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ABTOMMYHHHU YEPHOAPOBHHU BOJIECTH

Juacnocmuuen u mepanesmuuen aneopumvm (KOHCEHCYC)

B rpynara Ha aBTOMMYyHHHTE YepHOAPOOHH 00JIECTH Ce BKIIIOUBAT aBTOMMYHHUST XEIaTuT, TbpBUYHATa OMnapHa
LIPO3a, IEPBUYHUAT CKIEPO3UPALL XONAHIUT ¥ BAPUAHTHUTE UM (GopMu. KITMHMYHUTE NPOSBY U €CTECTBEHUAT X0/ Ha
GonecTTa BapupaT 3HAYUTEITHO U 3aTPYIHIBAT MTOCTABSIHETO HA IMArHO3aTa ! JICYCHHUETO.

ETnonorusTa Ha aBTOMMyHHUTE YepHOAPOOHM OojiecTH He e yrouHeHa. [1o Ta3u nmpuunHa KnacudukanusiTa uM
Ce OCHOBaBa [10-CKOPO HAa KOHCEHCYCHU CXBaIllaHMUI, OTKOJIKOTO Ha TBhpAU (pakTi. OCBEH TOBa, KIMHUYHUTE HAOMIOICHUSI
IIOKa3Bart, 4e 4acT OT HAlMEeHTHTEe UMAaT Oele3d Ha IoBede OT eJHA aBTOMMYHHA YepHOAPOOHa 00JIecT, KOETO Ch3aBa
YCIIOBUSI 32 MPOTUBOPEUNS MPH Je(PUHUPAHETO HA AUATHOCTHYHHUTE KPUTEPUH W OIPEACISIHETO HA TEPANCBTHUHMS
nozxoA. PaznuuunsiTa B KTMHUYHNS X0/ HA OOJIECTTa PH OTAEIHUTE MAMeHTH Ch3/1aBaT TPYJAHOCTH H IIPH OLICHKAaTa Ha
e(peKTUBHOCTTA OT JICYEHHETO.

[IpenumMHOTO 3acsiraHe Ha MALMeHTH B aKTHBHA Bh3PACT, CKIIOHHOCTTA Ha aBTOMMYHHHTE O0JIECTH KBbM IIPOTPeCHs]
JI0 IIUpO3a, YEPHOIPOOHA HEJOCTAaThUYHOCT U CMBPT, TPYAHOTO IOBIHMSIBAHE OT CEra ChIIECTBYBAIIOTO JECUCHUE H
HEOOXOMMOCTTa OT YePHOAPOOHA TPAHCIUIAHTAIHS ONPEIEIISIT TOJsIMaTa COIMaIHA 3HAYMMOCT Ha Te3U 3a00JIIBaHNSI.

I. ABTOUMYHEH XenaTuT

AstoumyHHUsIT xernatutT (AMX) e Bp3nanuTesHo 3a00JsiBaHE HA YEpHUS APOO C HEM3BECTHA €THOJIOTHS.
XapakTepHO 3a Hero e HaluuyueTo Ha interface-xemaTuT, mopTanHa NIa3MOLUTHA HHQUIATpPALMA,
XHIIEPraMarioOyIMHEMHSI 1 aBTOAHTHUTENA.

YecToTa M X011 HA 3200/19BaHETO:

Yecrorara Ha AUX e 1.9-16.9/100 000. XKenure 6onemyBar no-4ecro. 3adossiBaneTo e ¢ 0bp3a nporpecus - 40
% oT HesleKyBaHMTE ciiydau ¢ TeKbKk AVX ymupar B mepBuTE 6 MECelia ciiesi MOCTaBsiHE Ha AuarHosara, a Hajx 40 % ot
OCTaHaJMTe Pa3BHBAT IMpo3a. B mbpBute 2 romunu cies GopMupaHEeTo Ha IUPO3a, MPH MOBeYe OT ITOJIOBUHATA OT
MAlMEHTHUTE CE€ YCTAHOBSBAT BApHIM Ha XpaHonpoBoaa ¥ 20% OT TsIX 3aruBaT OT XeMOparusi.

TpaiiHoTo TOBHIIIEHHE HAa amMmuHOTpaHcpepazute Hax 10 mbTH Hazg ropHara pedepentHa croviHocT (I'PC) nnm
noBuieHneTo uM Haja 5 et Hax ['PC B chueTanme ¢ moBHMmIeHHe Ha ramarnoOynmauTe Hapn 2 meta Hag [PC, ca
npezckaspail (Gakrop 3a paHHa cMBPTHOCT. Hanmumero Ha bridging-Hekpo3n wim MynTHanWHapHU HEKPO3W IPH
XHMCTOJIOTMYHOTO U3CIIEIBAHE ONpPEEsl pa3BUTHE Ha IIPo3a 3a 5 rofuHu B Hall 80% OT ciydaute mpu cMbpTHOCT 45%.
[1pu mo-nexu 71a00PaTOPHU U XUCTOIIOTMYHH IPOMEHH IMPO3a Ce pa3BHBa 3a 15 I. IpH MOIOBHHATA OT NALMEHTUTE IIPH
CMBPTHOCT OT YE€PHOAPOOHA HEAOCTATHYHOCT B 15% OT ciydaure.

YecTo Hauajo0To Ha OOJECTTA € OCTPO, BB3MOXKHO € M (DYJIMHUHAHTHO MPOTHYAHE C OCTPa YEPHOIPOOHA
HEZOCTaThYHOCT.

JuMarHocTHYHN KpUTEpPUHU:

3amocraBsHe Ha IMarHo3ara € HeoOXOAUMO Jja CE yCTaHOBAT XapaKTEpHUTE 3a 00J1eCTTa KIMHUYHH, Ja00PaTOPHU
Y XMCTOJIOTYHH IIPOMEHH, U [1a C€ M3KII0YAT IPYTH ChCTOSHUS, KouTo Harmono0ssar AVX. OCHOBHO 3Ha4eHHEe UMAaT
M3CIJIEIBAHETO HAa CEpyMHHUTE aMHUHOTpaHcdepasu u rama-mioOynuay, Hanuuuero Ha AHA n/mmm ATMA (ako ca
HeraTuBHU — Ha aHTU-LKM1), 1 3BbpIIBaHETO HA YepHOAPOOHA OUOTICHSL.

XHCTONOTMYHOTO M3CIE/IBAHE € 3aABJDKUTENHO 3a IOCTaBsHE Ha AWAarHo3ara, OIpe/ieliiHe Ha TeXecTTa Ha
3a00JIsIBAaHETO M MIOKa3aHMsATA 3a JiedueHre. HUBoTo Ha cepyMHUTE aMHHOTpaHCc(epasy 1 rama-rIo0yIrHH He 0Tpa3siBa
XHMCTOJIOTHYHOTO YBPEXK/JJaHE U IMIPUCHCTBUETO WIIH JIMIICAaTa Ha Mpo3a. XapakTepHu Oene3un Ha AUX ca HanmmureTo Ha
interface-xenarur v mopraieH 1mIa3MoLUUTEeH MHPUITPAT. XUCTOIIOTMYHUTE IIPOMEHH HE ca CTporo crienupuyau. Baxuo
e J1a ce M3KIoUaT HiIKou xepenautapHu (6onect Ha Wilson, anda-1-aHTUTPUIICHHOB JePUIIHUT, XEMOXPOMATO3a),
nH(pekmosnu (xematut A, B, C) n nexkapcrseHo-uHaynupanu (minocycline, nitrofurantoin, isoniazid, propylthiouracil,
alfa-methyldopa) ChCTOSIHHSI, KOUTO MOTAT Jia HAMOAOOSAT omucaHuTe MpoMeHu. [Ipu CUTYPHU MHCTPYMEHTAJIHH JTAHHU
3a cpopMupaHa IUPO3a U MPH ASKOMIIEHCHPAHO 3a00NIBaHE C aCLMT, UKTEp WM eHIedalonaTis He ce M3BbPIIBA
MEepKyTaHHA YepHOAPOOHA OHOIICHSL.

HeoGxoaumo ycitoBue 3a TMarHo3ara € 1 HaJlnire Ha KOHBEHIIMOHAJIHY 3a 3a00isBaneTo aBroaHTuTena —AHA,
AT'MA, antu-LKM1, autu-SLA/LP. Cy6knacudukaimsra Ha AVIX BKIIfo4Ba 3 THIIa CIIOpE]T BUjia Ha aBTOAHTUTEIIATa
B cepyMa: [ Tun (Haii-yecr) — ¢ Hanmune Ha AHA w/uiu ATMA; II tun — ¢ Hanmume va antu-LKM1. PazHoBuaHOCT Ha
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I1 Tum npezcTaBsiBa ChUSTAHUETO MY ChC CHHAPOMA Ha aBTOMMYHHA [OJIHEHJOKPHHOIATHSI-KaHIH103a-eKTOepMaHa
nuctpodus (APECED); III Tun — ¢ nanuuue Ha antu-SLA/LP.

Cunra ce, 4ye etmwiorusara Ha Tpute Tuna AUX e exurHa. OTrOBOPBT UM KBM JICUCHHE € CXOZICH M IO Ta3H
MpUYMHA Ha cyOKmacu(pUKanusaTa He ce MpHIaBa ChUIIECTBCHO KIMHHYHO 3Ha4YeHHe. V3KiIoueHne mpeIcTaBisaBa
cpueranuneto Ha AUX II Tun ¢ APECED, koeto mMa 0cobeHO arpecBeH X0/ U He OTroBaps 100pe Ha CTaHIapTHUTE
HUMYHOCYTIPECHBHHU PEKUMH.

Juarnoctnunnte kpurepun 3a AMX naBaT BE3MOXHOCT 32 INpPELEHKa Ha CUTYPHOCTTA Ha AWarHo3ara U ca
00EKT Ha IMOCTOSHHO akTyanusupase (Tadi. 1). Paznuuusara Mexay BeposTHaTa U CUTypHaTa AMarHo3a ce OCHOBaBaT
MPEIMMHO Ha CTOHHOCTTA Ha cepyMHHTe rama-rno0ynunu u IgG, THThpa Ha aBTOAHTHUTENATa 1 KCIO3UIHATA Ha APYTH
XeTaToTOKCHYHU (pakTopu. Hsama n3ucksaHe 3a onpe/eneHa IPOIbKUTEIHOCT Ha 3a00711BaHETO, 3a 1a ce pUeMe, e
€ XpoHn4yHo. Hannunero Ha KIMHUYHMY, JJAOOPAaTOPHU MIIM XHUCTOJIOTWYHHU IPOMEHHU OT XOJIECTaTHUCH XapakTep ca
npotuB auarnozata AVX. Be3M0oXKHO € chueTaHue ¢ MbpBUYEH CKIIEPO3UPAIIl XOJIAHT T, C TEPBUYHA OMJIMapHa IIUPo3a
WM C aBTOMMYHEH XOJIaHT'MT B paMKHTE Ha T.Hap. overlap-CHHAPOM.

Ta6a. 1. lnarnocTuuHu kputepun 3a AUX.

