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Cnucok cokpaiieHun ME — MEXIYHapOAHbIE €XHHHLIBI

MHO — MEXAYHapOJHOE HOPMATH30BaHHOE OTHOLIEHHE
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anti-spl00 — aHTHTENa C "SLEPHOI HCHEPHEHHOCTHIO" ncx — MEpPBUYHBIH CKIIEPO3UPYIOLIHH XONaHTHT
anti-gp210 — auTHTeNa C "sxepHEIM 0GoaKOM" Hp — monuMepasHasi LenHas PeaKius
anti-LC-1 — aHTHTENa K LMTO30/bHOMY aHTHUreHy neuenu (Antibody $0C) ~— CKOpOCTS OCEJlaHHS SPUTPOLHTOB

to Liver Cytosol-1) CPb — C-peakTuBHBIi Genok
anti-LKM — aHTHTeNa K MHKPOCOMaM feyeHH M nouek (Anti-Liver- o — enoyHas dpocharasa

Kidney Microsomal antibody) OPXIII' — »HEoOCKOMHYECcKas peTporpagHas XoJlaHrHoNmaHKpea-
ASMA  — aHTHIIagKoMbilIeuHble antuTena (Anti-Smooth Muscle Torpacdus

Antibody)
HAV — supyc renaruta A (Hepatitis A Virus)
HBV — supyc renaruta B (Hepatitis B Virus)
HCV — pupyc renarura C (Hepatitis C Virus)
HDV — pupyc remarura D (Hepatitis D Virus)
HFE — soicokoe xene30 (High (iron) FErrum)
HIV — BHpYC MMMyHozE(HIHTA YeIOBEKa

(Human Immunodeficiency Virus)
IgA — ummyHorobynud A (Immunoglobulin A)
IsG — ummyHorto6ynus G (Immunoglobulin G)
IgM — umMyHorno6ynus M (Immunoglobulin M)
PANCA  — nepuHyKJI€apHble aHTHHEHTPO(IbHBIE LMTOMIa3MaTHYEC-

Kue autuTena (perinuclear Anti-Neutrophil Cytoplasmic

Antybodies)
PAS — Periodic Acid Schiff stain
SLA/LP  — aHTHTENa K paCTBOPUMOMY aHTHUreHy nedeHu (Anti-

Soluble Liver Antigen) / ne4uéHOYHO-IaHKpEATHYECKHE
(Liver Pancreas)

-AT — ansa-1 aHTHTPUNCHH

AUT — ayTOMMMYHHBI# FeNaTHT

ANAT — aJaHMHaMHHOTpaHc(depa3a

AcAT ~—— acnapraTaMHHOTpaHc(epas3a

ATD — aneHo3uHTpHdochar

ITT — ramMMa-niyTaMuITpaHCIenTHAasa
HrA ~— HH/EKC FHCTOJIOrH4YeCKOi aKTUBHOCTH
ni — UHTEpIEHKHH

HUdH — uHTepdepox
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Bsepgexue

XPpOHHMYECKHH IenaTuT — BOCNAIUTENILHOE 3a00JIeBaHHE IE€YEeHH
Pa3NM4HON 3THOJNOTHMH, MMPOJOKHUTENBHOCTEIO HE MEeHee O MECILEB,
KOTOpOE MOXET NPHUBECTH K LHUPPO3y NMEYEHH WIIH COYETAThCs C HUM.
Tlpu ¢opMyIHPOBKE AHArHO3a XpPOHHYECKOTO rernarura HeoOXoauMo
ONHPATHCS Ha ITHOJNOTHIO 3a00NeBaHKs, aKTHBHOCTb H CTaAMI0 XPOHH-
3aUuH (TSOKECTH) Ipolecca.

Jruonorna
B 1994 r. Ha cpe3ne ractposureposioros B JlJoc-Anmxenece 6bu1a
NpHHATA KNaCCH(PUKAIMSA XPOHHYECKUX TENAaTUTOB MO 3THOJIOTHH H
niatoreHe3sy, paspaboranHas 90 senyiMMH crielHaIMCTaMH MHpa, TpH
NoAiiepXkke BceMUpPHOTO KOHrpecca racTpo3HTEPOIOroB.
B xnaccuduxanuu BeaEnsoT:
* ayTOMMMYHHBIH renaTwr,
* XPOHHYECKHH BUpYCHEIi renatut B,
* XPOHHMYECKHI BUPYCHBIH renatut D,
* XPOHHYECKHH BUpYCHLI renatut C,
* HEONpEAENEHHBI XPOHUYECKHIT BUPYCHBIH Irenarur,
* XPOHMYECKHH JICKapCTBEHHBIH renaTuT (TOKCHYECKHIA),
* KPHNITOreHHBIH renaTut (Heu3BECTHOM 3THOJIOTHH).
Psit npyrux 3aGonepanuit neveny Taxke MOXKET UMETh KIMHHYEC-
KM€ M THCTONIOTHYECKHE YEPTHI XPOHHYECKOro TeNaTHTa: MEPBHUYHBIH
OWIMapHBIf XonaHrUT (uMppo3), nepBuYHLIHA CKIEPO3UPYIOLIXH XONaH-
THT, HaCJIEAICTBEHHEIH reMoXpoMaros, Gose3ub Bunscona—Konosaino-
Ba, HEAOCTATOYHOCTH 0.-AT. AsikoronbHas 6os€3Hb NMEYeHH BBIAENEHA
B OTAENBHYIO HO30JOTHYECKYIO EAUHHILY.

AKTUBHOCTBL Npouecca

CreneHb aKTHBHOCTH eMaTUTOB onpezenseTcs Ha OCHOBaHHH KJIH-
HUYECKHX, OHOXMMHYECKHX M TMCTONOTMYECKHX JaHHBIX. B nepsyio
O4Yepensb paccMarpuBaeTcs yposeHp ANAT B CHIBOPOTKE KPOBH: MHHH-
MaJlbHas aKTHBHOCTB COOTBETCTBYET NPEBLILICHHIO HOPMBI He Golee
4eM B 5 pas, yMepeHHas — B 5—10 pa3, Beicokast — Goinee yem B 10 pas.

Hns oueHku craauu 3abonepanus (cramuu ¢puGposa), ero nporpec-
CHpPOBaHUS MPOBOAAT IMYHKLIMOHHYKO OHOINCUIO TIEYEHH C IMOCICAYIOLIHM
THCTOJIOTHYECKMM MCCIIEAOBAaHHEM TKAHH HAM HE MHBa3HBHBIE TECTHI.

I'ncronoruyeckas kapTHHa OHONTAaTa NMEYEHHU XapaKTepU3YeTCs IO u3-
MEHEHHIO0 apXUTEKTOHUKH IIE4E€HH, TOPTAJIbHBIM TPAKTaM, BHYTPHIOIb-
KOBBIM W3MEHEHUSM U U3MEHEHHSM relaTOLMTOB.
I'ncronoruyeckre KpUTEpHH aKTHBHOCTH OLieHMBaKoTcs 1o Knodell
u coasropam [13] B 6aimnax: 0~10 — cTymeHyaTsie, MOCTOBHAHBIC, MYb-
THIOOYNAPHbIE HEKPO3b! renarounTos, 0—4 — BHYTPHAONBKOBEIE ¢o-
KaJbHbIe HEKPO3bl U AMCTpodus remaronutoB, 0—4 — BoCHaNUTENb-
Has UHQWIBTPALHS TOPTAIBHBIX MONEH.
Cymma GamtoB onpenensercs kak IIA U coOTBETCTBYET OAHOMY
M3 YETBIpEX ypOBHEH aKTHBHOCTH!:
A0 — MHHMMAaNbHas aKTUBHOCTH (1-3),
Al — HH3Kas aKTHUBHOCTb (4-8),
A2 — ymepeHHas akTUBHOCTSH (9-12),
A3 — BBICOKas akTMBHOCTH (13—18).

TaxecTb Npoyecca
Cranust XxpOHHYECKOTO T'eNaTHTa XapaKTePHU3YeTCs BEIPAXXEHHOCTHIO
¢ubpoza neueHH. Desmet U coaBTOPHI [6] NPEATOKHUIN CIEAYIOUIYIO
oueHky: 0 6amioB — ¢ubpo3 orcyrcrayet, 1 6amn — cnaGoBeIpaxeH-
HBIH OpTanbHBIH U IepUNOPTabHEIH (HOpO3, 2 6ajia — yMEpEeHHbIH
¢ubpo3 ¢ HATHYHEM MOPTO-NIOPTAIBHBIX CEIT, 3 6allia — BBIPAKEHHBIH
¢ubpo3 ¢ nopTo-LeHTpaNbHEIMU cenTamMy, 4 6amna — UHUppo3.
B HacTosiiLee BpeMsi, Ansl OLEHKH MOPQOIOrHYECKOH aKTHBHOCTH
M TsKecTH 3a600eBaHus UCTONb3yroT Takke mkany METAVIR, xoro-
pas Oblna paspaGoTaHa [ OLEHKH I'MCTOJIOTHYECKHMX NapaMeTpOB IIPH
XpoHuyeckoM renarure C.
FO — ner ¢ubpo3a,
F1 — ¢ubpo3 nopTanbHBIX TPAKTOB,
F2 — eaunununbie MOCTOBHAHBIE (UOPO3HEIE CEITH,
F3 — MHOxecTBeHHbIE MOCTOBHAHBIE HHUOPO3HBIE CENTHI,
F4 — 1ippo3 neyenn: pUOpO3HBIE CEIThI + PEIeHEPATOPHLIE Y3JIbL.
Ha OcHOBaHHM OTKJIOHEHHS OT HOPMBI T€X MJIH HHBIX OHOXHMMH-
4YECKHX MOKa3aTesel KpOBH BBIAEIAIOT HECKOIBKO CMHAPOMOB, Xapak-
TEPHBIX JUIf XPOHHUECKUX renaTutoB. OlieHKa MapKEPOB MOBPEXKIACHHSA
NEYEHHU MO AaHHBIM JIabOPaTOPHBIX aHAJIM30B KPOBH OYEHb BaXKHA, TaK
Kak GONbILOE YHCO CyYaeB XPOHUYECKUX IeraTUTOB nporekaer Gec-
CHMIITTOMHO WIH ¢ MHHHMAJIBHO BBIpaXKEHHOH Hecrenn(uueckoi cumi-
TOMATHKOH, M JIMIUB 110 H3MEHEHHAM aHAJIM30B KPOBH MOXHO CYAMTH O
HAJIMYMH UM OTCYTCTBHH MOBPEXAEHHS ITEUEHH.



8 [Jumonumuueckuii cundpom. O6yCIOBIEH HAPYILIEHUEM LIEJIOCT-
HOCTH TEMaTOLMTOB, NOBBIIIEHHEM MPOHHLAEMOCTH MeMOpaH KJIETOK
M HX opraHeiul. MapkepaMH LIMTO/NM32 CIYXHT NOBbIIeHHE psiaa dep-
menTOB B KpoBd nanuenta: AnAT, AcAT, I'TT, nakratneruaporenasa-4
u -5. [IpakTH4YeCcKH Bce XPOHUYECKHME IeNMaTHThl CONPOBOXKIAIOTCA 3THUM
CHHAPOMOM, BHE 3aBUCHMOCTH OT IIPUYMHB], BbI3BABLUEH NaTOJIOTHYEC-
kuii nponecc. Ipesnienne Hopmel ANAT Gonee yem B 10 pa3 (Gonee
400 EJI/n) coOoTBETCTBYET I'€NaTUTY BHICOKOH CTENEHHM aKTHBHOCTH, yMe-
pennoit — B 5-10 pas (200400 EJI/n), Hu3KOi — MeHee YeM B 5 pas,
MHHUMAJIbHOM — MeHee 4eM B 2 pasa (He Gonee 80 EJl/m).

® Xonecmamuyeckuii cunopom. CBs3aH ¢ HapyLU€HHEM CHHTE3a,
CeKkpeunH M OTTOKa xemun. IIpu o6cTpyKTUBHEIX (popmax xonecTasa
HMEETCS MEXaHHYECKOE NPEMATCTBHE Ui OTTOKA XKEJ4H; NPH Heob-
CTPYKTHBHO#1 (popMe NMPUUHMHOM XoJlecTas3a CJIy)KaT HapyllI€HHe MEXaHH3-
MOB CHHTE€3a U CEKPELHH Ke4M. XoJeCTa3 NPUBOAMT K MOBPEXKACHHIO
KJIETOYHBIX MeMOpaH U HEKpo3y renaroluToB. KIMHHYECKHE CHMIITOMBI
MOTYT OTJIHYaTbCs B 3aBHCHMOCTH OT IIPUYHMHBI NATOJIOIM4YECKOro npo-
uecca. B auarsocTHueckoM OTHOIIEHHH GOMBLIOE 3HAYEHHUE UMEET XKel-
TyXa, a Taloke 06pa3oBaHKe KCAHTOM, KCAHTENA3M, CHMIITOMBI AeduiuTa
KMPOPaCTBOPUMEIX BHTAMHUHOB, CTeaTopes, KOXHbIH 3ya. Mapkepamu
XONIECTaTHIEeCKOro cHHApoma apistorcs: 1L®, I'TT, xonectepuH, 6uiu-
pYOuH, sKen4HEIe KHCIOTHL. XONEeCTAaTMYECKHH CUHAPOM XapaKTepeH Uil
TeMaTUTOB, MPOTEKAIOIIMX C BRICOKOH BOCNIANMTEILHON MIIH Nponude-
PaTHUBHOH aKTHBHOCTBIO, — ayTOMMMYHHBIH IenaTHT, JEKapCTBEHHbIM
TeNaTuT, NEPBUYHBIA OUIHapHBI LUPPO3, MEPBUYHBIA CKIEPO3UPYIO-
LM XONIaHTHT, & TaloKe reMaTUT CBA3aHHbI ¢ aeduuuToM ol-AT.

B MeseuxumansHo-eocnanumenvuiil cundpom. BocnanurenbHbIH
npowecc 1060ro reHesa B NEYEHH, KOTOPEIH CONPOBOXAAETCSA CUCTEM-
HOH Hecreunpuueckoii peaxuuei co cTOpoHbl ME3CHXUMAJIBHO-CTPO-
MaJILHBIX 3JIEMEHTOB II€YEHH M aKkTuBaLueii MMMyHHTeTa. s auarHoc-
THKH 3TOr0 CHHAPOMA HCMOJNB3YIOT CIIEAYIOLME MAPKEPBI: NOBBIIICHHE
YPOBHsl Y-IJI0GYJIHHOB B CHIBOPOTKE KPOBH, TOBBIIIEHHE Hecneuupu-
HECKHX Mapkepos BocnaneHus (COJ, CPB, ¢pubpuHoreHa), noBeiLie-
Hue yposHeii IgA, IgG, IgM, noBsimeHye B KpOBH HecneLMpUuecKkux
aHTHTe)] (aHTHHYKIeapHsle anTHTeNa, antuTena K JTHK). TloBeimenne
BHIILIE NEPEYHCIEHHBIX MapKepoB B GONbIlEH WIH MEHBIIEH CTENEHH
XapaKTEPHO AJIS BCEX XPOHHYECKHX IelaTHTOB.

B Cunopom neuénouno-knemounoii (6enkoeo-CUHMEMuUYeCcKo) Heoo-
cmamounocmu. Tpynna GHOXMMHYECKHMX 110Ka3aTelNei, KOTOpble CBUIE-
TEJLCTBYIOT O CHM)KEHHMHU pasnu4yHbIX GYHKUHMH NEe4eHH, HO B NEPBYIO

ouyepenp 6ENKOBO-CHHTETHYECKHX. MapkepamMu 3TOr0 CHHAPOMA CITy»Kar:
CHHXXEHHE XONHMH3CTepasbl, alnbOyMHHa, IPOTPOMOMHOBOIO HHAEKCA,
MHO, conepxxanus ¢axropos cBEpThIBaHMA XpoBH V 1 VII, xonecrepu-
Ha; NoBbILLIeHNE GHUIHpyOHHa (TIpex e BCero ero HenmpsAMoH (pakuun),
NOBBILICHHE YPOBHS OCTaTOYHOIO a30Ta, aMMHAKa B CHIBOPOTKE KPOBH.

DepMeHT XOJIMHICTEPa3a OUH U3 CaMbIX YyBCTBUTENBHBIX M PaH-
HUX MapKepoB NE4EHOYHO-KIIETOYHOH HENOCTaTOYHOCTH, CHHTE3HpYeT-
Csl B OCHOBHOM B IelNaToILMTaxX U UMeeT CyIeCTBEHHOE 3HaYEHHE JUIs
NporHo3a 3aboneBaHus. AJbOYMHH CHHTE3UPYETCS UCKIIOYHTENIBHO
neyeHpro (35—45 r/m). YnorpebneHHue Kpenkux CIHMPTHBIX HANIHTKOB,
XPOHMYECKOE BOCMAJIEHHE M GeNKOBOE rojlofaHie MOTYT YTHETaTh CHH-
Te3 anbOymMuHa. I'nnoansGyMuHeMHs He ABIAETCA CieUHUYHOM A
3aboneBaHUH MEYEHU U MOXKET BCTpeuaThesi NpH GeIKoBOH HemocTa-
TOYHOCTH JII0GOH 3THONOrMM, HapUMeEp MpPH SHTEPONATHH C NoTepei
Genka, HeppoTHueckoM cuHApoMe. CHHAPOM NeYEHOYHO-KIETOUHOM
HEIOCTaTOYHOCTH XapaKTepeH I LHppo3a NEe4YeHH, OCTPLIX IeraTHTOB
U pexe BCTpeuaeTcs NPH XpOHHYECKHUX renaTUTax. TeM He MEHee, ero
MapKepBl 4acTO MPHUCYTCTBYIOT NMPH IeNaTHTax C BBICOKOH CTENEHBIO
AKTUBHOCTH, B OCOGEHHOCTH IPH ayTOMMMYHHOM renature H 6one3Hu
Bunscona—KonoBanosa.



BUPYCHBbIE rENATUTDLI

Bupycneie renatuthl — rpymnmna HHQeKIHOHHBIX 3aboneBanuii, xa-
PaKTEepH3YIOIIMXCA NMPEUMYIIECTBEHHBIM MOpa)c€eHHeM IeueHu. B Ha-
CTosilllee BpeMs BBIAEIAIOT BUpycHble renaTuThl A, B, C, D, E, Bo3-
OynMTeNH KOTOPBIX pasiM4alOTCs MO TaKCOHOMHYECKMM MpH3HaKaM, a
3a60neBaHNs — IO SNUAEMHOJIOTHYECKUM, NTATOFEHETHYECKUM O0COOEH-
HOCTAM ¥ BEPOATHOCTH Iepexofa B XpoHH4ECKHE (GOPMBL.

lenarute! A u E xapakrepusylorcs ¢pekalbHO-0pajbHbIM MEXaHH3-
MOM [€pe/iad, Peau3yeMbIM BOAHBIM, MMUILEBBIM U KOHTAKTHO-OBITO-
BBIM NyTAMH. JIOCTaTO4YHO BRIpak€HHasi YCTOHYHMBOCTH BO3OyauTenei
BO BHemHEH cpeae obecrneynBaeT IIHPOKOE PacnpoOCTPaHEHHE 3THX
3a6oneBanuii, HEPEAKO NPOABNSIONIMXCSA B BHAE BCIBIILIEK MM SMHIE-
MHIi, OXBATHIBAIOIIHX II€NIBIE PETHOHBL. IIpH TaKHX rernaTuTax nalueHThl
OOLIYHO BBI3KOPABIIHBAIOT.

T'enarutsr B, C u D pacnpocTpansiorcsi NapeHTEPAIbHBIM ITyTEM.
10 npeanonaraeTr oonee HH3KYI0 aKTUBHOCTH MEXaHH3MOB Iepeaait
MHQEKIMH, OCYIECTBIAEMOH TIpH [EpeNUBaHUAX KPOBH HIIH €€ KOM-
TIOHCHTOB, HHBAa3UBHEIX AUATHOCTHYECKUX M JeyeOHBIX npouenypax,
IIpH BHYTPHBEHHOM BBENECHHH HAapKOTHMKOB M T.N. BO3MOXHBI U ApPY-
THE Croco6bl 3apaxeHus: NIOJIOBO}, aHTeHaTalbHbIH, IEpUHATANBHBIH,
NOCTHATATBHBIH, 2 Taloke rFeMONepKyTaHHbIA. Boee HU3Kas aKTHBHOCTD
MEXaHH3MOB Nepeia4n BO3OyAuTENeH KOMIEHCHPYeTCs AIUTENbHON BH-
Pycemueli y nHHUMpOBaHHEIX, HexnocTaTouHOI MaHUudecTanuei 3a60-
JICBaHHA H XpOHH3ALMEN NMaTOMIOrHYeCKoro npouecca, 4To0 B KOHEUHOM
HMTOre BENET K YBENHYEHHIO YHCIEHHOCTH MOMY/ALMN MHGULIHMPOBAH-
HBIX. KpoMe 3Toro, niokasana stHomornueckas cBsi3b MEXIY [ENATOLEN-
JONAPHOH KapLUUHOMOH U BHpycamu renatutoB B, C 1 D, B cBsi3u ¢
9€M 3TH BHPYCBI OTHOCAT K IOTEHIIUAIbHO OHKOr€HHBIM.

XpoHuyeckui renaTut B

Xpounyeckuit renatut B — 3aGonepanue, B OCHOBE KOTOPOTO Jie-
XKUT NMOpaXKeHHE MeUeHH BUPYCOM remaruta B, nmponoipkaroweecs 6onee
6 Mecsiues, MOPONOrHYECKH NPOSBIIAIONIEECs BOCTIATHTENBHBIMH, HE-
KPOTHYEeCKUMH H PHOPOTHUECKUMH M3MEHEHHAMH NMEYEHOUHON TKaHU
Pa3IMYHOH CTerneHU TAKECTH.
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HBV (uyactuua [eiina) — JHK-conepxxamuii BUpyC [HamMeTpoM
42 um u3 cemeiictBa Hepadnaviridae. B opranusMe 4yenoBeka peruiu-
Kauus ¥ cOopka BUpyca NPOUCXOAAT TONBKO B remarouure. BupycHsiit
reHOM NpeAcTaBiieH MalleHbKoi (3,2 kb), 4acTHYHO ABYXLIENOYEHHOI,
peslakcupoBaHHOH kpyroeoii JJHK c 4eThipbMsi OTKPBITBIMH paMKaMH
CUHTBHIBAHMSA, KOAUPYIOLMMU 7 GeNKOB:

» HBeAg — cexperupyeMslii AMMEpHBIH 6€NOK,

= HBcAg — simepHbiii aHTHIe€H, BHPYCHBIH KanCUAHBIH 6€10K,

= HBV Pol/RT — nonumepasa, obnanaromias o6paTHoi TpaHc-
KPHUINLIUOHHOH aKTHBHOCTEIO,

= PreS1/PreS2/HBsAg — GonbllIOH, CpeaHuii M MalCHbKHIA 11O~
BEPXHOCTHEBIE TIHKOMPOTEHHBI,

» HBX — X aHTHIeH, perynsTop TPaHCKPHIILHH, HEOOXONUMBIiH
Ha HayaJlbHOM JTarne HHQULHMPOBAHHS.

B snpe renatouura penakcuposannas kpyrosas HBV JTHK 3amsi-
KaeTcs B KOBAJIEHTHO HempepsiBHOE konblo (cccDNA). VHTerpauus
BUPYCHOTO I'€HOMa B I'€HOM KJIETKHM XO3sHHA NPOUCXOAHUT PEAKO, TaK
KaK 3TOro He TpebyeTcs /i BUpyCHOH pernkauun. OQHaKO 3TO OUH
M3 BXHEHIIMX MEXaHH3MOB OHKOTPAHCHOPMALIMK renaToLHTa.

Anupemuonorua n hakTopbl pyUcka

Bonee 240 miu uenosek BO BCEM MHUpE WHPHLIHPOBaHBl BUPYCOM
renatuta B. Ha TeppuTopyu PO HacUHTHIBAETCA OKONO 3 MIIH HOCHTE-
neit GONBHBIX XPOHMYECKUM renaTutoM B 1 HocuTeriei ero Bupyca. s
3apaX€HUus NOCTaTOYHO MHHHMAaJBHBIX KOJIMUECTB KPOBH WIH OHoJIo-
TMYECKHUX XHUJIKOCTEH OopraHu3ma, COACPKaIHX HBYV. [lytu nepenayu
BHpYCA: TIapEHTEPANLHBIA — nepe/vBatie KPOBH UM €€ KOMIIOHEHTOB,
MHBa3WBHBIE MCCICAOBAHMUS, FeMOAMAIN3 U Jp.; BHYTPUBEHHOE BBE/IC-
HHE NCHXOAKTHBHBIX MPENapaTos, HapYLIECHHE LEJOCTH KOXH H CITH3HC-
ThIX 060JI04eK — TaTyupoBKH, aKylyHKTYpa, MOJb30BaHHC 06H.IHM31
3yOHBIMM LIETKaMH, OPHUTBEHHBIMM NPUHAIEXKHOCTAMHU U Ap.; TIOJNIOBOH,
BEPTUKAJILHBIA M NEpUHATAIBHBIIA.

Wuky6Gaumonnstit nepuon B cpeeM coctasnser 60-90 auei.

Marorexes

IIpu ocrpoit HBV-undekuun HaCTynaer 3((eKTUBHBINA K CBOEB-
PEMEHHBIH OTBET BPOXKAEHHOH ¥ NMPHOOPETEHHOH MMMYHHBIX CHCTEM.
Ecnu octpas uHdekuus ctaHOBUTCS XPOHHYECKOH, IPOMCXOAUT NpPO-
rPECCHpYyIOLLEee TMOBPEXIEHHE BUPYCOM crneurbuuecko T-KieTouHon
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GbyHkuyH. YCHneHHas UIMMYHHas peakiis BBI3BIBAET MOBPEXAECHUE Ie-
[IATOLMTOB M CIY>XUT OCHOBHO#H NPHYHMHOI Pa3BUTHsA LMPPO3a MEeYEH!
Y TenaToLEUTIONAPHOH KapuuHOMBL. TIpHCYTCTBHE BHpyca B KJIETKax
CHCTEMBl MOHOHYKJICAPHBIX (DaroLMTOB U HEaJeKBaTHash HMMYHHas pe-
aKI1s OTBETCTBEHHE! 32 BHENIEYEHOUHBIE NMPOSBICHU HHOEKUNH (KOXK-
Has ChbINb, apTPAIrHH, XPOHHUYECKHIT MeMOPaHO3HBIH ITIOMEPYIOHEDPHUT,
Y3€JIKOBBIH MOMMapTEepHUT, MHOKApAUT, cHHApoM I'nitena—bappe, ac-
CEHIHabHas CMEIIaHHAsA KPHOMIOOYIMHEMHA), KOTOPBIE NPENCTABIIAIOT
coboit MMMyHOKOMILIEKCHBIE CHHAPOMEI. [Ipeanonaraior, 4To ux pas-
BUTHE 00YCIIOBJIEHO TakXe W3MeHeHHeM (YHKIIMH MOHOHYKJIEapPHBIX
¢aronuToB.

