTra ce W3BBPIIBAT MPU MHUHHMATHA CTOMHOCT HAa CHUCTOJIUYHOTO
aprepuanHo Hamsrane oT 110 mmHg. Te He ce mpunarat mpu wu3pa3eHa ChpJCYHA WIH
JIUXaTelHa HEAOCTAaThUHOCT, HECTAOMIIHA CTEHOKApIMs, NEKOMICHCHpaH nuader, OhOpeuHa
HEJOCTAaThUHOCT M JPYr'M 3acTpalllaBalld JKUBOTa CbCTOSHUSA. [pumbT u JApyru
UHTEPKYPEHTHU 3a00JsIBaHUA MpeACTaBIISIBAT BPEMEHHU MIPOTUBONOKA3aHHUS.
KpbBonyckanusaTra ce U3BbPIIBAT U MPU NOPGUPUILIN C XETEPO3UTOTHA [3- TajmaceMusl.

KppBomyckanusaTa ce moHAcAT ydyABamo no0pe oT OoimHUTE. B Kpas Ha JIeYeHHETO
XEMOTTIOOMHBT W €PUTPOLUTHTE CIAAAT ChOTBETHO ¢ He moseue ot 20g/l u 0,5 - 1 x 10 /1.
KpbBomyckanusita OOMKHOBEHHO CE€ M3BBPIIBAT aMOYJIaTOPHO, HO MPU MO-BB3pPACTHU OOJTHH
WM HaJIM4Ke Ha ChI'BTCTBAIM XPOHUYHHU 3a00JI5IBaHUs € YMECTHO MMbPBUTE 4 KPHBOILYCKAHUS
Jla ce HampaBAT B KIMHWYHA OOCTaHOBKa. HeoOxomumo € ciiesl KpbBOMYCKaHE OOTHUAT 1
OCTaHE B JIEXKAIIO MOJ0KEHUE 0K0J0 15 - 20 MuH.

b. Hucku 003u xn0pokeun

Mexay XJIOpOKBUHA U OTJIOXKEHHUTE B YEpHHUs Ipod MoppUpuUHH ce 00pazyBaT BOJIHO
pa3TBOPUMHM KOMIUIEKCH, KOUTO JIECHO MONaJaT B IJIa3MaTa U YCUJIEHO CE OTIEJNAT C ypUHaTa.
Taka gepHusaT qpod ce orOpeMeHsBa OT MOPPUPHHNTE U ce TIOCTUTa pemMucus. JledeHneTo ce
MPOBEXJAa 3aIBJDKUTETHO C MHOIO HUCKHM 103 - caMo 2 nHM B ceamuuara no 0,125 um
0,250g opanHO mpu €qHOKpaTeH AHeBeH npueMm. [lo-rosemure no3u Morar aa JoBenaT 110
pa3BUTHE Ha OCTpa LEeHTpoJjo0yaapHa XenatoHekpo3a npu Hskon 6omxu ¢ PCT. Haii-uecto
ce mpuiara XJOopokBHH-au(pochar. Jleuennero ce mpoBexkaa amOynaropHo. Ilpum
HOBOOTKPHUTH CJIy4yal TO OTHEMa IO-ABJITO BpeMe OT JEUECHUETO C KPbBOIYCKAaHUS (MEXIY 5
n 15 wmecena). IIpy MHO3ZMHCTBOTO c€ MOjdy4yaBa KIMHUYHA M OMOXMMHYHA PEMHUCHS.
HerossiMa yacT ot 607HHMTE HE OTTOBAPST HA XJIOPOKBUHOBOTO JICUCHHE.

IIpu HoBoOTKpUTH ciyyau ¢ PCT mpennodyntaHoTo JiedeHHe € TOBa C KPbBOIIYCKaHUS,
[opajy MOJYy4aBaHETO Ha Mo-Obp3 MojoxkuTeneH epekt ¢ Hero. IIpu mo-Texko 3acerHara
nopupruHoBa 00MsiHa (Tu1a3mMeH yporopdupus > 200 nmol/l) ro komOuHMpamMe ¢ HUCKH 103U
XJIOPOKBHUH, KOETO YCKOPSIBA [IOCTUTAaHETO HAa PEMUCHSL.

KpbBonyckanusara (HO HEe U NPUIPYXNKABAIIUAT ' OMOXMMHYEH KOHTPOJI) OMXa MOTJIU
Jla ce MU3BBbPLIBAT OT JIMYHUSA JieKap Ha OoyHusA. Becuuku O0JIHU ca HETPYOCIIOCOOHM Tpe3
I'BPBUSL  MEcell OT JIEYEHHWETO, 3a KOETO ce u3JaBa OOJHMYEH JHCT. BpemeHHaTa
HETPYJOCMOCOOHOCT MpHU (U3HYeCKUTe pPAOOTHUIM U paboTeluTe Ha OTKPUTO Ce
MPOJBJIKABA /10 IOCTUTAHE HA IEPMATOJIOTMYHA PEMUCHS.

IloBenenue npu NocTUraHe Ha peMUCHA

HManeunure pesynratu oT jeueHuero Ha PCT 3aBucAT OT ToBa manu IpoabiiKaBa
BT)SI[GI\/JICTBI/IGTO Ha Q)aKTOpI/ITG, OTKIIOYBAIH PAa3BUTHECTO HA KIIMHUYHHUTC ABJICHUA (aJ'IKOXOJ'I,
HocuTesIcTBO Ha XenatuT C BupycHa MHQeKIHs, paMuiIHOCT). MHOTO OT JIMara, Ipu KOUTO €
MOJIyueHa pPEMHCHsS, TOJydyaBaT pPELUUIUB Ciel pa3inyHu cpokose. [lopamu ToBa, cien
MIOCTUTHATa PEMUCHsI, OOJTHUTE ce MPUBHUKBAT BEIHBK FOJUIIIHO Ha KOHTPOJIHO M3CIIEIBAHE B
crienuanu3upaHoro 3BeHo. IIpoBepsiBa ce HHMBOTO Ha ypomopupuHa B Iuiazmata. [lpu
3aroysalll peruanuB TO e MOKa4YBa IPeau Ja Ce SBAT JEpPMaTOJOTHYHUTE U3MEHEHUS U IIPEIU
Ja ce BJOLIAT 4YepHoApoOHHTE abopaTopHU mMokazatenu. [Ipu Te3wm paHHU CYOKIMHUYIHHU
(v “OMOXMMHYHHK) PELUUAMBU C€ TMpHiara HIKOJIKOMECEYHO aMOYyJIaTOpHO JIEYEHHE C
HHCKH O03H XJIOPOKBHUH, CJIEA KOECTO OOJIHUAT OTHOBO HAaBJIM3a B OMOXHUMHUYHA peEMuUcus. Camo
IIPY JIMLA, KOUTO HE OTrOBapsT HAa XJOPOKBHHOBOTO JIEYEHHE CE NpUiIaraT KPbBOIYCKaHUS.
E>xeronHoTO KOHTPOJHO M3CleBaHE € BakeH (DaKTOp 3a MpeAoTBpaTsABaHE HAa KIMHUYHHUTE
PELMINBY U NO-HATATBITHOTO Pa3BUTHE HA YEPHOAPOOHOTO YBpEkKAAHE.