N3nuckBanus Curypes AUX Beposten AUUX

Jlunca Ha reHeTUYHO Hopwmanen ¢enorun Ha anda-1- | Yactuyen nedpunur Ha anda-1-

3aboisiBaHe AHTUTPUIICHH AQHTUTPUIICUH

Jlurica Ha aKTHBHA BUpYCHA Hsma mapkep 3a HacTosmIa Hsma mapkep 3a HacTosIna

WHEKIUs WHQEKIYs C BUPYCH Ha XeNaTUT | MH(EKUHUs C BUPYCH Ha XEMaTUT
A,B,C A,B,C

Jlurnca Ha TOKCUYHO yBpexkaaHe | J[HeBHa KOHCyMmaIus Ha JlHeBHA KOHCYMAaIHs Ha
AJIKOXO0J <25 g U HiMa ankoxois <50 g u HaAMa
CKOpOILIHA ynoTpeda Ha CKOpOILIHA ynoTpeda Ha

XCNaTOTOKCUYHHU MCINKaMCHTHU XCNIaTOTOKCUYHH MCINKaMCHTHU

JlabopaTopHu H3CIIeABAHAS [IpenuMHO yBEnMUueHHE HA [IpenumHO yBENIMYEHHUE HA
amMmuHOTpaHchepaznurTe amMuHOTpaHc(hepasuTe
VYBenuueHue Ha rama- BcesixakBo noBuiieHye Ha rama-

rnoOymuaute win IgG none 1.5 | rmoOynuauTe
meTd Hax [ PC

ABToanTuTeIa Croiinoct Ha AHA, ATMA umn | Croiinoct Ha AHA, ATMA v
antu-LKM1 nowne 1:80 (pu antu-LKM1 nore 1:40 wm
neua none 1:20) HaJu4Me Ha ApYyru
Jlunca Ha AMA asroanrurena (pANCA, anru-

ASGPR, antu-SLA/LP, antu-
LC1)

XUCTOJIOTUYHI IPOMEHU Interface-xenarur Interface-xenarur
Jluncat yBpexiaHe Ha JluncBaT yBpexIaHe Ha
KI'BYHUTE KaHAIHU, [PaHyJIOMH KITBYHUTE KaHAIIU, TPAHyJIOMHU
WK OTYETIIMBH IPOMEHH, WM OTYETIIMBH POMEHH,
XapaKTepHH 3a IPYro XapaKkTepHH 3a JPYro
3a00Js1BaHe. 3abosIsiBaHe.

ITpuera e u ckOpoBa cUCTEMa 3a OLICHKA Ha CTEIIEHTa Ha CUT'yPHOCT Ha JUarHO3aTa, KOATO CHIIO Ce aKTyaIu3upa
(Tabn. 2). UyBcTBUTENHOCTTA ¥ 3a mocTaBgHe Ha auarHoszata ANX e 97-100% u 0CHOBHOTO I TPEIUMCTBO € NpU
CIlyJaWuTe C BAPHAHTHU WM aTUITHYHU CHHIPOMH.




94 CTP. KH. 1 -T.2006

BEbATAPCKA

XENATOITACTPOEHTEPOAOTNA

Taoa. 2. /lnarHocTUYHA CKOPOBa cucTeMa 3a atTunuyeH AUX npu Bb3pacTHU.

Kareropus daxTop Ckop
ITon Kenn +2
Crornomenue AP/AsT (AIT) >3 -2
<L.5 +2
[NoBulieHe HAa TaMa-TJIO0YIHHUTE >2.0 +3
wm IgG (B mpTH cipsmo T'PC) 1.5-2.0 +2
1.0-1.5 +1
<1.0 0
Tursp Ha AHA, ATMA wiu auTu-
LKMI1 >1:80 +3
1:80 +2
1:40 +1
<1:40 0
AMA IMosutuBE AMA -4
Mapxkepy Ha aKTHBHA BUpYCHa [To3uTnBHU -3
nH}EKIus HeratuBHu +3
XernaToTOKCHUYHHU MEIMKaMEHTH Ha -4
He +1
Ankoxon <25 g/nen +2
>60 g/nen -2

C’LH’BTCTBaI_HI/I NMYHHH

BcsikakBo H3BBHYCPHOIPOOHO 3a00IIABaHE +2

3a00sIBaHUA C IMyHHa reHe3a

Jpyru aBTOanTHTENA Autu-SLA/LP, anru-actin, antu-LC1, +2
pANCA

XUCTOJIOTHYHU IPOMECHHU Interface-xematur +3
ITnazmomutn +1
Posetkn +1
Huto enHo oT ropHute Tpu -5
[TpoMeHH B KITBYHHUTE KaHATH™ -3
ATHTIHYHE TIPOMEHA ™ * -3

HLA DR3 wm DR4 +1

OTroBop KbM JICUCHHUE Pemucus +2
Pemucus ¢ nociesBaii penarnc +3

OO0 ckop mpeau JIeYeHUE Curypna anarHosa >15
BepositHa auarHosa 10-15

OO0111 CKOp cIIeT ICUCHHE CurypHa auarfosa >17
BeposiTHa nuarsosa 12-17

* BKiIrOYBa AECTPYKTHBEH XOJNAHTUT, HEACCTPYKTUBEH XOJNAHTUT, TyKTOICHHMSL.
** BrITIOYBa CTEaT03a, ChIBPIKAHME HA HKEIA30 KAKTO MPU FEHETHYHA XEMOXPOMAT03a, AJIKOXOJICH XEIaTuT, Oesie3un Ha
BUPYCHO 3a00Js1BaHe WK BKItouBaHus kKakto npu CMV umi HSV.
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Cbo0pakeHus IpU NOCTABSHE HA IMArHO3aTa:

[Mpu kTMHUYHA 1 Ta0OPATOPHU OCHOBAHMS 3a Hammune Ha AUX, 3MpaBHOOCHTYpUTEITHATA CHCTEMa TPsOBa 1a
rapaHTHpa XOCIUTalu3alus Ha manueHTa B ['acTpoeHTeposornyHa KiInHHKA. [len Ha OONHUYHHS MPEeCcTor €
OCBILECTBSIBAHETO HA YepHOIpoOHa Ouorncust, Doppler-oBo n3cnenpane Ha opTaiHaTa CHCTEMa, TOpPHA SHJIOCKOIIUS 3a
JIHarHo3a Ha BapHUIM Ha XpaHOMPOBOJIA, CTOMaxa U MOPTATHA XUIIEPTEH3UBHA racTponarus. M3BbpIiBa ce KOMIUIEKCHA
KJIMHAYHA, eXxorpadcka, XUCTOJIOTUYHA U JJabopaTopHa OIICHKA Ha TEIKECTTA Ha 3a00JIBAaHETO, HATMYUETO U CTCIICHTA
Ha YepHOAPOOHA HEOCTATHYHOCT, IMATHOCTULIMPAT C€ ChIIBTCTBAINUTE 3a00siBaHus. OMNpeessiT ce MoKazaHusTa 3a
MIPOBEXKIAHE HA JICUCHUE U BUIIBT MY.

IMoxa3anus 3a JeyeHne

[Tpu Benuku ciydau ¢ Texbk AUX e mokazaHa monsara oT KOpTUKOCTeponJHa Tepanws. [larueHTuTe ¢ nuposa
n Texxbk AUX oTroBapsT Ha JiedeHUE KaKTO ManueHTuTe 0e3 nmposa. [lokazaHusTa 3a MpoBeXXAaHe Ha JEUCHHE ca
abcomoTH 1 oTHOCUTENHH (Tabi. 3). [lanmenTrTe, Ipu KOUTO HE ca U3ITBIIHEHN a0COMIOTHUTE KPUTEPHH 32 JICUCHHE,
ce MpeleHsBaT HHANBUIYaIHO. JleueHne MoXe J1a He ce TIpujiara py HeaKTHBHA [IMP03a, HAJIMYMe camo Ha interface-
XeMaTuT B OTChCTBUE Ha bridging-Hekpo3u U MylITHALIMHAPHU HEKPO3H, IPU CEPUO3HU CHITBTCTBALLM 3a00/IIBaHUS WIH
HEMOHOCHMOCT KBM NPUIIAraHUTE MEAUKAMEHTH.

Tao6a. 3. Ilokazanus 3a jieueHue.

AOCOJIFOTHH ITOKa3aHUS OTHOCHUTEJHU NTOKa3aHUs

IMosumenue va AsT mone 10 mpt Hag ['PC Hanuuune Ha cumnromu (ciaabocT, apTpanruu,
UKTEp)

ITosumenue Ha AsT none 5 netu Hag ['PC B

ChUETaHUE C MOBUIICHUE HA TaMa-TJIO0yINHUTE Croitnoct Ha AsT u/unu rama-riioOyIUHUTE MO

noHe 2 neTu Hag ['PC HHUBOTO Ha aOCOJIFOTHUTE KPUTEPUHU

Bridging-Hexpo3u MK MyJNTHAIIMHAPHU HEKPO3H Interface-xemarur

Jleuenne Ha AUX
KonBeHImoHamHOTO Jieuenue ce nposexxaa ¢ Dehydrocortison caMoCTOATENHO WM B KOMOUHAIIUS €
Azathioprin (ta6m. 4).

Tabmuna 4. KoHBeHIMOHAJHM peXUMHU Ha jJedyeHue Ha AUX.

CaMOCTOATENHO Komb6unupano neuenue

Prednisone (mg/nen) Prednison +Azathioprine (mg/nen)
Ceamuna 1 60 30 50
Cenmuna 2 40 20 50
Cenmuna 3 30 15 50
Cenmuna 4 30 15 50
Homawspixkama 103a 20 10 50
IIpennouura ce npu: Huronenust ITocTmMeHnonay3aiHo

Bpemennoct Octeomnopo3sa

MasurseHo 3abossBase JlaOunen nuaber

Kparbk xype (<6 mecena) 3aTnbcTABaHe

Jedunur va Thiopurine - Axue

MeTHITpaHcepasa Emonuonanna nadbunHoct

ApTepuasiHa XUIEpTOHHUS

Crpannunute aeiictusg Ha Dehydrocortison BkIoYBaT KO3METHYHH NMPOMEHH, 3aTTBCTSABAaHE, OCTEONOPO3a,
BepTeOpaliHa KOMIIpeCHs, AUabeT, KaTapakTa, XUIIePTOHUS u nicnxo3r. O0m4aifHo ce pa3BHBaT MpH JieueHue Hag 18
Mecena Ipu noaasprkania 1o3a #Haa 10 mg. IlpexbcBane ce Hanara npu no-mManko ot 15% ot ciyvante. KomOnHMpanust
PEXHM € C IO-MAJIKO CTEPOUA-UHAYLUPAHN CTPAHNYHU JEHCTBUSL

CrpanndHuTe ACHCTBUS IpH JiedeHne ¢ Azathioprin BKiItOUBaT X0IECTaTHYIEH XCIATUT, BEHOOKITy3UBHA OOIIECT,
MAHKPEATHT, TajieHe, MOBphIaHe, OOPHBH U NMOTHCKaHE Ha KOCTHOMO3bUHaTa GyHkuus. Habmonasar ce npu 15% ot
NALMEeHTHTE, JIeKyBaHH ¢ 103a 50 mg W OT3BydYaBaT cjel HaMalsgBaHe Ha [03aTa WIM CIMpaHe HAa MEAUKaMEHTA.
TeopeTH4HHUAT OHKOTEHETHYEH PUCK IPU UMYHOCYIIPECHBHOTO JieueHne Ha AWX cripsMo HOpMajHaTa MOITyJIalus €
1.4.
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KoHBEHIIMOHATHOTO JICUeHHE MPOIBIDKAaBa, JOKATO CE OTYETE €JHA OT CICIHUTE YEeTHPH BB3MOKHOCTH
(endpoints): mocTurane Ha peMucHsl, HEYCIIEX OT JEUEHUETO, HEIbIEH OTIOBOP WM JIEKAPCTBEHA TOKCHYHOCT (Tabil.
5). He cpiectByBa (prikcrpana MUHUMAITHA WITH MAKCUMAaJTHA TIPOABIDKATEITHOCT Ha JJeueHne. PemucusaTa psIiko HacThIIBa
npen mepeute 12 mecena. 80% OT manueHTHTE BIN3aT B PEMICHS B pAMKHTE Ha 3-TOAMIITHO JICICHIE. XUCTOIOTHIHOTO
nofoOpeHue ce oTuuTa 3-6 Mecena e/ KITHHIYHOTO ¥ OMOXMUMUYHOTO,  HACTHIIBAHETO MY OIpE/ICisi HABITU3aHETO B
pEMHUCHS U CITUPAHETO Ha JiedeHreTo. Clies] MpeyCcTaHOBSIBAHE HA JICUCHUETO KITMHHIHUAT U T1a00paTopeH KOHTPOIT Ce
OCBIIECTBSABAT BCCKH MECEII IPe3 MIbPBUTE 3 Mecella ¥ Ha BCEKH 3 Mecella Ipe3 IbpBaTa FoIMHA C OIIC]] yCTaHOBSBAHE
Ha pearnc.