EcTecTBeHHOe TeueHue

Ot wHppo3a ¥ renaroUE/IIOIAPHON KapLMHOMBI €XKETOJHO B MUPE
norubaet okoso 1 MiH yenoBek. KoHeunble CTaiM POrPECCHPYIOLLETO
XPOHMYECKOrO remnarura B spnarorcs npuunHoi 5—10% BeImonHAeMbIX
€XErogHO TPAHCIUIAHTALIHIA TIEUYeHH.

EcrecTtBeHHOE TeueHue HBV-un¢exuuu onpenensieTcs B3auMoOT-
HOIICHHMAMH BHPYCa H MMMYHHOTO OTBETa OpraHn3Ma. XpOHHYECKHUH
renatut B passuBaercs y 5-10% nauueHTOB, NEPEHECILIMX HKENTYILHYIO
$hopMy ocTporo BupycHOro remaruTa, OfHAaKO YacTo B Mpouecce obcie-
JI0BaHMA MALMEHTa, y KOTOporo obHapyseHsl Mapkepbl HBV-undek-
[HH, HA OCHOBAHHH NAHHBIX aHAMHE3a U MEAULMHCKON JOKyMEHTAaLHH
HE ynaTCsl BEIABUTEL yKa3aHMi Ha (akT pasBUTHs OCTPOro Mpolecca.
Iocne ycraHoBneHus quarnosa XPOHHYECKOTO renaruTa 4YacToTa pasBu-
THA IHAPPO3a MEYCHH B TeYeHHe Ommkaiiunx 5 et cocrasnser 8-20%,
IEKOMIEHCAIMH LIHPPO3a NIEYeHH B nocneayoune 5 ger — 20%, a Be-
POATHOCTB BBDKHBaeMOCTH OO0JIbHOrO ¢ KOMIIEHCHPOBaHHBIM LILPPO30M
ne4eHu B TeueHUe 5 jier — 80~86%. Y mauueHTOB C JEKOMIIEHCHPO-
BaHHHIM L{HPPO30M IEYECHH MPOTHO3 BBKUBAEMOCTH B TE€YEHHE 5 JIeT
Kpaiine HebmaronpusaTeH u coctabnser 14-35%.

Ilpn HamuumMu oTArowaromux haxropos (310ynotrpebaenue anko-
TOJIEM, NEPErpy3Ka KeNe30M, COMYTCTBYIOILIME JICKAPCTBEHHBIE MTOpaXe-
HHS NICHEHH, KO- WK cynepundexkuus HDV) cpoku pasBuTHA nupposa
TIEYCHH WK NeNaTolE/UIOPHON KapLMHOMB! 3HAYMTENBLHO YCKOPSIOTCS.
B T0 e Bpems, y YacTH nalKEeHTOB HA NPOTSHKEHHH OYEHb UITENBHO-
0 NepHoZia BpEMEHH ONpEReNAeTCs CTabUNbHO HOPMaJIbHBIH YpOBEHB
AnAT; HBV THK B CBIBOpOTKe KPOBH HE BBIABIAECTCA OOBIMHBEIMU METO-
JlaMH, a pe3yNETaThl THCTOJIOrHYECKOr0 MCCENOBaHuA GHonTaTa neyeHu
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He JIEMOHCTPHUPYIOT BHIpa)KEHHOW aKTUBHOCTH remaruta u ¢ubposa, 4o
CBHAETENBCTBYET O BIOIHE GJIaronpHsITHOM Te4eHUH 3ab6oneBaHusA.

B xone ectecTBeHHOrO TedeHus xpounyeckoit HBV-ungexipm Beige-
JA10T 5 a3, He 0653aTeNBHO NOCIIEN0BaTEIbHO CMEHAIOILUX JPYT ApYTa.

B Daza "ummynnoii monepanmuocmu”. OHa XapaKTEepHU3yeTCs:
HaimmuueM HBeAg, Beicokum ypoHeM HBV JIHK (4To oTpaxaer BEI-
COKYIO PEIIMKAaTHBHYIO aKTHBHOCTb), HOpMaJbHEIM YpoBHEM ANAT u
AcAT, orcyTcTBHEM (MMM MHHMMaJbHOH CTENEHBIO) HEKPO30B U BOC-
MaJIeHHS TKaHHM MEYeHH MO JAaHHBIM T'HCTOJIOTMYECKOTO MCCIIENOBaHu,
OTCyTCTBHMEM nporpeccupoBanus ¢hubposa nedenu. Kak npasuno, dasa
XapakTepHa JJIs MOJIOABIX Jifofe#, HHHLMPOBaHHBIX NMEPHUHATAILHO
HIH B TE€YEHHE IEPBBIX JIET KU3HH, 1 NPOAOIDKAETCA B CPEIHEM A0
20-30-neTHero Bo3pacTa. OTH MAIHEHTH OYEHb KOHTAarHO3HbI M3-3a
BBICOKOTO YPOBHSI BUPEMHH.

B Daza "ummynHoll peaxmugnocmu” (uru ummyroakmueHas gasa,
cmaous ummynnozo knuperca). OHa xapaktepusyercs: Hamuurem HBeAg,
oTHOCHTENLHO Gonee Huskum yposHem HBV JTHK no cpaprenmio ¢ a-
30it "MMMYHHOI1 TONIEPaHTHOCTH"*, NOBBILIEHHEM aKTHBHOCTH ANAT u
AcAT, yMepeHHOM MM BbIPQXXEHHOH TMCTOJNIOIHYECKOH aKTHBHOCTBIO
(uexpo3el M BocnasieHue), Gonee GBICTPBIM NporpeccupoBanbiM Gubpo-
30M. OTa (pasa pa3BUBAETCS IOCNE HECKONbKHX JIET "MMMYHHOH ToJIe-
paHTHOCTH" Wiy y noaeif, HHQUIMPOBAHHEIX BO B3POCIIOM BO3pacTe.
MOoXXeT MpOAOMKATECS OT HECKOJNIBKHX HEAENb 10 HECKONBKHX JIET H
3akaHuMBaeTcs cepokonsepcueit mo HBeAg (oGpasoBanne aHTHTEN K
HBeAg).

W HBeAg-nezamuenas xponuyecxkas HBV-ungexyus. Ona xapak-
Tepusyercs: HanmuueM antuten k HBeAg (orcyrcteue HBeAg), He-
ompenenseMpiM MIH Hu3kuM (<2000 ME/mn) yposnem HBV JIHK u
HopMmanbHeM (<40 EJl/n) ypoBHeM ANAT. V yacTH MalMeHTOB YPOBEHb
HBV IHK moxert 661 Beie (10 20 000 ME/Min), Ho ypoBeHb AnAT
y HMX ocTaércs B HopMme. B aToif (ase HabnonaeTcs MHHHMAaNbHas
HEKPOBOCHANMTENLHAS aKTHBHOCTh TKaHH NEYCHH W MHHHMalbHbIH
ypoBeHb Qpubpo3a. XapakTepeH HM3KMA PHCK NMPOrpecCHpoBaHus 3a-
GoNeBaHHs [0 LMPPO3a M renartolelTIoNApHOA KapuuHoMsl. OnHako
0CTaéTcs pUCK NMPOrpeccHpoBaHMA B XpoHu4eckuit renatut B. Taroke
BO3MOXKHA CITOHTaHHas cepokoHBepcus (noteps HBsAg u obGpasoBanue
antuten k HBsAg) B 1-3% ciyuaes.

*Mpu 3TOM ypoBeHb BUpeMuyu octaéTca Beicokum — 10%7 ME/vn, a B ¢hase "umyHHO#
TonepaHTHocTn® — 10%-10,
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® HBeAg-nezamusenvlii xponuueckuii 2enamum B. OHa xapakre-
pusyercs: oTcyTcTBHEM MHGexuun HBeAg, BHISABICHHEM aHTUTEN K
HBeAg, xone6anreM ypoBHss HBV JTHK oT yMepeHHBIX IO BBICOKHX
3Ha4YeHHH (OHAKO HIDKE YeM Y MalHEeHTOB MO3UTHBHBIX Mo HBeAg),
noBbllIeHHEM YpoBHA AJIAT. B TkaHM neyeHH BBIABJIAIOTCSA BOCNAJIEHHE,
HeKpo3el ¥ Pubpo3. CoHTaHHbIE PEMHCCHH BCTPEYAIOTCA OYEHBb PEIKO.

W HBsAg-nezamuenasn ¢gpaza. OHa XapaKTepU3yeTcs: OTCYTCTBUEM
B kpoBn HBsAg u HanuumeMm anturten x HBcAg (antiHBc), npu atom
MOryT B HEGOMBLIOM KONHYECTBE BLIABIATHCA aHTHTENa kK HBsAg. Oty
dasy Taroke HasBIBAIOT NaTeHTHOH WK OKKynsTHON HBV-nnbexuuei.
Perucrpupyercs HopManbhbiii yposens ANAT; HBV JHK nu6o He
ompezeNstercs, 60 NPUCYTCTBYET B KPOBH B HEGOIBLIOM KOIHYECTBE,
B GONBLIMHCTBE Cly4aeB OHA MPUCYTCTBYET B TKaHM neveHH. Ecnu mote-
ps HBSAg NpoHCXOAUT A0 pa3sBUTHs LMPPO3a HEYEHH, TO MPOrHO3 Kak
npasuito GnaronpuATHeIA. Ecnu noreps HBSAg NpOHCXOAUT Y MauueHTa
C yxe cOpMUPOBABUIMMCS LHPPO3OM, TO PUCK MPOrPECCHPOBAHUA U
Pa3sBUTHA TeNaTOUEILTIONAPHON KapLUUHOMBI BeCbMa BbICOK. MMyHO-
CymnpeccHs B 3Toil ¢ase Moxer NpUBOAUTH K peakTuBanud HBV.

Knunuyeckan kaptuna
Cneunguueckue cumnroMer xponnueckoit HBV-HHOEKIMH OTCYT-
CTBYIOT. ¥ GOMNbIIMHCTBA GONBHBIX BOOGLIE He HAOMIONAETCS KAKKMX-THGO
KIMHMYECKUX NPH3HAKOB 3a6onepanus. OCHOBHOM CUMITOM — HEMOTH-
BUpOBaHHaA CabOCTb WK HenoMoranue. IHOLIA MALMEHTHI OLIYILAIOT
6o nm AucKoM(opT B npaBom BepxHeM otjene >kuBora. IIpu ocmorpe
MOXHO He 0OHapyXHThb cnenubuyecKux MpPU3HAKOB MU BBISBUTH Ie-
TIaTOMETaNIHIo (pexe CIICHOMETAIIHIO), a TAK)KE CTHIMBI XPOHHUYECKOTO
3aboneBanus neyeHn (nansmapHyto 3puTeMy, COCYAMCTHIE "3BE3N0UKH"
1 1.1.). IlporpeccupoBanue 3a6onesanus 10 MMPPO3a NEYEHH PHBOIHT
K PasBUTHIO OCJIOKHEHHH: MOPTaJIbHOM HNEPTEH3UH, OTEYHO-aCLIUTH-
JECKOro CHHAPOMa, Ne4EHOYHOM HEAOCTATOYHOCTH H sHUedaNnoNaTHH.
Ipu6bnusurensHo y 10-20% GoNnbHBIX OTMEYAIOTCA BHENEYEHOUHBIE
TNpOARICHHA Xponnieckoii HBV-ungexuuu. IlaTroreHe3 Takux nposipie-
HU# CBA3aH C obpasoBaHuem ayTOAHTHUTEJ, pearupyommx ¢ KOMIIOHEH-
TaMH HOPMaJIbHBIX TKaHeit. dakTopkl, criocoOCTBYyOMINE 06pa30BaHHIO
aHTHTEN, — BBICOKAA BUPYCHas Harpy3ka M NPOJO/IKHTENBHOCTE 3a60-
NeBaHUs. CHeKTp KIMHAYECKMX BAPMAHTOB BHENEYEHOUHLIX NPOsIBIE-
Huii renatuta B ypesBbivaiino mmpok. Hike npeacTasieHs! HauGonee
4aCTO BCTPEYaIOIKECs BapUaHTHI.
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B Vzenxoewvii nonuapmepuum. Y 10—50% OGONBHBIX € Y3€JIKOBBIM
nonuaprepunuToM obHapyxxusaroT HBsAg. B naronoruueckuii npouecc
MOTYT BOBJIEKAaTECS KPYITHBIE, CPEIHME Y MEJIKHE apTepHH, B pe3ynbTare
YEro BO3HMKAIOT NMOPAXKEHHs CEPACHHO-COCYAMCTON CHCTEMBI (TIepHKap-
JUT, apTepHanbHas TMIIEPTEeH3M, cepaedHas HEA0CTaTOYHOCTD), ITOYEK
(remarypwus, IPOTEHHYPHS), KEIYAOYHO-KHIIEYHOrO TpakTa (BaCKYJIMT
ME3EHTEPHAIIBHBIX COCYIOB C 60JISIMH B )KHBOTE), KOCTHO-MBIIIEYHO}
(apTpanruu M apTpUTHI) ¥ HEPBHOI CHCTEM, KOXH.

® [romepynonegppum. Mopdonornueckn HBV-onocpenoanHsrii
IJIOMepyNoHepHUT NpeAcTaBuseT coboit MeMOpaHO3Hy10, MEMOpaHO3-
Ho-npondepaTHBHyI0 Gopmbl wiu [gA HedpomaTuio, yame BCTpeyaeT-
€S B IETCKOM Bo3pacTe. IMMyHHBIE KOMIUIEKCBI, COCTOSAIIME U3 MOBEPX-
HOCTHOTO, IAEPHOro MK obonoyeuHoro 6enkoB HBV u xoMnoHeHTos
KOMILIEMEHTa OTKJIaABIBAIOTCA Ha GasanbHOH MeMOpaHe KITy6OuKoB u
B M€3aHIMH. TaXeCTh MOYeyHoro 3aGoneBaHua He KOppeIupyeT C Ta-
xecThblo renatuta. ¥ 30% moxeT pa3BHBAaTBCA XPOHHYECKAS MOYEUHas
HEIOCTaTOYHOCTh.

W Dccenyuanvran cmewanHasn kpuoznobynunemus. CACTEMHOE 3a-
6oneBaHHe, NPH KOTOPOM B IIATOJIOTHYECKHIA ITPOLIECC BOBJIEKAIOTCA TIpe-
MMYILECTBEHHO MEJIKHE COCYABI, MPOSIBIISIOLIEECs TIIoMepyNoHedPUTOM,
apTPHTOM H IypIypoii. 3TO COCTOSIHHE pelKO BCTPEYacTCA B COYETAaHHUH
¢ HBV-undexuueit u 6onee xapaxrepno i BUpycHoro renatuta C.

® Fonesnv Jocanommu (nanynésuuiii akpooepmamum). Kimmuuyec-
KH TIPOSIBIAETCS CHMMETPHYHON MAaKyJIonanyIé3Hoi 3pHTEMaTO3HOM
CBINBIO HAa HOrax, AroAMLAX H MpEeANIeybax, KoTopas coxpansercs 15—
20 nHeM, MHOTAA COMPOBOXKAAETCH JTUMbaaeHONaTHEH.

V NanMeHTOB C BHENEYEHOYHBIMH TPOABICHHAMH OONE3HH 4acTo
BBIABJIIIOTCS CMELIAHHBIE KPHOIIOOYIMHEI, peBMATOUAHEIH (akTop, BOC-
nanurensHele Mapkepsi (C3/C4 xomnonenTs! koMmiemenTa, CPB, mo-
BollleHHas COD).

Ienorunsl HBV. Brigensior 9 renorunos (A, B, C, D u T.o.) u
6onbioe yucno cyérenorunos HBV. Ha tepputopun P® nanbonee pac-
npocTpaneHs! reHotnsl D u A (90 u 10% cirydaeB COOTBETCTBEHHO).
I'enotunsl C u D accouuupoBaHbl ¢ GONBIIMM PHCKOM TPOrPECCHPO-
BaHUA 3a00/neBaHMs, a reHOTHN A JIyylle MOANAETCA POTHBOBUPYCHOMH
Tepanuy npenapatamu UOH.

MyTtannun HBV. Myrtauuu Moryt 6biTh 06Hapy»KeHBI BO BCEX pe-
ruoHax HBV, ognako He Bce OHY MMEIOT KIIMHNYECKOe 3Hauenue. Haubo-
Jiee XOpOoIlIo U3y4YeHBl MyTaLllH pre-core pernoHa. B aToM pernone vaiue
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BCEr0 OTMEYAETCs MyTalMs B BUE 3aMeHbl ryanuHa (G) Ha anenun (A)
B no3unuH 1896, 4TO NPUBOUT K MpeskaeBpEMEHHOMY MPEeKPaIleHHIO
CHHTE3a pre-core/core NpoTeuHa M HapyuleHHo npoaykuuu HBeAg.
ITpu sTom pennukanus HBV u npoaykuus HBcAg nmpomomxaiores.
Bupyc mytant GI/896A4 Bri3biBaeT Gonee TSHKENOE TEUEGHHE I'CIIaTHTA,
4yeM "AHKHH" BUPYC, IOCKOIBKY 00NafaeT cnocoOHOCThLIO H3beraTh MM-
MYHHOI'O PacrO3HaBaHHA XO3IHHOM.

OuarHocTuka

Ilns AMarHOCTHKM XPOHHMYECKOro remaruta B HeoOXoaumo Tiua-
TEeNBHO M3Y4HTh aHAMHE3 NalueHTa, (pu3uKaibHOEe 00CIen0BaHHe, KIH-
HUYECKHH aHAJIW3 KPOBH, OLEHKY OMOXMMHUYCCKHUX MOKa3areseil KpoBH
(AnAT, AcAT, I'TT, I[®, Gunupy6un, ans0ymuH, Y-r100y/IHHB), KOa-
rynorpammy (nmporpombuHoBoe Bpems). Beem manuenTaM HeoOXoaumo
nposoauTh ¥Y3U neyenm.

Jlabopatopnas nuarsocruka HBV-undexuun 0OCHOBaHA Ha BbIsAB-
JEHHH B CHIBOPOTKE KPOBH AHTHIEHOB BHpYycCa M aHTHTEN K HUM METO-
AI0M UMMYHO(EPMEHTHOTO, HMMYHOXEMHJIFOMHUHECLEHTHOIO H APYrHX
AHAJIM30B, a Takke obnapyxenun HBV JJHK B cbIBOPOTKE KPOBH C
TIOMOLIBI0 METOOB MOJEKYJIAPHON OHOJIOrHH.

Ipu anarnocruke HBV-undexuun cnenyer 06paTuTh BHHMaHHE
Ha CNEIyHIIHE MapKephl.

B HBsAg — ToBepXHOCTHbIH aHTHreH U OCHOBHOH CKPUHHHIOBBIH
mapkep HBV, coxpanenne xotoporo B CBIBOPOTKE KpoBH Oosiee 6 me-
CALICB YKA3bIBACT Ha XpoHH4YecKyo HBV-ungexuuio. ObHapyxusaeTcs
r CBIBODOTKE KPOBH yepe3 4—6 Helenb oT MoMeHTa HH(MULHPOBAHHSA.

| = HBeAg — mapxkep perumikanuy HBV. SIpaseTcsa OIHUM U3 KJIIO-
YEBEIX MapKepOB NpH 00CIeA0BAHUH GONBHBIX XPOHHUECKHM TenaTh-
ToM B, neobxomum st onpenenenus daser TedeHus HHOEKIHN H KOH-
TPOsA 3exTHBHOCTH TEpanuy.

® antiHBc — anturena x sinepHomy Genky HBV. Anturena wiacca
IgM BbigBnsArOT MpH ocTpoM remarure B, a anturena kiacca G ABAOTCSA
MapKepamu Kak IepeHecéHHOM, Tak U xponundeckoii HBV-undexunn.
Hocneanne coxpaHsioTest NOXKM3HEHHO M MOTYT ObITh €AMHCTBEHHBIM
CECPOJIOTHYECKHM IIPU3HAKOM JIATEHTHOH (hopMBbl HHDEKIMH.

W antiHBs — aurtuTena K nosepxuoctHomy antureny HBV. B yme-
PEHHBIX U BBICOKHX THTPAX CBHIETEILCTBYET O BBI3IOPOBICHHH W (Op-
MHPOBaHHH MMMYHHTeTa. BhIsIBIsIeTCs v jiozieid, KOTOpbIM OblLia mpose-
neHa Bakuunauus ot renaruta B. [Ipu stom, y 10-15% OONBHBIX 3TH
aHTHTENa HHKOT/IAa He 00pasyroTCsl.
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B antiHBe — anturena x HBeAg. OGHapyKuBalOTCsl B CHIBOPOTKE
KpPOBH rociie ucuesHoBenuss HBeAg u npogomxaioT nepcucTHpoBaTh
MHorue rojel. Cepoxonsepcus no HBeAg spnsercst npu3HakoM Gnaro-
NPHATHOTO TeueHHus 3a0oneBaHus U CBHICTEIBCTBYET O CHIIKEHUH aK-
TUBHOCTH BMPYCHOH peIUTMKaluH. TeM He MeHee, BCTPeYaroTCss MyTaHT-
upie mwrammbl HBV ¢ Hapymennsim cuntesom HBeAg. ¥V nanuentos,
HH(HUIMPOBAHHBIX TAKMMH ILITAMMaMH, HeCMOTpPA Ha Hamuuue antiHBe,
MOKeT HabJIo1aThCs BBICOKHH YPOBEHb PEIUTHKALIMK M HeOlarompusT-
HOe TeueHue 3aboseBanus.

B /[{BcAg — sanepnsiii 6enok BUpyca, BHYTPHKJIETOUHBIH aHTHIEH,
KOTOPBII DKCIPECCHPYETCs: B MH(HLIMPOBAHHBIX I€NATOLHTaX M HUKOLIA
HE BBIABISIETCS B CBIBOPOTKE KPOBH.

Yposeur HBV JTHK B chiBopoTke KpoBH (BHpeMHsl, BUPYCHas Ha-
Ipy3Ka) — OCHOBHOH I10Ka3aTesb peryiuKalin BUpyca. s BbIABIeHHS
HBV JHK ucnone3yoT paznuuHbple METOOB! (MOJIMMEpa3Has IenHas
peakius oOblyHast U B peXxHUMe peanbHOro BpeMenu, obparHas rubpu-
AU3alMs C 30HIaMU, NpsMoe cekBeHHpopanue). Onpenenenne HBV
JHK neobxonumo 1151 IOCTAHOBKM JTHArHO3a, yCTaHOBJIEHHA (asbl 3a-
GonepaHus, BEIOOPA TAKTHKH JICYCHHUS W TTOCIEAYIOLIET0 HaOMIONeHHs
3a 3¢ eKTHBHOCTBIO TEparuH.

Hns ouenku craguu 3abonesanus (ctaaunu ¢ubpoza), ero mporpec-
CHPOBAHHUS TIPOBOIAT MYHKIHOHHYIO OHOIMCHIO NMEYEHH C MOCIEAYIOLINM
THCTONOTMYECKHM MCCISIOBAaHHEM TKAHH MIH HE WHBA3HWBHBIE TECTBHI.
B kayectBe mopdonornyeckux npuzHakoB HBV-undexuuu B 6Guonra-
Tax NEYEHH HCIIONb3YIOTCH:

® IHJPONHYECKas AHCTPOGhUs
IénaTouMTOB,

= anunodunbasie Tensua (Ka-
YHCHIILMEHa),

® QYar¥ HEKpO3a renaTroLMTOB,

= jiuMporucTHONHTapHAsT HH-
(Gunerpanus,

= bubpos,

= "MaTOBOCTEK/IOBHAHBIE" Te-
NaTOLMThl — HAKOIUIEHHE B

Puc. 1. MaToBO-CTEKNOBUAHLIE rEeNaTouuThI
npu HBV-uHdekuwm (ctpenku). 3aumcTeosa-

murornasMe HBsAg (puc. 1),  wowus https://www.pathpedia.com/edugation/
= "necounble" sapa — Mapkep ;- eatlas/histopathologylliver and ghile_ducts/

i W

HBCAg_ “ chronic_hepatitis- biaspx® * ™ g
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B xauecTBe HEMHBA3HBHBEIX METOAMK JJIs1 OLIEHKH CTaauH (pubposa
TIEYSHH MPUMEHSIOT CNIEAYIOMIME METOABI: YILTPa3ByKOBas 3J1acTorpa-
¢us (pubpockaH), akycTHyeCcKkas HMITYJICHO-BOJIIHOBas 3nactorpadus,
MPT, ceiBOpoTO4HEIE MapKeph! (TIPSMBIE H KOCBEHHBIE), AbIXaTebHBIE
TecTsl. U3 Becex Metoamk anacrorpadus sBiseTcs Haubonee H3y4eHHOM
METOMKOM, oBnanarommeii BbICOKOH AMArHOCTHYECKOM TOYHOCTHIO B OT-
HOLUEHHH OMNpefeneHus Uppo3a.

Neuenue

OcHoBHas nenp Tepanuu xponudeckoii HBV-unpekuun — yiyd-
IMEeHHE NoKa3aTenell BEDKUBAEMOCTH M MOBBILICHUE KAaYeCTBa JKH3HU
TIALMEHTOB, MYTEM NpENyNIPeKAeHUs porpecCHpoBaHus 3a6oneBaHus
H MOCJIEAYIOIIETO Pa3sBUTHA reNnaToLeILTIIAPHONA KapLHHOMBI.

Jleyenue MOMKHO MPOBOMTEHCS CHEUHUANHUCTOM TaCTPOIHTEPOIO-
TOM HJIH HHPEKLHOHUCTOM.

IIpotnBoBMpYCHas Tepanus nmokasaHa manMeHTaM:

= ¢ HBeAg-no3UTHBHEIM MM HEraTHBHBEIM XPOHHYECKHM Tena-
THTOM B, y KoTOpBIX HBV JTHK >2,000 ME/MII, IOBBILIEH YPO-
BeHb ANAT W/WIM yMepeHHas FHCTONOTHYEeCKasi aKTUBHOCTb
¢ ¢ubposzom;

® C KOMICHCHPOBaHHBIM HJIH JEKOMIIEHCHPOBAaHHBIM LMPPO30M
NICYCHH, y KOTOphIX o6Hapyxena HBV JIHK, HecmoTpsa Ha
YpoBeHs ANAT.

B nacrosimee Bpems ans neuenns xpounueckoro renatuta B uc-
nonb3yiores UGH, B ocHOBHOM mermnMpoBaHHbIi, U HYKIEO3HAHbIE/
HYIJICOTHAHBIE AHATIOTH: IAMUBY/IUH, SHTEKABHUD, TEJIOUBYIUH U TEHO-
toBup ausonpokcun dymapar.