[Tpu nopoupunure ¢ xenatut C, KOUTO ca MOAXOASIIHU 3a UHTEP(HEPOHOBO JICUEHHE,
€ KEJIaTEJIHO NPEABAPUTENHO J1a ce nocTurue pemucus Ha PCT upe3 kpbBomyckaHus, T.€. Aa
ce OTCTpaHM Xxemartocujeposara. [Ipu nunara ¢ opopmeHna mupo3a € HEOOXOIUM perLOBEH
exorpa)cku KOHTPOJI C OIJIEJ] CBOEBPEMEHHOTO YCTAaHOBSIBAHE HA I'bPBHUYEH YEpPHOJIPOOEH
pax.
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Nudopmanus 3a 001HUA

Ha Oonnute ce chobmaBa, ye cTpagaT OT CPABHUTEIHO PSIKO BEIIECTBOOOMEHHO
3a00151BaHe, KOETO o0ade MoIJIeKH Ha ycIenrHo JieueHue. Habsra ce Ha HeoOXoauMocCTTa OT
crMpaHe ynorpebara Ha aJIKOXOJIHM HANMUTKH. VI3ThKBa ce BaKHATAa POJISI HA TOIUITHOTO
KOHTPOJIHO U3CJe/IBaHe 3a MPEIOTBPaTABaHE HA KIMHUYHUTE PELUAUBH.

[11.PORPHYRIA VARIEGATA U3SIBEHA C KOXKHA CUMIITOMATHUKA

OcBeH ¢ ocThp MPUCTHII, porphyria variegata MoXe J1a ce U3pa3u U C €pO3UBHO-0yII03HA
(dboroceHcuOUIM3aIMs, MPUIYUHEHA OT OTIIOKEHUTE B KOKaTta MOPGUPUHU U BBH3ICHCTBUETO
Ha CIbHYEBHUTE NbUM. [IpU MHOTO OT OONHUTE HUKOTA HE CE pa3BHUBA OCTHpP MPHUCTHI, a
€IMHCTBEHUSIT CUHIPOM € KOKHUAT. Tol € HanmbJIHO cxojeH ¢ To3u npu PCT.

Tounara muarHosa ce MOCTaBs OT CIICUATU3UPAHOTO 3BEHO Bh3 OCHOBA Ha IMOBUILIEHATA
EKCKpelus Ha NOPQUPUHH C ypuHATa (4eCTO, HO HE 33IbJKHTEITHO, KOIPOIIOPPUPUHBT € TI0-
BHCOK OT ypomophupHHA) U CTPOro crernupudaus 3a 3a00isiBaHETO MOPPUPUH-OSITHUCH
KOMIUIEKC B HATMBHA KPBBHA IUIa3Ma C HM35BEH (UIyOpPECIEHTCH MakcMMyM Ha 626nm. B
M3MPAKHEHHUSTA CHITHO CE YBEJIMYaBa MPOTONOPGUPHHBT U TIO-MaJIKO Kompornoppupuust. 3a
paznuka ot PCT, XpoHHYHO 4epHOAPOOHO YBpEXKIIaHE HE CE Pa3BUBA.

Edukacrno nedenne Ha ¢doToceHcHOMIM3anusaTa He chliiecTByBa. HeoOxomumo e
npe/rna3BaHe OT JEHCTBUETO HA CI'BHUYCBUTE JIbYM M OT TPaBMU (BKJI. MUKPOTPAaBMH) IO
pbrere. Bp3MmMoxkHOCTUTE Ha (amMIIHATA AWATHOCTHKA Ca ONUCAaHW B aJTOPUTHMA IPHU
nopGupUH, MPOTUYAIIH C OCTHP MPUCTHII.

Heo6xomumo e GosmnuTe OoT porphyria variegata ¢ M3sBeHa KOKHA CHMITOMAaTHKa Ja
ObaaT MpPoECHOHATHO OPUCHTUPAHU KbM paboTa Ha 3aKpUTO, U30srBaIia MUKPOTPABMHU 10
pbuete. [Ipu numca Ha TakaBa BB3MOXKHOCT (Hamp. MpU HUCHK 0oOpazoBaTelsieH IIEH3) Te ca
TPaiHO HETPYIOCIIOCOOHH.

V. BPOJAEHA KOITPOIIOP®UPUSA C KOKHA CUMIITOMATHUKA

Bponenara xonponopdupus, KoATo € 1ocTa psaKo 3a00isiBaHe, ce U3pa3siBa IVIABHO C
Hesposucyepannu cumnmomu, HO T1pu okono 30% OT ciydauTe ONMBIHUTEIHO Ce
HaOmomaBa M (POTOCEHCHOMIM3ALMS, KOSATO C€ M3pa3sBa TJAaBHO B XUIEPHUTMEHTALUS H
XUIIEPTPUX03a [10 OTKPUTUTE YACTH HA TSIIOTO.

[Tono6no Ha PCT, nopdupuH-6enTHUHUAT KOMIUIEKC B I1a3MaTa UMa (hIyopecleHTeH
MakCUMyM Ha 618nm, HO KomponopGHUpUHBT B YypUHATa HU3pa3eHO MpeodiagaBa Hal
yponoppupuna. Ilpu octbp mnoppupuUeH TMPUCTBII Cc€ TMOBUIIABAT B ypUHATa O-
aMMHOJIEBYJIMHOBaTa KHCEIMHa U ocoOeHo mnopdobunuHoreHsT. M3cneaBaHusta ce
W3BBPUIBAT B CIIELUATU3UPAHOTO 3BEHO.

KoxxHuTe mpomMeHu He mojyiexkar Ha eeKkTuBHO jeyeHne. Heo6xoaumo e npeznasBaHe
OT JEHCTBHETO Ha CI'bHYEBHUTE JTbUM U MUKpPOTpaBMHU IO pblere. HeoOxonuma e cboTBETHA
npodecroHanHa opueHTanus. [Ipy HEBB3MOXKHOCT 3a TakaBa OOJNHUTE ca TpaifHO
HETPYAOCHOCOOHH.

V1. EPUTPOITIOETUYHA MMPOTONMOP®UPHUSIL
Epurponoernunara mnporomopdupus € TeHEeTHYHO 3a0olisiBaHe, IBJDKAIIO Ce Ha
YHaCJIe/ICH YacTH4eH JAeUIUT Ha eH3uMa epoxenarasa.