PesanchT ¢ pecakTuBUpaHe Ha 3a00JSIBAHCTO CJIC]T IIOCTHTAHE HA PEMHUCHS M CIIPaHE Ha JicueHueTo. [IposBsisa
ce cbe crmaboct, aprpanruu u nosuinenne Ha AsT Hax 3 meTr cripsimo I'PC. B 3aBHCHMOCT OT XHCTOJIOrHYHATA HAXOIKA
npu cnivpade Ha Jedenueto, npu 20-100% ot ciayyante ¢ AUX HacTbmnBa penarnc. [IbpBUAT penamnc ce TpeTtupa ¢
KOHBCHIIMOHAJICH PE)KUM Ha JicueHue. [Ipy mManueHTUTe ¢ TIOBEUE OT SIMH PEJIarc ¢e MpHiIara MoCcTosHHA MO IbpIKaIia
tepanusi ¢ Dehydrocortison w/nnu Azathioprin ¢ 1ies1 KOHTPOI HaJT aKTHBHOCTTA Ha 3a00J1IBAHETO, KOSTO € BE3MOYKHO B
70-90% ot ciydaure.

10- 1 20-romumHaTa npeKUBIEMOCT Ha JIGKyBaHHUTE MAeHTH ¢ TeXbk AUX Hagsumasa 80%.

Taonuua 5. Bb3M0o:KHU pe3yJTaTH 0T KOHBEHIIHOHAJIHOTO Jedyenne Ha AUX u moc/enBany moaxo.

Pesynrar Kpurepun [ToBenenue
Pemucus Jlunca Ha cuMnTOMHU [Tocrenenno cnupane Ha Prednisone B
Hopmainnu croiiHocTH paMKuTe Ha 6 ceIMUII
Ha OmupyOMHA U raMa-TI00yTHHATE Cnupane Ha Azathioprine
HopMannu croiiHOCTH Ha PenoBHO MOHUTOpHUpAHE 32 HACTHIIBAHE
aMUHOTpaHc(hepa3nuTe WK TOBUIIEHUE JI0 2 Ha peJaric
meTH Hax [ PC
HopmManHa XHCTOJNIOTHYHA HAX0/AKa UITH
MUHUMaJIHO Bb3najenue Oe3 interface-
XeMaTUT
Heycnex ot Knuanuno, 1abopaTopHO U XUCTOJIOTUYHO Prednisone 60 mg nueBHO ninu
JI€YEHUETO BJIOLIaBaHe HA )OHA HA CTPUKTHO Prednisone 30 mg nHeBHO B
MPOBEXKIAHO JICUCHUE komOunanus ¢ Azathioprine 150 mg
[ToBumenne Ha aMmuHOTpaHchepasute ¢ 67% | JTHEBHO B NPOABIDKEHHE HA TOHE |
[TosiBa Ha MKTEP, ACHUT WIH YEPHOIPOOHA mecell. [Ipu mogoOpenue - peaykuus Ha
eHnedanomnarus J103aTa BEJHBX MECEUHO JI0 JOCTUTaHe
Ha CTaHJapTHaTa MOJIbpoKalia 103a.
Henbiien JlexocTeneHHO WK JIMIICBAIO 000 peHne Penykuus Ha no3ara Ha MEIMKaMEHTHUTE
OTTOBOP Ha KJIMHUYHUTE, 1a00paTOpHUTE U JI0 Hali-MaJIkaTa Bb3MOJKHA J103a, C LeJ
XHCTOJIOTMYHUTE IPOMEHH 110 BpeMe Ha IpeIOTBpaTABAHE HA BIONIABaHE.
JIeUeHHe. HenpekscHato neuenue
HeBb3MOXKHOCT 3a MOCTUIaHE HA PEMHUCHS
cien 3-TOANIIHO JIeYeHHE
Hsima BromaBane Ha CbCTOSTHUETO.
JIexkapcTBena TeKKu KO3METUYHU IPOMEHH, CUMIITOMHO- HamansBane Ha no3arta uiau criupaHe Ha
TOKCHYHOCT MPOsIBEHA OCTEOTEHUS, EMOI[OHAIHA MEANKaMEHTa B 3aBUCHMOCT OT TEXECTTa
HecTaOUITHOCT, HeJOObP KOHTPOJ HaJ Ha CTPaHUYHOTO JeHCTBUE.
XHIIEPTOHUATA, JTa0MIIeH 1uader, [TponpmkaBaHe Ha JICYEHUETO C
porpecupania nuToNneHus MEJIMKaMeHTa, KOWTO ce MOHacs.

IloBeneHue npu Heycnex OT Je4eHHETO

[Tpu Heycrex 0T KOHBEHLMOHAITHOTO JIeUeHHe ce 00ckxaa npuiokeHne Ha Cyclosporin, Tacrolimus, Budesonide,
Deflazacort, 6-mercaptopurine, Methotrexate, Cyclophosphamide, Mycofenolate mofetil nnu Ypconeokcuxonesa
kucenuHa (YIXK).

[ManueHTHTE € BIOIIABAHE MO BPEME WIIU Cliel KOPTUKOCTEPOUIHOTO JICUCHUE CE JICKYBAaT €(EKTHBHO C
yepHoapoOHa tpanciianTanust (UT). [Terrogumnara npexussemoct cien YT no moBox Ha AUX Hansuiiasa 90%, a
10-rogumnara e 75%. [Ipu naumeHTHTe C YepHOAPOOHA JEKOMIICHCAIUS, MPEau Ja ObJaT MPEJIOKESHH 3a
TpaHCIIaHTALHUs, ce MPOBEXKIa OIHT 3a JIeYEHHE ¢ KOpTHKOocTepouau. IIpy yacT OT MalMeHTHTE C aBaHCHPAJIO
3a00msBaHe, acUUT W/HIK eHiedanonatus ce mocrura nopobperne u orcpouBane Ha YT. Octpara yepHOIpOOHA
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HEZO0CTaThYHOCT, IpHunHeHa oT AUX, ce jiekyBa ¢ KOPTUKOCTEPOUAHN U MIPH Heycrex ce m3pbpiuBa YT.
ITpu oxomo 3% ot manmentute ciren YT ce Habmonasa de novo ANX, kolTo 0OMKHOBEHO € JIEK U Ce TI0/11aBa Ha
UMYHOCYIIPECHS.

Cbo0OpakeHnsi MPU NPoOBeKIaHe Ha JiedeHHe HAa Ha AUX

IIpu mocraBeHa muarno3a AMX w ompeneneHa TEXECT Ha 3a00IIBaHETO, 3MPABHOOCHTYPHUTEITHATA CHCTEMA
cllefiBa J1a TapaHTHPa HEOOXOAMMOTO KOHBEHIMOHAJHO JIEUEHHE Ha MalMeHTHTe W KIMHUYHOTO, JIAOOPaTOPHO H
WHCTPYMEHTAITHO Mpoce/sIBaHe 10 BpeMe Ha JiedeHneTo. Heo6xoammo e ocurypsiBaHeTo Ha JOCTHIT U 10 CbOTBETHUTE
CIIELIMANIICTH 32 NPOPHUIAKTHKA U JICUEHHUE Ha YCIOKHEHHUSATA OT JICUEHUETO (€HJOKPUHOIIOT, KapAHOJIOT, 0(TaIMOJIOT,
XEMarToJIOT, IEpMAaTOoJIOT, ICUXUATHP U Ap.). IIpr He06X0IMMOCT OT JIeUeHHE Ha HEeXXeMaH! e(PEKTH OT TepanusiTa, cieaBa
Ype3 37paBHOOCUTYPHTEITHATA CHCTEMA JIa ce o0e3reyuar Hy)KHUTe MeankaMeHTH. [Tocouennte chobpaxenust TpsiOBa
Jla ce UMarT IpesiBUA U TIPU HEMTBJIEH OTTOBOP KBbM JIEUEHHETO.

31paBHOOCUTYpUTENHATa CHUCTEMA CIIEABA J1a FapaHTHpa XOCHHUTAIM3alUATa Ha MallMeHTa 3a JIOKa3BaHE Ha
HACTBIIMJIATa PEMUCHUSI ¥ M3BBPIIBAHETO Ha HEOOXOMMMMTE U3CJICABAHUS 3a Ta3u Iei. [IpuemMaHe Ha maiyieHTa B
racTPOCHTEPOIOTHYHA KIIMHHUKA TPsIOBa J]a c€ OCUTYPH M TIPH BCSIKO BIIOIIABAHE B XOJIa HA JICUSHUETO WIIH TIPHU pelarc.

IIpu HeycIIex OT IEYEHNETO 3/[PaBHOOCUTYPUTETHATA CHCTEMA CIIE/IBA J1a 00€3I1EeUH Bh3MOKHOCT 3a IIPOBEXKIaHE
Ha JICYEHUE C aITePHATUBHUTE CPEACTBA 32 IMYHOCYNPECHS, KAKTO U MOHUTOPUPAHETO HA OTTOBOPA KBM JIEUEHHE.

ITpu HEeycnex OT MEIMKaMEHTO3HOTO JIEUEHUE €INHCTBEHA Bb3MOKHOCT 3a 3alla3BaHe Ha KMBOTA HA MallUCHTa
OCTaBa YepHOAPOOHaTa TPAHCIUIAHTAINS W N3BBPIIBAHETO i 1pH marpeHTnTe ¢ AUX cnensa ma Obae MpHOpHUTET Ha
30paBHOOCUTYpPUTEIHATA CUCTEMA.

II. ITbpBUYHa OuIMaApHA HUPO3a

[IbpBuuHara 6unuapua mupo3a (I1BL]) e 3a0onsBaHe Ha 4epHHUs APOO C aBTOMMYHHA T'€HE3a, KOeTO 3acsra
NPEIMMHO )KEHHU Ha CpeiHa BB3pacT. 3al0yBa KaTo rpaHylIoMaTo3Ha AeCTPYKLHS Ha MHTePI00yIapHUTE *KITbUHH KaHAIH,
KOATO NMPHYMHABA IyKTONMEHUsA. ToBa BOIM [0 Mporpecupaina xonecrasa, Gudposa, nupo3a u yepHoapoOHa
HEJ0CTaTh4YHOCT.

YecToTa M KJIMHHYEH X0

Yecrorara Ha ITBI] e 2-15/100 000. B uHsaxou o6mactu goctura o 42/100 000. 95% ot nmaryeHTHUTe ca KeHH.
Bpemero Ha mporpecus 10 YepHOApOoOHa HENOCTATHYHOCT BaApHUpPa 3HAYUTEIHO IIPHU OTIEIHUTE ciry4yau. [loHacTosmiem
50-60% ot mareHTHTE ca 0€3 CHUMITOMH TIPH ITOCTaBsIHE Ha JMarHo3ara v 3a00JIsIBaHETO Hall-4eCcTO ce OTKPUBA MPU
CIIy4aifHO YCTaHOBEHA XOJIECTa3a W HAJIMYKMe HAa aHTUMUTOXOHIpUANHU aHTHTena (AMA) wim npu u3cieaBaHe 1o
TTOBOJ Ha JpyTo 3abomsBane. CpeHATa TIPEKUBSIEMOCT CJIE]] IOCTABSIHE HA AWarfo3ara € 16 T. 3a 0e3CHMITOMHUTE
TAaLKEHTH U 7.5 T. 32 CAMIITOMHOIIPOSIBEHUTE CITyYaH.