IIpoTHBOBUpYCHEIH MexaHu3M neiicreua UPHa 3aknrouaercs B
MHIYKIWK psifa Genkos u depMentos (2'5'-0MMroafieHUIATCHHTETA3k,
NpOTeHHKHHA3bl, Genka Mx). OnuroafeHMIaTCHHTETa3a aKTHBUPYET
JIaTCHTHYI0O SHAOHYKJI€a3y, BKIIOYEHHYIO B NPOLECC Aerpajalnyy BH-
pycHo# PHK. IIpoTennkunasa onocpesoBaHHO GIOKHPYET TPaHCs-
LMI0 BHPYCHBIX NpoTenHOB. UMMyHOMOaynupyiowee aeiicrene UOHa
COCTOHT B yBENHYEHHH IKCIPECCHH NPOTEMHOB IJIABHOTO KOMILIEKCA
THCTOCOBMECTHMOCTH Kjlacca | Ha MOBEPXHOCTH renaTolVTOB M aKTH-
BallMK KJIETOYHOTO MMMYHHUTETa. B neueHnn xpoHnyeckoro remnarura B
HCIIoJIb3yercsi mponoHruposanHas ¢popma UdHa (nerunupoBaHHbIN),
B KOTOPO# €ro MoJIeKy/a COEAMHEHA C IONHUITHICHIIIHKONEM, 32 CUET

4€ro AocTuraeTcs crabuiabHas KOHLIEHTPaLUMs Mpernapara B KPOBH Ha
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nporsxkeHud Hepend. I®Ha Bh3biBaeT 6obllioe YHCIO HEXENATeNb-
HBIX sSBIEHHUH (rpUMNONoA0OHbIE CHMITTOMBI, ICHXHYECKHE HapyLICHHU,
He#TponeHus, Tpombonuronenus). Ilpenapar UMeeT TaKkke LIHPOKHIA
CIEKTpP MPOTHBOINOKA3aHUii, B YaCTHOCTH JEKOMIICHCHPOBAHHBIH LIIPPO3
neyeHy. [Ipenapar BBOOAT MOAKOMNKHO, ErMINPOBaHHBIH HHTEphEPOH —
OIVH pa3 B HENEIIO, @ HHTEP(EPOH KOPOTKOro AECTBHA — €XXEAHEBHO.
Kypc Tepanuu cocrasnser He meHee 48 Heaens.

JlaMHMBYnMH, 3HTEKaBUp, TENOUBYAUH 1 TEHOGOBHDP AH30NPOKCHII
(yMapat npeacTasasaOT co60i aHANOTH eCTECTBEHHBIX HYKJIEO03HIOB/
HYKJIEOTHAOB, KOTOpBIE aKTUBHO MOAABIIAOT perunkauuio HBV 3a cuér
yrueteHus JTHK-monumepass! i Gokans! NOCTpOEHHS LENH BHPYCHOM
JHK. Jins neyeHuss XpOHHUECKOIO renaTuta B ucmonb3yrorcs pasiny-
HbIE€ CXEMBI MPOTUBOBUPYCHON TepanuH. [Ipono/mDKHTENIEHOCT TepPaITiy
9TO# IPYNIoii npenaparoB COCTABIAET OT ABYX JIET A0 MOXHU3HEHHOIO
MPUMEHEHUS.

Mpodunakruxa

CoBpeMeHHEBIe BakLMHEI, copepxainie pekombuHanTHeii HBsAg,
obecrieynBaloT BeIpaboTKy 3alurHoro Turpa antiHBs y 95% nereit n
90% B3pocnbix. ¥ 30-50% nanueHTOB, He OTBETHBIUMX Ha CTaHAApT-
HBIH KypC BaKLMHALMH, IOBTOPHEIH KypC NPUBOAMT K BhIpaboTKe NO-
CTaTOYHOrO THUTpa aHTUTEN. BakuuHaiusa obecneyuBacT MIMTEILHYIO
Y HaJIeXHYIO 3allUTy OT MHOUUHUpOBaHKA. BakLMHALKIO MPOBOJAT B
TPH dTana ¢ uHTepnanoMm B 1 u 6 mecsues. [lepeHocuMocTh XOpollas.
PeBakuyHaLHIO OCYILECTBISAIOT KaXasle 5—7 JeT.

XpoHunveckuir renatur D

Xponuueckuii rermatut D (xpoHuyeckwuii renatut B ¢ nensra-aHTH-
reHOM) — TsDkénas U GbICTPO mporpeccupylomas GopMa XpoHHYECKO-
ro BUPYCHOTO remaTura, NpUBOAsWas K Luppo3y nedenu B 70% ciy-
yaeB B TeyeHue 5—10 net. Y 15% nmauueHToB LUppO3 MEYEHH MOXKET
dopmupoBarbes B TeueHHe 1-2 JieT oT Hauana 3a0oN€BaHHUs, @ PHCK
€ro pasBUTHs B TpH pa3a Beille Y HDV-unpuIMpoBaHHbIX MallUeHTOB
N0 CPAaBHEHMIO C TEMH, KTO UMEET TONbKO XPOHHYECKHUi rematut B.
3HauuTtenbHo pexe (10—-15%) MoxeT HabmoaaTsCs MATKOE, HE TIPOrpec-
cupylolee TedeHue (6ecCHMITOMHOE) XpOHHYECKOro renarura D.
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B 1977 r. rpynmoii uTaNBAHCKUX MCCENOBATENEH B renaToLuTax
6ONBHEIX renatuToM B ObUT 0OHapy)keH paHee HEU3BECTHBIM aHTHIEH.
Ipennonaranu, 4To 3710 4-if anturen HBV (1o aHaioruu ¢ y>xe u3Bect-
HbIMK aHTHreHaMu — HBsAg, HBcAg, HBeAg), u B CBA3H C 3THM OH
6511 Ha3BaH 4-it GykBoii rpeueckoro andasura — AenkbTa.

I'enatut D BBI3BIBaeTCA remaroTponHeiM, aedekTHsiM PHK-supy-
COM, Ul pEIUTHKalMKu U GOpMHUPOBAHHA KOTOpOro Heobxoaumo 06s13a-
TenpHOe npucyTcTBue HBV.

HDV npunamnexur k pony Deltavirus, spnserca BUpycom-carei-
JINTOM U MPEACTABIAET Co00#i chepHdIECKYI0 YacTHULYy pasMEpOM OKOJIO
36 HM, BHYTPH KOTOPO# HaXOAMTCA HYKJIEOKANCHJ AHMaMeTpoM 19 HM.
TTosepxnocTran o6onouka HDV npencrasnena HBsAg, Bkitouaer Gen-
KH, kopupoBaHHbie Pre-S1, Pre-S2 u S-3onamu HBV JTHK. Bupychas
PHK npencrasnena onHolenoueyHO# MHHYC-LIENBIO POTHKEHHOCTHIO
1700 nyxneoruaHbIX OCHOBaHHMIi W ABNAeTCA HamMeHbiuel u3 PHK-
COACPXAIMX BHPYCOB, Nopaxcaloliux uejgoBeka. JTenom HDV umeer
6 OTKPBITHIX PAaMOK CYHMTHIBAHMS, M3 KOTOPBIX TONbKO 1 yuacTByeT B
TPaHCKPHUIIMK K OTBevaeT 3a cunte3 HDAg.

Mexanusm perumikamym HDV PHK B cBO&M pojie YHUKAIBHEIH U TIPO-
HCXOIWUT OyTEM TaK Ha3bIBAEMOrO "ABOMHONO MOBTOPSIOLLErocs UK.
B npouecce pernvkauuu B xierke MPUCYTCTBYIOT TPH (GOPMBI BHPYC-
Ho# PHK: reHoMHas (oTpuuarensHoif nonspHOCTH), aHTUreHOMHas
PHK (nonoxwurensHoii nomspHocTy) U nHpopmauronnas PHK, xotopas
COACPIHUT OTKPBITYIO PaMKy cuuThiBaHus mjs cuatesa HDAg. Bupyc
obnanaer yHuxanbHo cnocoGHocTbio ucnons3osats PHK-3aBucHMBIE
PHK-nomimepassi yenosexa s TpaHckpunuuu cobcrBeHHoii PHK 6e3
00pa3’oBaHKs NPOMEXKYTOUHEIX tdopm THK. Perumikauus HDV npoucxo-
Ant HesasHcumo ot HBY, nocie toro kaxk HDV PHK nonanaer B KJIETKH.

Ha ocHoBanun nonumopdusMa HyxneoTHAHBIX MOCIEA0BATENBHOC-
Teil renomuoit HDV PHK BRIIensioT 8 reHOTHIIOB BHPYCA.

W I'enomun 1, nauGonee pacnpocTpaH&HHBIH BO BCEM MHpE, acco-
IHMHPOBaH C IHPOKHM CIIEKTPOM KJIIMHHYECKHX NposiBiieHHiH; OH mpe-
HMYINECTBEHHO 00ycnaBnuBaer Gonee TAxENOE TeyeHHE GOnME3HH C
NIPOTPECCHPOBAHHEM B LMPPO3 fEYEHM 3a KOPOTKMil Cpok (2—6 JeT)
H Pa3BHTHEM renaToLEUTIONAPHON KapLUUHOMBI; HU3KHM OTBETOM Ha
NIPOTHBOBHPYCHYIO Tepanuio (YCTOHYMBHIH BHPYCONOrHYECKHii OTBET
pasBuBaercs y 25-27% nauueHToB). [€HOTHIT peUMyIIEeCTBEHHO LUP-
Kynupyer B EBpone u crpanax CpeausemMHomopss, Typuuu, Hpane u
CesepHoii AMepuxe.
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& [enomun 2 npencrasiaeH B Boctounoit u CeBepHoil A3uu, OH
accolMHpoBaH ¢ 6ojiee MATKUM TeYeHHEM 3aboeBaHus.

® 'enomun 3 BcTpeyaeTcs B ceBepHOH yacTH IOxHOH AMEpHKH
(bpasunus, Konym6us, Benecyana, Ilepy, OxBagop). Bri3biBaeT Ts-
xKENbIE BCIBILIKKA OCTPOro remnatura D ¢ pasBuTHeM ocTpoit meyéHou-
HOM HEJOCTAaTOYHOCTH M COMPOBOXIAETCS BHICOKOH JIETAIbHOCTEBIO.

B [enomun 4 pacnpocrpanéH B Snonun, TaliBane u Kurae. Brl-
3BIBAET TSOKENBIH IenaTHT C BHICOKOH CTEINEHBbIO aKTHBHOCTH.

B [enomuner 5—8 BcTpevarorcs B 3anagHoil 1 LlenTpansHoi Ad-
puke, a Taxxe B Bpasuinn. Undopmanus 06 0cOGEHHOCTAX KIHHHYEC-
KOrO TEYEHHS 3THX F€HOTHUIIOB OTCYTCTBYET.

Onuaemunonorns u pakTopbl pucka
ITytu nepenayn HDV-uHdekuuy, a Takke PNl pUCKa CXOAHEI
¢ HBV-undexumueii.

flaToreHes

OcHoBHOM 0cobeHHOCTHI0 naTorene3a HDV-uudexuun ABusercs
Beaymas poas HDV o cpasuenuto ¢ HBV. Ilpu atom akTHBHas pe-
maukauus HDV yalue npuBoauT K noxasneHuio penponykund HBV.
Pasnuuna M XapakTepucTHKa noppexatouero aeiicteusa: HDV okasbi-
BaeT MpAMOE LUTONATHYECKOe AefCTBHE. DTO MoATBepxkaaercs Gomnee
PaHHUM IOSIBIIEHHEM LUTONMTHYECKOr0 CHHApOMA U 6ojee KOPOTKHM
MHKy6alMoHHBIM neprogoM. OHako 3HaYMMOCTh HMMYHHOTO OTBETa
TaK)X€ Ba)KHa B CBA3M C IUMPOKHUM AHANa30HOM BapHAaHTOB TCYEHHS
HDV-untexuun — ot NaTeHTHHIX (opM 10 KIMHHYECKH MaHHpecT-
HBIX, B TOM YHCJIE KPaiiHE THKENBIX.

EcTectBeHHoe TeueHue

Ilpu xoundexunn asymsa supycamu (HBV+HDV) npu 6naronpu-
ATHOM TEYEHMH BBI3AOPOBJIEHHE HAcTymaeT y 75% MaluueHTOB, Xpo-
HHM3alMs Tpoliecca Npoucxomut B 5—10%, ¢pynbMuHanTHas Gopma ¢
JIETAJIbHBIM MCXOIOM pa3BuBaercs B 5—25%.

Cynepundexuua HDV HBsAg HocuTeneii nposiBisercs oboctpe-
HHEM [0 TOro ONarompHsTHO MPOTEKAOLIEN0 XPOHHYECKOrO remnarura B
C MOCHEAYIOLMM pa3sBUTHEM Luppo3a neyeHH. CynepuHdexuus ¢ Bos-
HukHOBeHHeM HBV/HDV conpoBoxaaeTcs pa3BUTHEM TKENBIX U (yib-
MHHaHTHBIX (hopM 3aGoneBaHUs, KOTOPHIE XapaKTEPU3YIOTCA OCTPhIM
TAXKENBIM MOBPEXAECHUEM IEYEHH C HapylIeHHEM €€ CHHTETHYeCKOi
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dbyHKIHMH, KoarynonaTHeii U pa3BUTHEM 3HLE(ATONATHH B CPOKU OT
HECKONEKMX MECALEB A0 ABYX JeT. XpOHH3allus NMpolecca Npu cymne-
punbexnuu npoucxomut B 80% cityyaeB U XapakTepu3yeTcs ObICTPEIM
TIEpeXoioM B LUPPO3.

KnuHuuyeckan kapTuHa

Xponunueckuii renatutr D MOXkeT npoTekats pazHoob6pa3HO: OT
KIHHHYECKH 0eCCHMITOMHBIX BAPMAHTOB JI0 MaHH(DECTHBIX, HEPEIKO
6ricTpo mporpeccupyomux. Y 60nbuIMHCTBA 60MBHBIX 3a601eBaHUE
MpOTEKAaeT BOTHOOOPa3HO C MOBTOPHBLIMH KIIMHHMKO-()epMEHTaTHBHBIMU
000CTpeHHAMH, COMPOBOKAAIOLIMMHICA HapaCTaHHUEM CHHAPOMA Meyé-
HOYHOH HWHTOKCHKALIHH, KOTOPBLIH NpOABIAETCA ciaboCThlO, YCTalo-
CTBIO, HE[IOMOTaHHEM, OTCYTCTBHEM aNMeTHTa, AUCKOM(OPTOM B rpaBoM
nonpeGepre, MpiueyHoi cnabocTeio. IIpy HapacTaHUH MHTOKCHKALIMH
cnabocTh yCHIIHMBAETCS, HApACTAKOT ABJIECHHUA JUCIIENCHH, PA3BUBAIOTCSA
SIBJICHHA Me4EHOYHOH IHLedaNONaTHH, HapylleHHs GeIKOBO-CHHTETH-
YECKOH QyHKLMHU NEYEHHU.

OcHoBHO# 0cOO€HHOCTBIO XpOHHYECKOro renaruta D apisercs ero
NpeUMYNIeCTBEHHAsA IMPPO30reHHOCTb.

AvarHocTuka

YuuteiBas HapyleHue GeJIKOBO-CHHTETHYECKOM (PYHKIINH NeYeHH,
TipH 1aGopaTOPHOM HCCNEN0BAHHH BBIABIACTCS AUCTIPOTEHHEMHS (CHH-
KEHHE CoepXaHus anbOyMuHa, YBENHYEHHE COAEPKAHUA Y-TyI06yIH-
HOBOH (paKuyK), CHHKEHHE NIPOTPOMGUHOBOIO BpPEMEHH, HapyIleHuA
TeMOCTa3a, BLIPaKEHHAA TUnephepMeHTeMHus (3HAYUTENBHOE MOBBILIE-

11e ANAT u AcAT).

B CHIBOpOTKE KPOBM NPH CEPONOrM4ecKoit AMarHOCTHKE BHIABJISA-
10TCs cooTBETCTBYIOLIKME Mapkepsl HDV-undexiyu.

® antiHDV IgM — mapkep octpoii undexuun. Ilpu koundexumu
aHTHTeNa oOHApYXHBAIOTCA B CHIBOPOTKE KPOBH uepe3 2-4 Henenu
TI0CyIe NosBIEHUA KIMHHYECKHUX MpPOABIIEHHH ocTporo rematura B u
LHpKYIHpYIOT B KPOBH B TeueHHe 3—4 mecsues. [Ipu cynepunpexumnu
OHH BBUBJIAIOTCA YK€ K Hayary ocTporo nepuoza 3aboneBaHus M MOTyT
LHPKYIMpOBaTh MINTEILHOE BpeMSi.

B antiHDV IgG — mapkep Kak nepeHecEHHOH, TaKk U XpOHHUYECKOH
HDV-undexuuu. YuuteiBas cBoiicteo HDV noaansThk peruIMKaLyio
HBY, B xposu GombHbIX He obHapyxuBator HBeAg u HBV JHK, a Tutp
HBsAg moxeT CyleCTBEHHO CHHXKAThCH.
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Ha ocHoBanuu B3aumootHowenus HBV u HDV soigensator Tpu
(a3pl TeyeHHs: XPOHHIECKOro renaruta D:

= niepBas (paHHss, akTuBHas) — HDV nmonaenseT peruiMKaTuB-
Hy10 akTuBHOCTS HBV (B chiBopoTKe ompenenstercs HDV PHK
B BBICOKOH KOHLIEHTpalLMH);

= BTOpas — yMepeHHas perumikauusa HDV u nocreneHHas peak-
tuBauus HBV (B chiBoporke o6Hapyxusator kak HDV PHK,
Ttak 1 HBV JTHK);

= TpeTbsl (MO3AHAA CTaAMA) — CHIKEHHE PEIUTHKALUK 060HX
BMPYCOB M HabMonaercs, Kak NpaBio, y 60/bHBIX Ha CTAIHMH
LHppO3a MeYEHH.

Xponnyeckuii renatut D HepeAkO CONPOBOXIAETCA ayTOMMMYH-
HBIMH HapyLIE€HHsAMH, NPH 3TOM B CHIBOPOTKE KPOBH BBIABIAIOTCA
pas3/IM4YHBIE ayTOAHTHTENA (AaHTHHYKJIEapHBIE, aHTHUIIIaAKOMBIIICUYHEIC
u 1p.). loutn y 15% NanuMeHToB ¢ XpOHUHECKHM renaTutoM D BhLIB-
JISIOTCA ayTOAHTHTENA MPOTHB MHKPOCOMANbHBIX MEMOpaH MEYeHH
nouek (anti-LKM-3).

Mopdonoruueckan kapTuHa

ITpu uccnenosanuu 6uonTara neyeHH oOHApYKHBAIOTCS NMPH3HA-
KM, aHAJOTHYHBIE U3MEHEHHAM npu xponudeckoM remarute B. Ilpu
XpoHuueckoM renatute D HabmonaroTcs Gonee BHIPAXCHHBIC BOCIIA-
nuTEnbHbIE ¥ HEKPOTHYECKHE W3MEHEHHS B JOJNbKAX B COUCTAHWHU C
BBIP2)XEHHBIM NEPHNOPTANBHBIM IEMaTUTOM.

JleveHne

Xpouuueckuii renatut D xapakrepu3syercs OBICTPHIM (B TeueHue
10 5iet) pasBUTHEM LIMPPO3a, B CBA3M C YeM GONBIIMHCTBY NALMEHTOB
[I0Ka3aHa NPOTHBOBUpPYCHas Tepanus. ENMHCTBEHHBIM MCTOAOM JI€ue-
HHS C [OKa3aHHON 3((EKTHBHOCTBIO SBNSETCA MHTEpP(EPOHOTEpANHS.
WuTephepoHoTepanys NpoBOAMTCS BBEACHHEM OOMNBIIMX 103 CTaHIApT-
Horo MH® (5-10 Mz ME B feHb) Tpu pasa B Henemo. IlermmpopanHbie
WH® ucnons3yIoTcs B TEX XK€ [03aX, YTO U CTaHAAPTHBIC I03BI IIPH XpO-
HuueckoM renarure B. Ipu mioxoi nepeHOCMMOCTH MPENApaToB peKo-
MEHAYETCA MHAWBMAYAIbHbINA MOAOOpP AO03bI JICKAPCTBECHHBIX CPEACTB.
Tepanuio pexoMeHayeTCs MPOBOAUTH KypcoM He MeHee 12 mecsnes,
NpOIJIEHHE Teparmy 10 2448 MecsleB yBEIMYHBACT TONTYYCHUE YCTOMH-
YHBOTO BHPYCOIOrHYecKoro orsera. OnrumaibHas NPOAOIDKHTENBHOCTL
TEPArMy He yCTaHOBJIEHA.
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Ouenka 3¢(eKTHBHOCTH Tepanuy MPOBOAMTCSA HE paHee YeM uepes
2448 nepens no Hanuyuio wiu orcyrersuio HDV PHK. K okonuaHuio
JedeHuss OHOXMMUYECKHI OTBET yHAaETCA MOMYHHTh NMPUOGIHU3HTENBHO
y 50% 60mbHEBIX, ¥ TONBKO Y 25-40% ynaércs nocTH4b HeonpeaensieMo-
ro ypoeass HDV PHK u HexkoToporo yny4uieHHs MOP(ONOruy rneyeHH.

Hyxneo3sunHsie aHamoru He Bo3aeHcTByroT HAa HDV, Ho neuenue
STHMHU NpenapaTaMy MOXeT ObITh Ha3HaYE€HO NPU BHICOKOH peruiuka-
THBHOI akTHBHOCTH HBYV.,

Yacrora peuauBoB 3a60neBaHHs O4€Hb BhICOKa — 97%, B CBA3H
C 4eM PeKOMEHIYIOT IIPOBOAUTH MoepkuBarolyto Tepanuio HH®a
B Hu3KkHX Ko3ax (1 ME exenHeBHO) B Te4eHHE HEONPEACNIEHHO IIH-
TEJIbHOTO BPEMEHH.

TpaHcIUIaHTaUMs NEYEHH ABJIAETCA €AHHCTBCHHBIM PafHKaJIbHBIM
METOZOM JIeYEHUs GONLHAIX C TEPMHHANBHBIMY CTAAUAMH XPOHHUYECKO-
ro renaruta D.

MpodunakrTuka
3axmoyaercs B npeaynpexaeHny nHGuuuposanus HBV.

XpoHuueckui renatur C

BupycHbiii renatuT C — aHTpONoHo3Has HH(EKIHOHHASA GONe3Hb
C TEMOKOHTaKTHBIM MEXaHH3MOM fepenayd Bo3OyAMUTeNs, XapaKTepH-
3yemas JIETKUM WM CyOKIHHHYECKHM TedEHHeM OCTpOro nepuoaa 6o-
JI€3HH, YacThiM (OpPMHUPOBaHHEM XpOHHMueckoro remaruta C, BO3MOX-
HBIM Pa3BUTHEM LMPPO3a U IeNaToLE/LIIONAPHON KapLHUHOMBI.

HCV — Bupyc nuameTpoM 50 HM, MOKpBITHIA 060N04YKO# M co-
Jiep>Kaluil oqHoLENoYeuHy10 JuHeiHyo Monekyiry PHK, orHocuTcs
K Knaccy Flaviviridae, pony Hepacivirus. B renome HCV ectp nBe
obnmacTy: nepBas KOGUPYET CTPYKTYpHBIE O€lKH, BXOAAILIHE B COCTaB
HapyxHo# obonoyku Bupyca (nokycei core, E1 u E2/NS1); Bropas xo-
IupyeT HecTpyKTypHBle 6enku (Jokycer NS2, NS3, NS4A, NS4B, NS5A
H NS5B). HecrpykrypHble Genku obnanaror pepMEHTaTUBHOH aKTHUB-
HOCTBIO H HEOOXOAMMBI Ul peIUTHKaLuK BUpyca (IpoTeasa, XeJHKa3a,
PHK-3aBucumas PHK-nomumepasa).

Ocobennoctoio HCV siBigerca ero reneruyeckas HEOOIHOPOOHOCTD,
CBA3aHHAA € BBICOKOH YacTOTO} HYKICOTHAHBIX 3aMeH. B pesynkrare 06-
pasyercs 6oblLIOE YHUCIO FeHOTHNOB M noarunos. CornacHo Hauboee
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pacnpoCTpaHEHHOM KiacCH(HKALMH BBIACIAIOT 6 FEHOTUIIOB M CBhINIE
100 cy6Tunoe HCV. HauGonee yacto BCTpeyaroTcs reHoTuns! 1, 2 u 3
¥ ux noatunsl a u b. iMerorcs reorpaguyeckue pa3inuyus B pacmpo-
CTpaHEHHH TeHOTHIOB U noATHnos. B Poccuu npeobnafaor reHOTHITBI
1b u 3a. I'eHoTHUNT He BUAET HAa HCXOA HH(EKLMH, HO ONpPENCIAET BhI-
60p JIeKapCTBEHHBIX CPEACTB, HO3BOJIACT NpeacKa3aTh 3(peKTHBHOCTE
JIEYEHHS U €r0 JJIUTEBLHOCTD.

Anuaemuonorusa n gakTopbl pucka

HCV-uneknus mupoko pacnpocTpaneHa mo scemy mupy. Odu-
ManbHas CTaTUCTHKA CBHUAETENLCTBYET O BO3MOXXHOM BBIABIEHHH XpO-
Huyeckoro renatuta C npuGnu3uTenbHO y 71 MIH 4eloBeK B MHpe.
Hau6onee 3HauuTENbHBIE MYTH 3apaX€HUA, IO KOTOPLIM POHCXOIUT
MacCHBHas niepefaya Bo3OyauTens, — NEPEnMBaHye KpoBH U €€ MPOIyK-
TOB, HHBEKLIMH, TEMOAMAIIN3, TPAHCIUIAHTALMs OpraHoB. Pons nosnosoro,
BEPTHKAJILHOTO Y MEPUHATANILHOTO IMyTEH 3apaXkeHHs HECYLIECTBEHHa,
U CBSI3aHA C JOTIONHUTENBHEIMY (akTopamu pucka. B 40% ciyyaes He
yHagTcs YyCTAaHOBUTE IyTh Nepefaun BO30yauTens.

WHkyGaumonHkIi nepron B cpeaHeM cocTasiseT S0 (15-160) mueii.