KinHu4HM KpuTEpuM 32 1MarHo3ara

3a00sBaHETO Ce€ XapakTepusupa C EpUTEMHO-eleMaTo3Ha (OTOoCeHCHOMIH3anus,
IposBSBAIlla C€ OIlE B JIeTCKa Bb3pacT. Cien KpaTKOTpailHO M3jaraHe Ha CIbHLE Ce sBABa
00JIE3HEHO U OTOYHO 3auepBsIBAHE MO OTKPUTHUTE YACTH Ha TSUI0TO. TO MpeMUHaBa M3BECTHO
BpeMe cllel] NpEeKpaTsiBaHE Ha OO0J'bYBAHETO, HO CleJA Hopeauna OT MOJOOHU eNnu3oau
penedbT Ha KoXKaTa TocTeneHHO 3arpy6sBa. T  nuxeHuduuupa, npugoOuBa
BOCHYHOINIOJJOOCH IBAT M HANo00sBa MOPTOKajIoBa Kopa. Te3u NpoMeHu ca Hal-u3sBEHU 110
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Hoca U Oy3urte. OKOJIO yCTHUTE ce 00pa3yBaT paJHaiHH paragyd U HaOpbUKBAaHUS, HO HUKOTa
HE ce JocTura J0 00e300pa3siBanus. YecTo ce yCTaHOBSIBAT JaHHU 3a (DaMHIIHOCT, HO HE TIPH
BCHYKHTE HOCUTENN UMa KJIMHUYHU U3SBU.

dDu3NKaIHA HAX0AKA NMPH MperJiena

Cren w3narane Ha CITBHIIE TI0 JIMIIETO, BpaTa, YIIUTE U I'bp0a Ha JUTAHUTE U PBCTUTE CE
HabmrogaBa Oosie3HEH enemaro3eH eputeM. [lopu W Ja He € UMalo CKOPOIIHO OOJTbYBaHE,
HaJIMIE € TpaiHO 3arpyOsiBaHe Ha peneda Ha KOXKaTa 10 OTKPUTHTE YaCTH C OMUCAHHUS I10-
rope xapaktep. OOMKHOBEHO HE C€ YCTAHOBSIBAT €PO3UH, MEXYPH H JIECHA PAHUMOCT.

OO0mm 1adopaTopHu U3C/IeIBAHUSA

[Ipu moBeveTo OT OONHUTE HE CE YCTAaHOBSABAT NPOMEHH. [Ipy HIKOM OT TAX MMa JieKa
MHUKPOILIUTHA XWIIOXPOMHA aHEMHs, a IpuU APYrd - cinadu, Hecnenu(puyHu MPOMEHH B
4epHOIPOOHUTE Ta0OPaTOPHU MoKa3arenu. JIumncsar jaHHM 3a XeMou3a.

Crnenuaju3upanu JadopaToOpHH U3CJIeIBAHMS

[IpoTonopdupuHBT B EPUTPOLUTUTE € YBEIWYECH JECeTKHM NIbTH HaJ TOpHaTa
pedepentHa rpanuna. IIpodupuH-OenThUHMAT KOMIUIEKC B KpbBHAaTa Ijla3Ma HUMa
¢diyopecuieHTeH MakcuMyM Ha 632nm npu BB30OyxkmaHe 408nm. JlumcBar mpomMeHH mnpu
u3cieBaHe Ha MOp(UPUHUTE B ypuHATa, Thil KaTo NPOTONOPGUPUHBT HE NPEMUHABa Mpe3
O0pOpeunust punthp. Ilpu porHUHHUTE-IATEHTHH HOCUTEIH HE Ce YCTAHOBSBA MMOBHUIIECHHE HA
npoTonoppupuHa.

IIpoTHyane HA ePUTPONOETHYHATA MPOTONOPPUPHU

[Ipu moBedeTo OoHU 3a00JsIBAHETO MMa JTOOPOKAYECTBEH XOJ, OCOOCHO akKo ce
n305TBa CITPHYEBOTO 00 TpYBaHe. CPaBHUTEIIHO YECTa € XOJICIUTHA3aTa, KATO KOHKPEMEHTHUTE
chIbpkaT u nporonoppupud (puyopecuupar yepseno Ha UV-cBetnuna). [Ipu okomno 5-10%
oT OosHuTe, 06€3 SCHO yCTAaHOBMMA TNPHUYMHA, CE€ Pa3BHUBA TEKKO TUPY3HO UYEPHOAPOOHO
yBpeXKIaHe C MHTpaxemarajHa XoJiecTa3a, KOETO B TOBEYETO CIIy4ad HampeaBa Obp30 U
3apppmiBa (atanHo. OminaraT ce HM3KIIOYUTEITHO TOJEMH KOJIMYECTBA MPOTOMOPPUPHH B
YepHHsI Ipo0 U JKITbYHHTE MbTUINA. KoponopupuHbT B ypHHATA MOXKE J1a CE YBEIINYH.

JAnarnosa

ITocTaBa ce OT crenMaTU3UPaHOTO 3BEHO BH3 OCHOBA HAa E€PUTEMHO-EIEMaToO3HaTa
¢doToceHcHOUIM3aIMs, ChUETaHA ChC CTPOrO CHEHU(PUYHUTE MPOMEHH B NOppHUpHHOBATA
oOMmsHa. [locnegnure M3KIOYBAT HEOOXOOUMOCTTA OT AMQEpEeHIMaNTHa JUarHo3a c JApYyru
¢doronepmarosu. Ilpu pazBuTHe Ha TEXKO IU(PY3HO YEPHOAPOOHO YBpEXkJAaHE U XOJIecTa3a ¢
HEs1CHaA C€THOJIOrus, aHaAaMHCCTHYHHTEC JaHHH 3a TaKbB THII (1)OTOC€HCI/I6I/IJ'H/I3aIII/I$[ n
XapaKTepHUTE KOXKHU TMPOMEHHU ca OCHOBAHME 3a M3Clie/IBaHe Ha MopdupHHOBaTa OOMSsHa,
Ype3 KOETO IIIe Ce NMOCTaBH JUarHo3ara.

Jleuenune

N36srBaHeTo Ha cabHYEBAaTa CBETJIMHA € OCHOBEH (DaKkTop 3a MpeAoTBpaTsBaHE Ha
dbotonepmaro3ara. ToBa Hailiara OCBOOOXKJaBaHETO OT BOEHHA CIIy)k0a W TMOAXOJsIIa
npodecroHanHa opueHTanus (pabdora Ha 3akputo). [Tonmsara or opanHOoTO mMpuemaHe Ha [3-
KapoTuH (TOW ce oTjlara B KoOkara, KbJeTO adcopOupa CBETIMHATa W CBBpP3Ba CBOOOHUTE
panuKain) € TUCKYCHOHHA.

3acera y Hac He CHIECTBYBA HAJESKIHO JICYCHUE TIPH PA3BUTHE HA OCTPO TU(PY3HO
X0JIecTaTUYHO yBpekaane. [Ipuara ce cuMnToMaTH4HA Teparnus.

VIil. BPOAEHA EPUTPOIIOETUYHA IMOPOUPUSA
Bponenara epurponoeruuna nopoupus (BEII, 6onect na Gunther) e TBbpae psako
3abonsBane. B nureparypata ca ommcanu okoio 100 OomHm, a B bwarapus mocera e
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ycraHoBeH camo | cmyuait. BEIl ce npmku Ha yacTHueH JAeUIMT HAa EH3UMA
yporiopupunoren IlI-kocunrasa.

KiuHMYHA KapTHHA ¥ JaHHU OT J1a00PATOPHUTE U3CJIeABAHUSA

BEII e naii-te’xko mpoTuyamara oT Bcuuku nopdupuu. IlposssBa ce ome B Haii-
paHHO JIETCTBO (HAYaJIHATA U MOsIBA Y BB3paCTHU € psaaKocT). KinnHuunara kapTuHa ce Biajee
oT aBa cuHjpoma: A. [lepmaranoruyen u b. XemonutuueH.