Xapaxrepru 3a [1B1] ca ciienxnuTe mposiBH: yMopa, ChpOeXk, MopTaIHa XUIIEPTOHHUS, METa0OINTHA KOCTHA O0JIeCT,
KCaHTOMH, MaabcopOIysI Ha MAaCTHOPa3TBOPUMH BUTAMHHH, YPOUH(EKINH, KaKTO U pa3BUTHE Ha Heolulasud. B Han
80% ot cimyganTe c [IBI] ce oTkprBa ChIIFTCTBAIA aBTOMMYHHA Oosect (Tabdm.1).

Tabmuna 1. CeobTeTBalM aBTOMMYHHM 3a001sBanus npu I1BI]

TupeouaHa TUCHYHKIHS
CucremHa ckieposa
PeBmaTounen aptpur
Cunapom Ha Sjogren
Cunnpom Ha Raynaud
CREST-cunapom

I'myTrenoBa eHTeponaTus
Vuepo3eH KOJIuT

TpaHcBep3ajeH MUEIUT
CupHUHTOMUETHS

ABTOMMYHHA XEMOJIUTHYHA AHEMHS
Aptepunr Ha Takayasu

Cr3nazeHu ca pa3nuaHu nporHoctinaan Mozeny Ha [1BI] (Tabmn. 2). OcHOBeH NporHOCTHYEH (aKkTop € HUBOTO
Ha cepyMHUs OMIMpyOWH, 3HaYE€HHE MMaT ¥ HAJIMYMETO Ha IMP03a, Bb3pacTTa U HUBOTO Ha ajOymuHa. CepyMHUST
OMIMpyOHH MOXKE J1a Ce U3IT0JI3Ba KaTo HHAMKATOP 3a U3BBPIIBAHE Ha TPAHCIUIAHTALHSL.
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Taoauua 2. IIpornocruunu moaesan Ha IIBIL.

Mogen Bwspact | Kepene | Acuut| bumupyoun| [T | Xenato- | ®@ubposza/ | Xomecraza| XM | AnOymun
OT BapHLH Meranust | [upoza

EBpomna + + + + +

Mayo + (+) + + +

Yale + + + +

Australia + + +

Glasgow + + + + + + +

Oslo + +

Royal Free | + + + +

(+) — otok, [11 — nporpombuHOB HHACKC, XM - Xuanun Ha Mallory

ITpu psi3ko moBweHNE HA OMKpyOuHa, ocBeH rporpecus Ha [1BL], cineapa ga ce mMar npeaBUA U APYTH TPUIHHA
— cunapoM Ha Gilbert, cenicrc, OpeMeHHOCT, IpHeM Ha OpaJlTHi KOHTPALCTITHBH, XOPMOHAJIHA 3aMEeCTHTEIHA TepaIusi,
XOJIEZIOXONTMTHA3a, HEJICKYBaHO 3200 sIBaHE Ha IIUTOBHAHATA JKJIE3a, XEMOJIM3a M TOKCHIHO YEPHOIPOOHO yBpPEKIaHE.

[Tpu nosiBa Ha acuuT, YepHOAPOOHA eHIedaronaTHs 1 HEeKOpurupyma ¢ BuT. K koarymonarusi, mociessamara
Tporpecust Ha 3a0oJsIBaHeTo € Obp3a.

Juarno3a na IIBL

OcHoBaBa ce Ha JI0Ka3BaHETO Ha UHTpaxXernaTaliHa XoJlecTasa B ChueTaHHle ChC CreIM(UIHATE 32 3200JISIBAHETO
AMA u xapakTepHa XHUCTOJIOTHYHA KapTHHA.

W3znon3Ba ce cnegHuaT AuarHoctuueH anropuTsM: [Ipu HammuHo nmosumenue Ha AD u I'TT ce u3BbpiiBa
YATPa3BYKOBO M3CIIC/IBaHE HA YepHUS 1p00. AKO HE ce yCTaHOBH OMInapHa oOCcTpyKIus, ce n3cieasar AMA B cepyma.
W3cnenBaneTo € mo3utuBHO npu TUTHp noHe 1:40. UyBcTBUTENHOCTTA U crnenuduyHocTTa HAa AMA ca Hax 95%.
JlombiHUTENHA XapaKTepHa Haxoika ¢ moBumeHuero Ha IgM B cepyma. Ilpn HanuumMe Ha TUNWYHU CHMIITOMH,
MHTpaxenaTajiHa XoJIecTasa 1 MO3UTUBHE AMA, He e 3aIbJDKHTEIHO [1a Ce U3BbpILBa YepHOAPOOHa OHorcHs, 3a Aa ce
MOCTaBH AMAarHo3a. XMUCTOJIOTHIHOTO M3CIeIBaHe o0ade ompenens cTaus Ha 3a00IIBaHeTO, IPOrHO3aTa M BU/IA Ha
nedeHneTo. ChIIecTBYBAT 4 XUCTONOTHYHH cTaaus (Tabm. 3):

Taoauua 3. Xucroaoruunu craauu Ha IIBII.

I crapuit | IlpencrasinsiBa nopTajieH XENaTUT C TPaHyJIOMaTO3HA JECTPYKUMS Ha KITbUHUTE KaHaimueTa. Hanuie

ca BaKyOJIM3aIys 1 IMKHO3a Ha eTTUTEITHNTE KIICTKH, KaTO Y€CTO HEKPOTHUHNTE KaHATIETA Ca Pa3OIOKCHH
B IICHTBPA Ha FOJIEMH I'PaHyJIOMOTIOZ00HH JIE3UH, ChCTOSIIIN CE OT XHMCTHOLIUTH, JIMM(OIIUTH, TIIa3MOIUTH,
€03MHO(WIIN U TTOHSIKOTA TUTAaHTCKH KJIETKH. ToBa ca T.Hap. ¢pyopuaHu 1ykTycoBu je3uu npu [1B11.
WHduarparsT He HapyIIaBa rpaHAYHATA JIaMea.

II cramuit | [IpencraBmisiBa mepuIopTaieH XemaTuT U npoiardeparus Ha XITbIHUTE KaHamdeTa. YacT OT mopTamHuTe
npocTpaHcTBa (HUOPO3UpaT. Bh3manuTeTHUAT HHQUITPAT HABIH3A B IEPUIOPTAIHIS TAPESHXHUM, B
NOPTAIHHUTE IPOCTPAHCTBA HE ce HAaOM0IaBaT HOPMAJIHH )KIThYHHI KaHAT4eTa, a CaMO aTHIIMYHHA HaI' bHATH
JKIIBYHU CTPYKTYPH O€3 OTUECTIIUB JIyMeH. [lepuropTaiHnTe XenaTonnuTH ca BaKyOJIH3UpaHH U 00TpaicHN
OT IeHecTH Makpodarn — popMupar ce T.Hap. OunmapHu piece-meal HeKpo3H.

Il crammii | Hanmuaume Ha bridging-Hekpo3u n pUOpPO3HH CENTH, CBBEP3BAIIN OTJCITHUTE MOPTAIHH MPOCTPAHCTBA.

IV cramait | Llupo3a.

ITpu Guoncu4HOTO U3CeaBaHE € BB3MOXKHO /1a CE YCTAaHOBAT €THOBPEMEHHO ITPOMEHH, XapaKTEPHH 32 Pa3IudHH
cTaguy. 3HAUYCHNE NMa HaW-TEeXKKUAT. TepMHUHBT TyKTONCHHUS 03HAaYaBa JIMIICA Ha HHTEPIIOOYIapHH SKITbUHH KaHAIH B
noHe 50% OT mopTaJIHUTE MPOCTPAHCTBA.

[NammenTute B I u I ctaamii ca mo-BUCOKa MPEXUBSIEMOCT, OTKONKOTO narmeHTute B [II u IV craawmit. OcBen
toBa nanmentute B [ u Il cramuii ca ¢ mokaszana monsa ot aeuenue ¢ Y/ [XK.

ITpn Manka 9acT OT MaIMEHTHTE C TUWYHH 3a 00JIECTTa KIMHUYIHN, OMOXMMUYHH U XUCTOJIOTUYHH NIPOSIBH, B
cepyMa He ce ycraHoBsBaT AMA u ta3u gopma Ha Oonecrra ce onpenens kato AMA-HerarusHa [1BL] (aBTonMyHeH
xonanrut). [Tpu AMA-nerarusnara [1B1] moxe na ce nozutusupar AHA u ATMA B cepyma, 1o-4ecTo ce HabroaBa
nosumienue Ha IgG u no-psaxo Ha IgM. AMA-rerarusHara [1BL] He ce paznruaBa 0 HaUMH Ha MPOTUYAHE, IPOTHO3a
U TIOBNIMSIBAHE OT JIEYEHUETO OT Kiacudeckara [IBI1.

Psniko ce nabmonaBa Hanmune Ha AMA B cepyma nipu Jimrica Ha roeuiieHne Ha AD. C TeueHne Ha BpeMETO Te3H
MAIMEHTH CHINO pa3BHBAT XoJiecTasza U cuMiToMu. [10g00HM ciydan H3UCKBaT CBOEBPEMEHHA XHCTOJIOTMYHA OLICHKA U
npocie/siBaHe Ha OMOXMMUYHHUTE IT0Ka3aTeNy TIOHE BEJHBXK TOAUIIIHO.
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CrhoOpakeHus IPU MOCTABSIHE HA JUArHO3aTa M oNpee/siHe HA CTaaus HA 3a00/1s1BaHETO:

31paBHOOCHUTYpHUTEIHATA CHUCTEMa cleJ[Ba Ja rapaHTHpa XOCHHTaJIM3alusiTa Ha NalMEeHTHUTE B
racTPOSHTEPOJIOTMYHUTE KIMHUKH 32 OCHIIECTBSIBaHE Ha CHEUAIM3UPAHUTE JTAOOPATOPHH M MMYHOJIOTHYHHU
W3CJeBaHKs, U3BbPIIBaHEe Ha YepHOApoOHa Ouorcusi, Doppler-exorpadceka oreHka Ha MopTalHaTa CHCTEMa,
TOPHOEHJOCKOIICKO M3CJIE/[BAHE 3a YCTAHOBSIBAHE HA BAPUIM HA XPAaHOIIPOBOA, CTOMAxXa U MOPTAJIHA XUIIEPTCH3UBHA
ractpormatus. [lpu numnca Ha BapuIM ce M3BHPIIBA TOPHA €HIOCKONHUS HA WHTEPBAIH, HE TO-IBITU OT 3 TOXUHH.
31paBHOOCHTYPHUTEIIHATA CUCTEMA ClieIBa [1a 00e3IIeuH ClIelMai3upaHaTa JHarHoCTiKa Ha yciaoxaeHusta Ha [161] —
MeTa0OoINTHA KOCTHA Oonect, MaxadcopOuysi Ha MacTHOPa3TBOPUMH BUTaMHHH, YPOMH(EKINH, XeHnaTolenyiapeH
kapuuHoMm (HCC), xemaromynMoHaJeH CHHIPOM, KaKTO M Ha CHElHalii3MpaHara KOHCYJATaTuBHA U METOAMYHA
JIMarHOCTHKA Ha ChITBTCTBALUTE 3a00/IBaHNU.