MNaToreHes

Wuduuuposanue HCV conpoBoxaaeTcs MOOHIH3aLMed HECTIELH-
rueckoli IMMyHHO# 3ampTH (HHTEP(EPOHDI, ECTECTBEHHEIE KHILIEPHI)
u pa3sutrem HCV-cnenupuueckoro MMMyHHOTo oTBeTa. HecMoTps Ha
Hannyue HCV-cneuuduyeckoro MIMMYHHOrO OTBETA, Y GONbUIMHCTBA
HHQUIMPOBAHHBIX MMMYHOKOMIIETEHTHBIX JIFOie OH HE MPHUBOAHT K
camopaspelenuio HHpeKUMH 1 He 3amumaet ot penndexunn HCV.
HsBecTen (eHOMEH ycKonb3aHHs H3-NOJ KOHTPOJA HMMYHHOIO OTBETa
X03MHa, KOTOPBIH 06YCNOBNEH BBICOKOH MYTalHOHHOH M3MEH4YHBO-
cTbio renomMa HCV, pesynbsTaToM uero sBIAIOTCA CMIOCOGHOCTE BHPY-
€a K JJINTENIbHON MEepCUCTEeHLMH B OpraHHU3Me 4YellOBEKa M Pa3sBHUTHE
XpOHHYECKUX (OPM HHPEKLHH — XPOHHYECKOro renaTtuTa, LHppo3a
NEYEHH H renaToLeTIoNApHOH KapUMHOMEL. [0 HaCTOALIEr0 BPEMEHH
HE YCTaHOBNIEHH Bce (akTophi, 00YCIOBIHBAIOILNE BBICOKYIO YacTO-
Ty Xponusauuu HCV-undexuun, 1 eé Upe3BblHaiHyI0 CIIOCOOHOCTD K
IIMTENbHOM nepcucTeHnun. Umeromuyecs JaHHbIE CBHIACTENBCTBYIOT O
3SHAYUTENbHOH ponH (akTOpoB BHUpyCa, HANPABJICHHBIX HA MOLYNIHPO-
BaHME MMMYHHOI'O OTBETa X03sHMHa u u3beranue ero (Tabm. 1).
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Tabnuua 1. Gakropsl, BMAIOWME HA UCXOA UHbUUMpoBaKus HCV

®dakTopbl BUpyca

PaKkTopbl X03AMHA

CnocobHocte HCV noaaensate MHAYKLUMIO UMMYHHOTO
oreeTa X03fMHa (HapywaeTt B3auMoAeicTBre aHTU-
reHnpeseHTupyiowmx knetok U CD4* Th-numdoum-
TOB, BNUSIA TEM CaMbIM Ha MPOLECC MX aKTUBaLMn)
CnocoBHocTb u3GeraTb rymMoparnbHOro U KNeTo4HOro
VIMMYHHOTO OTBETa XO3AMHA C NMOMOLLbIO BbICOKOH Yac-
TOTBI MyTauui

WHbuuupoBaHue nNpakTU4eckyw BCEX renaTtouuTos ¢
HW3KMM YPOBHEM pennmKaLmn UHULIMPOBAHHbIX Ke-
TOK (HWke nopora uHAyKuvu T-kneTo4Horo orseTa)

= ImMmyHoreHeTuyeckue cax-
TOpb! (32BUCUMOCTL UMMYH-
HOro oTBeTa OT 3THUYECKOH
NPUHa[NEXHOCTH, Nnona)

= BoapacT B nepuoa uKpmnLu-
poBaHus

s Hanuune OOnNONHUTENbHBIX
thaxTopos, KOTOpbIE MOryT
ocnabute UMMYHHLIA OoTBET
(HIV-kouHdbekuus, ankoronb

CnocoBHoCTb pennukayum BHe neveHn, B TOM 4MC- nAap.)
ne B KfeTKax UMMYHHOM CUCTEMBI, HEAOCTYNHbIX ANSA
cneyucudeckoro T-kneTovHoro orseta. Hapywexue

yHKUWA MHULMPOBaHHLIX NIMMpoUUTOB

= Konu4ecTso MH(PULIMPOBaHHOrO Marepvana

HCV obnanaer BbipaxkeHHEIM NPAMBIM LIMTONATHYECKUM 3¢ dexTom.
YcraHoBieHO, uto core-niporens HCV urpaer HemocpenCTBEHHYIO POIb
B Pa3BUTHH >XKHPOBOH AMCTPO(HH renaToLMTOB, ABISIOLIEHCS OAHUM
U3 XapaKTEePHEIX MOP(OIIOrHYECKHUX NMPU3HAKOB XPOHHYECKOTO rernaTu-
ta C. K npameIM nuronatuueckuM 3dpdekTaM BUpYca OTHOCAT TaKkKe
OHKOT€HHBIH MOTEHLMAJI COre-NMPOTEHHA U HEKOTOPBIX HECTPYKTYPHBIX
Genkos HCV, xotopslit 06ycioBieH crnoco6HOCThIO BUpyCa MOZRYJIH-
POBaTh TPAHCKPHUNLUIO Pfa 'EHOB, B TOM YHCJIE FTEHOB CYIPECCOPOB
omyxoiesoro pocta (p53, RB), dakropos pocta u BO3AeiiCTBOBATh Ha
aronTo3 ¥ KIeTo4Hy:o nponudepanuio. ITatorenes BHEMEUEHOYHBIX MO~
PpaeHHI MOXeT OBITh MMMYHOKOMIUIEKCHOTO TeHe3a H HMMYHOKIIETOY-
Horo. IIpu 3ToM pemaromee 3Hayenue umeet mumporponnocts HCV ¢
NpEeUMYIIEeCTBEHHOH peIulMKauuei B B-numgounrax.

EcrecTtBeHHoe TeueHune

Xponuueckuit renatut C passuBaercs: npubmm3uTensHo y 80-85%
GonbHEX nocne ocTporo rematuta. [TockonbKy B MOAABIAIOMIEM GOMb-
WIHHCTBE Cily4aeB OCTPEHIi rematut C nporekaer 66CCHMNTOMHO, €ro
4acTo He yaércs MMarHocTHpoBaTh. EcrecTBEHHOE TEYeHHE XapaKTepH-
3yeTCs Me[UICHHO# nporpeccueii, npyu yCjaoBHH OTCYTCTBHS OTArOLIAO-
mux (GakropoB (aJaKoroib, meperpyska xesesom, HIV-kouHdexuus, u3-
GbITouHas macca Tena). IlpubnusurensHo y 25-30% vHGUUMPOBAHHBIX
uepe3 20-25 meT OoT Hayaya MpPEANONaraéMoro MIH YCTaHOBICHHOIO
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UH(UIMPOBaHUA MOXET pa3BUTbCA LUPpO3 medeHH. Hanuuue otaro-
AKX (HPaKTOPOB 3HAYMTENBHO YCKOPSET 3TOT NPOLECC.

TeueHue HCV-undekuumn

XpoHuyeckan 20-25% Linppos 0% Meyéroynan
HCV-nHpexyna 7 PP " HEAI0CTaTONHOCTb
1 eo-aon 3 -20% I
Octpast HCV-uHcperyun Pax Kanguparte! Ha
neyeHu TPaHCTNaHTaLWio NeyeHn

KnuHuyeckas kapTuHa

VY GonpmMHCTBa GONBHBIX XpoHHYeckuM renatutoM C 3aGoneBanue
nportekaer 6eccUMNTOMHO Ha GoHe BHICOKHX YPOBHEH TpPaHCaMHHa3 B
CBIBOPOTKE KpoBH. Tonbko 6% manueHToB omymaoT cnabocts. Jocra-
TOYHO 4YacTO HAONMIOHAETCA Tynas HEMOCTOSHHAs WJIM BO3HHMKAIOWasA B
OTIpeneNIEHHOM TOJIOXKEHHH TeJia GoNb B BEPXHEM NPaBOM KBAJpaHTe
*uBOTa. Pe)ke 0TMeuaroTCsl TOILIHOTA, MOTEePs anneTHTa, KOXHbIH 3yx,
apTparuy 1 MUHITHH. KiIMHMYeckye MpU3HAKH NMOpaKEeHHs NEYECHH WM
BHEMNEYEHOUYHBIE 3HaKK OTCYTCTBYIOT. PH3MKaNbHBEIN OCMOTp MalMeHTa
IIOMOTaeT YCTaHOBMThL AUArHO3 TONBKO HA CTaJUH LIMPpO3a MEUEHH.

K HacrosmeMy BpeMEHH NPH XpOHHYECKHMM rematute C onucaH
IIHMPOKHI CIIEKTp BHeMeu&EHOYHBIX nopaxeHui. Hanbonee moxazana
pos HCV B pa3BuTHM CMELIaHHOH KpHOITOOYIHHEMHH, B TOM YHCIIE U
KpHODIOOYJIHHEMHYECKOTO rioMepynoHegputa. Kpome toro, ¢ BUpycom
renatuta C accoMMpoBaHbl Takue 3a0oeBaHuA Kak B-kieTounas He-
XOmMKKHUHCKas JinMboma, UMMyHHas TpoMOorTonenus, cuuapom Iller-
peHa, ayTOMMMYHHBIH THPEOHINT, KPAaCHBIN IUIOCKHH JIMIIAH, MO3XHAA
KOXHas nmopgupus.

OwnarHocTtuka

OCHOBHBIMH THaTHOCTHYECKUMH KPUTEPHUSIMHM XPOHHYECKOTO re-
naruta C gnsioTcs: noseiuenne ypoBusa AnAT, a Taioke obHapyxeHue
B ceiBopoTke kpoBH antiHCV u HCV PHK.

H3menenne 6MOXHMUYECKHNX NTAPaMeTPOB ChIBOPOTKH KPOBH (B 6OJIb-
HIMHCTBE CJIy4aeB 3TO M30IMpOBaHHOE nosbilieHne ANAT, uHorma B co-
yetaHuM ¢ AcAT) y NaLyeHTOB BBIBILIIOT, KaK IPaBMIIO, CIy4aitHO —
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TIIpY AUCIIAHCEPH3ALIMH, TIPH MOATOTOBKE K TUIAHOBLIM OMEPALMsIM MIIH
nepes TPYA0YCTPOHCTBOM.

antiHCV MoryT sBIsTLCA NPU3HAKOM Kak TeKyuieH (ocTpoil uinu
XpOHHYECKOH), Tak ¥ nepeHeceHHoi uHpexuny. Mx olMHaKoBO 4acTo
06HapyKHBalOT y GOJIBHBIX OCTPBIM M XpoHudeckum renatutom C.
Tak, oonapyxenue antiHCV IgM He MoxeT ObITh HCIIOJIL30BAHO Kak
mapkep octpoii dassr HCV. Ilpu stom antiHCV moryT uzonuposas-
HO LMPKYJIHPOBaTh B KPOBH NALMEHTOB, KOTOPLIE BBI3ZIOPOBEIIHU [0CIE
ocrtporo renaruta C wiu nocne anumunauuu HCV PHK B pesynwrare
npoTHBOBUPYCHO# Tepanuu. J(ns auddepeHIIMPOBKH 3THX COCTOAHHH
neobxonumo omnpenenuts antiHCV B nuHamMHKe Mpu OTPHUATEILHOM
pes3yibTaTe Ha paHHUX CpOKax OOJIe3HH.

MeTon0oM MOJIMMEPa3HO# LENHOH peaklMH BhIAB/AIOT HEMOCPE-
cTBeHHO reHerHueckuii Marepuan HCV B CLIBOPOTKE KPOBH, ONMpenesi-
10T YPOBEHb BUPYCHOM Harpy3ku (KOJHMYECTBO BUPyca B €AHHHLIE 00bEMA
CHIBOPOTKH), YCTAHABIIMBAIOT FEHOTHIT U cyOTHIT BUpyca. OOHapyKeHune
HCV PHK B cBIBOpOTKE KPOBH CBHIETEILCTBYET O peruiMkauud HCV.

antiHCV u PHK HCV MoryT 06HapyKHUBaThCsi B KPOBH B pasjivy-
HBIX COYETAHHAX, YTO TPeOyeT JOTMONHUTEILHOH OLIEHKH KIIMHHYECKHX
JaHHbIX (Tabn. 2).

Ta6nuuya 2. Coyetanua mapkepoB HCV npw pasHbiX KIMMHUHYECKUX CUTYaUWsax

KnuHuyeckan cutyaumn antiHCV HCV PHK

OcTpeli renatuT C npu yKas3aHUAX Ha M3BECTHbIA PUCK WMH-
(hvUMpOBaHWA B HEQABHEM BPEMEHU
XpoHuyeckui renatut C (ecnu HCV PHK coxpaHsaeTca B
cbIBOpOTKE Kposu Gonee 6 Mecsuer)

OcTtpbiv renatut C B nepuog knupeHca HCV PHK
TNoxHononoXuTensHbIE UMW NOXHOOTPULATENBHbIE pe3yrb-
TaTbl UCCNefoBaHWA

PaspeweHne octporo renatuta C (Ans noaTeepxaeHns no-
KazaHo noBTopHoe uccnegoeanwe HCV PHK yepes 6 mecs-
LeB B TEYEHWUE [BYX NET)

MauueHTsl € renatutom C B aHaMHese, KOTOpbIM Bbina npo-
BefleHa ycnewHas npoTUBOBUPYCHas Tepanus

PaHHsaa cTtagua octporo renatuta C

XpoHuyeckuii renatut C y NaumeHToB C UMMYyHOCYnpeccuei
JToXXHONONOXMTENbHBLIA peaynsTaT (PeaKo) NNy NOKHOOTPU- - +
uartensHbin

PekomeHgyeTcsi NOBTOPHOE UccrefoBaHue Yepea 6 Mecaues

OrtcytcTBue y naunernta HCV-uHpekumm - -
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Mopdronornyeckasa KapTuHa

Hnsa mopdonoruueckol OLEHKH NEYEHU IIPH XPOHUYECKOM rera-
tute C npuMeHseTcs MyHKUMOHHas Ononcus nedenu. Ilocienyromee
THCTOJIOTHYECKOE HCCICO0OBAHHE IMOJIYHYEHHOIO Ouonrara I03BOJISET
OLIEHHTH JIOKAJIM3alMI0 M PACpPOCTPaHEHHOCTh (PHOPOTHYECKOTO MPO-
1ecca, a TaKKe HaJIMYMe M CTENeHb HEKPOTHYECKHX M BOCMANHTEIBHBIX
uzmenennil. Ilynknuonnas 6uoncus nedyeHH TpedyeT CTPOroro BHINOJ-
HEHHUS TIPABMII B YCIIOBHAX CIIEIMATM3UPOBAHHBIX OTACICHHH M HATHYHS
KBanu(pUUIHPOBaHHLIX MOpP(OIOroB.

Hnst xponuyeckoro remnarura C
XapaKTepHbl Y4aCTKH KpYITHOKaIlesb-
HOH XUPOBOH THCTPO(HH rernaToLu-
TOB, arperauus .III/IM(i)DI/I,E[HbIX KJIETOK
B NOPTAJbHBIX TpakTax ¢ oOpa3oBa-
HHEM B YaCTH CIy4yaeB JTUMGOHIHBIX
y3€JKOB, Nponudepanus 3MHTEIns
AKEMYHBIX IIPOTOKOB, THM(OrHCTHOLH-
TapHas HHPUIBTPALMA NOPTaJLHBIX
TPakTOB M MEPUINOPTaNIbHAs HHOUITb-

Puc. 2. Cronnexue numconaHo-mak-
potharansHoro uHunsTpaTa B Aorb-
Tpanuua, HEKPO3bI I'ENaTOLMTOB, Yalle Ke neveHu ¢ obpasosaHueM numdo-

tdoxanbHbIE, HO MOTYT OBITB CTYIIEH-  MAHOrO donnukyna (cTpenka) npu

Yarble i MOCTOBHIHBIE HEKDPO3bI, (i)Hﬁ— XpoHu4eckom renatute C. 3a!/!MCTBO-
BaHo u3 https://www.pathpedia.com/

R (pHC. 2). education/eatlas/histopathology/liver_
MeTonp! ms MPOBEACHHA HEHH-  and_bile_ducts/chronic_hepatitis_c.

Ba3MBHOH IMarHocTHKH (ubposa me-  asPX
YEHH JENIATCS Ha JBE KaTeropHu.

Hnempymenmanvusie menoost. I1aCTOMETPUA — HCCIIEIOBAHNE
MPOBOAMTCS Ha annapate GubpockaH H MO3BONAET CyAUTh 00 H3MEHE-
HHM 3JIACTHYECKUX CBOJICTB MeueHH Ha OCHOBAHHM OTPaKEHHBIX BHOpa-
LUMOHHBIX UMITYJIBCOB H IOC/EAYIOIIET0 HX KOMITBIOTEPHOIO aHaIH3a.
[Toxazarens Gombure 9,5 k[la CBUAETENBCTBYET O 3HAUYHTENBHO BBIPA-
x#ennoM ¢ubdbpose (F3-F4 no mxane METAVIR).

AKycTHYECKasi MMITYJILCHO-BOJIHOBAsSE dMacTorpadus — yIbTpasBy-
KOBOH METOI, KOTOPBIi M03BOJIAET OLEHUTH INIOTHOCTh mevenu. [Ipn
9TOM MCIIONBL3YIOTCS KPAaTKOBPEMEHHBIE BHICOKOMHTEHCHBHBIE aKyCTH-
YECKHE MMIYJIbChI, BRI3BIBAIONIME BONHY caBUra. CKOPOCTh pacrpoct-
paHEeHHUs BOJIHBI TECHO KOPPENMPYET C BHIPAKEHHOCTBIO (hubposa.

MaruurHo-pe3onancnas snactorpadus — couyeTaeT IPUHLMIIbI
anactorpauun 1 MPT. Meron obnagaeT 4yBCTBHTENBHOCTBIO 92% H
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crnieuuuyHOCTBIO 96% npH BhIABIEHUH cTaguu Gubposa. OnHako 3TO
HCCJIEIOBAHHE 3HAYUTENBHO JOPOXKE M NMPOBOAMUTCS HAMHOIO JOJBLIE.

JIabopamopnsie memoodsr. OLEeHKa KOHLIEHTPALlMH BELIECTB B ChI-
BOPOTKE KpOBH, KOTOpBIe 00pa3ytorcs B npouecce pubporenesa. CeiBO-
POTOUHEIE MapKephl MOAPa3AENAIOT Ha NpsiMble M KocBeHHble. K mips-
MBIM MapkepaM (pubpo3a OTHOCATCA KOMIIOHEHTEI, 06pa3syroluecs B
XoZle CHHTE3a WM JEerpajlaliii BHEKJIETOYHOIO MaTPHUKCa, IIHTOKMHBI
H XEMOKHHBI, CBA3aHHEIE C npoueccoM ¢udporenesa (npoxoyuiarex III,
TUaypoHOBask KHMCJIOTa, TKAHEBbIE HHTHOUTOPH! MaTPUYHBIX METAJLIO-
nporenHas H Jip.). KocBeHHrle Mapkepkl, B Gonblieii CTeneHH, OTpaxaioT
u3MeHeHus QyHKIUM nedyeHH (TpoMOouMTEl, OMIUpYyOHH, anbda-2-Ma-
kpornoGymun). B HacTosmee BpeMs AOCTYNHBI U 6oJiee CIOXKHEIE HO-
Ka3aTelM, pacCUMThIBAEMbIE C IIOMOIUBI0 MHTEPHET KaJbKyJSATOPOB.
K nauGonee xopouio H3y4eHHBIM arOPUTMaM Ha OCHOBE MNPAMBIX U
KOCBEHHBIX MapKEPOB OTHOCATCA psal MeronoB (Tabi. 3).

Kom6uHanus MHCTPyMEHTAJIBHBIX K J1260PaTOPHBIX METOLOB I10-
BBIILIAET TOYHOCTh OLICHKH cTaauu pubposa.

Ta6nuya 3. Cucrembl Ha OCHOBE CLIBOPOTOMHbIX MapkepoB ¢hubposa

NONUMONPOTEUH, O,-MaKpornoGynmH

Metop CbIBOPOTOYHbIE Mapkepb! Sruonorun
APRI ACAT, TpombouuTh HCV, HBV
dubporect I'TT, rantorno6uH, Gunupy6uH, A,-a- | HCV, HBV, HeankoronbHuii

crearorenaTtnTt

Forms nHgekc

Bospacr, ITT, xonectepuH, Tpombo-
UnTbI

HCV, HBV

»eHHbi pubpoa
neyeHu

reHa tuna lll, ruanypoHar, TkaHesble
MHIMBUTOPB!I MaTPUYHLIX MeTanno-
npoTeuHas-1, sospact

FIB-4 BospacT, AnAT, AcAT, TpombounTe! HCV, HBV, HeankoronbHbA
crearorenaruT

dubpometp TpombouuTsl, npotpoMbuHosoe epe- | HCV, HBV, HeankoronbHbIA
M5, MakpornobynuH, AcAT, rmanypo- | creatorenatur
Hart, BO3pacT, MO4YeBHHa

Hepascore Bospacr, non, a,-makpornobynuH, m- | HCV
anypoxar, 6unupybun, MT

TecT Ha Bblpa- N-tepmuHanbHeIi nponenTtua konna- | HCV, HBV, HeankoronbHbii

crearorenaruTt

®dubponHaexc

TpomGBoumtsl, AcAT, y-rnoBynuH

HCV

dubpocnekr

a,-MakpornobynuH, rmanypoHar, Tka-
HeBble UHMOBUTOPbL! MaTpUYHbIX Me-
TannonporenHas-1

HCV

fMpumevanue. APRI — cooTHoweHune ypoBHst ACAT k uucny TpomBouutos. FIB-4 — uH-

paekc Fibrosis-4 score.
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JleueHue

ITepen HayaioM NMPOTHBOBHUPYCHO# TepaluH HEOOXOAMMO OLIEHUTH
TSHKECTh NOpaXkeHHs neyeHH (cranuio 3aboneBaHus) ¥ 6a30BLle BUPYC-
Hble napameTpsl (YPOBEHb BUPYCHOH Harpysku, reHOTHN BHpyca). llens
Tepanuu — 3pafuKalys BUPYcCa, YTO B KITMHHYECKOH IPAKTHKE COOT-
BETCTBYET YCTONYHBOMY BHPYCOJIOIHYECKOMY OTBETy. OTBET O3HayaeT
orcytctBrie HCV PHK B kpoBu uepe3s 12 unu 24 Hezenu mocne 3aBep-
HICHHUS JICUEHHSI.

Baorcno! Jleuenue noxazano scem nayuenmam ¢ HCV-ungpexyueii.

Tpanumonno mis nedenuss HCV-undexunu ucnonesyror HOHo,
nerwinposantsie UOH u pubaBupun. Pubasupun — aHanor ryaHo3H-
Ha, in vitro obnajaet IMPOKHM CrIeKTpoM aktuBHOCTH npotus JTHK- u
PHK-conepxaiux BUPYCOB, BKIIouas ceMeiicto Flavaviridae. Ilpena-
par criocobeH noaasnats pernukauyio HCV u akTHBHOCTH MPOBOCTIA-
JIUTENBHLIX LIUTOKMHOB, OfHAKO OH 3 dexTusen mpotus HCV Toneko B
kom6unanuu ¢ UPH. CormacHo pexomeHpaumsm COIacuTENbHOM KOH-
¢epenuun EBponeiickoii accolaly 10 H3YYEHHIO NeueHH GONBHBIM
C BIEPBLIE BHISBJAECHHBIM AMArHO30M XpOHHYeckHi rematut C u NpH
HAJIMYMM TIOKa3aHMii K neyenuto, IOHo B koMOMHaImy ¢ puGaBUpHHOM
Ha3Ha4aeTCA CIeNYIOWMUMH KypcaMi: 6 MecaueB NpH reHoTunax 2 3,
6 MecsileB NpH reHoTHIe | ¥ paHHEM BUPYCONOrHYECKOM OTBETe (OTPH-
uarensHelit pesynsrar [1LP Ha 4-if Henene neveHus), 12 Mecsles NpH
resorune 1 1 orcyTcTBHM paHHero oTeTa. Mcnone3yrorcs pasiuiHbie
CXEMBI IPOTHBOBMPYCHO} Tepanuu XpoHHdeckoro renaruta C:

= UDOHa no 3 ME uyepe3 AeHp MOAKOXXHO B COYCTAHHH C PH-
6aBupuHOM B nosuposke 800-1200 mr/cyT (3aBHCHT OT Beca
MalHeHTa);

= perunupoBaHHbiii UdOHa-2a B nosuposke 180 MKr B Hefne-
JIF0 MOAKOXHO Mnu nerunupoBanusiit U®Ho-2b B n03uposke
50-120 MKr (3aBHCHT OT Beca NalMEHTa) B COYETAHHHU C PH-
OaBHUpPHHOM.

Croiikuii MoNOXHUTENLHBINA OTBET PH KOMOMHHUPOBAaHHOM JIE4EHUH
W®Ho ¢ pubasuputom nabmonaerca y 40-60% Gonbhbix. [Ipu npume-
HEHHH BTOPOii CXEMBI CTOMKHI BHPYCONOTHYECKHH OTBET 3aPErHCTPH-
poBaH y 45-83% nauuenToB (B 3aBHCHMOCTH OT T€HOTHNA BUpYCa).

B nocnennue roas! nmosBuiCs HOBBIH KJIACC NEPOPANbHLIX CPEACTB,
HEMOCPENCTBEHHO BO3AEHCTBYIOWHX HA Pa3NH4HbIC BUPYCHbIE GEIIKH.
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IIpoTHBOBHpYCHas Tepanus XpoHHYeckoro remnatura C AomkHa
MPOBOAMTHCS CIIELHATMCTOM, HMEIOMKUM OINBIT JICYEHHUs JaHHO# maro-
noruu. Ilepen HayanoM Tepanuu Bpay OLICHHBAET lienecoobpasHOCTD
TOM MJIH MHOH CXEMBl TE€PANHH, HCXOAA M3 BO3MOXXHOCTH MYyTaUHi H
BO3MOXHOH pe3ucTeHTHOCTH HCV, B3aumMozeiicTBUA ¢ ApYTHMH JIeKap-
CTBEHHBIMH CpEJCTBaMH, HAIMYMU LIMPPO3a NEYCHH, a TAKKe 0COOBIX
cutyaunit (ko-undexuun HIV u HBV; xponnyeckue 3a6oneBaHus; na-
LIUEHThl C TPAHCIIIAHTUPOBAHHBIMH OpPraHaMH; MaLMEHTh], HaXOAALIH-
€cs Ha reMOJIMalIN3e, NOIy4alolHe HMMYHOCYTIPECCUBHYIO TEPAITHIO C

Ha npaxruke 3TH npenapark! IPUMEHSIOTCA KaK B COYETaHHH C TIETHIIH-
poBanHbEIMH UDH u pubaBupnnoM, Tak u 6e3 Hux. besuntepdepoHossie
CXEMBI TEpanuy MOCTENEHHO BBHITECHSIOT CTapble CXEMbI Tepariny. JTO
CBSI3aHO C X BBICOKOH 3((pekTHBHOCTBIO M Ge30nmacHOCTRI0. HexoTopkie
U3 [penaparoB NpsMOro MPOTHBOBHPYCHOTO AEHCTBHUSA BO3AEHCTBYIOT
TONBKO Ha ONpeAeNEéHHbI reHOTHIT BUpyca, APYrHe BO3AEHCTBYIOT Ha
BCE€ T€HOTHUIIbl. YCTOHYHUBBIN BUPYCONOTHYECKUI OTBET TaKHUX Mpena-
paroB cocraBiiet 6onee 90%. IIpoaomKUTENEHOCTD TEPANTUU 3aBUCHUT
OT pana (axTopoB, HAIpUMEpP reHoTHNa, craguH ¢GHOpo3a, NOBTOPHOroO

Kypca Tepanuu (Tabn. 4).

He3(h(heKTHBHOCTHIO MPEABIAYIIEro Kypca MPOTHBOBHPYCHO# TepaluH).