A. lepmamonozuuen cunopom. OOycnaBsi ce OT OTIOKEHU B KOKaTa MOpGUPUHU
(yponopdupus I, konponopdupun I), cBppxoOpazyBaHu B epUTPONIOSTUYHATA THKaH, TOPaaN
BpOJICHUSI €H3UMEH Je(ekT. KpaTkoTpaifiHOTO M3llaraHe Ha CIIBbHIIE BOIM J0 TEXKa OYyJI03HO-
yJIepo3Ha U JIopu Oyl03HO-HEKpOoTHYHA (oToceHcHOmmm3anus. CiaydalHUTe MUKPOTPABMHU
W JIECHO Pa3KbCBAllUTE CE€ MEXYPH IO OTKPUTHTE YacTH Ha TSJIOTO OCTaBAT IBJIIOOKH
TOPHHJIHYU S3BU, KOMTO YeCTO 3arHosiBaT. [Ipm 6aBHOTO cu 3apacTBaHe T€ 00Opa3yBaT MHOTO
rpyou 00e300pa3siBaiy [IMKATPUKCH, KOUTO Ca XUIIEPIIUTMEHTUPAHU WU JICTUTMEHTHPAHH.
Texkure nedopmanuu 3acsrat Haii-uecto mpbcTHTE (0COOEHO KpailHUTE (pajlaHru), HOCa,
ycTHUTE, Oy3WTe, KJIEMauyuTe M ymuTe. MoraT Jla ce YBpEOSIT M POTOBHUIIUTE, KOETO Ja
OpUYMHM clenoTa. B geHTMHa ce otriaraT mnopupuHM, TOpagd KOeTo 3b0uTe ca
yepeHokadsaBu. Te ¢uyopecuupar uvepBeno Ha UV-cBernuua. Hamuue e wu3paseHa
xurneprpuxosa. [lopaau otaensmmre ce moppuprHu ypuHata € ThMHO YepBeHa. [lenenute Ha
HOBOPOJICHOTO CHIIIO CE OIBETSABAT B UEPBEHO OT ypUHATA U MEKOHUYMA.

N3cnensanero Ha moppupruHOBaTa 0OMSIHA, KOETO CE U3BBHPIIBA B CIICIUAIN3UPAHOTO
3BCHO, YCTAHOBSIBA CJICTHOTO: MHOTO BUCOKO OT/ICJISIHE HA MOP(UPHHU C ypUHATA MPH CHITHO
u3paszeHo npeodnagaBane Ha yponopbuput I Hag yponopdupun IIl; d-amunoneByIMHOBaTA
KHCENHMHA 1 TOP(GOOMIMHOTEHBT B YpUHATA HE ca IPOMEHEHH; TOPPUPHHUATE B EPUTPOLIUTHTE
ca U3KIIFOYUTEITHO BUCOKHU; YPOIOPGUPHUHBT B TUIA3MATA € CHITHO MTOBHIIICH.

b. Xemonumuuen cunopom. XeMmMoiu3ara, AbDKAIA CE HA TOJEMHUTE KOJIMYECTBA
yporioppupur [ B epuTpouMTHTE, € pPa3HOCTEIIEHHO NPOSBEHA y pa3IUYHUTE OOJHHU.
Xapakrepuzupa ce C HUKTep, NOHMWKEHHE Ha XEeMOIIoOMHa M Oposi Ha EpUTPOLMTHUTE,
aHM30IIMTO3a, TMOWKMIIOIMUTO3a, MOJIMXPOMAa3Hs, PETUKYIIHUTO3a, Oa30(uiHa IyHKTyarus,
HEKOHIOTUpaHa XUMNEepOWIMpyOMHEMHUsT M JMIca Ha XantorioOouH. Ilpm kocTHO-MO3buHa
IIyHKIIMSI C€ YCTAaHOBSIBA €PUTPOMAHA XUIIEpIUIa3us. Pa3BuBa ce cruieHoMeranus, KOSTO ChIIO
JONIPUHACS 3a aHeMHsATa M MOXe Ja JloBele /O JICBKOMEHHUS M TPOMOOLUTONECHHMS.
[locnegnara Moxke na ObJe MpUYMHA 3a XeMoparuyHa auare3a. TeXKO W3SBEHMST
XEMOJINTHYEH CUHJPOM MOHAKOIa BOAU A0 (aTaieH U3XoJ.

IIpu penkure ciydan ¢ HadasiHa n3sBa Ha BEII B mo-KbCHA BB3pacT XEMOJIUTHYHUTE
npoMeHH ca jeku uin aurncsar. [Ipu BEII He ce pa3BuBat octpu nophupuiHN IPUCTHIIH.

JAnarnosa

[ToctaBst ce OT cnenMaTu3UpPaHOTO 3BEHO Bb3 OCHOBA HAa ChUYETAHUETO MEXAY TEXKKa
Oyno3Ha ¢oTonepMaTo3a U XeMOJUTHUEH CUHIPOM, pa3BUBAIIM CE€ OT paHHa JIeTCKa Bb3pacT,
Y CWJIHO U35IBEHUTE MPOMEHU Ha op(upHHOBATa OOMSHA.

JleueHnue

Heob6xonuMo e M3KITI0YUTENTHO CTapaTeIHO U30srBaHe Ha CIbHYEBaTa CBeTIMHA. [1pu
3arHosiBaHe Ha KOXXHHUTEC JIC3MKW BBTPCIIHO W BBHIIHO CE IMpujarat aHTI/I6I/IOTI/IHI/I, 3a da Ce
MpeIoTBPaTAT 00e300pa3siBaHUATa Upe3 MO-0bp30 3apacTBaHE.

HpI/I IMO-TCKKHU XCMOJUMTUYHH SABJICHHUA CC€ HU3BLPIIBAT KPBHBOIPCIHMBAHUAA. Koraro
KpBHBOMPEINBAHUATA Ca YECTH, HEOOXOIMMO € ycropeaHo na ce mpuiaara u Desferal, 3a na ce
n30erde xemarocujeposara. [IpW dYecTH >KHBOTO3aCTpaliaBallld XEMOJUTHYHH TPOSIBU CE
MpernopbyuBa CIJICHEKTOMHUSI, KOSTO HMa J00bp edekr. MHO3MHCTBOTO OT OONHHUTE ca
MMPAKTUYECKH HE TPYIOCITOCOOHH.
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VIIl. Cnnmebk Ha paspemieHMTe JIeKApCTBAa NpH NOPQUPHH, NPOTHYAIIM € OCTHP