Jleyenne na I1BI]

1. Cnennduyno neyeHue.

Jleuennero ¢ Y/IXK yBenuuaBa TpaHcriopTa Ha BbTpekieTbyHuTe #IIbuHK kucenuan (OKK) B kaHamuikymre,
peoynupa BbTPEKIETBUHOTO chAbpkaHue Ha xuapodooru XK u mMoxke na MMa IUTONPOTEKTHBEH €(EKT BBPXY
knerpuHnTe MemOpanu nipu [1B1] u nepBuyen ckieposupain xonanrut (IICX). Bb3MOXKHO € U UIMyHOMOYJIaTOPHO
nericteue. Jleuennero ¢ YIXK mpu IIBL] Bogm mo momoOpeHrne Ha OMOXMMHYHHUTE ITOKAa3aTeld Ha XOllecTa3zara —
ommpy6un, AD, I'TT, xonecrepon. Moke 1a oBnusie chbpOexa M pa3BUTHETO Ha BAPHIM HA XPAHOIPOBOAA. 3a0aBs
xoza Ha 3abonsBaneto npu naruentute B | u Il cranuii va 1611, EdexThT npu HanpeaHanuTe cTagiu He € CUTYPEH.
Ipunara ce B 103a 13-15 mg/kg/24 4. B e/tiH HITH HAKOJIKO pHeMa. BITHsAHIETO BbPXY MPEKUBAEMOCTTA U HYK/IaTa OT
TPaAHCIUIAHTANWS € OTYCTINBA TPH MPOABIDKUTETHO JiedeHne (moHe 4 rogmun). [loHocmmoctTa Ha Y/IXK e MHOTO
nobpa. He Bcnuky manyeHTH ce MoBJIHABAT OT JiedueHneTo. [IpuoxeHuneTo i mpes TpeTust TpUMECThP Ha OpEeMEHHOCTTa
e 6e3omacHo. HsiMa toctarbuHO 1aHHM 32 O€3011acHOCTTA i IIpe3 ITbPBUS TPUMECTHP. [IpH pe3uCTEeHTHOCT KbM JIeUeHHE
¢ YIXK Bb3MOKHU IPUYHHH Ca HEPEIOBEH NPHEM Ha MeinkaMmeHTa, overlap-cunnpom AUX-TTBL, kakto u popmupane
Ha apTepuoropraiiHa GUcTya ciie]] YepHOAPOOHa OHOTICHSL.

Ipu HenoBsMsiBane ot MoHOTeparwst ¢ Y/IXK, B chobpaxkenue Ban3a komouaupaneTo i ¢ Colchicin, Methotrexate,
KOPTHKOCTEPOU]IH, Azathioprin, Cyclosporin, KakTo " aeuenue ¢ Tamoxifen. Ha To3u eran HsMa 10CTaThYHO JAHHM, 33
Jla ce Tpernopbya UMyHocynpecruBHa Teparnus ripu [1BL1.

YepHoapoOHaTa TpaHCIUIAHTAIMS TIPEACTaBIIsIBA €MHCTBEHATA TEPANIeBTHYHA Bh3MOXXHOCT IPH HETIOBIIUSIBAHE
ot YAXK. 5-ropumnara npexussiemoct cieq YT mo nmosox Ha I1B1] Hagsuimasa 80%. [1Ipu noBuienue Ha OunnpyOnHa
Haj1 80 memol/l, pa3BuTHe Ha YCIOKHEHHS HA YePHOAPOOHOTO 3a00IsIBAHE WITH 3HAYUTEITHO BIIOIIABAHE HA KAYECTBOTO
HAa JKUBOT, MALIMEHTUTE CIIeBa Ja ObJaT BKIFOYCHH B JIMCTa Ha yakamuTe 32 YT (Tabm. 4 u 5).

Tabauua 4. [lokazanus 3a U3BLPUIBAHE HA TPAHCIVIAHTAUMSA NPU XPOHMYHO MAPEHXUMHO 3a00/1sIBaHe HA
YyepHHs Apod

Cepymen 6unpy6uH > 180 mcmol/l 3a moseue ot 6 Mecelia IpK XOJIECTATHYHO YEPHOAPOOHO 3a00IIABAHE
(> 50 mcmol/l mpy HeXOMEeCTAaTHYHO YEePHOIPOOHO 3a00IABaHE)
Cepymen andymun 30 g/l
Pesuctenren acuut
CrioHTaHeH OakTepuaieH NEPUTOHUT
UYepHoapoOHa eHuedanonarus
IMporpecupaiia MycKyiHa ciabocT
PerpanBupaiia XeMoparusi OT BapHIH
PasBuTHe Ha XenaTouenyiapeH KapuHOM
HeoBnaasieMm cbpoex
IMporpecupaiiia 0CTEOHEHHUSI
Xenarony;IMOHAJICH CHHAPOM
MELD* score >15
*MELD = [0.957 log, (creatinine mg/dl) + 0.378 log, (billirubin mg/dl) + 1.120 log, (INR) + 0.643] x10

Taoauua S. IlporuBonokasanus 3a UT

ExcTeH3MBHA MOPTAIHA M ME3EHTEpUATHA TPOMO03a
AxTHBHA OakTepHaaHa, ThOWYHA WK BUPYCHA HHPEKITUSL
W3BbHYEpHOAPOOHA MBPBUYHA HEOILIa3Ma
Excrepropusmpall mbpBUYEH YEPHOAPOOEH KapIMHOM
XonmaHTHOKapIIHHOM *
Cepro3Ho H3BEHYCPHOIPOOHO 3a00msBane (CHPIEUHO, OeT0APOOHO, HEBPOJIOTHIHO),
BB3MpensaTcTRanio ycnemtara YT uiu pexabunuranusara
*BB3MOXKHO € KOMOMHHMPAHO JICYEHHE C XUMUOTEPAIINS, JIbyeieueHne u UT
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2. Jleyenue Ha yCJI0KHEHHUSATA:

CobpbexnT ce oBnassisa ¢ Cholestyramine 4-16 g/24 4, npuern npenu u cief 3aKycka. AsnrrepHarusa e Rifampicin
2-3x150 mg/24 4. JlomrbIHATETHA BB3MOXKHOCTH ca ipueM Ha Naltrexone, yarpaBuosietoBo o0ibuBaHe, miasmadepesa,
eKCTpakopriopaiiHa anoyMuHoBa quanuza. [Ipu HeoBnagsiem cepoex e nokazana YT.

Sicca-cHHIPOMBT U3HCKBA TPETHPAHE HA KCEPOPTAIMHUSTA H KCEPOCTOMUSITA, YICCHIBAHE HA MPENIBIIAHETO U
TyOpUKaLys IPU JUCTIapEyHUSL.

Cunapomsbt Ha Raynaud ce TpeTtupa ¢ KaJanueBH aHTarOHUCTH.

Ocreormnopo3ara ce OleHsIBa Upe3 M3CiIeBaHe HA MUHEpaIHaTa KOCTHA IUIBTHOCT IIPH TIOCTABsHE HA AWarHo3ara
I1BI1 u ciex ToBa Ha 2-roxuiHu uHTepBand. Heobxomum e mpuem Ha 1500 mg xammmit u 1000 UI But. D nuesHo,
YBEJIMYABAHE HA ABUIATEIHATAa aKTMBHOCT M u3jaraHero Ha cibHLe. [Ipu xenu c I1BL] B MeHomay3a ce mpuiara
TpaHCcAepMaliHa XOPMOHAIIHA 3aMeCTHTeHA Teparnus. [lo-Texkure popmu ca MHAMKALUS 3a JiedeHHe ¢ OudochoHaru.
Texxko mposiBeHaTa ocTeornopo3a e uHauKauus 3a YT, gopu U 1pu Jumca Ha 4epHOAPOOHA HEJOCTAThUHOCT.

Kopekuust Ha nedunnTa Ha MaCTHOPa3TBOPUMH BUTaMHHU CE WM3BBPIIBA NpH Xunepounmpyounemus. [Ipu
KoaryJonarusi B pe3yirar Ha geduuut Ha BUT. K, ce npunara napenrepaiso sut. K 10 mg exemecedHo.

Panuxannoto neuenne Ha HCC BiIIIOYBa TpaHCIUIAHTALIHA, PE3EKLMS U JIOKAJIHA abmarys.

CrnobpazkeHus npu jJedennero na [BI]

31paBHOOCHTYpPHUTEIHATA CHCTEMa CIIe/IBa Jla 00e3redn Creu(uIHOTO JIeueHre Ha 3a00JsBaHEeTO, KaKTO H
JICYEHHUETO Ha YCIIOKHEHHUSITA U aCOIIMUPaHUTE 3a00I1siBaHks. KOHTPOIIBT Ha JIeueHUEeTo Ha 3a00JIIBAHETO, YCIOKHEHHSTA
U ChIIBTCTBAILUTE 3a00JIsIBaHNU ClIeJjBa []a C€ OChIIEeCTBsBa criopes nporpamara Ha H30K 3a nedeHue Ha aBTOMMYHHU
3a00JsIBaHUS HAa YepHHS po0.

[lpn HyX7a oT mpoMsHA HA TEPANeBTUYHUS MOJXOJ, NP Oele3d Ha JEKOMIICHCALUS Ha YepHOAPOOHOTO
3a00JIsiBaHE WJIM HACTBIIBAHE HA JAPYTU YCIOKHEHHMS MAIMEHTHT CE XOCITUTAIN3NPA B TACTPOSHTEPOJIOIYHA KIIMHUKA.
ITpu ycranossasane Ha HCC cnezBa 1a ce mpoBesie pauKaIHo JEYEHUE Ha MAIEeHTa, ako TO € BB3MO)KHO WIIH MaJIMaTHBHO
JIe4eHUe IIPY HeKYpaOWITHHUTE CIIydaH.

[pn Hannuue Ha nmokasanus 3a YT, 31paBHOOCHTYpUTEITHATA CUCTEMaA ClIeJiBa J]a IPUEMe TOBa JICUCHHUE KaTo
NPHOPHUTETHO U Ja ro obe3neu, Thil karo YT ocraBa enHCTBEHA BE3MOXKHOCT 3a 3alla3BaHe Ha )KMBOTA Ha MAIMeHTa.

III. IIepBUYeH cKIepo3upaL XOJAHTHT

[TepBruHMAT ckaepo3upail xoiaarut (I1ICX) e XpOHUYHO XOIeCTaTHYHO 3a00IBaHe C HEN3BECTHA €THOJIOTH,
XapaKTepHU3Upalo ce ¢ BB3NAJeHUEe Ha MHTPa- U eKCTpaxenaTalHuTe KIbYHU MIBTUIIA, KOeTo BOAM a0 (Gubposa.
TepMuHBT “IrbpBHYCH” UMa 3a 1en na ormmyan [ICX ot ciyyanTte ¢ M3BECTHA MPUYMHA, O3HAYABAHU KaTO BTOPUYCH
ckJieposupar XoiaaHrut (tadu. 1). TepMuHBT “ckiiepo3upalil”’ 0TpassiBa MHAypalusTa Ha )KITbUHUTE TBTHIA, Bb3HUKHAIA
B Pe3yJITaT Ha BB3MAJICHHETo U prOpo3ara. TepMUHBT “XONaHTuT” modepTaBa 1aTojIorHYHusI CyOCTpaT Ha Bh3NAIUTETHHA
MIPOMEHH Ha JKITPYHHTE ITHTHUINA, a B KIIMHUYEH acTIeKT 0003Ha4YaBa eMU30/IUTe Ha UKTEP, KOpeMHa O0Ika 1 (heOPIUTUTET.
3a00IIsIBAHETO MOXKE JIa aHTAKUPA EKCTPa- U MHTPpaXenaTaiHuTe *IIbuHU mhThia (kaacuuecku [1CX), camo mMankure
BBTPEUEPHOIPOOHN SKITbUHH KaHAIH (TIEPUXOJIAHTHUT) UITK CaMO TOJIEMHUTE HHTpaxenaTalHA U eKCTpaxenaTalHi KaHaJIH.