Mpodunaxkruka
Tabnuua 4. Cxemb! NPOTMBOBMPYCHOH Tepanun XpoHudeckoro renaturta C Bakuunsl npotus HCV B Hactosmee BpeMS. HE CYIIECTBYET.
Mpenapars: MexaHuam FeHoTMn AnuTenbHoCTb
penap AencTenn Tepanuu (Heaenwu)
Codocbyeup WHrmButop NS5B 2,46 12-24
PubasnpuH
Codpocbysup Uurubutop NS5B 4 12
Cumenpesup Uurubutop NS3/4a
CodhocOysnp Uuruburop NSSB
Daxnaracsup Wurmbutop NS5A 1-6 12-16
Codboctysup Wurmbutop NSSB
fNepunacsup* Unrnbutop NS5A 1,4-6 8-24
Codpoctyemnp WHruburop NS5B
Bennatacaup Wnrubutop NS5A 1-6 12-24
Cochocbysup WHrubutop NS5B
Bennaracsup WHrubutop NS5A 1-6 12
Bokcunanpesup* Wurubutop NS3/4a
Baknaracsup UHrubutop NSSA 1b 24
AcyHanpesup Nurmbutop NS3/4a
MNapuranpesup Uurmbutop NS3/4a 1 8-24
PuTtoHasup Uurubutop NS5A
Om6utacamnp WHrmbutop NS5B
Dacabysup
lpasonpesup Wurubutop NS3/4a 1,3, 4 8-16
3n6acsup UHmbutop NS5A
mekanpesup WUHrubutop NS3/4a
MuGpexTacsup Murmbutop NS5A -6 8-16

MpumevaHue. * — npenapart He 3aperucTpuposaH Ha TeppuTopumn P®. ** — chapmako-
KuHeTu4eckuii Gyctep, He oGnapaeT NPOTUBOBUPYCHON aKTUBHOCTLIO B OTHOWEHUn HCV
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AYTOUMMYHHbIE BONE3HU NEYEHU

AYTOMMMYHHBIMH Ha3bIBalOTCA GOJIE3HH HEH3BECTHOH STHOJIOIHH,
B OCHOBE IIaTOTeHe3a KOTOPHIX JIEKHUT MOBPEXAECHHE KICTKAMH UMMYH-
HOH CHCTEMBI COOCTBEHHBIX OpPraHOB M TKaHEH ¢ HEM3MEHHO#H CTpyk-
Typoi. K ayTonMMyHHBIM GONE€3HAM NEYEHHU TPaJULIOHHO OTHOCAT
cleayiomue:
= AUT,
= JIBX,
n JICX,
B MEepEeKPECTHRIE ayTOUMMYHHbIe cHHApoMbl (AUT+ITBX,
AUT+TICX, ayToUMMyHHBI# XONAaHIHT).
PacnpocTpaHéHHOCTE ayTOMMMYHHBIX 3a60JI€eBaHHI ME€YEHH OT-
HOocHTeNnbHO HeBenuka. K coxanenuio, Ha Tepputopun P® npoeectu
OOBEKTHBHYIO OLICHKY PaclpoCTpaHEHHOCTH 3TOii rpynmsl 3aGonepa-
HHH 3aTPYIHUTENBHO B CBSA3M C TEM, YTO OTCYTCTBYET CTATHCTHYECKHI
YY€T, HEAOCTATOYHB! JHATHOCTHYECKHUE BO3MOXXHOCTH M JOCTATOYHO

Gonpmmoe yucno moaei ¢ 6ecCHMITOMHEIM WM MaJOCHMIITOMHBIM Te-
YeHHeM Oone3Hu.

AyTOMMMYHHbIIA renaTuT

AI/{T — XPOHHYECKO€ BOCHANUTENbHOE 3a601€BaHHE NIEYEHH HEU3-
BECTHOH 3THOJNOTMH, XapaKTepH3yIOLEeCs IEPUNIOPTAIbHEIM WK Gonee
OGIIHPHEIM BOCIAJIEHHEM, 3HAYHTENLHO runepraMmarnoGynnHeMuen
H TNIOABNCHUEM B CHIBOPOTKE KPOBH LHHPOKOTO CMIEKTpa ayTOAHTHTEI.

Pacnpoctpanénnocts AWT B Espone u CILIA cocTaBuser 3—17
cayyaeB Ha 100 000 Hacenenus. COOTHOIIEHHE KEHILHUH H MYXUYUH
cpenu 3aboneswux coctarmser 4:1. Bornee ueM y nonoBHHBI GOJIBLHBIX
TICPBBIE CHMNITOMBI MOSABIAIOTCA B Bodpacte 10-30 net, BTOpoil nmuK
3a60/1eBa€MOCTH NIPHXOANTCS Ha IOCTMEHOMNAY3aNbHbIH MEPHOL.

dtuonorus u natorexes

B xauectBe ocHOBHOro thaxTopa marorenesa AUIT paccmaTpusa-
€TCs réHeTHYecKas NMPEeApacnonoKeHHOCTh (HMMMYHOPDEAKTUBHOCTD K
COGCTBEHHEIM aHTHIeHaM), KOTOpasi, OJHAKO, caMa 10 cebe He ABNAETCS
noctatoyHoH. [onaralor, uto uUia peann3anuu npolecca HeOOGXOAUMBI
3aITyCKAIOLIKe areHTs! (triggers): BUPYCHI, JleKapCcTBa U APYTHe QaKTOpBkL.
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Buigensior asa tuna AW, B 3aBUCUMOCTH OT Mpoduiis ayToaH-
turen: I u II Tun. AyroaHTHTesna, KoTopble 0OHapyxuBawT npu AHWT,
HE SBJIAIOTCS MaTOreHHbIMH, MX NPOAYKLUS 00yclIOBJIeHa AECTPyKUHEH
renaToLHTOB.

8 AHT" I muna xapakrepusyetcs HannuueM ANA w/uiu ASMA.
On cocraBiger 85% Bcex cnyyaeB AUI. HaGmogaeTcs npenMymecT-
BEHHO y xeHmMH (70%). Tunuuno GumomansHoe pacnpenenexue (16—
30 ner u nocTMeHonay3a). dopMHpoBaHue HUPPo3a oTMedaeTcs y 43%
HEJICYEHBIX OONBHEBIX B TeYeHHe TPEX JieT. Y GONBIIMHCTBA NAllHEHTOB
HabnronaeTca Xopoluuii OTBeT Ha KOPTUKOCTEPOHIHYIO TEPANHIO, NIPH
aToM y 20% coxpamseTcs CToliKas pEMHCCHS ITOCIe OTMEHBI ITpenapara.

W AHUT II muna conpoBOXAAETCS HAIHYMEM ChIBOPOTOYHBIX anti-
LKM-1, uxoraa B couetanuu ¢ anti-LKM-3 u anti-LC-1; cocraBnsger
<15% Bcex ciyuaes AWT. ITopakaeT MpeMMyLIIECTBEHHO JeTel 2-14 et
Teuenue 3a6oneBanns xapakrepusyercs Gonee BHICOKOH OHOXMMHUYEC-
KO M FMCTONIOTHYECKOM aKTHBHOCTBI0. L{Uppo3 3a TPEXIETHHI MTepHON
dbopmupyercs B 2 pasa yaiue, yem mpu AWUT I tuma (y 82%), 4to onperne-
nsiet Xyawuil nporto3. AWUTI 11 Tuna Gonee ycToHYMB K MEJHUKAMEHTO3-
HOH MMMYHOCYNPECCHH, H OTMEHA JIeueHHs OOBIYHO BEAET K PELIMIMBY.

Hns AW xapaktepHa TecHas CBS3b C PSJOM aHTHUTEHOB ITIABHOTO
KOMILIekca rucrocosmectumoct. C npeapacnonoxeHHocTio kK AW
accouuupoBaHsl Bce anneny HLA DR3. Jlns takux GONBHBIX Xapak-
TEPEH paHHHH OG0T U arpecCHBHOE TeYEHHE 3a0oJieBaHus, a TaKXe
4acThIe PpeLIUIMBEI TIPH CHHXKEHHH J03bl WM OTMEHE KOPTHKOCTEPOHJIOB.

Hpyroit yacto BcTpevarowmiica npu AWT antures — HLA DR4,
pacnpocTpanénHbIit B SimoHuu 1 cTpanax IOro-Bocrounoi Asuu. Tede-
HYE JTOTO FeNaTMTa XapakTepusyeTcs MOo3AHUM AeGroToM, Gomee yac-
THIMH CUCTEMHBIMH NIPOABICHUSIMH M OTHOCHTENIBHO PEKUMH peLM -~
BaMH Ha (POHE MMMYHOCYIIPECCUBHO#H TepanuH.

AW 11 Tvna accouunposan ¢ HLA DR3, DQ2, B14, C4AQ0.

B cBa3u ¢ TeM, yto AUI pa3puBaeTcs JANeko HE Y BCEX HOCHTE-
Jeil yKa3aHHBIX BBIILE aJjulesiei, MpeAnonaraeTcs pojb NONOIHUTEb-
HBIX (haKTOPOB, 3aMyCKAIOIMX ayTOMMMYHHBII npouecc. OTH ¢akro-
pbl MONy4WIA Ha3BaHKe TpHrrepHsIX. Bosmoxuo passutie AU nocne
nHdexuuy BUpycaMu rematuta A, B, C, BupycaMH reprneca, BApyCoM
Onuretina—bapp. Henb3s UCKTIOUMTS, YTO KPOME BHPYCOB, QYHKIIHIO
HHHULIMATOPa HMMYHOMATOJIOTHYECKHX MPOLIECCOB MOTYT BBINIOJIHATH H
apyrue (GakTophl, B YaCTHOCTH PEaKTUBHbIE METaOONMThI JJ€KapCTBEH-
HBIX CPEACTB.
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KnuHu4yeckan kapTuHa

Hau6onee uacro AUT paspusaercs nocrenenno, NposiBisiscs B ae-
61oTe HecieUM(pHIECKUMH CHMIITOMaMH: Cl1ab0CThIO, CHHUKEHHEM pabo-
TOCIIOCOOHOCTH, apTPANTHAMMU, JKEATYUIHOCTBIO KOKH U ckiep. Y 25%
GonbHBIX A€6I0T 6OJIE3HH HalIOMHHAET KAPTHHY OCTPOrO BUPYCHOTO re-
maTHTa: pe3Kas cnaboCTh, aHOPEKCHs, TOLHOTA, BLIPAYXKEHHAS KETyXa,
HHOrzAa Juxopanxa. B psane clydaeB BO3MO)KHO OBICTpOe HapacTaHHE
CHMIITOMATHKH IO THITY QYI5MHHAHTHOTO (MOJHHEHOCHOIO) TeaTHTa
C pasBUTHEM NEYEHOYHOH HeqOCTAaTOYHOCTH. BO3MOKHEI BapHaHThHI C
JOMHHHUPYIOUIUMH BHENEYEHOUHBIMH TIPOABIECHUIMH, TIPOTCKAIOMIMMH
MO/ MACKaMH CHCTEMHOH KPacHOH BOJYaHKH, PEBMATOMAHOIO apTpura,
CHCTEMHBIX BACKYNMTOB. Hakonell y HekoTOphIX GobHbLIX 3a601eBaHHE
BHa4ale NpoTeKaeT JaTeHTHo (34-45%, ualie y My»X4HH), H JHArHo3
YCTaHaBIIHBAKOT YK€ HA CTaguu LHHppo3a NnNe4YCHHU.

Paspépuyras cranus AWUI' xapakTepu3yeTcsi BhIPAKEHHBIM acTe-
HHYCCKUM CHHADOMOM, KENTyXOH, JTUXOPaJAKOH, apTpajJrusaiMu, MHal-
THAMH, T/KECTBIO B IIPABOM nogpebepbe, aMeHopeei, pa3Hoo0pa3HbIMH
KOJKHBIMH BBICBINAHUAMH. MIHTEHCHBHBIN KOXKHBIH 3y[ HE XapaKTepeH
1 1a€T OCHOBAHHE YCOMHHMTBCS B JUATHO3€, MM NPEANOJI0KUTE HAIH-
4ue nepekpécTHoro cHuapoma (AUI/TIBX, AUIT/TICX). Ilpu oObek-
THBHOM OOC/IC/IOBAHHMH BBISBIIAIOT TENEAHIMO3KTA3HH, SIPKO-PO30BLIE
CTPHH Ha KHBOTE M OEApax, remopparuueckue KOJKHbIE BLICHITAHHS,
KYyIIHHTOHAHOE TIEpEpacIpeieeHUe KHpa, TenaToCIIEHOMETranuio.

C AMI" accounnpOBaHbl MHOrOYHCIIEHHBIC CHCTEMHbIC 3a00/1eBa-
HUA: PEBMATOMIHBIA APTPHUT, MOMHOMHO3UT, numdoaaeHonarus, Gudpo-
3UPYIOUIMIA ANbBEOIUT, THPEOMANT XAIIUMOTO, IIOMePY/IOHE(hPHT, CHHII-
pom Illerpena, Hecnenuduyeckuii s3BEHHbI KOJIUT, CaxapHblii auaber,
reMOIUTHYECKAs aHEMHA.

Koxnbie nposenenns npu AUT takixe ype3BbIYaiiHO pazHooOpas-
HBL Y OONBHBIX BCTPEYAIOTCS MOPAYKEHMs KOJKH, TAKUE KAK KPaCHbIi
TJIOCKHH JIMLIAH, reMopparuyeckuii BacKyluT, ncopuas, nempuroun,
y3nosaras sputema. Kpome Toro, AUI" MokeT 6bITh NPOSIBICHHEM ay-
TOHMMYHHOTO NOJIMITIAHAYJISIPHOrO cHHApoMa, | Tima, KOTOPbIH TpOsiB-
JACTCA KOKHO-CIIM3UCTBIM KaHAU1030M, MOPAKEHHEM DKTOACPMAJIbHBIX
TKaHe# (>80%), 3HIOKPUHHBIX Kenés (>80%) n xumeunnka (30%).

AuarHocTuka

ITpu AWT" B KIIMHHYECKOM aHaIM3e KPOBHM OTMEYAETCS TTOBBILICHNE
COD, anemus, neiikonenus, TpoMboHTONEHMs. B GuoxuMH4eckom aHa-
JIM3€ KPOBH TOBbILIEHBl YPOBEHE OMIHPpYOHHA 3a cuéT NpsiMOM (ppakiyu,
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nobimenne ypoBHe AnAT u AcAT B 5-10 pa3 u Gonee, He3HAYH-
TeJbHO MoBbiLIeH ypoBeHb LM, Bricokas akTHRHOCTE 3aboneBaHHA
COIIPOBOKIACTCS CHHIPOMOM TTEeUEHOYHO-KJIETOYHOH HEOCTAaTOUHOCTH:
CHIYKAIOTCS 3HAYEeHMsI anbOyMHHA, TPOTPOMOHHOBOTO WHEKCA, TTOBHI-
[IAETCS YPOBEHb Y-Tno0ynuHoB (Tabmn. 5).

Tabnwuua 5. Ynpowg@HHble anarHocTuyeckue kputepun AU

Kputepuu 3HayeHusn Bannsli
ANA/ASMA 21:40 1
=1:80 2
ANA/ASMA vinu LKM-1 21:40 2
ANAJ/ASMA unu SLA/LP + 2
1gG mnu y-rnoBynuHbl Bblilwe HopMbl 1
Bebiwe HopMEI 2

Gonee yem B 1,1 pasa

[McTonoruyeckas kapTuHa BepoatHbit AW

TunudHen AU

ATuvnuuyHbin AU

NfOoO|IN| =

MapKepb! BUPYCHbIX renaTuTos —

lMpumeyvaHue. OnpenenéHubini AU — 27 6annos. BepoaTHbin AU — 6 6annos.

MmcTonorvyeckasa KapTuHa

Ilpu uccnenoBanuu Guonrara mne-
YEHH, MOJIYYEHHOTO MPH ITyHKUUOHHON
OMOIICHH, BBISRIIAETCS TEPUITOPTATILHEIN
TENaTHT CO CTYNEHYaTBIMH HIIH MOCTO-
BH/HBIMH HEKpO3aMH, JTUM(}O-MaKpo-
(aranenoit mnduabTpaumel, Hepenko
C HaJIMYHEM TIA3MAaTHYECKUX KIIETOK,
Ta WM MHas crenens Gpudposa (puc. 3).

OudpbcheperumnansHan guarHocTuka
ITpn nuddeperumansHoii mrartsoc-
THKE CHEYET UCKITIOUHUTL BUPYCHBIE TE-  HOW [0NbKM nmdoumnTamu 1 nnas-
narutel. ClemyeT orMeTuTs, npu AW Marwdeckumu knetkamu npu AUP
(cTpenku). 3aumcTaoBaHO W3 https://

YTO BBICOKA BEPOSITHOCTH JIOXKHOIIOIIO-

basicmedicalkey.com/autoimmune-
JKHUTEJIBHOTO pe3yJibTaTra Ha aHTHUTEeJIa  hepatitis-3
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k HCV, 310 Kacaercsa B mepByio oyepeap TEX CiydaeB, Korjga mis
JUArHOCTHKH HCIOJNB3YIOTCS UMMYHO(GEPMEHTHBIE CHCTEMBI MEpPBO-
ro noxonenusa. Heobxoaumo taroke uckinrouuts IIBX, ITCX, 6ones3Hn
Bunscona—KoHoBanoBa, reMoXpoMaros, o.,-aHTUTPUIICHHOBYIO HeIO-
CTaTOYHOCTb, aJIKOrOJIbHBIH I'enaTHT.

Neyenue

Hna nedenuss AWTT Mcnons3yroT NpeaHU300H (MM METHIINPE-
HHM3aJIOH) M a3aTHONPHH (NIPOM3BOAHOE 6-MEPKaNTOMyPHHa, 06IanaeT
aHTHIPOMH(EPATHBHON aKTHBHOCTBIO):

® MPEAHH3O0JIOH B KAYECTBE MOHOTEpAITUH Ha3HA4YaeTCs B CYTOY-
HO# f103¢ 60 MT, ¢ moc/IeAyomUM MOCTENEHHBIM CHH)KEHHEM
Ro3sl Ha 2,5-5,0 Mr B Hefeno g0 noaaepkupawomei (2,5—
10,0 mr).

® MpPEJHHU30JIOH B CYyTOYHOH no3e 30 Mr B COYETaHHMHU C a3aTHOI-
puHoM 50 mr/cyT (mocne 1-i Hemenu), mpy KOMGHMHUPOBAHHOM
JIeY€HUH NOAAEPKMUBaKOLIas 1033 NPEAHH30JI0HA COCTABIAET
2,5-10,0 mr.

OGe cxembl JieyeHHs IPONEMOHCTPHPOBAIH ONMHAKOBYIO apdek-
THBHOCTB: 5—10 JIeTHSA BEDKMBAEMOCTH GONBHBIX Ha (OHE aJeKBATHOM
HMMYHOCYTIpeCCHH cocTaBisieT 94% u 90% coorBeTcTBEHHO. OOHAKO
TNOJIHOE MCYE3HOBEHHE GHOXUMMYECKHX, CEPONIOTHYECKUX M THCTOJIO-
THYECKHX NPU3HAKOB 3aboeBanus HAGMIOHAETCS JHIIDb y 31%. Ilepen
OTMEHO# Tepanuu o6s3aTeNbHO NPOBEIEHE IMYHKLIHOHHOM GHOINCHH re-
‘ICHH, 3 1I0CNIE OTMEHBI PETyNApHOE HAGIONEHHE Y COOTBETCTRYIOIETO
cnenuanucra. Ecim orcytcTyer oTer Ha CTaHIApTHEIE CXEMBI TEpa-
nuu AUT" BO3MOXHO Mcnons3oBauue JAPYTUX HMMYHOCYIIPECCaHTOB, B
9TOM OTHOLUEHHH NMEPCHEKTUBHBIM CYHTAETCA MPUMEHEHHE LIUKJIOCIIO-
puHa A, Takponumyca, MukodeHonara Moperuna, nuiopochamuaa
u Gyneconnna. B cnyuae pasBuTHs NEKOMIIEHCHPOBAHHOI0 LIMPpO3a
HIH TAKENBIX M060YHBIX 3¢()(eKkToB cTepouaHOii Tepamuu MoKa3aHa
TPaHCIUIaHTalKs NEYeHU (5-IETHAS BbDKMBAEMOCTH HOCJIE TPaHCIUIaH-
Tauun — 90%).

Heneuensiit AUT uMeeT IU10X0ii NPOrHO3: 5-NeTHAA BEDKHBAEMOCTH
cocraiser 50%, a 10-netusas — 10%.
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MepBUYHbIN GUNUAPHbIA XONaHrUT

INBX (paHee u3BECTHbI KaK NMEpBUYHBIH OMIHApHBIA LUPPO3) —
3TO NMOBCEMECTHO BCTpeYalolleecs ayTOMMMYHHOE XONECTaTHYECKOe
3aboyieBaHHe NEYCHH, JJI KOTOPOro XapaKTEpHBbI XOJjiecTa3, HaJIH4He B
ceiBopotke AMA mnu cnenuduyeckux ANA M THCTOIOrHYeCKas Kap-
THHA XPOHHYECKOTO HETHOWHOIO TPaHy/1eMaTo3HOTO IMM(OLHTAPHOTO
BOCHAJICHHUS MEJIKUX JKEYHBIX MPOTOKOB. 3a60JEBaHHE UMEET XPOHH-
yecKoe TeYEHHE M YacTO MPOrpeccHpyeT A0 TEPMHMHANILHOM CTafuy Lup-
pO3a NeYeHH CO CBOHCTBEHHBIMH €MY OCIOXHEHHAMH.

IlepBoe onncanue nanHoro 3aboneBaHus npuHaIeKUT T. Addison
u W. Gull (1851 r.). Hassauue 3a6oneBanus "nepBH4HbIA OMIHapHBIi
uuppo3” 6suto nmpemnoxeno T. Arens (1950 r.). Ono He coBceM Tou-
HO, TaK KaKk Ha PaHHHMX CTaJuAX 3a0o0JeBaHHA LHMPPO3 MEYEHH emé
He cOpPMHPOBaH H 3TOT TEPMHUH HE OTPAXKAET CYyTH MPOHUCXOAAIIMX
naroMopGoJIOTHYECKHX M3MeHeHHUit. B nocienuue rofpl akTHBHO 06-
CYXXJaJICs BONIPOC O HEOOXOAUMOCTH M3MEHEHMsI HOMEHKIIATYpPBI 3TOro
3a0oneBanui. B 2014 r. MexxayHapoaHas rpynmna 3KCIEpTOB BRICTYNHIIA
C IpeSIOKEHHEM H3MEHHTh Ha3BaHue 3aboneBanus Ha I1BX. B nane-
He#leM MHOTHE MEAMLIMHCKHE cOoOOlIecTBa MOAACPKaIH H3MEHCHHUE
TepMHHONOTHH. B 2015-2016 IT. B aBTOPUTETHBIX MEAMLIHHCKHX XKYp-
Hajax ObUIM ONyONHKOBaHBl CTAaTBH, UCIONB3YIOLIHE HOBOE Ha3BaHHE
BMeCTO "nepBHYHOro GuinapHoro nupposa’.

IIBX nopaaeT NpeuMyILeCTBEHHO XEHIIMH CPENHEro BO3pacTa,
Kotopsie cocTabnsioT 90% naruenTos. 10 MHOrOYHCIEHHBIM OIyOmH-
KOBaHHBIM AaHHBIM, B Mupe | u3 kaxpnoii 1000 xxenuun crapme 40 et
crpanaer I1bX. 3aGoneBaeMoCTh UM COCTaBIAET NPHOMH3UTENBHO 1-2
ciy4as Ha 100 000 Hacenenus B rog.

3TronornAa n natoreHes

Oruonorus IIBX He ycranoBneHa. B kauecTBe mpeanoyiaraeMeix
3THONOTHYECKHX (HaKTOPOB B pa3HOE BpeMs HasblBalM GaKTEpHH U BH-
PYCBl, OIHAKO, METOAAMH OKA3aTENbHOM MEIHLMHEI 3TH THIOTE3E! NOA-
TBEPJAUTb HE YAAJIOCh.

B narorenese 16X yyacTByioT ayTOMMMYHHBIE MEXaHHU3MEI, BHYT-
PHUIEYEHOUHBIH XOJIeCTa3, reHeTHYeCKHe (akTophl U (HaKTOPhl BHELL-
HEH cpeasl.

Aymoummynnsie peaxyuu. Y 95 % naunenton ¢ [IBX B kpoBsinom
pycine obHapyxuBaloT AMA. OHHU ABISIOTCA OCHOBHBIM HHIHKATOPOM
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ayTOMMMYHHBIX MeXaHM3MOB pa3BuTHs I1BX, BricOKOCTIELMHYHBIMH
I paHHoro 3aGoneBanus. B 1982 r. MeTomoM MoONIEKYNIsIPHOro Kio-
HUPOBaHMA YAAJIOCh HIEHTHOHIMPOBATh KETOALMAOAETrHAPOreHa3HbIH
MyKonpoTeHHOBBI# koMmiiekc OADC, KOTOpEIit ABAs€TCA INIaBHBIM
ayroantureHoM I1BX, accounnpoBaHHbiM ¢ AMA. YcTaHOBEHO, YTO
ayTOaHTUTENaMM npoTuB koMnoHeHTOoB OADC saensiorcs AMA-M2-
ayTOAHTUTENA, XapaKTepHbIe AJA 3TOro 3abojeBaHUsA, a OCHOBHLIMH
ayroanturenamMu OADC ciyxat E2-cy6bequuulibl NUpyBaTAEruapoO-
reHasHoro kommiekca (PDC-E2), neruaporeHasbl KETOKHCIOT C pa3-
BetBieHHOH uensio (BCO-PDC-E2) u okcornyrapoBas aeruaporeHasa
(OGDC-E2). B criBopotke kpoBu y nauueHToB ¢ IIBX BBIABIAIOT, Kak
NpaBWwio, ayToaHTUTeNa, pearupytomue ¢ PDC-E2.

Kommnexc PDC-E2 coctouTt M3 NENTHAOB MaKpoOpraHusma, Ko-
TOPbLIC BBI3BIBAIOT MMMYHHbIH OTBET. MHUIlIeHpI0 HMMYHHOI'O OTBETA
H BOCMAIHTENBHOH pPeaKLUH SBIACTCA SNHUTENUH )KEeNTYHBIX NMPOTOKOB
(xomaHrHonMTE). AMA CBA3BIBAaIOTCS C MX aNUKaJIbHOH MeMOpaHO#,
Ha NIOBEPXHOCTH KOTOpoii nokanu3oBaHel 6enku HLA II knacca, Bcnen-
CTBHE 4€T0 06pa3yioTcs akTHBUPOBaHHbIE T-TuMOLUTEI. AyTOpEaKTHB-
ueie T-miMbouute! (CD4" T-muMdoLHThI-Xenmnepsl, crieupuyHbIE 11
PDC-E2) noBpexaroT 3MUTETHOLHTHI XKENIYHBIX MyTeH.

¥ vactu 6oneHbIx [IBX, nomMiumMo AMA-M2, pearupyrounx TONb-
ko ¢ PDC-E2, o6napyxwusaior 1 AMA, BCTynaloliie B peakuuio H €
OGDC-E2, u ¢ BCO-PDC-E2, HO OHH MeHee crneuH(pUYHEl AN 3TOro
3a6oneBaHus, TAK KaK ONpeeNAIoTCA Takke y 6onbHeIX AT, npu cuc-
TEMHOH ckieponepmuy u cuaapome Lllerpena.

Brympuneuénounstii xonecmas Moxer GbITh BHyTPHAOILKOBBIM
(mey€HOYHO-KaHANBLIEBEIM) U MEXIOIBKOBEIM (MYKTYIApHBIM). Mex-
JONIBKOBEII XOJieCTa3 pa3BUBAETCs B pe3yibTare AECTPYKLHH MEXIONb-
KOBBIX JXEJYHBIX MPOTOKOB (AYKTYJI) U UX MOCTENEHHOr0 HCYE3HOBE-
Hu, 4yTo XapaxrepHo wis I1BX.