NPHUCTBI
AHaJreruny, AHTHOAKTEepHAJIHH CPeACTBA AHTHBHPYCHH CPeACTBA
anTunuperunu 1 HCIIBC
Acidum acetylsalicylicum | Amunoznioxozuou Abacavir
Alfentanil Amikacin Aciclovir
Codeine Azithromycin Didanosine
Dihydrocodeine Gentamicin Famciclovir
Ethylmorphine Kanamycin Ganciclovir
Fentanyl Neomycin Interferon
Ibuprofen Streptomycin Lamivudine
Indometacin Tobramycin Ribavirin
Ketoprofen IHlenuyununu Tenofovir
Methadone Amoxicillin Valaciclovir
Morphine HCL Ampicillin Zalcitabine
Nalbuphine Amoxicillin and enzyme inhibitor
Naproxen Ampicillin + Sulbactam Anmumuxomuyu
Paracetamol Benzylpenicillin
Pethidine Clavulanic acid
Sufentanil Cloxacillin Flucytosine
Sulindac Dicloxacillin Nystatin
Tinctura opii simplex Oxacillin Anmunpomosoa
Piperacillin
Piperacillin + Tazobactam Quinine
Ticarcillin Chloroquine
XHUHOJIOHU Primaquine
Ciprofloxacin Pyrimethamine
Norfloxacin Tyoepxkynocmamuyu
Ethambutol
Streptomycin
CpeacrBa 3a MectHa | CpeacTBa 3a 00ma aHecTe3usi | AHKCHOJIUTHUIIH,
aHeCTe3ud H MUOPECJIAKCAHTH AHTHACNPECAHTH,
CBHOTBOPHHU M C€AATHBHMU
cpeacrsa
Benzocaine Aether pro narcosi Bromazepam
Bupivacaine Atropine Calcii bromidum
Cocaine hydrochloride Cyclopropane Clonazepam
Lidocaine Droperidol Diazepam
Procaine Epinephrine Estazolam
Tetracaine Fentanyl Fluoxetine
Ketamine Fluphenazin
Morphine Haloperidol
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Naloxone Mianserin
Neostigmine Midazolam
He ca na6monasauu | Nitrogenii oxydum Natrii bromidum
nopdupruHr TpucThOM ciex | Pancuronium Orocetam
npujaraHe Ha mectHa | Pethidine Piracetam
aHeCTE3usl. Propofol Temazepam
Suxamethonium Triazolam
Tubocurarin Valeriana
Zopiclone
AHTHAJeprUyHM H  aHTHacTMaTH4HM | [lepudpepun u MO3bYHHU Ba30ANJIATATOPH;
cpeacrsa AHTUMUIPEHO3HU CPeACTBA
Beclometasone Acetysal
Chlorpheniramine Ibuprofen
Diphenhydramine Dexamethasone
Epinephrine Naftidrofuryl
Hydrocortisone Piracetam
Mequitazine Pizotifen
Ketotifen
Promethazine
Salbutamol
AHTI/ICTEHOKapL[HI/I, KaleI/IOTOHI/I‘{HH u AHTI/I-peBMaTOI/IIlHI/I,
AHTHAPUTMHUYHH, AHTUXUIIOTCH3UBHU AHTHIIOAATPUYHH U
AHTUXUIICPTCH3UBHUA cpeacrea AHTI/IOCTCOHOPO3HI/I
H JUYPETUYIHHU CPEACTBA cpeacrea
bera - 6nokepu:
KanneBu u Marue3neBu Conu Adenosine Kannuesu comu
Acebutolol Digitoxin Allopurinol
Acetazolamide Digoxin Azathioprine
Acidum ethacrinicum Dobutamine Calcitonin
Amiloride Dopamine Chloroquine
Atenolol Epinephrine Colchicine
Bisoprolol Lanatoside Dexamethasone
Captopril Norepinephrine Glucosamine Sulfat
Carvedilol Propranolol Hydrocortisone
Cilazapril Ramipril Methylprednisolone
Diazoxide Sotalol D-Penicillamine
Triamterene/Hydrochlorothiazide | Streptokinase Prednisolone
Dipyridamole Trandolapril Prednisone
Triamterene/Hydrochlorothia
Eprosartan zide
Fosinopril Triamteren
Furosemide Trimetazidine
Glyceryl trinitrate Valsartan
Guanfacine Quinapril
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Heparin

Hydrochlorothiazide

Labetalol

Lidocaine*
Lisinopril
Metoprolol
Molsidomine
Oxprenolol
Pindolol
Prazosin
Propranolol
AHTHENMWJICNTHYIHHA AHTI/IKOHByJ'IcaHTI/I
AHTI/ITyMopHI/I cpeacrea AHTHIIAPKUHCOHOBH CpeaACTBa
L-Asparaginase Amantadine Clonazepam
Bleomycin Clonazepam Diazepam
Cisplatin Diazepam Gabapentin
Magnesii sulfas amp.
Dactinomycin Gabapentin (TTapeHTepaIHO)
Magnesii sulf. amp. Vigabatrin
Trihexyphenidyl
Vigabatrin
BeFeTOTPOHHI/I cpeacrea AHTI/II’[CI/IXOTI/IHI/I u
IIcuxoTponHu cpeacraa
bera-6oxepu Chlorpromazine
Atropine Clonazepam
Epinephrine Diazepam
Galantamine Droperidol
Neostigmine Estazolam
Nicergolin Fluphenazine
Prazosin Gabapentin
Reserpine Haloperidol
Salbutamol Lithium carbonate
Mianserin
Orocetam
Periciazine
Piracetam
Temazepam
Triazolam
Trifluoperazine
IIporuso-
JJUIMUICMUYHHN
ACTBAa, nmoBJINABAIIIN Cpe)]CTBa, MmOoBJUABAIIMA | CPEACTBA
auxarTtejJgHaTa CucremMa oTAeJUuTEJIHATA CUCTEMA
Acetylcysteine Jluanu3Hu pa3TBOpU Colestipol
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Atropine Colestiramine
Beclometason Lecithin
Budesonide Probucol
Codeine Bezafibrate
Dextromethorphan Clofibrate
Diphenhydramine/combinations YpoaHTHCENTHIIH
Diphenhydramine Hexamin
Epinephrin
Fusafungin
Ketotifen
Pseudoephedrine
Salbutamol
CpeI[CTBa IMOBJIMABAIIIA AHT]/IaIII/ILlHI/I cpeacrea, CpeL[CTBa npu
XPAHOCMUJIATCJITHUSA TPAaKT, | MYKO30IIPOTEKTOPH, 3200/1aBAHNA HA yepBarTa
MaHKpeaca, YepHUus Z[pOﬁ U | IPOKUHETUIH, U IMaHKpeaca
AKIBYHUTE IBbTUIIA ClIasMoOJIUTHIIN H
AHTHEMETHUIIN
AHTHXEJITUKOOAKTEPHH ANyMHUHUEBH, OMCMYTOBH,
cpeacTBa KAJILIUEBU, MAarHe3ueBH U | AKTHUBEH BBIJIEH
Amoxicilline HAaTPUEBU CONHM, OKUCH U | [IIoKOKOpTHKOMIH
Amoxicillin/Clavulanic acid MIPEKHUCH [TankpeacHu eH3UMHU
Aluminium
hydroxide/Magnesium
Azithromycin hydroxide/Simethicone [MexTHH
Bismuthi subcitras colloidalis | Almasilate Aprotinine

Famotidine

Atropin

Azathioprine

Chlorpromazine

Beclometason

Domperidone

Saccharomyces boulardii

Magaldrate Infliximab

Pirenzepine Kaolin

Sucralfat Loperamide
Mesalazine
Simethicone

Somatostatin

CanaluTesHU cpe/icTBa

CpeacrBa npu 3a060/19BaHUA
HA YepHUsi APo0 U KIBUYHUTE

ObTHINA
Bisacodyl I'moxoxopTHKOHIN
Macrogol,combinations Acidum tiocticum
Lactulose Ademetionin