Ta6auua 1. [Ipuynnu 32 BTOPUYEH CKJIEPO3HPALL XOJIAHTHT.

X0JeI0X0JIUTHA3A

TpaBma

Ucxemus

WHTpaapTepraina XuMHOTepanus
Wudexunu

Bponenu anomanuu

YecToTa H €CTECTBEH X0

Yecrorara Ha 3abonsiBaHeTo € 6-13/100 000. Mbikere 3a0omnsBar 3 MbTH MO-YECTO, CpE/IHATA BH3PACT Ha
3abonenure e 30-40 1.

[ICX nporpecupa KbM OuIIMapHa UPO3a, OPTAIHA XUIIEPTOHHSI, YePHOPOOHA HETOCTATHYHOCT U CMBPT, aKO
HE CE OCBIIECTBH YepHOAPOOHA TpaHCIUIaHTanus. CpeaHaTa MPOABIDKUTETHOCT Ha )KUBOTa € 9-12 T. cien mocTaBsHe
Ha juarHo3ara. Ch3/1a/IcHu ca MPOrHOCTHYHH MOJIENTN Ha 3a00JIsIBAaHETO, KaTo MPOTHOCTHYHH (DAKTOPH ¢ HAH-TOIISIMO
3HAYCHHUE Ca Bh3PACTTa, HUBOTO HA CEPYMHUS OMIMPYOHH, XUCTOJOTHYHHAT CTANIA U HAIMYUETO Ha CIUICHOMETAJTHS
(tabm. 2).
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Taoa. 2. IlpornocTnunu monesn npu ICX.

Monen Bw3pact | BP | BU3 | Xenaromeranus | Crmenomeranus | AD | Xwucronorusi| Hb
(crammit)

Mayo + + + + +

King’s + + + + +

MHoOTroeHTpoB | + + + +

BP — 6unupy6un, BU3 — BB3nanurtenHo upesHo 3abomsiBane, AD - ankanHa pocdarasza, Hb - xemoriodun

OKOJI0 MTOJTOBHHATA OT OOTHUTE HAMAT CHMIITOMH IIPH JUArHOCTUIMpaHeTo (Tadi. 3). B Hax 70% ot ciaydyaute
Ma aCOIMMPAHO BB3MAIUTEIHO YpeBHO 3a0oisBane. Yuiepo3HusT konuT (YK) mpu IICX yecto mpoTuda aTeHIOMpPaHO
B cpaBHeHHe che cirydante 0e3 [ICX u ToBa Moske fa 3abaBu auarnosara my. [Ipu Benukn marpenTn ¢ [ICX cnensa na
ce MpoBesk/Ia KoJoHOCKonus U Ouoricuu. Cunta ce, e [ICX moBumaBa prcka OT KOJIOHHA JUCTIIA3Hs U KAPIIHHOM TIpU
nanueHTd ¢ YK, 0co0eHO B AeCHUS KOJIOH.

[Ipu 6-27% ot manmentute ¢ [ICX ce pa3BuBa XOJAHTHOKAPIIMHOM, CIIEA KOETO MPEKHUBIAEMOCTTA € 10 6
Mecera.

Tadnnua 3. Bb3MokHM KIMHNYHM nposiBiaeHust Ha [ICX.

[

. BescumnromHo, ¢ 1a00paTOPHH OTKIOHEHUS

. XpOoHHYHA XONecTas3a

. PexypeHTeH XonaHruT

. YcnokHEeHUs1 Ha XpOHUYHO YepPHOAPOOHO 3a00JIsIBaHe

CrnygaifHa IUara03a IpH JIaapOTOMUS

. HesicHo TemmiepaTypHO ChCTOSIHUE

. XeMoparus OT IepUCTOMATHA BAPHUITH CIIENT MTPOKTOKOIEKTOMUS TI0 TTOBOJT HA YIIIIEPO3CH KOJIUT

. Crearopes u oTcradBaHe Ha TEITIO TIOpaIi MTAHKPEeacHa eK30KPUHHA HEIOCTATHYHOCT WM TTyTEHOBA CHTEPOIIaTHs
. CpueraHue Ha yIEpO3eH KOJIUT C aBTOMMYHEH XETaTUT, KOMTO HE OTrOBapsl Ha KOHBEHITMOHATHO JICUCHHE

N RN e NRU I NS

JIuarno3a

OcHoBaBa ce Ha KITMHUYHU (Ta0i. 3, 4), buoxumugHu (Tabi. 5) U peHTreHoNnorudHy Kputepun. Heobxomumo
€ J1a ce M3KJIFOYM BTOPHYEH CKIIEPO3Upalll XOJIaHTHT. B mudepenmuannara nuarsosa Bimzar ome u [1bL], AUX, overlap
[CX/AVX v nanonaruyHara afyntopHa gykrornenust. C ronsiMa CTOHHOCT € YCTaHOBSIBAHETO Ha Bb3IAIUTEIIHO YPEBHO
3a0oIsBaHe.

Tabu. 4. Cumnromu npu ICX.

Ymopa XemnaroMeranus
CopOex CruteHomeranust
Ukrep XuneprnurMeHTaus
OtcnabBaHe Ha TETIO Kcanromu
Debdpunutet

Ta6auna S. JlaGoparopuu npomenn npu IICX

Uscnenane UYecrora Ha abHOpMEH pesyaTar (%)
A® B cepyma 99
AmuHOTpaHCcepa3u B cepyma 95
bummpyOus B cepyma 65
AnbGymuH B cepyma 20
[TpoTpoMOHHOB MHIEKC 10
Men B cepyma 50
Lepynoria3MuH B cepyma 75
Men B ypuHara 65
ANCA 70

/lechUHNTHBHATA THATHO3a M3WUCKBA MPOBEXKIAHE HAa CHIOCKOIICKA perporpaaHa xonanruorpadus (EPX) mwm
MarHuTHope3oHaHcHa xonanruorpadus (MPX). Beamoxuu ca cinenxaute Haxoaku: 1. udy3Ho npbCcHATH MHOKECTBEHH
aHyJIApPHU CTPUKTYPH Ha JKITBYHHUTE ITBTUINA, MEXKIY KOUTO KaHAJIHUTE ca HOPMAaJIHHU WIH JIEKO pasmmpeHHd. 2. Kecu
CTPUKTYPH, HAIoA00ABAIIY IPUCTATaHE Ha *TbYHIS KaHAJI B ONIPE/ICIIeH y4acThK. 3. JJMBEepTHKYIONOI00HH Pa3LINPEHUS.

JIOMUHAHTHHUTE CTPUKTYPH MPEACTABISABAT CTEHO3H, YMHTO JIyMEH He HajBUIIaBa 1.5 mm 3a oOMmMs XKITbUCH
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kaHai 1 1.0 mm 3a necHus u nesus d. hepaticus. Passusar ce mpu 15-20% ot mauuenture. B 15% ot cimywaure ce
HaOMo/1aBaT MPOMEHH U B TIAaHKPEAaCHUS KaHaJl, Bb3MOXKHO € 3acsiraHe Ha )KIIbYHUS MeXyp u d. cysticus.

OcHoBHuTe XHcTONOrHYHY IpoMenu rpu [1CX ca: nepunykragHa Gpudpo3a U Be3NAICHUE; peyBaHe Ha y9acThIH
¢ nporudepanus Ha XKIBUYHUTE KaHAIM M YJ9acThIM C OOJMTEpaIysi Ha KaHanuTe; AyKroneHus. llpu Hammame Ha
($uOpO3HOOOIUTEPUPALLl XOJIAHTUT HarHo3ara € curypHa. Ilopaay HEXOMOT€HHOTO 3acAraHe Ha IapeHXHMa, 3a Ja
OB/ie Ha/IeKTHA XUCTOIOTHYHATA JIMAarH034a, CE M3UCKBa OMorcusiTa 1a BiouBa 10 mopranau nmpoctpancTBa. ChBeTBa
ce Ja ce Ouorcupar u ABara 4epHoApoOHH Asia. [Ipu curypHa quarHosa OT peHTTEHOJIOTHYHOTO M3CIIEBAHE HE €
3aIBJDKATENTHO Jla c€ M3BBpIIBa OHomcus. 3a0osBaHeTO MMa 4 XHCTOJOTHYHHU CTaIusl, KOUTO MMaT 3HAYEeHHUE 3a
olpeielIsIHE Ha IPOTHO3ara:

I craguii - pasnMpeHre Ha IOPTAITHUTE IIPOCTPAHCTBA € TIEPUIIOPTAJICH XETaTUT U/WIN TPOMEHH B )KITBUHHTE
KaHayeTa. Bp3MokHO e Hannune Ha ubpo3a, HempeMHUHaBaIla rpaHNYHATa JIaMeda.

11 cragmii — nepunopranza GpuOpo3a che WK Oe3 Bh3MAICHNE, IPEMUHABAIIO IPaHUYHATA JIaMeJla, ChIIPOBOJICHO
oT piece-meal HEKpO3H;

I cragmit — cenranHa ¢pudposa u/mmn bridging-Hekpoza

IV craawmii — OwnmapHa 1upo3a

CpoOpakeHusi Npu nocrapsine Ha quarno3ara Ha INICX

31paBHOOCUTYPHTENIHATA CUCTEMA ClIe/IBa J]a 00e3euH MOCTaBIHEeTO Ha uarHo3ara npu nanuenture ¢ [ICX B
CTAIlMOHAPHM YCJIOBUS HA CIICIUATN3UpPAaHUTE [ acTPOCHTEPOIOTHYHN KIMHUKA 4Upe3 CIOMEHATHTE JabopaTopHH,
UMYHOJIOTHYHH, 00pa3HU, CHIOCKOTICKA U XUCTOJIOTUYHH METO/TH.

HeobxonuMo € 1a ce OCHTypsT CHOTBETHUTE KOHCYITAIIMH W M3CIICABAHUS 33 IMATHO3a HAa YCIOKHECHHUATA HA
[ICX (Tabn. 6), cempreTBanUTe 3a00MABaHus (YIIIEPO3eH KOJHT, CApKOH103a, TIIYTEHOBA €HTEPOINAaTHs) U TEXHHUTE
ychokHeHus. B cTagupanero Ha 3a0omsBaHeTo ce BKirouBatT M Doppler-oBa orneHka Ha mopTraiHaTa CHCTeMa, TOpHa
€HJIOCKOITHSI 32 YCTAaHOBSIBaHE Ha BAPHITH HAa XPaHOIPOBO/IA, CTOMAaxXa U IMOPTajHa XUIIEpTeH3WBHA racTponarus, brush-
LUTOJIOTHS W/WIM THHKOUITICHA OUOTICHS OT JIOCTBHITHUTE JOMUHAHTHU CTPUKTYPH, TIO3UTPOHEMUCHOHHA TOMOTpadus
u n3cnenBane Ha CA 19-9 3a CKpUHHMHT Ha XOJaHTHOKAPIIMHOM.

Taoanna 6. Yeaoxknenus Ha IICX.

OO0 ycIoXXKHEHUS Criern(puaHY yCIOKHEHUS

UepHOnpoOHA HEAOCTATHIYHOCT JlOMUHAHTHU CTPUKTYpH

ITopTanHa XUNEPTOHUS Xore/xonenoXonuTHasa

UepHonpoOHA 0cTeomucTpohus [epuctomamau BapuIu

Crearopes, Mas1abCopOLIUst HA MACTHO-PA3TBOPUMHU BUTAMUHH XonaHTHOKapIIMHOM
Jleuenne na IICX

1. JleyeHue Ha 3200/1BaHETO

KbM HacToSIIUS MOMEHT HE ChIlecTBYBa edekTuBHO jeueHue Ha [ICX. OnuTHuTe 3a UIMYHOCYIIPECHS C
Methotrexate, Azathioprin, Cyclosporin, kakto u jeueruero ¢ Colchicine 1 KOPTHKOCTEpPOHUAH, BKII. U JIOKAIHO
MPUJIOKEHH, HE BOJST 0 OTUeTinuB edekT. Ponsra Ha Tacrolimus He e ycranoBena. Huckure nosu YIXK ca
Hee(heKTUBHH.