HaxamnuBarompecs B NeyeHH TOKCHYHBIE JKEJIYHbIE KHCJIOTHI BBI-
3pIBalOT HEKPO3 reNaToOLMTOB 3a CYET NMOBPEXIECHUS MUTOXOHIPHAIBHBIX
MeMOpaH, yMeHblleHUs cuHTe3a AT®, HaKOIIEHHS BHY TPUKJIETOYHOIO
KaJIbLMA M CTHMY/ALMH KanbUMHA3aBUCHUMBIX FMApOJa3, pa3pymarouux
LUTOCKEJIET renarouuToB. Kpome T0Oro, OHM BEI3BIBAIOT YCHJICHHDIH
aronTo3 renaTrolUTOB U XOJMaHTHOLMTOB.

Hacnedocmeennocms. 110 gaHHBIM 3NIHAEMHUONIOTHYECKHUX MCCIIENO0-
BaHMI reHeTH4YecKas OTAroEHHOCTE npu IICX npucyTCTBYET, onHaKo
OHa HE ABJIAETCA CHIBHOM.
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Daxmopui enewneii cpeost B pazsutuu [IbX usyyenst Mano. OHu
YKa3bIBaIOT Ha CBA3b 3a00JIEBaHMUA CO 3JIOCTHBIM KypEeHHEM: YeM IJIH-
TelnbHee H MHTCHCHBHee KypeHue (no 100 curaper B neHB), TEM BbILIE
PHCK pa3BUTHA OoNe3HH (MoKa3aTens: "mayka/aeHs"). Y yacTH 60IbHBIX
onpezaensercsa AeQULIUT ICTPOreHOB, YTO MOXKET CIYXXHThb OJHHUM H3
00BACHEHUIT 3HAYUTENBHOTO MpeobafaHua CpeAd HUX XXKEHOMH. B na-
torenese [IBX npuaarot 3HayeHHe AeHCTBHIO KCEHOOHOTHKOB (3TO Uy-
JKEpOJHBIE [UIs OpraHM3Ma ueoBeKa BellecTBa: (apMaKonpenaparsl,
NECTHULMABI, OpraHHYECKUe COSqUHEHHS), KOTOpble MeTabOoIH3HpYIOTCA
B neyeHn. OHY OKa3bIBAIOT NMPSMOE TOKCHYECKOE BO3JCHCTBHE Ha Iie-
YeHb, YCHJIMBAsl MIPOLIECCHI allONTO3a, BbI3bIBas HEKPO3 IENaTOLMTOB H
XOJIAaHTHOLIUTOB ¢ 00pa3oBaHHEM ayTOAHTHICHOB.

KnuHuyeckan kapTuHa

HauGonee wyacTeie cuMNTOMBI B pannux craguax [IbX — obmas
cnaGocTh U MOBbIMIEHHAsA yToMiseMocTb. CaMblil paHHMiH cnenudu-
YEeCKUH CHUMIITOM — KOXHBIH 3y/, YCHJIMBAIOLIMACA B HOYHOE BpeMms,
KOTOpBIit Habmonaercs y Gonblueit YacTH GONBHBIX H MOXET NOABHTHCS
3afI0JITO 10 BO3HHKHOBEHHS IPYTHX CHMIITOMOB, B CBSI3M C Y€M NalHEHT
IUTMTENBHO M Ge3ycrielHo Jedyutes y aepmaronora. OnHaxo, y 4acTH
6onpHBIX IIBX MokeT mpoTekarb 6eCCHMNTOMHO N0 GOPMHPOBaHUS
LUppo3a NeYeHHu. Y HHX AJIUTEeNBHOE BpeMsa MOXeT HaOmoaaTses n30-
nupoBaHHOe nosbiweHne 1M, koTopoe BhsBIAETCA MPH 00CIEN0BaHHH
110 APYroMy IOBOZY.

B pa3sBepHyTyI0 cTaquio y mauueHToB Habmiofaercs XKenTyxa, TEM-
HO-KOPHYHEBasl MUTMEHTALHs KOKHM B MEXJIONATOYHOH 06JIaCcTH, KOTO-
past CO BpEMEHEM MOXET PaclHpOCTPaHATHCA HA BeCh KOXKHBIH MOKPOB,
GoneBoii cuHAPOM B NpaBoM noapedepse, renarocmieHoMeranus, ¢op-
MHPOBaHHE KCAHTOM M KCaHTeNa3M. B nocienyroliem MpHCOEANHAIOTCS
CHMIITOMBI, CBA3aHHELIE C JUIUTENbHBIM XOJIECTa30M, Takue Kak 6onv B
KOCT$X, AaTOJIOTHYECKUE TEPEIOMBI, pacIIaThIBAHHE W BBIMAJCHHE 3Y-
60B Ha QoHe ocTeonopo3a, 00yCIOBIEHHOTO HApYIUIEHHEM BCACHIBAHUSA
BUTaMHHa D M xanpuus, pacCTpoHiCTBO CyMepedHOro 3peHHs ¥ reMoppa-
THYECKHI cuHApoM npH Aeduuute BuTamMuHa A u K, HeBpooruueckue
paccTpoiicTBa BenencTBue Aeduuura Butamuba E. Takoke pasnuuHbie
NPOSIBIIEHUS CHUHAPOMOB HapyIIEHHOIO MHULIEBAPEHUS W BCACBIBAHMSA.
IMocTreneHHo MOABNAIOTCH NMPH3HAKK MOPTANBHONH I'MNEepTeH3uH (Ba-
PHKO3HOE pacCIUHMpEeHHe BeH IHILEBOAA U XKeyaka U KPOBOTEUEHUS H3
HHX, aCLiuT).
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OcHoBHble ocnoxHeHus [IBX — xomaHrHokapuuHoMa W XONenH-
tuas (mo 40%).

V 3nauntensHOH yacTH OonbHBIX [IBX coveraercs ¢ apyrumu ayTo-
HMMYHHBIMH 3a0oseBaHusiMHi, Haubosee yacTo ¢ cuHapomoM Lllerpena.
IIpubnusurensuo B 25% cnyuaen [1BX conpoBox/jaeTcs CHHIPOMOM
Peiino. Kpome 3Toro B KIHHHYECKOH KapTHHE MOTYT NPHUCYTCTBOBATh
CHMIITOMBI ayTOUMMYHHOIO THPEOMMUTA, OIPAHHYEHHOMN CKJleponep-
MuH, QHOPO3UPYIOLIEro albLBEOINTa, CHCTEMHON KPAaCHOH BOJTYAHKH,
PEBMATOHUHOIO apTPHUTa, CApKOMI03a, A3BEHHOI'0 KOJIMTA, LEIHAKHH.
V¥ uactu GoneHBIX Habmiogaercs Tak HaswsiBaemeli CREST-cunapom,
HA3BaHHBIH B COOTBETCTBHH C HAYANBHLIMH OYKBaMH OCHOBHBIX €rO
NPOSBJIEHHH: KanbIIMHO3 KOXKH, CHHApOM PeiiHo, 330darut, ciuteponax-
THUIHS, TeneanruskTasuu. Hepenku pasHooOpa3Hble KOXKHBIE CHMIITO-
MBI, CPEJIH KOTOPBIX NpeodiajaeT KpacHbIH MJIOCKHHA JIHILAH.

OdwuarHocTtuka

V nanueHToB OTMeuaeTcsi NOBBIIIEHHE MapKepoB XosecTasa. BHa-
yane noseiwarTca yposHU I[P u I'TT, koTOpble OCTalOTCA MOBBILLIEH-
HEIMH B T€Y€HHEe Bcero 3aboneBanusi. bunupyOun B CbIBOPOTKE KPOBH
TIOBBILIAETCA 110 MEpe MmporpeccupoBaHus Oone3zHu. YPOBHHM TpaHca-
MuHa3 (AnAT, AcAT) Takke NOBBIIIAIOTCA, OHAKO AKTUBHOCTh, KaK
NpaBUJIO, YMEPEHHAs M peako npessimwaeT 5 HopMm. Conepianue ajib-
OymuHa U IpOTPOMOKMHA B CHIBOPOTKE KPOBM B Hauasie 3aboJeBaHus
HaxOMUTCs B Npejenax HOPMBl M CHHKACTCH B MO3AHMX CTAaOUsAX 3a-
Oonepanua. OTMeuaeTcs NOBBILICHHE KOHUEHTPAMH UMMYHOII00Y-
JHHOB, ocobenHo IgM. AMA BrisBisitoT 6onee yuem B 90% ciyuaes,
IIPHU 3TOM NaTOrHOMOHHYHBIM MU TIBX cuMTaercs HapacTaHHE THTpa
anTuTel Oonee yeM 1:40. M3 9 u3BecTHbIX THnOB (M1-M9) anTHreHoB
AMA pns puar"octuku I1BX Hauboliee 3HaAUMMBIM SBJISIETCS BBISIB-
nenne AMA-M2 (ocuosno# anturen —PDC-E2). ¥ 30% OonbHBIX €
I1BX moryT 6biTh BbIsABIEHb! [IBX-cnienudpuieckue ANA — anti-sp100
u anti-gp210. O6HapyxeHHe 3TUX BUAOB AHTHTE UMEET KIIMHUYECKOE
3HaueHue: y AMA-HerarTuBHbIX MalMEeHTOB AaHHble BUAbI ANA MOXK-
HO HCI0/IB30BaTh B KayectBe Mapkepos I1BX.

B nHacrosiliee BpeMsi IIPH BbISBIEHHH NMOBBIIEHHOTO ypoBHs 11D u
Hammyne AMA B quarnoctiyeckoM tutpe 6onee yem 1:40 nwm AMA-M2
nposeaeHHe OHONCHM NEYeHH HE SBIAETCsA 00s3aTe/NbHBIM, HO MO3BO-
JseT OLEHUTh aKTMBHOCTh M cTaauio 3abonesanus. Ilpu orcyrcTBun
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cneunduueckux s IIBX aHTUTEn MM NpH NONO3PEHUH HA COMYT-
cTBytouiee 3aboneBanue nedenn (AWM, HeanKoroJibHBIH CTEATOreNnaTHT,
Mopa)keHHue CUCTEMHBIM 3a00eBaHneM) OHOIICHS TedeHH HeoOXoauma.

MicTonoruyeckas KapTUHa
Haubonee mupoko ana oueHkH Tsxectd 115X Mo TMCTONIOrHYEC-
KOM KapTHHE MCIONIB3YIOTCA /IBe Knaccudukamuu: mo Scheuer (1967 r)
u o Ludwig (1978 r.). Obe ouu Bbiaenstor 4 cranui 3ab0NeBaHus C
MOAKATETOPUSMH B 3aBUCHMOCTH OT COYETAHHSI TIOPTAILHOIO U MepH-
MOPTaNbHOTO BOCHAJICHHS, JYKTYIAPHON peakiuu u gudposa (4-1 cra-
nust — uuppos). I'meronornyecku IIBX Hpe,[[CTaBJI}IeT coboii HeTHoii-
HbII IECTPYKTHBHBIH XOJNAHTHUT.
Cmaoua 1 (nopranbHas cranus
no Ludwig u cramua moBpexIeHUs
JKENTYHBIX NPOTOKOB — 1o Scheuer).
Ona xapakTepH3yeTcs BOCTAIHMTENb-
HO#l JIeCTPYKUMEH MeX/JONbKOBBIX H
CenTalbHBIX JKETYHBIX MPOTOKOB JHa-
metpoMm 10 100 MxM. MHOUABTPATHI
MOPTAJIBHBIX TPAKTOB MPECTABICHBI - :
NPEeUMYyLIECTBEHHO nuMbonuTaMu ¢ Puc. 4. MBX. [lectpykums xenukbix
HeGOJbLIMM BKIIOYEHHEM HeHTpodu-  POTOKOB MHDANLTPUpYIoLMMA Nt
. coumutamu (npsmas ctpenka). Cnpasa
JI0B ¥ 303HHO(HIOB. [TapenxuMa Me9€- o1 yenumoro nporoka He cchopMUpo-
HOUYHOH JIOJIBKH Ha 3TOH CTaauH 00bIu- BaHHanA rpaHynéma (Kkpusas CTpen-
HO OCTAeTCs HHTAKTHOI (pHc. 4). Kka). 3aumcTBOBaHO M3 https://www.

Cinadun 2 (e i pathpedia.com/education/eatlas/
A < (EpUTIOpTANIbHAA 1P histopathology/liver_and_bile_ducts/

mucepanns no Ludwig v QykTyasIp-  primary _biliary_cirrhosis_(pbc).aspx
Hast — 1o Scheuer). BocnanuTensHblii

MH(HUIBTPAT PaCIIPOCTPAaHAETCS M3 NOPTAILHOTO TPAKTa B LEHTP A0Ib-
KK ¢ (JOPMHPOBAHHEM CTYTIEHUATBIX HEKPO30B. JleCTpyKIMs HKETHHBIX
MPOTOKOB CONPOBOXKIAAETCS MX Npolu(epanuei, 4To cocTapiIseT XapaK-
TEPHY0 0COOEHHOCTh 3TOM CTajHH.

Cmaoua 3 xapakrepusyercs (UOpPOTHUECKHMI H3MeHEHUAMH Oe3
00pa3oBaHus pereHepaTopHLIX y3J10B N0 00eHM CHCTEMaM IHCTOJNOTH-
yecko# rpagauuu. CoxpaHsoTcs NOPTalbHEIE W IEHTPONoOyIspHEIE
HH(QUIBTPATHL.

Cmadus 4 npencrasnser coboil UMPPo3 ¢ HAPYLIEHHEM J0NBKO-
BOI'0 CTPOEHMS MeueHn W (HOPMHUPOBAHHEM PETCHEPATOPHBIX Y3/I0B Ha
(one BoIpaxkeHHBIX GUOPOTHUCCKHX M3MEHEHHIA.
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B 2010 r. npeanoxena HoBas cucteMa KkiaccupuKaumuu craguit
ITbX Ha OCHOBaHHM OLIEHKH aKTMBHOCTH XPOHMYECKOT'O XOJaHTHTa U
renatura. Jannasa wiaccuduxanus craguii ITIBX nmo Nakanuma onupa-
€TCs Ha TPH NpH3HaKa HauboJiee MONIHO OTPAXKAIOLIKUX NPOrpPecCHPOBa-
HHe: (ubpos, yTpaTy HKeJ4YHBIX IPOTOKOB W HAJIMYHE OPCEHH-IIOIO0NKH-
TEJIBHBIX TPaHylN B renaronurax. HoBas knaccudukaius npeBocxoguT
NPEXHIOI0 B IPOTHO3HMPOBAHHHM HCXOXOB uepe3 10 JeT, B 4YaCTHOCTH
Pa3sBHTHS LMPPO3a U €ro OCIOKHEHHH.

AudchepeHumanbHas gauarHocTyka

Juddepenuuansubiit quarsos I1BX cnenyer npoBoauTs co BCe-
MH NPHYMHAMM MEXaHUYECKOH JKENTYXH (KOHKPEMEHTEI, CTPUKTYPHI,
omyxonu), ¢ IICX (ocobenno ceponerarupuslit Tun IIBX), ¢ AUI, ¢
XojecraTHyeckoi popMoii BUpYCHOTO renaTura, ¢ JIEKApCTBEHHBIM 10-
paxenueM neyeHy, ¢ 1gG4-accolMUpOBaHHLIM XONAHIMTOM, C AJIKOTOJb-
HBIM M HEAJIKOTIOJILHEIM CTEATOreNaTUTaMH, C CapKOMIO030M, ¢ GONIE3HBIO
"TpaHCIUIAHTAT NPOTHUB XO3iHHA", C MIIEMHYECKHM XOJIAHTUTOM, C Ba-
PHaHTaMM FeHETHYECKHX XOJNIECTaTHYECKUX CHHIPOMOB.

HauGoneumii unrepec Be3piBaeT IgG4-accouupoBaHHbli XONaH-
ruT. I10 3a605€BaHHE HEU3BECTHON 3THOJIOTHH, ONMKMCAHHOE CPaBHH-
TEJIbHO HEAABHO, XapaKTepu3yeTcs OGHOXMMHUECKMMH M XOJaHIHOrpa-
¢uuecknmu npusnakamu IICX, yacTHIM BOBJICUEHHEM BHENEYEHOUHbBIX
XKEMHBIX MPOTOKOB, OTBETOM Ha MPOTHBOBOCHAIUTENBHYIO TEPAIHIO,
COYETaHHEM C ayTOHMMYHHBIM NaHKPEATHTOM, MOBBILIEHHLIM YPOBHEM
18G4 u undunsTpaumeii [gG4-NO3UTHBHEIMU MIA3MATHYECKIMH KIIET-
XaMH JKETYHBIX POTOKOB M Neu€HOYHOMN Tkanu. He accouuuposano ¢
BOCHAUTENbHBIMU 3a60/IeBaHHAMH KHIIEYHHKA.

JNeyenne

B cBsa3u ¢ TeM, uro sTHONOTHA 3a60N€BaHUsI HEU3BECTHA, JIEYEHHE
HOCHT NaTOreHETHYECKHI 1 CUMIITOMaTHYECKUii XapaKTep.

Ha ceronuamnuit nens Hanbonee 3¢ GeKTHBHBIM CUNTAETCS YPCO-
Ae30KCHXoNeBast KUcaoTa. Kuciora okaseiBaeT xojnepeTnueckoe aeil-
CTBHE, Na€T LMTONPOTEKTHBHBIN 3ddekT (BcTpauBaHue B pochonu-
NUAHBIH CIOH KIETOYHOH MeMOpaHb), aHTHANONTOTUYECKHi 3ddeKT
(cHIXEHHE KOHLIEHTPAalMH MOHM3UPOBAHHOTO KajlbLMs B KJIETKAX, YTO
npeAoTBpamaer BeIxoA HUToXpoMa C U3 MUTOXOHApPUH K OJIOKHUpYET,
B CBOIO OYepelb, aKTHBAllMIO Kaclas M alnonTo3 XOJaHTHMOLMTOB), HM-
MYHOMOLYNIHpYyIouee AeHcTBHe (CHHXEHUe 3Kkcrpeccu Monekyn HLA
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2-TO KJ1acca Ha XOJIAHTHOLMTAaX U cHwkenne npoxykuun WJI-1, UJI-6,
HN®dHY). Ypconesokcuxonesas KucjioTa — Ge3omnacHslil npenapat, 06-
IIENPUHHATOH 103upoBKoii cuuTaercs 13-15 Mr/kr/cyT; 06514HO IpHUMe-
HAETCS TMOKHU3HEHHO.

Oo6eTnxonesas KUcioTa' — MONYCHHTETHYECKHI aHaJlor THApPO-
(OOHBIX JKEMYHBIX KHCIIOT, BHICOKOCEJIEKTHBHBIHN 10 oTHOIIEHHIO K FXR
(papuesounnsrii penentop X). FXR — saxepHblil TMraHA-aKTHBHpPYIO-
1Mt peuenTop, oOMIbHO MPEACTABIECHHBIN B TKaHAX, y4acTBYIOIHX B
SHTEpOrenaTuyecKoi LHUPKYJIALMH KEMYHBIX KHCIOT H HEITOCPEACTBEH-
HO PEryJHpyHOHMii TeHbl CHHTE3a, CEKPELIMH, TPAHCNIOPTa U NETOKCH-
Kal¥ W BIUSIOUIMIA HA BOCMajieHHe, METabO0IHYECKYIO PETYISALHIO H
¢ubpo3 neuyeHu. O6eTHXONEBasi KUCJIOTA TAKXKE BbI3BIBAET IKCIIPECCHIO
BbIpa0aThIBaEMBIX CJIM3HUCTOH KHMINEYHHKA rOPMOHOB M [TOKa3aHa B JO-
TIOJIHEHHE K YPCOJE30KCHXOJIEBOH KHCIOTE IPH HENOCTaTOYHOM OTBETE
Ha He€ WIIM KaK MOHOTepanus npy eé HenepeHocumocTH. HayanbHas
1032 5 MT ¢ nocieayoluM yBelndeHreM 3a 6 mecsues 10 10 Mr B
3aBUCHMOCTH OT IEPEHOCHUMOCTH (BO3MOXXHO H0303aBHCHMOE YCHIIC-
HHE 3y1a).

ByReCOHMA — CHHTETHYECKHIi KOPTHKOCTEPOH, 00TaNarolmi MU-
HUMAJIBHBIM 10 CPAaBHEHHIO C TIPEXHH30JI0HOM NOGOYHBIM JEHCTBHEM.
Jlo3upoBKa 6-9 MI/CyT B COMETaHHH C YPCOAE30KCHXONEBOH KHCIIOTOH
yiy4uiaer 6MOXHMHYECKHE TTOKa3aTel ¥ THCTONIOTHYECKHE NPOSBICHHUA
Ha paHHHUX cTaguax I1BX, Ho HeaddexTHBEH Ha MO3HHX CTAAHAX.

Tepanun cumntomos INEX 1 ero BHeneu&HOYHbLIX NPOABNEHUNA

Jleuenue xoxcrnozo 3yoa. IlppuMeHeHNE YBIAXKHAIOIMX H OXJIAX-
JAIOIMX Mas3el, TakoKke MalleHTaM PEKOMEHAYIOT MakCHMalbHoe 06-
pe3aHue Horrtei, 4y TOoro 4toObl M30exaTs pacyéchiBaHUA KOXKHBIX
NOKPOBOB B HOYHOE BpeMsi H BTOPHYHOro MHGuuMpoBaHHs. CIHCOK
a¢eKTUBHBIX MpenapaToB IS JeUeHHA KOXHOro 3yla Mpe/CTaBlIeH B
Tabnuue 6.

XonectupamMun?® (kBecTpaH) — HeaGcopbupyemas aHHOHOOOMEH-
Has cMOJ1a, IIPUMEHEHHE KOTOPO# TIO3BOJISIET YMEHBIINTE 3y1l Oonee yem
y 90% 6onpubix. [Ipenapar CBA3bIBAET HKEMYHbIC KHCIOTHI, 00pa3ys He-
BCachbiBaeMble B KHIIEYHHKE KOMIUIEKCH U YBEIHYHBAsA UX SKCKPELHIO

‘Mpenapart He 3aperncTpupoBaH Ha Tepputopun P®; BO3MOXHO TAXEN0Ee NopaxeHue
neyeHu (npeaynpexpaeHue FDA ot 21.09.2017).
2AckniouéH n3 Mlocpeectpa.
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¢ dexanbHEIMU MaccaMu. OH mpHUMeHseTcs B 1o3e 4-16 r/cyt no 4 1
3a 30 MHHYT 1O U MoOcCle 3aBTpakKa, IPX YBEJIMYEHUH JO3bI — M0 4 T
nepen ob6enoM u yxuHoM. IIpenapar xopollo nepeHOCHTCs, OXHAKO,
HMeeT HECKOJIbKO I060YHBIX 3(pdeKToB, TaKux KaK HENMPHATHBIN BKYC,
CnocoGHOCTE BBI3BIBATh MalibaOCOPOLIHIO, 3aMOpbl, aHOPEKCHIO U JHC-
KOM(}OPT CO CTOPOHBI KETYAOUHO-KHUIIEYHOro TPaKkTa. Taxike CHUXKAET
ycBoeHue BuTaMHHOB A, D, E, K.

Tabnuua 6. MproputeTHoe NpUMeHeHKe NpenapaTtoB NPV NeYeHUW XonecTaTuHeckoro
KOXHOTO 3yaa :

YpoBeHb
JNunna NMo6ouHble -
fMpenapar AosnpoBKa | goKasaTenLHOW
Tepanuu acdexTiI Gasb!
1-8 nuHua | XonectupamuH | HapyweHue ecachl- | 4-16 r/cyT
BaHWA NUTaTefbHbIX | A0 W nocne ll-2/B
BelecTs ¥ BUTaMK- | 3aBTpaka
HOB
2-7 nuHua | PudamnuumH FenarotokcnyHocTb | 150-300 r/cyTt 1-2/A
3-7 nuuna | HantpekcoH FenarovokcnuHocTb | 50 mr/cyT 1-2/8
4-8 nuHuna | CepTpanuH lenaToTokcuyHOCTb, | 75100 mricyT ll-2/C
HePPOTOKCUYHOCTL
5-a nuHua NuavsuayanbHbiid NoAXoA, BO3MOXKHOCTL IKCNEepUMEHTa

Pudamnuumn — antubaxTepuanbHbi npenapar, KOTOpHIA Ono-
CPeAoBaHHO Yyepe3 sAepHbli X-peLenTop npersaHa yMeHbIIaeT TOK-
CHYHOCTB XeJIYHbIX KHUCIOT. [Ipenapar Hasnauaror B no3e 150-300 mr
BHYTpS B 2 npuéma. Pudamnuimu cumuraercs Ge3onacHeIM NpenapaTom
NIPH KpaTKOBPEMEHHOM NpUMEHEHHH (He Gonee aByx Heaenb). OCHOB-
HBIM 1060YHBIM 3¢ eKkTOM ABIAETCA rENaTOTOKCHYHOCTD, TAKKE MOXET
Pa3BHUTECA MOYEYHAs HEAOCTAaTOYHOCTh, N'EMONIMTHYECKAs AHEMHUS, TPOM-
OouuTOoNeHKsA, TOLHOTA M NTOTEPS aNIeTUTa.

AHTaroHHCTHl ONMATOB — HalMe(hHH U HANTPEKCOH, BO3AECHCTBYs
Ha OMUOUHKIE PELENTOPBI, TOAABIAIOT 3y Y OONBHBIX C XPOHUUECKUM
xonecrasoM. Tepanuio JaHHBEIMH NpeNapaTaMy HAYHHAIOT C HU3KHX 1103,
4ToOB! H36eKaTh peakiMH, noaoOHOI CHHAPOMY OTMEHBI onuaros. I1po-
THBONIOKAa3aHUAMH SABJIAIOTCS OCTPOE NOBPEXIAEHHUE NEYEHH U TsHKENas
ney€HoYHass HEAOCTAaTOYHOCTh. ONUaT-aHTarOHMCTHI NIPOTHBOIIOKa3a-
HBI NALIMEHTaM C HApKOTHYECKOH 3aBHCHMOCTBIO U TE€M, KTO YXK€ MpH-
HHMAa€eT ONUOHIHBIE NPENapaThl.
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CeprpanuH — cenexkTHBHBIH HHrHOUTOpP oOpaTHOro 3axmara ce-
POTOHHHA, XapaKTepU3yeTcs aHTHAENPECCUBHBIM (apMaKOIOTHYECKHM
neiictBueMm. Ilpenmonaraercs, 4YTo CepTpaliiH ACHCTBYET MyTEM H3-
MEHEHUs] KOHLIEHTPALMH HeHpOMeANaTOpOB B LEHTPAJIbHOH HEPBHOM
cucteMe. Ilpenapar nasHayaioT B fo3e 75-100 mr/cyr. H3 mo6o4HbIX
3¢ (peKTOB CIeayeT OTMETHTh NeNaTOTOKCHYHOCTh U HE(POTOKCHYHOCTD,
MOXXET BBI3BIBATH CYXOCTb CIIH3UCTOH pTa.