Azathioprine

Magnesii sulfas

Chenodeoxycholic acid

Neostigmin

Chloroquine

Senna

Deferoxamine
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Bcuuku  HepezopOupamu
cpencTBa (wm
pe3opOupaiy ce) mpemnapatu

ce
ciabo

Essentiale Phospholipids

L-Ornithine-L-Aspartate

Interferon

Lamivudine

Lecitin

D-Penicillamin

Ribavirin

Tenofovir

Ursodeoxycholic acid
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MYKOBUCIIUIO3A - TACTPOEHTEPOJIOTUYHU ACIIEKTH

. OOma xapakTepucTHKA

MyxkoBucuumo3zara (KuctozHa ¢ubpo3a) € Hal-pa3npOCTPaHEHOTO aBTO30MHO-
peliecCuBHO IeHETUYHO 3a00JI1BaHE cpell Xopara OT OsiaTa paca ¢ yectoTa Ha u3ssa ot 1:2000
1o 1:4000 xuBoponenu aena. Beska roguna B bwirapusi ce peructpupar okoJio 25 jena ¢
TOBa 3a00JsiBaHE. 3aCerHaTUSAT I'€H € JIOKAJU3UpaH B ABJITOTO paMO Ha 7-Ma XpOMO30Ma,
yuuto Mytanuu ca noBede ot 1000. Ilopagu BB3HMKHaANIaTa MyTalus ce€ Koaupa
CUHTE3UPAHETO HA MATOJOTHUYCH MPOTEHH, OJOKHUpANl XJIOPHHUTE KaHAIH Ha MEMOpaHUTE B
ENMUTETHUTE KJIETKU, HapeueH KuctudeH ¢Gubpo3eH TpancmemOpaneHn perymnatop (Cystic
Fibrosis Transmembrane Conductance Regulator - CFTR). 3acsirat ce BCHYKH €K30KPUHHHU
MKJIe3H, KaTO MO-TEXKKO C€ YBPEKIaT IuXaTellHaTa CUCTEeMa, racTpO-UHTECTUHAHUS TPAKT U
naHkpeaca. 3a00JIIBaHETO C€ XapaKTepu3Hpa C MPOTPECHBHO YBpEXKJIaHE HA (YHKIHUATA Ha
Oenust Apo0 A0 AMXaTelHa HENOCTaThYHOCT, MAHKPEATHT C MaHKpeacHa HeIO0CTaThYHOCT,
YEpHOJAPOOHO YBpEXKJaHE, MPOrpecHpalio 10 LHUpPO3a, HAPYIIEH YPEBEH MOTHUIIUTET,
0e31uioane, BUCOKM CTOWHOCTH Ha €JIEKTPOJIUTUTE B MOTTA.

[TonuopranHoTO 3acsraHe Hajgara MYITHAMCIUIUIMHAJICH IMOAXOJ 3a JUarHosara u
JICYEHUETO, KOETO JIa OCUTYPH MO-ABJIra MPEXKUBSIEMOCT U MO-A00p0 Ka4yeCTBOTO Ha XKUBOTA
Ha marnueHTuTe. brarogapenue Ha ToBa, cpelHaTa MPOABIDKUTEIHOCT Ha KUBOTA HAa OOJTHUTE
B EBpona ot 14 rogunu npe3 1969 r. ce e nopumia 10 Haa 40 roauHu noHactosiieM. [Ipu
BCUYKM TAIMCHTH BOJACHIO € OemonpoOHOTO 3aboisBaHe. To € W Hali-yecTa NMpHYMHA 32
JeTalleH W3XOJ, HO 3acsIraHeTo Ha TaCTPOMHTECTHMHAIIHUS TPAKT € ChII0 Taka TEXKKO U
uHBaUM3upamo. OOEKT Ha TacTPOEHTEPOJOTUITA Ca MALMEHTH, IUArHOCTHUIIUPAHH OIIe
B paHHa JeTcKa BB3PaCT, HOBOJMArHOCTULMPAHM TMAUEHTH C TMo-leka Qopma Ha
3a00JIsIBAaHETO, KAKTO M TAKMBA C aTUMMUYHK (HOpMU HA KUCTHYHA Pubpo3a.

Il. Knununyna u3siBa U 1UarHo3a
ITankpeacHo 3acsirane

[Tauenture Oe3 M3sBEHAa NAHKpEacHa EK30KPUHHA HEIOCTAThYHOCT MOXKE
NEPUOJIMYHO J]a UMAT eMHU30AM Ha OCTbP MAaHKPEATUT WM KIMHUYHM Oee3d Ha XPOHUYEH
naHkpeatut. [lopagu ToBa mpu KopeMHa 0ojika € HeoOXOIMMO M3CJE/IBaHE HAa aMuias3a
(cepyM u ypuHa) win aunasa, C-peakTHBEH HpPOTEHH, XemaTtonornyuu nokazatenu, ACT,
AJIT, I'TT, JIAX, ratoko3a, abgoMuHaiiHa exorpadusi, 0030pHa peHTreHorpadus Ha Kopema,
a Mpu HEOOXOIMMOCT — JIpyTu J1abopatopHu U nzodpasutenuu uzcnensanus (KT wim MPT,
BKJI. BUpTyaJHa XOJIaHTMO-TIaHKpeaTorpagus, €HJIOCKOINCKa exorpadus WU €HJO0CKOICKa
perporpaaHa xonanruo-nankpearorpadus -EPXII. Yecro emuzoante Ha NaHKpeaTHT ce
nocJieiBaT OT HaMaJIsiBaHE Ha MaHKpeacHaTa eK30KpUHHA (QYHKIIMSL.

[TankpeacHa eK30KpMHHA HEAOCTaThUYHOCT ce OTKpuBa B 90% oT OonHHTE C
MykoBHucHno3a. [IposiBiBa ce B pa3iMyHU €Tanmu OT XoJa Ha 3a00JIIBAHETO MOpaau
penyuupaHa OukapOOHaTHaTa CeKpelus (XUIEepaluauTeT, Ae3aKTHUBUpPaHE Ha CH3UMMHTE),
XUMEPKOHIEHTpallusl Ha MAaHKpeacHUs COK (MperunuTanys Ha OenThlM B KaHaI4YeTara).
HabmtonaBa ce manaGcopOuus, CbOTBETHO Ae(PUIUT HA MACTHOPA3TBOPUMH BUTAMHHHU U JIp.
3albKATENIEH €Tall B JWarHOCTUKAaTa M ONpefeNssHe Ha  HYXJIUTE Ha MalMeHTa oT
3aMECTUTENIHA Tepanus € NPOBEXIaHEe Ha IUXAaTEJIHU TECTOBE, ONPEIEIIIHE HAa KOJIUYECTBO
(examHu MacTu WK enactasza 1 u zp.

YectoTata Ha nuabera (€HIOKpUMHHA MAaHKpeacHa HEAOCTATBYHOCT) MPU MALUEHTHU C
MYKOBHCIIM/I032 HapacTBa 3HAYUTEHO C BB3pacTTa U C€ Cpella caMo NpU MAlUEHTH C
€K30KpHHHA [IaHKpeacHa HeA0CTaThbuHOCT. KaTo npuunHM 3a TOBa Ce cOYaT HapyIIaBaHETO Ha
apXUTEKTOHMKAaTa Ha OCTPOBHMUTE KIETKH, (uOpo3ara W MacTHaTa HHQUITpalus Ha
nankpeaca. OI'TT e nmpuer 3a OCHOBEH METOJI 3a JMAarHOCTHKA Ha JuabeT MpU MalUeHTH ¢
MYKOBHCIH103a. JIOMBbIHUTENHO € HEeoOXOAMMO H3CIEeBaHE HA TIUMKUPAHUS XEMOTJIOOUH
(HbAlc), kppBHO-3aXapeH npoduil, U3ciaeiBaHe Ha CepyMHUs UHCYIUH U C-TIeNTHI.