Wma nannm, ye Bucoku no3u YJIXK (20-25 mg/kg/24 4.) nonoGpsiBar GHOXUMHYHHUTE TIPOMEHH U MOXeE Ja
penyuupar xonanruorpadcekara Haxozka u pudposara. OcBeH ToBa, UMa ChoOIIeHus, Ye edenuero ¢ Y[ XK namassnsa
YyecToTara Ha KOJIOHHATA JTUCTLIA3Ms M paka Ha KOJIOHA IIPU ChITBTCTBAIINS YIIIIEpo3eH KonmnT. KoMOnHMpaHoTO NedeHue
Ha JOMHHAHTHHTE CTPUKTYpH ¢ 6anonHa qunaranus U Y XK moxe na mogobpu npeskussemoctra. Jleuennero ¢ YAXK
500-750 mg/24 4. B kombuHauus ¢ Prednisolon 1 mg/kg nneBno n Azathioprin 1-1.5 mg/kg nHeBHO MOXe 1a HOBNHsIE
OaronpuATHO OMOXMMHUYHHUTE MPOMEHU M XUCTOJIOIMYHATa HAaXOKa.

UepHoapoOHaTa TpaHCIIaHTamus € ¢ MHOTo noopu pesyararu mpu [ICX - meTroanimHata IpesKHBSIEMOCT €
okono 80%. ITokazanusra 3a UT ca nocodenu B pazzaena 3a [1BbL]. HeratusHo BusiHME BBPXY MPEKUBIEMOCTTA OKa3BaT
Haymauero Ha YK, mpeammecTBany KOpeMHH OTIEpaniy, HATMYHUETO Ha acIliT, MOBUIICHUAT KPEATHHUH U HAJTMIHETO
Ha XoJaHruokapuuHoM. CiryyanuTe, yCIOAKHEHH ¢ KIIMHUYHO TPOSIBEH XOIMaHTMOKAapLUHOM, UMaT 33% eTHOroAMIIHA U
0% S5-ronumiHa npexuBieMocT. [Ipu KIMHUYHO HENPOSIBEH XOJAHTHOKAPIMHOM, OTKPHUT ciaydaitHo mpu YT,
MEeTroANIIHATa NPEXUBIEMOCT € KaKTO MpH ciiydyauTe 0e3 XojaHTHokapuwmHoM. [IpexuBseMocTTa HpHu
XOJIAaHTMOKAPIIMHOM MOXE Jla c€ yBenuuu npu komOuHupane Ha YT ¢ xumuorepanus u JbUeiedeHue.

[IpokToKoNeKTeMHsITa, MHINNNPaHa OT IIPOTHYAHETO Ha YIIIEPO3HUsI KOJIUT, He moBiusiBa xona Ha [1CX.
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2. JleyeHue HA YCJIOKHEHUSATA.

JIOMUHAHTHUTE CTPUKTYPH CE TPETUPAT C CHIOCKOICKA OaJIOHHA TUIATAIVsI MM BPEMECHHO CHJIOCKOIICKO
MPOTE3HUPAHE B IICHTPOBE C JOCTATHYHO TOJISIM ONMUT. AJITCPHATHBA Ca HA300WIHAPHUST JPCHAXK U TPaHCXCIaTaHaATa
JIAJIaTanmsl.

Crny4auTe ¢ peKypeHTEH XOJIAaHTUT 0¢3 TOMUHAHTHH CTPUKTYPH U3UCKBAT AaHTHOMOTHYHO JICUCHUE, & IPH YCCTH
PCIMIMBY ¢ HHIUIMPAHA aHTHOAKTepHATHA POPHUIAKTHKA. ACIICHANPAIIHAT OaKTEPHAJICH XOIAHTHUT € PAIBK, aKO HE
ca M3BBPIIBAHA XUPYPTHIHA HAMECH BBPXY JKIIBYHATA CHCTEMA.

CrhIpTCTBaIIATa XOJIECAOXOIUTHA3A CE TPETHPA €HJIOCKOIICKH.

Jleyenuero Ha chpOexKa, cTeaTopesTa, eUIrTa Ha MACTHOPA3TBOPUMH BUTAMHHH M HAa OCTCONICHUYHATA KOCTHA
OosecT ce MpoBEkKIa KAKTO TPH IPYTUTES XPOHUIHU XOJICCTATUIHU CHhCTOSHHS.

Cbo0paskeHus: IPH NPOBEKAAHETO Ha JiedeHue Ha TICX

3npaBHOOCHUTYpUTEIHATA CHCTEMa cliefiBa Aa obesmeun mMeamkaMmeHTo3HO jJedenue Ha IICX ¢ YIAXK,
KopTHKOocTepouau 1 Azathioprin, KakTO U Ha BCEKM MEIHMKaMEHT, 32 KOWTO C€ YCTaHOBH, ue ¢ edektrBeH npu [1CX.
ChI110 Taka € He0OXOIMMO J1a C€ OCUTYPH JIEIEHHETO U MpocieIsIBaHeTo Ha ycnokHeHusTa Ha IICX u ceibTeTBammTe
3abossiBanus. CienBa 7ja ce OCUTYpH OOJHMYHO JIEYCHHUE MPU BCUYKM MPOSBU Ha JACKOMIICHCAIMS U YCJIOKHEHMS,
MPOBEXJAHETO HA €HIOCKOIICKO WJIM NEPKYTAaHHO JICUCHHE HAa JOMUHAHTHUTE CTPUKTYPH, KaKTO U aHTHOAaKTepualHaTa
npodMIakTHKa Ha acueHAupaius XxonaHruT. [locouennte ¢opmu Ha JeyeHHE cieiBa Ja ce NPOBEXKIAT BHB
BHCOKOCTICIIMAIN3UPaHUTE [ 'aCTpOEHTEPONOrHuHH KITMHUKH.

INocnencTBusiTa Ha XpOHWYHATA XOJIECTa3a Clle/iBa a Ob/1aT JIEKyBaHU ¢ 00E3MIEUSHHU OT 3/[PaBHOOCUT'YpUTEIIHATA
cHcTeMa MEIMKaMEHTO3HH U APYTH CPEACTBA.

Heo0Gxomumo e 1a ce ocurypu aMOynaTopHO IpOcIiesIBaHe Ha X0 Ha 3a00JIIBAHETO M PE3YATATHTE OT JICUCHHETO
B CMELHAIM3UPAHUTE TaCTPOCHTEPOIIOTUIHU KaOHMHETH.

[Ipy HanMYMeTO Ha MOKA3aHUS 32 YEPHOAPOOHA TPaHCIUIAHTALMSA, 30PaBHOOCUTYPHUTEIIHATA CUCTEMA CIIe/Ba
MIPUOPHUTETHO J1a Ob/ie aHraKUpaHa C OCHIIECTBABAHETO i, Thi karo UT e eMHCTBEHOTO JEYEHHE, KOETO MOXeE Ja
3amas3y )KUBOTA Ha MallUCHTA.

IV. BapuaHTHH CHHAPOMH HA aBTOMMYHHHTE YepHOAPOOHHU 0ostecTH

CrpIecTByBaT BapHaHTHH (JOPMH Ha OCHOBHHUTE aBTOMMYHHH YEPHOAPOOHM OOJIECTH, KOUTO MMaT CMECCH
(XemaTuTeH M XonecTaTHYeH) OMOXMMHYCH U XHcToNorndeH npodui. Te morar ia chuerasar 6enesu Ha AUX c TTBI]
(Bxi. 1 AMA-neraruBHa) 1 Ha AUX ¢ [ICX, u ce o6o3HauaBar karo overlap-cuaapomu. Okono 10% oT mamueHTuTe ¢
ABTOMMYHHH YepHOAPOOHH GonecTy uMar overlap-cunapom. bes neuenue Tesu cirydan 0OMKHOBEHO NMPOTPecHpar KbM
IIMpo3a 1 YepHoApoOHa HerocTarbuHOCT. [ToHacTosIeM Bee Olie He € TOCTUTHATO CTaHIapTH3UpaHe Ha TNarHOCTHIHUTE
KpuTepnu Ha overlap-cunapomure. HsiMa eMHHO CTaHOBMIIE M 1Al ChCTOSIHUETO, chueTaBanio Oene3n Ha AUX c
xpoumndeH C XemaTuT, ChI0 Mpe/CTaBIsABa Overlap-CHHIPOM.

OCBEH OMHCAHOTO CTHOBPEMEHHO NMPHCHCTBHE HA O€Je3H Ha JBE aBTOMMYHHHM 3a00JIIBaHUS, NPH 4acT OT
TAMEHTHTE ¢ aBTOMMYHHA YepHOAPOoOHa OoecT MoXe Jja ce HaOiromaBa M Mpexosl OT eHO 3a00sIBaHe KbM JPYTO.
Te3u cbCcTOSHUS ce 03HAYaBaT KaTo “TIPOMEHSIIA e AUarHo3a’.

ChIecTByBa W HEKJIacH(HUIMPAHO BB3NAIUTEIHO 3a00J1sBaHe HA YEpHUS JIpob, KoeTo ce 0003HayaBa KaTo
KPHUITOIEHEH XPOHUYEH XEMaTUT.

A. Overlap-cunnpomu

1. AUX/TIBII overlap-cunapom.

Hab6monasa ce mpu 8-10% ot manmenture c AUX u ripu 9-10% ot manmenture ¢ [1BL]. CpiectByBa B 2 BapuanTa
— ¢ MpPEeJOMUHHUPAHE Ha XUCTOJIOTHYHHUTE KpuTepuu 3a AVX W ¢ mpeoMuHUpaHe Ha XUCTOJIOTHYHHUTE KPUTECPHU 32
[IBL. XapakrepHaTa KOHCTETAMS MIPH TO3W CHHIPOM € TIOBHIICHUE HA CEpYMHUTE aMHHOTpaHCc(hepasn, HalTMIue Ha
xonectasa, nopunieHue Ha IgG u IgM, mosutBHM AMA-M2 1 XucTonorndHa KapTuHa, chBMectiMa ¢ AUX, kosaTo
BKITIOUBA YMEPEH W TeXBK interface-xenmarut. [Ipemara ce quarHosara fa ce MoCTaBs IPH HAJIMYHE Ha 2 OT 3 KpUTEepHs
3a [1B1] B crueranme ¢ 2 ot 3 kpurepus 3a AUX (tadm. 1).

Ta6auua 1. {narnocruunu kputepuu 3a AUX/IIBL overlap-cunapom.