Ipu otcyTcTBMHM 3¢ dekTa OT cTaHnapTHOH Tepanuu EBponeiickas
accouuanus Mo u3yueHuIo Gone3Hel neYyeHn peKOMEHAYET MPAKTHKO-
BaTh MHAMBHIAYAIBHBIA Moaxoa. Bo3MoxHO mpuMeHeHHe MiasMadepesa,
a6yMHHOBOTO JHAJiH3a C MCMONB30BAHMEM MOJIEKYIApHO-abcopbu-
pyIOLIEH PELUUPKYNUpPYIOIIeii CUCTEMBI, MIa3MEHHOM CeNapanuu U
TIOITIOILEHHS aHHOHOB, YNLTpPa(HONETOBOM (oTOTEpanHH, Ha30-6uu-
apHOro JPEHHPOBAHMA M TAKUX XUPYPrHYECKMX BMEIUATENbCTB, KaK
YaCTUYHOE OTBEACHHE XKETUH.

Croiikuit 1 HeycTpaHHUMBI HUKaKHUMH TepaneBTHYECKUMH METOZa-
MH 3yA — OAMH K3 cuHapomos I1BX, npu KOTOpOM, COITIAaCHO COBpE-
MEHHBIM PEKOMEHIalMAM, N0Ka3aHa TPaHCIUIAaHTaluMs MEeUeHH.

B nyaHe nmepcrnekTHB JieueHHs XONEeCTaTHYECKOro KOXKHOIO 3yaa
GonbIIOi MHTEpeC BHI3LIBAET OTKPBITHE MENTHAA, HIPAIOLIETO KIK0Ye-
BYIO POJIb B SHTEpOTeNaTHYECKOH HUPKYIALMH HKETYHBIX KHCIOT. OTO
TaK Ha3LIBAEMBbIH KHIEHbIH TpaHCTIOpTEp xemanbix kuciot (ileal bile
acid transporter), KOTOPBIif TaKike M3BECTEH Kak "alMKalbHbIH HATPHHA-
3aBHCHMBIH JKENMYHBIH TpaHCOpTEP". DTOT NPOTEHH, NPEHMYLLECTBCH-
HO JIOKAJTH3YIOLUIMIACS B TEPMHUHAJILHOM OT/EJIE TOHKOM KHILIKH, CITYXKHT
IJIaBHBIM MMOCPENHUKOM 3aXBaTa KOHBIOTHPOBAHHBIX METYHBIX KHCIOT,
obecneunBas HX BO3BpAT B IIEUEHb Y€pe3 BOPOTHYIO BEHY, TEM CaMbIM
OCYILIECTBIIAIS SHTEPOTENaTHYECKYI0 LUPKYMALMIO. OTKpPLITHE ITOTO MeTl-
THI2 IPUBENO K MOABIEHUIO HOBOTO KJIacCa MpenapaToB, MHTHOHPYIO-
HIMX ero AeHCTBHE, YTO MPHUBOAUT K CHIDKEHHIO KOHLICHTPALHH JKEI4-
HBIX KHCJIOT B CHCTEMHOMN IUPKY/ALUHMH K YMEHBILCHHIO KOXHOIO 3yna.
B 3ToM HampaBneHus NPOBOAATCA KIMHUYECKHE HCCIEN0BaHHs.

Jleuenue acmenuueckozo cundpoma. Heo6xonuMo BBIABUTE NpY-
rue 3a60NeBaHus U COCTOSHUSA, IPUBOMAILKE K aCTEHHH (TMIIOTHPEO3,
ayTOMMMYHHas aHeMus, CaxapHbiii AuaGeT 2-ro THNA, PacCTPONCTBO
CHa, CONYTCTBYIOIlasi MEJUKAMEHTO3HaA TEpanusid, HapuUMep Npueém
Gera-6nokaropos). ITpumensor MopadeHuI B cayyasx obuien cradoc-
TH, aCCOUMHPOBAHHOMN C Ype3MepHOH AHEBHOW COHJIMBOCTHIO. BaxHa
IICMXOJIOTMYECKas MOAAepiKKa.
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Jleuenue ocmeonoposa. Heo6xonumMo peKoMeHAOBaTh GOJILHBIM
IOJIHOLIEHHOE NHTaHHE H YCTpaHeHHe (aKTOpoB pHCKa (OTKa3 OT Kype-
HuA, pusHdeckue ynpaxHeHus). Haznauyalor npenapaTh! BUTamuHa D,
npenapars! Kanblua U 6uchocdonarsi. buchocdonarsr — Heropmo-
HaJIbHble HHTHOUTOPBI OCTEOKJIACTHHECKOH KOCTHOH pe3opOuuu, cTH-
MYJHPYIOLIHME OCTEONCHE3 M HOpMaTU3yIoLe 6ajaHc MexXIy pe3opouuei
H BOCCTaHOBJICHHEM KOCTH (YBEIHYEHHE MHUHEPAJIBLHO ILIOTHOCTH KO-
CTeif), X cliefyeT NPUMEHATh C OCTOPOXKHOCTBIO NPYU BapHKO3HO pac-
IIMpEHHBIX BEHAX MHIUEBOAA. Y JKEHLUMH B OCTMEHonay3e 3¢gdexrusHa
rOpMOHalbHas 3aMECTUTENbHAs Tepanus. IIpy yCcTaHOBIEHHH AMarHos3a
ITBX 06s13aTeNBHO BHINONHEHHE AEHCHTOMETPUM C MOCIEAYIOLIHNM exe-
TOJIHEIM KOHTPOJIEM.

Koppexuus oepuyuma scupopacmeopumsix sumamunos. Ilpume-
HEHHE NPEnapaToB KajbliMsa ¥ BUTaMHHa D npu siedeHHH ocTeonoposa.
TlepopansHoe HasHaYeHHE BOAOPAcTBOPUMEIX (opM BuTamMuHOB A, E
1 K B Cilydasx Halnu4YMs CTEaTOPEH WM CHUIKEHHS YPOBHA BUTaMHHOB
B kpoBu. [Ipodunaktuyeckoe napenrepansHoe BBeaeHue BuTaMuHa K
nepex MHBasMBHBIMM NPOLIEAYPaMH JUIA NPEAYIPEXIEHUs KpOBOTeYe-
HUH WM [IPH yBEIMYEHHH NPOTPOMOMHOBOTO BPEMEHH.

Tepanusa nopmanwnoii zunepmenzuu. Jleuenue nposiBaeHHii nop-
TanbHOW runepreHsuy npu IIBX He oTamvaercs OT peKOMeHAALHH,
NPESIVIOKEHHBIX NIPH APYTHX 3a00JIeBaHUAX MEYESHH.

Tpancnaanmayus neuenu. Ocraércs MetonoM BbIGopa y GoONb-
Heix IIBX Ha cragmm nexomneHcuposanHoro Hupposa neueHu. Otaa-
NI€HHbIE PE3YNLTATEl [I0CAE TPaHCILIaHTalyMK Gonee GaronpUATHEI, YeM
npH Apyrux 3aoneBanusx nevenu. Ilocne TpaHCIIaHTaLUK NEYEHH
OTCYTCTByeT nuHamuka AMA. Peunnus 6onesuu nocie TpaHCIUIaHTa-
Luy Habmionaerca B cpenHeM y 20% GONIBHBIX.

Heneueneiit [IBX uMmeeT pasznuuHblii porHo3 B 3aBUCMMOCTH OT Ha-
TMHYHA WM OTCYTCTBHSA KIMHHYECKOH CHMITOMATHKM K MOMEHTY Juar-
HocTHKH. [Ipu 6ecCMMNTOMHOM TeYeHHH NMPOAOIKUTENBLHOCTD JKH3HH
GonbHeX nocturaer 15-20 ner u Gonee. [TospneHHe CUMITTOMOB CyLIE-
CTBEHHO YCKOpSET TeueHHe 3aboneBaHus.

MepBUYHLIA CKNEpPO3UPYIOLLUIA XONAHIUT
IICX — xpoHHYeckoe xonecraTuieckoe 3abojeBaHre NeYeHH, xa-
pakrepu3ymomeecs HErHOMHBIM AeCTPYKTHBHBIM BocnajieHHeM, 06JH-

Tepauueil 1 GHOPO30M BHYTPH- M BHENEUEHOYHBIX XENYHBIX MPOTOKOB
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M HX CerMEHTapHOH AwiaTauuei, pasBuTHeM GHIIMapHOro LHPpPO3a,
MOPTAJIBHON THNEPTEH3UH M MEYEHOYHOH HEeNOCTaTOYHOCTH. BriepBhie
o I[ICX coo6wun B Hoffman (1867 r.), HO TpaAWLIMOHHO HCTOPHS OMH-
caHus 3Toro 3abosieBaHHs cBs3biBaeTca ¢ mMeHeM Delbet (1924 r), xoro-
pBlif MpeACTaBU AETANBHYIO KIMHHYECKyIo kapTHHy IICX y omHOro us
6onpHBIX. YcTaHoBNeHHe yacTol accoumanuu IICX M XpOHHYECKHX BOC-
NaIUTENbHBIX 3a00eBaHMi KHIlIeYHHKa (Hecnenuduueckuii S3BeHHBIH
KOJIMT ¥ 6one3Hs KpoHa) no3Bosmiio Npon3BOAKTS LiEIEHaNPaBACHHBIN
MOMCK MOPAaXKEHUSA JKENYHBIX NyTeil y AaHHO# KaTreropu GOMBHBIX C
Gonee pauneii auardoctuxoit IICX (Ha GeccHMNTOMHON CTamMH).

Jtuonoruna 1 naroreHes

Otuonorusa INCX HensBectHa. CylecTByeT Lenslid pAl pasivd-
HBEIX MOJEJIEif MaToreHesa, Ho TMIoTe3bl, KoTopas o0bsACHANa OBl BCe
KJIMHHYECKHe CHMNTOMBI M rucronornieckue yepts [ICX, He cyme-
ctByeT. B passutuu IICX mpeanonararoT yyacTHE KaK F€HETHYECKHX,
TaK U NpUOGPeTEHHBIX (haKkTOpPOB. BO3MOKHEIE ITHONATOTEHETHYECKHE
dbaxTops! nepeyncieHs! B Tabnuue 7.

B nocnennee BpeMsi, B MEAMLMHCKOH JIMTEpaType CTaja Momyjisp-
HOIi TMIOTE3a CyILECTBOBAHUS CYONOMy/AUMH JONTOXHUBYILHX T-1HM-
¢bountos, xpaHswmux UHGOPMAIMIO O paHee NeHCTBOBAaBIIMX aHTH-
reHax. Tak Ha3bpIBaeMble KJIETKH MAaMATH, PUCYTCTBYs B NEYEHH H B
KHlIeyHuke nauuenTos ¢ [ICX-accounupoBaHHBIM C BOCHATUTEILHBIMU
3a605eBaHUAMH KULIEUHHKA, IPU CTUMYNALUMH OOLIMMH aHTHIE€HaMH
aKTMBHPYIOTCA H 00€CNEYHBAIOT UIMMYHHEIH OTBET.

Knuuuueckan kaptmHa

TICX moexer pa3BuThes y NnpencraBuTeNeli o6oH pacsl ¥ BO3pact-
HOH rpynnsl, ogHako Hau6onee yacto (10 70%) BO3HHKAET Y MOJOIBIX
MY>KYHH.

Ocobennoctoio [ICX sBNseTcs ANUTENbHOE OTCYTCTBHE KIMHHYEC-
KoM cumniroMariky. Hepenko nmepBbIM IaroM K yCTaHOBJICHHIO AWArHO-
3a CTAHOBUTCA BBIABJIICHHE MOBBIIEHHOrO ypoBHA 1LI® nmpu pyTHHHOM
OMOXMMHYECKOM HCCIIENOBaHUH KPOBH.

PazBepHyTas KIMHHYECKas KapTHHA BKIIIOYAET JKENTYXY, KOXKHBIH
3y, 601K B )XHUBOTE, CIAGOCTD, IMXOPAAKY, YMEHBIIEHHE MacCHI TeNa B
pasnu4HbBIX KoMOHHauMaX. JIuxopanka HabGmogaeTcs JaleKo He y BCex
60nbHBIX, 0GBIMHO HMEET NepeMeXaroIMiics xapakTep U 06yClORIeHa,
Kak MpaBujIo, COMYTCTBYIOLUMM PELIMINBUPYIOLINM OaKTepHaNbHBIM XO-
JMaHTUTOM. BeposaTHO, aHanoruyHa npuyuHa u aGAOMHHAIBHBIX GONIEH.
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Tabnuua 7. BoaMoXHble MexaHW3Mbl natoreHeaa MNCX

fNMaroreHeTnveckue

MEXaHU3Mb! Aoka3zaTenbCcTBO

MopTanbHas 6akrepuemus Peosupyc 3-ro Tuna, uMTomeranoBupyc, peTposu-
MopraneHasn aHRoTOKCEMUA pychb!

ABcopbuua KMLLeYHbIX TOKCUHOB
TokcuyHble XernyHbie KUCNOoTb!
HakonneHue u Tokcudyeckoe Bo3-
Aencraue meam

BupycHas uHdpexums
Nwemuyeckoe nospexpeHue

[ymopanbHbii UMMYHWUTET YBenuueHve UMpKyNMpYIoLLnX UMMYHHBIX KOMNNEK-
COB, yBenu4yeHue ypoBHA UMMyHOrnoGynuHos u
Huakue TuTpbl ANA/ASMA, pANCA

YmeHbweHne uupkynvpyrowux nepudepnyeckux
CD8* T-knetok, nopranbHbli T-KNETOYHLIA WUH-
duneTpar, yBenuyeHne Yncna akTMBUPOBAHHLIX U
T-KNeTok NnaMATH, ysenuyeHve Yucna ydT-KneTox,
orpaHuyeHHbI T-knNeToqHbIY penepTyap, abeppaHT-
Hasn akcnpeccun HLA DR Ha kneTtkax GunuapHoro
snutenus, koaxkcnpeccus CD80 v HLA DR Ha knet-
Kax GunnapHoro anuTenus, ysenuueHue UNPKynu-
PYIOWNX ¥ TKAHEBOCBA3AHHLIX aAre3UBHbLIX MoneKyn

KneTouHblin immyHUTET

NmmyHHble addekTopHble YBenuyeHue 3Kcnpeccuy LIMTOKUHOB B NeYeHn
MeXaHN3MBb!

VIMmyHoreHeTnyeckue HLA B3aumocsnAan

MexXaHU3Mb!

Ha MoMeHT ycraHoBneHMs JHarHo3a OOLEKTUBHBIE KIMHHUYECKHE
npu3Haky 3aboneBannsa oGHapyxuBalT y 75% GonbHeix. Haubonee
4acTbIi CHMNTOM — renaromeranus (55%), pexxe HaGIIOmAIOTCSA XKe-
TyXa, CIULIEHOMEraJiis, TUNepnurMeHTalnus 1 pacuécel. Kcantenasmel B
ommyue oT [1IBX BHIABIAIOTCA peaxo.

IICX accouuupyetcs ¢ pasHooOpa3sHbIMU 3a001€BAHHAMH U CHHI-
POMaMH, MHOTHE U3 KOTOPBIX HMEIOT ayTOMMMYHHBI IeHe3, YTO KOCBEH-
HO yKa3bIBaeT Ha OOIIHOCTh NaTOreHETHYECKHX MexaHu3MoB. Haubonee
4acTO BCTPEYAIOTCS aCCOLMALMH C BOCHANUTENBHBIMU 3a60J€BAHNAMM
KHUILIEYHHKA, TAKIMH KaKk HecrieuupHyeckuii a3BeHHbIH KOJIUT U O0JIe3Hb
Kpona. Kpome 3Toro, BCTpeyaroTCsi peBMaTOUAHBIH apTPHUT, PETPOTEpH-
TOHeaNbHbIH Gubpo3, 6onesHs Ileiiponn, cuuapom Illerpena, cucrem-
Hasl CKJIepofiepMuUA, IIIOMEPYIOHE(PPHT, CHCTEMHasl KpacHas BOJNYaHKa,
Y3€JIKOBBI NepHapTEPHUT, ayTOUMMYHHas TeMOJIMTUYECKAsE aHEeMHU,
ayTOMMMYHHasl TPOMOOLIUTONEHHS, CApKOHI03, OJTHMHO3HT, AaHKHJIO-

3UPYIOLIHUHA CIIOHIUIIUT.

Ouardoctuka

Insa IICX xapaktepHo nosbieHue [P, 06514HO MOBEHINIEHa KOH-
ueHTpauus 6unupy6ouna. [ToBrieHre CHIBOPOTOYHEIX TPAaHCAMHHA3 Ha-
6ntonaercsa y GonbIIMHCTBAa OONBHBIX, KaK NPaBUIIO, He 6oiee 5 HopM.
OcHoBHBIM ceposiorudeckuM MmapkepoMm IICX sBisercs BbIABIEHHE
pANCA. 3onotsiM ctanaapToM B auarHoctuke IICX cmyxur SPXIIT.
OnHaxko AaHHBIA METOH, ABMAACH MHBa3UBHON AMarHOCTHKOH, UMeeT
onpenenéHuele ocnoxHenus. [Ipu OPXIII" obHapyxuBawTCa MYyib-
THGOKAJIBHBIE KOJIbLIEBUAHBIE CTPUKTYPhl BHYTPU- U BHETIEYEHOYHBIX
XEJIYHBIX NPOTOKOB, YepeayIoLHecs ¢ y4aCTKaMH HOPMaJlbHOTO JHa-
MeTpa — cuMmnToM Oyc MM 4ETOK. B maTtonoruyeckuil npouecc Moryt
BOBJIEKAThLCS JKEIYHBIH My3bIpb U MY3bIPHBIH MPOTOK.

B nocneanue 10 net Bce Gonee mMHPOKO CTana HCIONL30BATHCA
MPXIITI. CazanHo 310 ¢ TeM, 4yto MPXIII" HeMHBa3HBHBIH, BBICOKO-
uHGOpMaTHBHBIN U Oonee Ge30NacHbI METOJ, KOTOPbIH HCKIIIOYaeT
BO3MOXXHOCTb Pa3BHUTHS OCTPOro ITAHKPEaTHTa, OCIOXHEHHS BCTpeda-
1owierocs nipu nposenennu SPXIIT. Onnako npu nposeaeHun MPXTIT
HEBO3MOXHO BBIOpaTh MECTO IJIs MpOBeAEHUA GHOMCHH, a Takoke Of-
HOMOMEHTHO TepeBecCTH AHarHOCTHYECKYIO NMpoleaypy B ledebHoe
BMEILIATEILCTBO NMPH 0OHAPY>KEHUH MPUYHUHBEI OOCTPYKLIMH, HAlpUMeED,
KaMH#, CTEHO3a HJIH OITyXOJIH.

McTonoruyeckan KapTuHa

MHoroo6pasue Mopgonoruyeckux usmenenui npu IICX obycnos-
JIEHO HEPaBHOMEPHOCTHIO NMOPAKEHHs JKEMYHBIX TPOTOKOB M CIY)KHT
NPENATCTBUEM JUIS LIMPOKOTO MCIIONB30BaHKsA O1oncu neyenH. C onpe-
NeNEHHOM [1071eil YCIOBHOCTH MOXHO BBIAENIUTH 4 Mop(onornyeckue
cranuu pasutus [1CX.

Cmaousn 1 (noprajibHas) — NOPTANbHBIA IeNaTHT, H3MEHEHHU JKEd-
HBIX TIPOTOKOB, MHHMMAJILHOE NIEPHIIOPTANBHOE BOCIIAJIEHHE, OPTallb-
HBIE TPAKThl HE PACILHUPEHBI.

Cmadus 2 (nepunopranpHas) — MEPUNIOPTATLHOE BOCHAJICHHE,
¢u6po3, pacuMpenne MOpTaNbHBIX TPAKTOB, OTEK H (pHOpO3UpoBaHue
NOPTaJIbHBIX TPAKTOB, NMPOHQeEpaL|s XENIHbIX MPOTOKoB, GuOpo3N-
pyrouuii, 1uMGOUMTApHBINA WK MONUMOPGHBIA XONaHTHT (pHC. 5).

Cmadusn 3 (centayibHas) — cenTanbHbId GuOpPO3 ¢ MOCTOBUIHBI-
MM Hekpo3amd WiM 6e3 HUX, BbIpaXK€HHbIE U3MEHEHHS JKENMYHBIX Mpo-
TOKOB MJIM MX MCYEe3HOBEHHE, CTYTIEHUaThle HEKPO3bl, OTIOKEHHE MEAH

(puc. 6).
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Cmadun 4 (UMppoTHYeCKas) —
OMIHapHBI LUPPO3.

IICX manbIx MpoOTOKOB BCTpE-
yaeTcss MeHee 4yeM B 20% cnydaes.
Y nmanHOH rpynnel MallMeHTOB OT-
CYTCTBYET OCHOBHOH AMarHoCTHYEC-
kuid kpurepuil [ICX — uzmenenmns
OMWIMapHOIO TpakTa Ha XOJaHIHOT-
paMMe, 4TO JUKTYeT HeoOXOMHMOCTD
BRINOJIHEHUs Ouorncuu neuenH. Pa-
Hee maHHas (opMa Ha OCHOBAHUH
THCTOJIOTHUYECKHX U3MeHeHHH obo-
BOKpYr BHYTpUNe4&HouHoro npotoka. 3a-  3Ha4yallaCh B JIMTCPATYPE KakK "nepu-
umcTeosako w3 https://basicmedicalkey.  xquaprut". YV uactu GonbHBIX "MeE-
com/primary-sclerosing-cholangitis-3/ it %

pPHXOMaHTHT" Tpe/cTaBisieT coboi
PaHHIOK cTaAMIo 3ab0/IeBaHus, [0 Mepe NPOrPeCCUPOBAHUS KOTOPOTO
B MATOJIOTHYECKUII NpOLEece BOBIEKAOTCs MPOTOKH Oosiee KpynHOTO
JHaMeTpa.

OuddhbepeHunansHasa gMarHocTuka
HJuddepennmanbupiii quarnos [ICX cnenyeT NpOBOAUTE NPEKIE
Bcero ¢ ITbX. HeoOxoauMO MCKIIIOUUTE XOJIEJOXOIHTHA3, Jo0poKaye-
CTBEHHBIE CTPHKTYPBI JKEIYHBIX IPOTOKOB, OHKOJIOrHueckue 3abonepa-
Hus OuIMapHOro TpakTa. B psne ciyuaeB TPyAHOCTH B JMArHOCTHKE
BO3HHKAIOT NpH AU(PEpEeHMaLN ¢ MeJUKAMEHTO3HBIM X0JIECTa30M,
Korza peub HAET 0 IgG4-accOUMUPOBAHHOM CKJIEPO3HPYIOIIEM XOJIAHIH-
Te, TaK KaK M0 KIMHHYECKHM ITPOsiB-
JEHUsM OHM IOYTH HEepazJH4dHMBL.
D10 ocobas dopmMa CKIEpO3UPYIO-
. IIEro XOJAHTHTA, XapaKTepHu3ylo-
) < ascs MOBBILIEHHEM CBhIBOPOTOY-
e ' Horo yposus [gG4, undunsrpaumei
L 2 [gG4-1I03UTHBHBIMHU TLIA3MaTHYEC-
h . | KMMM KIETKAMM CTEHOK JKEeI4YHBIX
Puc. 6. Konbuo Kaiisepa—®neiiwepa,  [IPOTOKOB, B coueTaHuu ¢ (ubpo-
3OHOTHCTO-KOPH‘-IHBBOB OKpalwuneaHue THYECKHUMH HM3MEHECHHSIMH B HHX,

nvmba AecuemeTosoit 0BONOYKM POro- 4 TagyKe MONOKUTENBHBIM OTBETOM
BuUbl. 3aumcTBOBaHO M3 hitps:/fenx.org/

contents/KD3uzS60@3/Images-of-  11d TEPAIHIO TTIOKOKOPTHKOCTCPOH-
Memorable-Cases-Case-9 namu. Heobxoaumo omnpeneneHue
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ypoBHs 1gG4 B ceiBopoTKe KpoBH, nposeaenne MPXIIT u myHKUHOH-
HO#H OHOIICHH IeYeHH.

Jleuenne

Jleuebnas taktuka npu INCX npakTuyecku HJEHTHYHA TaKOBOMH
npu [1BX. [Ipenaparom Beibopa npu INCX sBnseTcs ypcoae30KCHXO-
JieBasi KMCJI0Ta, KOTOpasi Ha3HA4aeTcs B cpeHel TeparneBTHYECKOH J03€.
Hns neuenus GaKTEpHANLHOTO XOJNAHTHTA MCMONB3YIOT aHTHOHOTUKU
LIHPOKOrO CHEKTpa AEHCTBHSA, KOTOpbIe CIOCOOHBI HAaKaljJHMBaThCs B
JKe4H, HanpuMep (TOPXHHOIOHLL. PeKOHCTPYKTHBHBIE XHPYpPrHYEC-
KHe BMELIaTe/IbCTBA HA BHETEUEHOYHBIX MKEJIYHBIX MYTAX HE BIUAIOT
Ha ecTecTBeHHOe TeueHHe 3aboneBaHms. OQHAKO PEKOHCTPYKLIMSA Mar-
CTPaJIbHbIX JKEIYHbIX IPOTOKOB Heobxoauma OONbHBIM C JIOKATEHBIMA
BBIPaEHHBIMH CTPUKTYpaMHu. C 3TOH 11enblo HCIOIbL3YIOT YHA0CKOIH-
YecKHe METObl, TAKHE KaK CTEHTHpOBaHHe W OaJUIOHHAs AHIaTalHs.
ITpu nporpeccupytomem tedenun [ICX ¢ pasBuTHeM IEppo3a NEYCHH
W MOPTalbHONH I'MIIEPTEeH3HWH CPeACTBOM BhIOOpa sSIBNsieTCs TpaHCIUIAH-
Tauus rnedyeHu. F'onuyunas BEDKHBAEMOCTE OONLHBIX TOCIE TPAaHCIUIAHTa-
unK redenn o nosomy [CX cocrasnsier 90-97%, nsatinerssis — 85%,
necatuietHsas — 70%.

IMCX xapaxkTepH3yeTcsi XpPOHHYECKHM MPOrPecCHPYIOLIHM Teue-
uueM. Cpenuss MpogoHKHTENIBHOCTD KH3HH cocTaBiaeT 9—17 Jert.

XpOHWYeCKUI NeKapcTBeHHbIN renaTut

JlexapcTBeHHBIE NTOpAXKEHUsI TEUEHH MMPEACTABIAIOT OIHY HX CEPb-
€3HBIX 1IPOOJIEM B COBpeMEHHOIT remaronorui. Jto o0yciosneHo 60mb-
I0# YacToToi HeOIarompHATHBIX MCXOIOB IPH HX BO3HHKHOBEHHH.
Oxkono 25% cnyudaeB (QyJbMHHAHTHOrO (MOJHHEHOCHOIO) rernaruTa
00yCIIOBJIEHBI MPEILIeCTRYOIHM TPHEMOM JIEKApCTBEHHBIX Npenapa-
ToB. B mocrnenHue roapl 3Ha4eHHe JTEeKapCTBEHHBIX MOPAXKCHHIT MeueHH
CYLIECTBEHHO BO3POCIO, 4TO 0OBsACHsIeTCs Aubepanusalueil 1ocTyna
HaCEeNEHHUs K MeMKaMeHTaM oTryckaemsix Oe3 penenta. Criektp remna-
TOTOKCHYECKOTO JICHCTBHS JIEKAPCTBEHHBIX CPEIICTB XapaKTepu3yeTcst
3HAUMTENIBHOMN IUPOTOii: OT CyOKIHHHYECKUX (POPM, KOTOpPBIE MOTYT
CIIOHTAHHO MCUe3aTh JaXKe B cliydae NpoAo/DKeHus npuéma npenapara,
10 (yIbMHHAHTHOTO renatuTa, IpH KOTOpoM TpebyeTcs nposeaeHue
AKCTPEHHOH TpaHCIUIAHTALMK TTEUEHH.
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OueHb BakHO PaHHEE YCTAHOBIICHHE 3THUOJIOrHYECKOT0O ¢>aKT0pa
JICKaPCTBEHHOro MOpPaXXEHUS IIEYEHH B CBI3H C BLICOKHM PHCKOM IIpo-

rpeccupoBaHus 3a60JieBaHus B TOM ciyyae, €Cll¥ Npenapar He Oynet
OTMEHEH.