HNuTecTnHaNHA 00CTPYKIMS
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MekoHuyM miieyc ce cperia npu okoso 15% ot HoBopoaeHuTe ¢ KUCTUYHA (ubdpo3a,
Hal-uecTo - mpu OOJIHUTE C MaHKpeacHa HeJOCTaTh4HOCT. [Ipu moapacTBamiy U Bb3pacTHU
MalMeHTH C€ pa3BUBa YacTUYHA TOJAOCTpa OOCTpYyKUHUsS (OUCTAallieH WHTECTHHAIICH
obctpyktuBeH cuHapoM — DIOS, wmm ,,MexoHWyM wieyc ekBuBajeHT ). KiouHu4yHO ce
U3sIBSIBA C TEXKKa KOHCTHUIALUSA U KOpeMHa Ooyika. YepBOTO € M3IMBIHEHO C TBHPAU (heKaTHU
Macu, KOUTO JIECHO C€ MajJmupaT B JAsCHATa WM JisiBa KopeMHa mosioBuHa. OO630pHaTa
peHTreHorpadus Ha KOpeMa yCTaHOBSIBA AUJIATUPAHU ThHKOUYPEBHU OPUMKH, XUIPO-aepUIHU
CEeHKM U JWJaTHpaH KOJOH, W3MbIHEH C (ekaaHu Marepuu. CHCTOSHHUETO MOXE Ja ce
ycaoxau ¢ nepdopanus u neputoHuT. KT Ha kopema e mone3eH B IudepeHIranHara
JMarHo3a.

I'acTpoe3odareanna pedaykcna 6osect

I"actpoesodareannara pedaykcua 6omect (I'EPB) ce cpema 3HauMTeHO YecTo mpH

MAUEHTH ¢ MyKOBHUCIIM/103a, IOPAN CTOMAILIHUS XUIIEPALIUIUTET.

KiabuHO-4epHOAPOOHO 3acsiraHe

Okono 30% mo 60% OT manMeHTUTEe ¢ MYKOBHCIHMI03a pPa3BUBAT YEPHOIPOOHA
cTearo3a, (oKallHa WM MYJITHHOAYJIapHA OwinapHa [HUpo3a, ¢ WK 0e3 CHOTBETHUTE
yCIIO)KHEeHUA. XO0JeInuTHa3a U XOJICUCTUT Ca CPellaT MHOTO YECTO IpU OOJHUTE C KUCTUYHA
¢ubpo3a. Ilpm BCHYKM MMANKMEHTH CE€ TMpernopbuBa Ja OBJAT H3BBPUICHH CIICTHUTE
uscneaBanus: yepHoapooHu ensumu (ACT, AJIT, I'TT, AD), 6unupyoun, oOmr OenThK,
anoymus, nporpomOunoBo Bpeme (INR), xemaromormunu mokaszaremu ¢ KK, rmokosa;
a0nmoMmuHanmHa exorpadus ¢ Jomiep, a npu mokaszanus u eHgockoncka (EPXII) wmm MP-
(MPXII) xonanruo- unm xosianruonankpearorpagus, kakto 1 ®I'C 3a quarHosa U KOHTPOI
Ha e30¢areaaHy BapuIy.

1. Jleyenmne
Kopexuus Ha manaurecTus u majaadcopouust
Bucokoxanopuiina ouema

3arybara Ha TeJecHa Maca U MOJAHOPMEHOTO TETJIO Ca YeCTO CPEIIaHH MPHU MALUSHTUTE C
MYKOBHCIIMI03a U 3aTOBA OLIEHKATa HA XPaHUTEJIHUA CTAaTyC € HEeIeIMMa 4acT OT IPEryieIuTe
U Besika xocnuranuszanus. [Ipenopbusa ce o0111a BUCOKOKaIOpUIiHA IMeTa ChbC 3aMECTBaHE Ha
cboTBeTHUTE AepuuuTi. OcoOeHO MOAXOAIIN ca BUCOKOKAIOPUMHNUTE XpaHU M POTEUHOBU
paztBopu (Hanutku). [Ipm Bceku mnamueHT TpsOBa Ja ce ONpeneisT WHAMBUAYAIHUTE
SHeprUiHU HYX/M, BHOCHT Ha MPOTEUHHU U KaJIOPUHU, KaKTO M Aa OBbJAT U3BBPLICHU HIKOU
crenupuUHUTE 1a00pPaTOPHU U3CIIeBAaHUS (CEpyMHU HUBA HAa BUTAMUHU, allOyMHH, CEpyMHA
XOJIMHEecTepa3a, MHUKpoeneMeHTH H ap.). [Ipu O6omnute ¢ UTM mox 19 umm Ttesm ¢
HampeaHano 3a00JiIBaHE ce MPEANouYuTa eHTepanHo XpaHeHe. Clell TeXKH onepanuu WUiu
npeacrosima OenoApoOHa TpaHCIUIAHTAIMsT 32 KpPaTKo BpeMe ce MpernopbuBa TOTAIHO
MapeHTEPATHO XpaHeHe. TelecHOTOo TerJIo Ha MallUeHTUTE Ce CIIeAN Ha BCEKU 2-3 JTHHU.
[Tpu Hanmuuue Ha nuabeT He ce orpaHMyaBa KajopuiiHus BHOC. IlanmenTHuTe ce moBiusBar
no0pe oT OorataTa BbIVIEXUpPATHA IHETA.
Ilankpeacna enzumna 3amecmumenna mepanus

En3uMHuTE Nipenapaty, 3M0I3BaHu 32 KOPEKIUS Ha TAaHKPEACHUTE €H3UMU C€ IIpUeMar B
HA4yaJloTO Ha BCAKO XpaHeHe. Te ce no3upar MHIMBUAYATHO C OIJIEA JIOCTHIaHE U
MOAIBbPKAHE HA ONTHUMAIHO TErJo, aJeKBaTeH YPEBEH MOTWIIMTET U IMpeNIa3BaHe OT TEeXKa
KoHcTUnanusaTa. OOEKTHBEH METOJ 3a OlLleHKa €(EeKTUBHOCTTa Ha €H3MMHATa 3aMEeCTUTEIHA
Tepamnusl € u3cieBaHeTo Ha (peliec 3a HeyTpaJlHU MacTH Uiu enactaszal.
Bumamunu

3a manuMeHTH ¢ MYKOBHUCLHJ03a C€ MpenopbuBa 3aMECTUTENIHA Tepanus C MacTHO
pa3zTBopuMH BuTamMuHH. IIpoBexna ce opanHo win MycKyiaHo. [IpenoppuntenHuTe 1034 Ipu
MaHKpeacHa €K30KpUHHA HEeIOCTaThYHOCT ca IpejcTaBeHH Ha Tabnmuna 1. OpalHuAT npuem
Ha Kanuui TpsOBa na HajxBumasa 1.5 g / nHeBHO. 3amecTuTeNHa Tepamnus C KajlUeBU
npernapaTH ce mposexaa oOukHoBeHO B 103a oT 1000-15000 mg/nueBHo. IIpenopruntenyta e
U poduIaKTHKa Ha ocTeonopo3ara. [Ipy HopMaseH npueM Ha XpaHa (ITbJIHOLIEHHO XPaHEHE)
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HE € HeoOXOJMMO 3aMEeCTBaHE C BOJHO-PA3TBOPUMH BHTAMUHH, OCBEH B CIy4dauTe C
OrpaHWYCH BHOC HAa XpaHa WU CJIe]] pe3eKIHs Ha WiIeyMa.
Burtamun B 12 moxe 1a 0bl1e NpUIIOKEH MPH T0Ka3BaHe Ha JEUIIHT.