Kputepuu 3a IIBI1 Kputepuu 3a AUX

1.LA® >2x 'PC wm I'TT >5x I'PC L.AIT > 5x I'PC

2 IlosutBHE AMA 2.1gG >2x I'PC wmm nozutusaun ATMA*

3.0nopuaHN AYKTYCOBH JIE3UN 3.TTopTaHo U NEPUHIOPTATHO TUM(OLIMTHO BH3MAICHHE U yMEPEHO HIIN

CHITHO W3pa3eHU MEPHUITOPTATHI TUM(OIUTHH piece-meal HEKPO3H,
€KBMBAJICHTHH Ha interface-xemarTur
*AHA ce ycra"oBsBar yecto B cepyMa Ha 0oxuu ¢ ITBIT 1 He ca Mapkep 3a Overlap-cHHIPOM.
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JleuerneTo Ha cuHApOMa Moske Aa 3arodne ¢ Y/IXK (ta6m. 2). [Tpu nurca Ha ajiekBaTeH OMOXHUMHUYECH OTTOBOD,
ce nobaes Dehydrocortison. [Ipu Hy)xaa oT abirorpaiiHa HMyHOCyIpecus Moxke Ja ce Bkimoun Azathioprin. [lpu
KOHTPaWHIUKAIMH 32 JICYCHUE C KOPTHKOCTEPOUIH (TEKKA OCTEOIopo3a, JaOUIICH qradeT, apTepruaiHa XUIIePTOHUS,
rmaykoma), YIXK ce komOuumpa camo ¢ Azathioprin. Ilpu 3HaunTenHO mpeobiagaBaiia XemaTHTHA KOMIIOHEHTA
Je4eHreTo Moxke Jia 3aro4yne ¢ Dehydrocortison 3a 3-6 Mecena u ipu Jiirica Ha oTroBop Ja ce cMenn ¢ YAXK mwm na
ce komounmpa ¢ YAXK.

Ta6amua 2. MegukamenTosHo Jedenne npu AUX/IIBLI - overlap.

Mouoreparust ¢ YIXK 13-15 mg/kg naeBro

Mownotepanus ¢ Prednison 20 mg nHeBHO 3a 3-6 Mecena
VYAXK + Prednison 10-15 mg nHeBHO

VIXK + Prednison + Azathioprin 50-100 mg naeBHO
VXK + Azathioprin

ITpu pe3uCTeHTHH CiIy4yau € Bb3MOXKHO J100po nosnusiBane ot Cyclosporine.

[pu kpaiiaus craauii Ha YepHOAPOOHOTO 3a00JISIBaHE CPEJICTBO HA U300 € YePHOAPOOHATA TPAHCIUIAHTAIHS.

PasnoBumHOCcT Ha AUX/TIBL] overlap-curapoma npencrasisia cbuetannero Ha AUX ¢ AMA-neratusHa [15L]
(aBTrOoMMyHEH XOJaHTHT). B WacT OT ciydyanmTe ce Kacae 3a MPOMEHSIIA ce AUarfo3a. JIeueOHUAT MOIXo/ IpH TO3H
BapuaHT ¢ HavasHa MoHoTepanus ¢ Y/IXK u npu HembJIeH OTTOBOP — KOMOWHHPAHE ¢ KOPTUKOCTCPOU/TH.

2. AHX/TICX overlap-cunapom

CunzpoMsbT 06xBata 2-6% OT BCHUYKH CIIy4au ¢ aBTOMMYHHO YepHO/IpoOHO 3a0ossiBane. Habmromasa ce B 6-7%
ot ciayyaure ¢ AUX u npu 2-8% ot cinyuaute ¢ [ICX. 3acernatu ca npeJuMHO Jiella ¥ MIIaJu Xopa, Ipu KOUTO ce
YCTaHOBSIBaT KIIMHUYHH, OMOXUMHYHH, UIMYHOJIOTUYHH U XHCTOJIOrH4HH Oene3n Ha AVX napanenHo ¢ xonaHruorpadcku
(EPX, MPX) u xucronoruunu 6ese3u Ha [ICX (Ta6m. 3). XpoHoIornyHaTa AUCOMALHS MEXK/Ty OMOXMMHUYHATA HAXOJIKa
OT €/lHa CTpaHa M Pa/IMOJIOTUYHATA M XUCTOJIOTUYHATA OT JpYra CTpaHa, He € PSIKOCT.

Ta6auua 3. Kpurepuu 3a AUX/IICX overlap-cunapom.

Kpurepwii Yecrora (%)

EPX u MPX 6enesu, crorBercTBany Ha [ICX
Xwucronorust Ha [ICX u (o-psiaxo) Ha AUX

Crpueranue ¢ Bb3MAIUTEIHO YPEBHO 3a00JIsIBAHE 35-80%

[Moeumenne Ha IgG 60%

Mosuruan AHA, ATMA, pANCA AHA u ATMA (+) B 06110 22%
[Nosummenne va AD, I'TT, AcT n/wm AnT ITpu 50% ot nenara AD e HOpMaHA

Karo ciHOHMM Ha CHHJpOMa € MPEIIOKEH TEPMUHBT aBTOMMYHEH CKJIEpPO3HUpall XoidaHTuT. [larueHTuTe ¢ T031
CHHJIPOM TI0-4ECTO MMAT BB3NAJIMUTEIHO YpeBHO 3a0oisiBane 1 mo3uTuBHE ANCA B cepyma B CpaBHEHHUE C MALUCHTUTE
c AUX.

Hsma yrBbpaeno medenne 3a AUX/TICX. Wsnonsea ce VXK B go3a 15-20 mg/kg nHeBHO. Bh3MokHa €
xomOmHarwst Ha YIXK ¢ umyHOCympecus. KopTukocteponanTe ca moaxoAsIy KaTo HauaTHa MOHOTEPAITHS CaMo TIPH
yacT oT OOJNHUTE M 1TpH Jinrica Ha eekT ce 3amensT ¢ Y/[XK. He3aBncumo oT mpoBexJaHOTO JICYCHHUE, ITPU TIOBEYE OT
30% OT HalMEeHTHTE Ce IOCTUTA JIO TPAHCIUIAHTAIMS I JIETAIUTET OT YePHOJAPOOHA HEOCTATHYHOCT.

3. Cpueranne me:xny AUX u xponuyen C xenaTur.

[Tpn marmentute ¢ xponuueH C xermatut B 65% ot ciaydaure ce otkpuBatr AHA, ATMA un aHTHTHpEOn1HHA
anturena u B 7% antu-LKMI1 B Hucsk TuThp. OT Apyra crpaHa, npu nauuenture ¢ AMX u xunepramarnoOynnHeMus
B MHOTO CITy4an € HaJmIle (paamiBo-mo3uTHBHA peakiys 3a anTu-HCV n vHeratmeaa HCV-PHK B cepyma mipu u3cneiBane
¢ PCR.

[Manmenture ¢ AUX u panmmBo-nozutueHu anTu-HCV ce niekyBar ¢ KOHBEeHIIMOHAIHUTE pexxkumu pu ANX.

[Marmenture ¢ mosutuBHa HCV-PHK u aBTOaHTHTENa B HUCHK THUTHP MPOBEXKIAT aHTUBUPYCHO JICUCHUE.
Heo0xoamM e CTpUKTEeH KIIMHIYEH U J1a00paTopeH KOHTPOII Ha JICYEHUETO, Thil KaTo HHTEP(EPOHBT MOXKeE J1a H30CTPH
ABTOMMYHHUSI XETIaTUT WJIH JIa aKTHBHPA M3BbHUEPHOIPOOHA aBTOMMYHHA 00JIECT.

[Ipu ciiydante cbe chueTanue Ha XxpornueH C xenaTuT 1 oryeTiuBy Oese3n Ha AMX (Mi1aau »KeHH, BUCOK THTBD
Ha AHA, ATMA wnu antu-LKM1 none 1:320, xunepramarioOynmHemMusi, aHaMHe3a 32 M3BbHUEPHOJPOOHA aBTOMMYHHA
0OJIeCT M XMCTOJIOTMYHA KapTHHA HAa aBTOMMYHEH XeIIaTUT) B CbOOPaKeHHE BITM3a HIMyHOCYTpecuBHa Teparist. Heooxomum
€ CTPOT KIIMHWYEH U J1ab0paTopeH KOHTPOII TIOpa/ i PUCKa OT aKTUBUPAHE HA BUPYCHATA PETIIMKALIHSL
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b. Ilpomensima ce AUar€o3a

B penxu ciyyau, cnen OparoTpadiHO NMpOTHYAaHE Ha €HAa aBTOMMYHHA YEepHOAPOOHA OONECT, € BE3MOXKHO B
paMKHUTE Ha HIKOJIKO Mecela TS Jia mpuaodue Oene3nrte Ha pyro aBTOMMYHHO 3abomsaBaHe. Kacae ce 3a mpexon Ha
IIBL 8 AUX wunu 3a npemunaBane Ha AUX xpM IICX. C ornen Ha Ta3u BE3MOXKHOCT € HEOOXOIMMO MAIIMEHTHUTE C
ABTOMMYHHA 4epHOAPOOHa GoecT a ce MpociiesIBaT Ha KPaTKU MHTEPBaIH 332 YCTaHOBSBaHE HA MOJOOCH NPEXon U
CBOEBpPEMEHHA TIPOMSIHA Ha JICYEHHUETO.

B. Kpﬂl’lTOFeHeH XPOHUYEH XCMATUT

TepMUHBT 0Tpa3siBa HEBB3MOKHOCTTA C HAIMYHUTE METOMH JIa C€ OTKPHE CEPOTIOrHICH MapKep Ha 3a00JBaHETO.
To3u BUJ XenaTUT MMa KIMHUYHHY, JJADOPATOPHH U XUCTONOTHYHU Oene3n Ha AIX, HO He ce OTKpUBAT aBTOAHTHUTENA.
[ManyeHTHTE ¢ KPUNTOr€HEH XEMATHT HABIU3aT B PEMHUCHS Upe3 KOPTHKOCTEPOMIHO JICUCHHE U pellaricupar cie
MPEKPaTABAHETO MY CBHIIO KakTo 1 manueHTure ¢ AUX.

JleyeHreTo MpH MAIMEHTUTE C KPUITOTCHEH XEMATHUT ce MpoBexaa aHajormuHo Ha AUX. Pemenne 3a
3all0YBAHETO My CE B3UMa MpH HalHuue Ha OMOXMMHUYHHU (amuHOTpaHcdepasu, ramarnoOyauHu, OUITHPYOHH) U
XMCTOJIOTHYHY OeJIe3H 3a U3pa3eHO Bb3NaJCHHE.

Cnezpa Ja ce IpaBU pasrpaHUYCHUE MEX Y KPUITOI€HEH XPOHUYCH XETIaTUT M KPUNITOT€HHA INPO03a, KOSATO Ce
JIeKyBa CUMITOMAaTHYHO MM Ype3 TPaHCIUIAHTalKs.

Cho0paskeHus PU NOCTABAHE HA TMATHO3ATA M MPOBEKAaHE HA JIeYeHHETO HA BADUAHTHUTE CHHAPOMM
HAa aBTOMMYHHHTE YepHOAPOOHUHU 00JiecTH

3apaBHOOCUTYpHUTENIHATA CHCTEMA CIIC[BA J]a TAPAHTHPA XOCTIMTAIIM3ALMATA Ha TAIIUEHTUTE B CTICIIHATIM3UPAHUTE
racTPOEHTEPOIOTHYHH KIMHUKH. Clie/] MOCTaBsHE Ha JHarHo3aTra C MeTOIuTe, cioMeHartH B pasnenute 3a AUX, T1BI]
u IICX, crenBa 1a ce oCUTypsT HEOOXOMUMHTE MEAMKAMEHTH 3a JIeueHHe Ha OoJjecTTa M yCIOKHEHHUTa M, U Ja ce
obe3mevar HeOOXOJMMHUTE MEPHOTUYHHE BHCOKOKBANM(HUIIUPAHU TPEINIEN 32 KOHTPOJ HA ChCTOSIHUETO M aHANIW3 Ha
edekra or jeyenueto. [Ipu mporpecust Ha OoJecTTa U MOSBa HA MOKA3aHUsS 32 YEPHOAPOOHA TPaHCIIAHTAINS,
3[IpaBHOOCHUTYPHUTEIIHATA CHCTEMa CJIeJBa JIa CIIOCOOCTBA 32 OCBIIECTBSIBAHETO M.