Tabmuua 1. IlpenopburTenHa 3aMECTUTENIHA Tepalus ¢ MacTHOPA3TBOPUMH BHUTAMUHH U
KaJIIMH npu O0JIHU C MyKOBHUCIM103a M TAHKPEACHA €K30KPUHHA HE0CTaThUHOCT

3aMecTUTEIHA Tepanus /lo3a

Burtamua A 40 000-100 000 IU / gueBHO
Burtamun E 100- 400 mg / tHeBHO

Buramuna D 400-800 IU / naeBHO

Buramuun K* 1 mg/ naeBHo 1o 10 mg/ cemMuyHO

* XoJjiecTtasa, CK30KpHHHA IIaHKp€aCHa HEAOCTaThbYHOCT

JleueHune Ha OCTHP M XPOHUYEH NAHKPEATUT

[IpoBexkna ce CHOTBETHO CTaHAAPTHO JICYCHHE C AHAITETUIM, HWHXUOUTOpU Ha
nporonnara nommna (MIIT), anTuOnoOTHIM, TaHKPEACHU €H3UMHU U JAPYTH.
Kopexuus Ha xunepanuaurera

[IpenoppuBa ce mpu cumnromu Ha ['EPb, kxakto M mnpu OoJHUTE C EK30KpHUHHA
MaHKpeacHa HEJJOCTaThb4YHOCT, 10PaI MHAKTUBUPAHE HA €K30I€HHUTE EH3MMHU IpernapaTu OT
MOAKUCEISIBAHETO HA JYOJIEHATHOTO ChAbpkuMO. I[Ipunaratr ce UIII B cranmaptHu 103w,
IIPUETHU MTOJIOBUH Yac IPEIu XpaHEHe.

Kopexkuuss Ha MOTOpHHMTE HApYIIEHUS

[Tpu Gonuure ¢ xucTnyHa GpuOpo3a, HAPYIICHUS B FACTPOMHTECTUHATHUS MOTHIIUTET CE
Ha0It0/1aBaT Hal-4ecTO B CIIy4aWTe HAa HEaJeKBATHOTO €H3MMHO 3aMECTBAaHE, HEKOPUTHPAH
XUMNEepauuaUTET WIK JUaler.

[Ipu mucranen unTecTHHANEH 00cTpykTUBeH cuHApoM (DIOS) ce nmpenopbuBa npueM Ha
IpenapaTH, ChbAbPKALM MOJIUETUIIEH TIIMKOJION, pa3TBOPEHH B 4 IUTpa Boja 3a 2 yaca Ipe3
ycTara, KakTo U Kiu3Mu ¢b¢ Sodium Amidotrizoate (Hamp. Gastrografin), B 06em 10 480 ml ¢
¢uznonoruydeH cepym o 1 mutsp. Ilpu onTuMamHo 3aabpikaHe KIM3MHATE UMAT J00Bp edeKT.
Psanko ce Hanmara XupypruyHa MHTEPBEHIIMS WJIM [OCTaBSIHE Ha IMEPKyTaHHA €HJIOCKOIICKa
racTpo-/€HTepoCTOMa.

Jleyenue Ha nuader

JleueHneTo M KOHTpoJla Ha Aualera, KakTO W MPOPUIAKTHKATa Ha YCJIOKHEHUsSITa ce
MPOBEXKAAT MO OOIIMTE TMpaBwia, HO 0e3 peAyKIus Ha KanopuitHus BHOC. [lpu Hyxnma e
MTOKa3aHO 3aMECTUTEITHO UHCYJIUHOBO JIEUEHUE.

JleyeHue Ha KIbYHO-YEPHOAPOOHHTE 3200/I5IBAHHA

3a npodunakTUKa U JIeYeHHEe Ha MHTpaxernarajiHa XoJiecTasa, JeueHHue Ha 4yepHoApoOHa
cTearo3a W HSAKOM (OpPMU Ha XOJENuTHa3a, € MOKa3aHO MPUIIOKEHUETO Ha YP30JE€30KCH
X0JIeBa KUCEIMHA B CTaHAapTHU 03U — 15 mg/kg Terno.

IIpn xipyHa wHGEKIHS ce MpOoBeXAa JeueHue ¢ aHtuOuorunu. B croyudaute ¢
XOJIEJIUTHA3a c€ O0CHhKIa HY)KJaTa OT XOJIELUCTEKTOMMS, a IPU OOCTPYKLHUS HA JKIBUHUTE
II'bTUIIA — ONIEPATUBEH WJIM €HJIOCKOIICKH JIPEHAX.

TeXKOTO MYJNTHOPraHHO 3acsiraHe IpH MAUMEHTUTE ¢ MYKOBHCLHUJO3a Hajara
CTPUKTHOTO UM TIpOCTIeAsBaHe OT Hail-paHHA Bb3pacT, IBJITOTOIMIITHA MO AbpoKalla Tepanus,
KaKTO U TAXHOTO 0OyueHHe C Ooriie] u30srBaHe Ha yCIOXKHEHHUs. 3a aleKBaTHOTO JICYEHHE Ha
KHCcTUYHaTa puOpo3a € Hy’)KHO CPOPMUPAHE HA EKUITH OT Pa3IMYHU CIIENUAINCTH (ITyJIMOJIOT,
racTpOEHTEPOJIOT, €HJOKPUHOJIOT, XUPYPT, IUETOJIOT U JIp.).
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3abenesxncka:

JleuenueTo ¢ HepaspelIeHH 3a ynorpeda JeKapCTBEHU MPOAYKTH C€ U3BBPILBA IIPU
yclioBUsITa U 110 pen, onpeneneHu ¢ Hapen6a Ne 10 ot 17 nHoemBpu 2011 r. 3a ycioBusta u
pena 3a JedeHue ¢ HepaspelleHu 3a ynotpeba Peny6nuka bbirapus gexkapcTBeHH MPOAYKTH,
KaKTO U 3a yCJIOBMSTA U PeJla 3a BKIIOUYBAHE, IPOMEHM, U3KIIIOUBAHE U I0CTaBKa Ha
JICKapCTBEHU MPOIYKTH OT CIUCHKA MO 4il. 2664, an. 2 oT 3aKoHa 3a JICKApCTBEHUTE
MPOIYKTH B XyMaHHaTa Meaununa (00H. /B 6p.95 ot 2.12. 2011r., mon. JIB 6p.24 ot 12.03.
2013r.) Ha MUHHCTBPA HA 37PaBEOINAa3BAHETO.
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