MaTtorexHes

JlexapcTBeHHbIE CpeACTBa, MOCTYNAIOLIME B [EYEHb, JOIKHBI OBITE
JXHPOPACTBOPHMBIMH, YTOOBI MPOHTH MEMOPaHy KHLUIEUHOTO IHTENHUA.
B neyenu onu nepexopsT B BOJIOPaCTBOPHMbIE€ COEAUHEHHS IS BbIBE-
AEHMsA € MO4O# U xenubio. BuoTpancopmanus ekapCTBEHHOTO Ipe-
napaTa B NE4eHH NPOXomuT 2 ¢asml:

® TMAPOKCHIMPOBAaHHE MJIH OKHCIIEHHE NOA BIMSHHEM ¢ep-
MCHTHBIX CHCTEM INIAAKOrO 3HAOIUIA3MaTHYECKOTO PETHKYIY-
Ma (oxcurenaswl, uuroxpom C penykrasbl, UIMTOXPOM Piso),

® KOHBIOralus C S9HAOTEHHBIMH MOJIEKYJIaMH.

MeTtabonusm nexapcTB B MeyeHH 3aBHCHT OT AKTHBHOCTH DA
depmenToB, ckopocTH neyEHOYHOTO KPOBOTOKa, CIIOCOOHOCTH JIEKAPCTB
CBA3BIBATLCA C GEJIKaMH MIa3Mel.

MexaHH3MBI NOBPEXAEHNS NMEUEHOYHOM TKAHH PA3IHYHbl U pea-
JHU3YIOTCS 4€pe3 NMPAMOE TOKCHYECKOE NEHCTBHE CaMHX JIEKapCTBEH-
HBIX NIpenapaToB MY MeTaboJINTOB HA reMaTOLMTHI C MOCIEAYIOIHM
HX HEKpO30M, HapylieHHeM obMeHa GHiupy6uHA Ha BCeX 3Tanax ero
NPOAYKINH M3 Te€Ma 0 3KCKPEUMH B JKENYHBIE NPOTOKH, AWIATalHeH
CHHYCOM/IOB W1 BEHOOKKNIO3KeH. KpoMe Toro, BHIAENAIOT MOpaXKEHHUS
He4eHH, 00yCIoBIIEHHbIE HINOCHHKpa3He# K JIeKapCTBEHHBIM CpeEl-
CTBaM, KOTOpBIE BOHHKAIOT HE3aBHCHUMO OT N03bI IIpenaparoB. B ocHoBe
HIHOCHHKPA3HH JIEXKaT HIMMYHOOIIOCPEAOBAHHbIE PEAKLIMH, BEAYLLUE K
TIOBPEXACHUIO MEMOPAHbI TeNaToOLMTOB, H TOKCHYECKOE ACHCTBHE Me-
TaGONHTOB, HAPYIIAIOWMX BHYTPHKIIETOUHbIE byHKIMH und MeMGpaHy
KJIETKH.

MornekynspHbie MeXaHH3MBI JIEKAPCTBEHHBIX MOPAXKEHHI NEYEHHU:

= NEPEKMCHOE OKHMCICHHUE JIMIUAOB,

= feHaTypauus Genkos,

® HCTOLEHME 3anacoB ATD,

® HapyuieHue (GyHKIUH MUTOXOHAPHIA,

= o0pa3oBaHHE CBOGOIHBIX PafMKAJIOB,

= 00pa3oBaHKE ranTeHOB,

¥ CBA3bIBAHME C AAEPHBIMH M LMTOIUIA3MATHYECKMMH MOJIEKYIaMH,
» Gnokaza TpaHcnoprtHo# PHK,
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w CBs3BIBaHHE C MEMOpPaHHBIMH peLENTOPaMH,
® HapyleHHe TOMeOoCTa3a KaJbLiys,
B PA3spYIUECHHE KIISTOYHOIO LIHTOCKEJICTA.
PuCK JIeKapCTBEHHOTO NMOPAXKEHUS NIEYEHN BO3PACTAET NPH HAIHMYHN
XPOHHYECKOTO mutdy3Horo 3abonesanus neuenu oGOt STHONOTHH.

Knaccudgukauma nekapcTBeHHbIX NOPaXeHWid neveHn

Maronorusn

MNpenapartbl

Ocmpbie nopaxeHus

Octpblit renatut

Aancox, aucynbtupam, usoHuasug, MHAoMeTa-
UviH, (PEHUTOUH, CynbaHunaMmuaHble npenapars

DYyNbMUHAHTHAA NevYEHoYHaa He-
AOCTAaTOMHOCTL

MNapauetamon, duanypuamnH, KetokoHason, ¢ny-
KOHa30f, ranoTaH, U3o0HWasug, MeTUNAoNa, HUKO-
TUHOBAA KUCNOTa, HUTPOGYPAHTOMH, NPONUNTHO-
ypauun, eanbnpoesas kucrora, dbnyramug

BHyTpuneuéHouHbIN xonecTas

AMUTPUNTUNWH, aMNMUUnnuH, kap6amasenuH,
aMuHa3uH, UUMEeTUAKH, PaHUTUAMH, KanTonpwn,
3CTporeHb!, TpumeTonpum/cynndamerokcason,
Tuabengason, TonGytamug,

CmewarHas (BocnanutenbHO-Xo-
necrarudeckasn)

Kapb6amasenuH, xnopnponamua, QuKnokcaumun-
NUH, MeTamu3on HaTpus, auknodeHak, Hanpok-
ceH, beHnnbyTasoH, cynuHaak, HEHUTONH, THO-
puaasuH

MpaHynemarTo3HbIv renaTut

AnnonypuHon, fancoH, guasenam, AUNTUaseM,
ruapanaswH, NeHuUMnnuH, denunbyTasoH, de-
HWUTOWH, XMHUAWH, NpoKanHaMug, cynbdaHuna-
MuAHLIe npenapark!

MakpoBe3uKynsipHbIf cTeaTos

FniokokopTUkonapl, L-acnaparuHasa, MeToTpek-
caT, MOHOUMKNUH, HudeanunuH, nonHoe napexHTe-
panbHoOe nuTaHue

MUKpPOBE3VKYIAPHbBIN cTeaTo3

AMuoaapoH, aueTuncanMuunosas KUcnoTa, asu-
AOTUMUANH, AWAAHO3NH, (DUanypuanH, NMPoK-
CHKaM, TeTpauuKIMHel, TONMETUH, Bansrpoesasn
Kucnora

Cunapom Bapna—Kuapu

3cTporeHs!

Nwemnueckuih renatut

HukoTuHoBan KucnoTa, MeTuneHauokcuamoe-
TaMUH

XpoHudecKue nopaxeHus

XpoHuueckuin renatur

Mertungona, naoHwuasug, HuTpcchypaHToOuH

Crearorenarut

AmuonapoH, Au3TUICTUNBLG3CTPON, NonHoe na-
peHTepanbHoe NuTaHue
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Maronorun Mpenapatbi

XponudecKue nopaxeHus

Punbpos/unppos Metungona, n3oHuasna, MeroTpekcar

Menwro3a Axabonuyeckue v aHOQpoOreHHbie cTepounAabl, asa-
TUONPUH, rMApoKkcukapbamua, opanbHbie KOHTpa-
LUenTMBLl, TaMoKkcudeH

®ochonunugos AMKOAaPOH, NeprekcunuH, auntuasem, Hude-
AURNH

ﬂeCprKTMBHbIﬁ XONaHrnT AMUHA3MH, ranonepyvaon, npoxnopnepasH

CKnepo3vpyowui XonaHmmT dnokcypnavH
BeHookinioanoHHan GoneaHb AaatunonpuH, 6ycynsdaHd, yuiknodocdamua, pay-
HOPYGMUWH, TMOrYaHWH, ankanouas NMPpPonNuau-
AvHa
Onyxonu
dokansHasa HogynapHas 3cTporeHs!, opanbHble KOHTPaUenTuBbI
runepnnasus
ApetHoma 3cTporeHe!, opanbHble KOHTPauenTuBbI

FenartouennionspHas kapuvHoma | AHaGonuueckue U aHApPOTEHHbIE CTeponab!

XonaHruokapumxomMa Topotpacr
Fenatobnactoma 3cTporeHt!
Adrrocapkoma Mbiwbsk, sBMHUNXNOPUA, TOpOTPacT

KnuHuyeckan kapTuHa

ITo kIMHKMYECKUM, GHOXHMHYECKHM, CEPOJIOTHYECKHM U THCTOJIO-
THYECKUM MNPOABICHUAM XPOHMYECKHH JIEKapCTBEHHBIH IenaTuT 4pes-
BbIYaiiHO HanmomuHaeT xpoHuyeckuil AUT. [Ipu oTMeHe JieKapCTBEHHOM
TEPaNHU COCTOAHUE GONBHBIX, KaK MPABHIIO, YIy4lIaeTcs.

XPpOHHYECKHH aKTHBHBIH JIEKAPCTBEHHBIH renaTUT MOXKET pPa3BU-
BaTbCA JIATEHTHO, 6e3 3Mu3041a OCTPOro renaTruTa Mpd MHOTOJETHEM
npuéme Metungonsl. ITocne oTMEHB npenapara COCTOAHUE GONBHBIX
yy4Iaercs.

HutpodypaHTOMH TaKke MOXKET BBI3bIBATH XPOHHYECKHI IENaTHT,
yalle y XKEHIUHH B CPOKH OT 4 Hezens fo 11 ner mocie Hayana npuéma
JIeKapCTBa.

OuarHocTuka

He cymiectByeT OMHO3HAYHBIX TECTOB, MO3BOJLIIOIIUX NOATBEPAUTH
JIEKapCTBEHHBIH reHe3 MopaeHHs neyeHHd. VIMEHHO NO3TOMy BaXKHEi-
LIMM MOMEHTOM SABJIAETCA OLIEHKa NMPHYHUHHO-CIEACTBEHHBIX CBsA3EH

MEXXIY JIEKapCTBEHHBIM CPEACTBOM U (haKTOM IOBpPEXIEHUS INEYECHH.
K OCHOBHEBIM AHarHOCTHUYECKMM ILIKajaM, MCMOAb3YEMBIM B MHpE JULI
OLIEHKH NMPHYHUHHOCTH JIEKAPCTBEHHOIO NOPaXXEHHS MEYEHH, OTHOCHTCH
mxana RUCAM (2016 r.). B coBpeMeHHOM BHE 3Ta MIKAJA COCTOUT U3
JBYX 4acTeii, 10 KOTOPHIM pa3felbHO OLIEHHBAIOTCS IeNMaToLE/UTIOIP-
HblE M XoJecTtaTuiyeckue nopaxkeHus neyeHu (Ilpunoxenue). Ouenka
o mwxane RUCAM Bkmouaer cieayromye KOMIOHEHTHI:
® BpeMEHHO} MHTepBajl MexJy HayajioM 3aboneBaHus U Haya-
JIOM NIPMMEHEHH JIEKapCTBEHHOTO CPE/CTBa,
= TeyeHHe 3a00JIeBaHMsA 110CIIE OTMEHBI Npenaparsl,
= Hanuyue crneuuduyeckux daxropoB prcka,
® KCNOJB30BaHUE APYTHMX NMOTEHIHANbHO relaTOTOKCHYECKHX
JIEKapCTBEHHBIX CPEICTB,
® HCKJIIOYEHHE OPYTUX NPHYUH 3aboneBaHUs NEYEHH,
® J3BECTHas MOTEHLHMaJIbHas renaToTOKCHYHOCTh Mpeamnoarae-
MOTO JIeKapCTBEHHOI'0 CPesCTBa,
® peakuHs Ha NOBTOPHOE NPHUMEHEHHE NpearosaraeMoro mnpe-
napara.

Kaxapiit npusHak oneHuBaercs B 6amnax. Cymma 6ajuioB no3Bo-
JISIET OLIEHUTh IeMaTOTOKCHYHOCTD KaK MaJIOBEPOATHYIO, BO3MOXHYIO H
BBICOKO BEPOATHYIO.

JlexkapcTBEHHEIE TMOPAXEHUA NeyeHu Haubonee 4acTo 0OyCaaBiH-
BAIOT aHTHOWOTHKH, HECTEPOUIHEBIE POTHBOBOCTIANUTEBHBIE MPENapa-
Thl, CEPEYHO-COCYIUCTBIE, HEMPO- M NICHXOTponHse cpeacTsa. Cnenyer
MCXOIUTB M3 TOTO, YTO TIOBPEXIEHHE MEYEHH MOXET BbI3BATh JI000e
nekapcTBo. OnpawmBas 60JbHONO MM €ro poACTBEHHUKOB, CICAYET
BBISICHUTh 03y, COCO0 M NMpOJAOIKUTENLHOCTh NpHEMA IpEnaparos,
NPHMEHEHHE UX B MPOLLIOM.

3abonesanne 0OBIYHO NposBIsieTcs Yepe3 S—90 AHel mocne Hayana
npuéma npenapara. O NONMKUTENLHOM 3¢hexkTe OTMEHBI Npenapara
TOBOPSAT B TeX CJIy4asX, KOTa IMPOMCXOOHT CHHXXEHHE aKTHBHOCTH TpaH-
camHHa3 Ha 50% B TeyeHue 8 AHell mocie npexpalleHus ero npuéma.
B nocnenyromem npuém npenapara He gomyctuM. IIoBTopHOE nopaxe-
HHUE MEYEeHU MpH CNyqyalHOM NpUEME CIIYXKHT J0Ka3aTeIbCTBOM rena-
TOTOKCHYHOCTH Ipernapara.

Heobxoaumo nposectu nuddepeHimansHyio JMaTHOCTUKY C BH-
PYCHBIMHU renaTuTaMH, ayTOMMMYHHBIMH 3a00JieBaHUAMH TIEYEeHH, 06-
CTPYKUMEHN >KEMYHbIX NMyTeil alKOrojibHbIM MOPaXKEHHEM IEYCHH, Heall-
KOTOJIBHBIM CTEaTOrenaTuTOM, HIIEMUYECKHM TenaTUTOM, MEPBHUYHBIM
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PaKkoM IME€UEHH, METACTATHYECKUM NOPAKEHUEM, COCYAUCTHIMY H reHe-
THYECKHMH 3a00/I€BaHUAMH NEYEHU.

B 3arpymHWTENbHBIX CITy4asX B JMArHOCTHUKE MOXKET MOMOYb GHOMCHS
neyeHn. J{ns nekapcTBEHHBIX NOPaKEHUH NMEYEHH XapaKTEPHbI KHUPOBas
ne4eHb, FPaHyNnEMB], TOPKEHHE KETYHBIX MMPOTOKOB, 30HANIBHEIN HEKPO3,
Hecnenupuyeckue U3MEHEHHs IeNnaToLUTOB.

JleueHue

B Hacrosiiee BpeMsi HET YHHBEPCAIBHLIX NPENapaTroB, PEKOMEH-
JOBAHHBIX JJd JICYEHHS JIEKAPCTBEHHOro renatruta. Tem He MeHee,
BO3MOKHO NpUMEHEHHE TAKHX IENaTolpOTEKTOPOB KaK aJ€METHOHHUH,
YPCOIE30KCHXOJIEBask KHCII0Ta, OULIMKIION, IMHLIMPPH3HHOBAs KHCIIOTA.
B Taxénbix cnydasx clemyeT pacCMOTPETh BO3MOXKHOCTh Ha3HaueHMs
ITIIOKOKOPTHKOCTEPOUIOB. B GonbIunHCTBE CUTyaLuit OCTPhIX jekap-
CTBEHHBIX MMOPAXCHHH NEYEHH OTMEHa "npuuyuHHOro" mpenapara —
HAOCTaTOYHOE YCIOBHE Il O6PaTHOrO pa3sBMTHS MATOJNOTMYECKHX H3-
MeHeHHi. FHorna, ¢ 1IeNbIO BRIBEIEHHs U3 OpraHu3Ma fnpernapara ¥ ero
TOKCHYHBIX METa00NIHMTOB MOKa3aHO MpPOBEAECHHE J€3UHTOKCHKALMOH-
HO# HH}Y3HOHHOH TEPaNUK U METOAOB SKCTPAKOPINOPaIbHOH reMOKOp-
pexuuu (ruasMadepes, reMmocopbuus, MeTos! 3aMECTUTENBLHOM MoYey-
HOH Tepamuu).

Bone3Hs BunbcoHa

Bonesnpr Bunbcona (Binscona—KoHoBanosa, renarouepetpais-
Has QUCTpodus, renaToNEeHTUKYSPHAA NereHepanus) — peaKoe Ha-
cnefcTBeHHOe 3ab0eBaHue, CBA3aHHOE C HApYLUeHeM o6MeHa MeaH U
H30BITOYHBIM €€ HAKOIUIEHHEM B PasiMYHbIX OPraHax M TKaHAX, Npeu-
MYIIECTBEHHO MPOABJAIOILEECH CUMIITOMATHKOMN NMOpaXKeHHs TMEYEeH! U
LEHTPa/IbHOM HEPBHOM CHCTeMbl. 3aboneBaHHe HaCIEAyeTCs M0 ayTo-
COMHO-perieccuBHOMy Tuly. B 1993 r. snepBbie Gbul H30JMpOBaH IeH
Gonesun Bunecona, pacnonoxenusiit B 13 xpomocome (ren ATP7B).
IIponyxTt rena Gonesnn Bunbcona npencrasnser co6oii TpaHCNOPTH-
pytomuii P-tun AT®a3noro nporenHa. YactoTa reTepo3MroTHOro Ho-
CHTENLCTBA reHa cocTaBiseT 1 Ha 90 yenosek. Bone3ns Bunbcona pac-
NpoCTpaHeHa ¢ NpUONK3HTENbHO YacToroit 30 Ha 1 000 000. Cnenyer
OTMETHUTb, 4TO Haubosee yacTo reH Gone3nu Buibcona BcTpeuaercs
B POMaHO-T€PMaHCKOH MONYNIALHH, Ile YaCTOTa FTOMO3HUIOTHBIX GopM
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HOCHTENLCTBA COCTaBiAeT 6onee ueM 1,5 Ha 30 000 HOBOPOXAEHHEIX.
Co BpeMeHH BbIsiBIEHUA reHa Obuio onucaHo Oonee 40 ero MyTauuii,
YTO NIO3BOJISAET OOBACHUTD Pa3NIMYHYIO CTENEHb HapyllIeHHs TPaHCIIOpTa
MeAd M pa3iMuus B KIMHHYECKO# KapTHHE B ceMbsiX 60nbHBIX 60nes-
HbI0 BunbcoHa. ¥V reTepo3HroTHeIX HOCHTeNe# reHa 3aboneBanue He
pa3BHBAETCA, XOTA NPH OHOXUMHYECKOM HCCIIENOBAaHHH BBIABILIIOTCH
CyOKITMHHYECKHE H3MEHEHHU MeTaboi3Ma MeaH.

Hecmortps Ha To, uTO 3a60J1eBaHHE BCTPEYAETCs OTHOCHUTEIBHO pea-
Ko, BceM manuenTam 0 30 JieT ¢ mopakeHHeM nedeHH Beerna Tpebyer-
€ HCKIIIOYMTB Oone3Hb BHnbcoHa, TOCKOIBKY OTCYTCTBHE NMPaBHIILHOM
TEpaIruy yCKOPSET JICTANbHBIH UCXOA,

B HacTosiee BpeMsl HCTIONB3yeTcs Kiaccupukaums 6onesnyd Buis-
COHa, OCHOBaHHas Ha KJIMHHYECKUX NpH3HaKaXx:

= GeccumnToMHas ¢hopma,
= ney€Ho4Has ¢GopMa,

= nepebpanbuas popma,
= cMelIaHHas ¢opMa.

Cornacto xnaccudukammu H.B. KoHoBanosa, pacnosHaior 5 ¢opM
renatouepedpanbHoii aucTpoduu (1960 r.) B 3aBUCHMOCTH OT BOBJIE-
YeHHs B NATOJOTMYECKHH MPOLECC NMEeYeHH U LEHTPAIbHON HEPBHOH
CHCTEMBI U XapaKTepa 3KCTPanHupaMUAHON CHMITOMATHKH.

W bpiownas (aboomunanvras) opma — THKENOE NOPAKEHHUE TIe-
YeHH, NMPHUBOAAIICE K CMEPTH PaHbIle MOSABJIEHHUS CHMIITOMOB CO CTO-
POHBI HEPBHOM cHcTeMbl; 3aboneBaroT AeTH. E€ NpoaoDKUTENBHOCTD
OT HECKOJIBKMX MeCAUEB A0 3—5 JleT npH OTCYTCTBHH TEparHH.

B PuzudHo-apummosuneprunemuyeckas uny paHHas gopma — OT-
nu4aeTcs GBICTPBIM TEYECHHEM; HAYMHAETCA TaKkxke B AETCKOM BO3pacTe.
B xiMHHueckol kapTuHE NMpeobnanaioT MblllieYHas pUIHAHOCTb, IPUBO-
Asias K KOHTpaKTypam, 6eHOCTb U 3aMeJICHHOCTh JBIDKEHHIA, X0peo-
aTeTOU/IHBIE WIIM TOPCHOHHBIE HACHIILCTBEHHBIE ABIXEHUsA. XapakTep-
HBbl IM3apTPUA M AMC(arus, CyAOPOXHBIA CMex H IL1ay, apdeKTHBHbIE
PaccTpoicTBa ¥ yMepeHHOE CHIKEHHe MHTEJLIeKTa. 3a00eBaHune IJIuT-
cs 2-3 ropa, Ge3 neueHHs 3aKaHYHBAETCA JIETANBHO.

B [Ipooicamenvro-pu2udnan gpopma — BCTPEUAETCA Yallle JPYTHX;
Ha4yMHAETCs B IOHOLIECKOM Bo3pacte. [IpoTekaeT MeANEHHEE ¢ nepHo-
JUYECKHMH PEMHCCHSAMH Y BHE3AMHBIMH YXYLUICHHUSAMH, COTIPOBOXIAl0-
wumucs cy6geGpunbHOl TemnepaTypoi. XapaKkTepHsyeTcs oqHOBpe-
MEHHBIM Pa3BUTHEM TAXKEIOH PUTHAHOCTH M APOXKAHMS, APOKAHHE
O4€Hb PUTMHYHOE (2—8 ApOKaHUH B CEKYHIY), PE3KO YCHIIMBAETCS MPH
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CTaTH4YE€CKOM HaNpsHKEHUH MBIIIL, JBH)XEHUAX U BOJIHEHHH, B TIOKOE H
BO cHe Mcye3aeT. iHorna o6Hapy»XHUBalOTCsl aTETOMAHEBIE XOPeo(OPMHEIE
HaCHJILCTBEHHEIE ABM)XEHHA; HaOMIOAal0TCA Taloke Aucdarus v Au3apT-
pus. CpenHsasa NpOAOKUTENBHOCTD XKH3HH OKOJIO 6 JIET.

B Jposicamenvhas ¢popma — HauuHaercs B Bo3pacte 20-30 iner,
MpOTEKaeT AOBOJIIEHO MemiieHHO (10-15 ner u Gonbiie). Jpoxanue pes-
KO mpeobnafaeT, pUrHIHOCTh MOABIAETCS JIMIIL B KOHLE OOJNE3HH, B
pane caydaeB HaOMOmaeTCs TMIOTOHMS MBILIL; OTMEYAETCs aMHMHS,
MEUIEHHass MOHOTOHHAsA peyb, TSHKENBIE U3MEHEHUs TICUXHUKH, YacThie
addexTusHble Benbiuky. Habmonarorcs snunentudopMHbIe MPUNAAKH.

B DxcmpanupamudHo-kopkoeas popma — BCTPEUaETCs pexe Apy-
rux ¢opm. Tunuuneie i renaro-nepedpanbHOil AMCTPOdHH Hapylue-
HHs B JaJbHEHIIEM OCJIOXKHAIOTCS aNOIUIEKTH(GOPMHO pa3BUBAIOIIU-
MHCsi THPaMUOHLIMH TNape3aMH, SNWIENTHOOPMHEIMH NPUNAAKAMH U
TDKENBIM clnaboymueM (0OHapy uBalOTCsA o6GLIMpPHEIE pa3sMArYeHUs B
xope 6ompmyx nonywapuii). CpeaHss NpoAOKUTENBHOCTE 6—8 JeT,
3aKaHYMBAETCA JIETAILHO.

MarorexHes

Panee nonaranu, yro reneTnyeckuii nedext npu Gonesnu Bunscona,
3aKmoYaeTcs B yMEHbIUEHHH BEIPaboTKH LepynorasMuHa. OQHaKoO psn
(axTopOB NPOTHBOPEYHII 3TOMY TONOXEHHIO. Bo-nepBbIX, Y HEKOTO-
PBIX MALKEHTOB C AOKa3aHHOH Gone3Hbi0 BuinbcoHa ypoBeHs LiepyIio-
T1a3MHHA OCTaBajICA B HOpME. BO-BTOPEIX, Y reTepo3HUroToB ypoBEHb
LICpyIonIa3MHHa MOXET OBITh 3HAYHTENLHO YMEHbIIEH, HO 60JE3Hb
Bunbcona y nux He passusaercs. B-TpeThux, TskecTh KIHHHYECKHX
NpOsBICHHH 60NE3HH HE KOPpENHpYeT C CHIBOPOTOYHBIM COAEPIKAHM-
€M LIepYNIonIasMuHa. B-ueTBEPTEIX, Ha3HAYEeHHE LEepY/IOTUIa3MHHA HE
yCTpaHseT aedexrsl MeraGoiuama Meay. B-NATeIX, reH OTBETCTBEHHBIH
3a CHHTE3 LiepyNoniasM1uHa HaxoauTca Ha 3, a He Ha 13 xpoMocowme.

V nauuenToB ¢ Gone3Hb BunbcoHa OTMedaeTcs 3HAUYHUTEILHOE
CHIDKEHHE 3KCKPELIMH MEJIH C JKEJMYbIO, B OCHOBHOM 3a CYET JIM30COMAJIb-
HOH ()paKiy, YTO NPHUBOANT K HAKOTUICHHIO MEAM B TEMATOLMTE, MPH
9TOM MHTECTHHAJIbHas abGcopbuus He HapyiueHa. CHH)KEHHE SKCKpeLMH
MEJIH C XKENYBIO BRI3BAHO A€HUIMTOM HIH MOJIHBIM OTCYTCTBHEM MpO-
AykTa reHa 6one3nu Bunbcona, onpenensouiero TpaHCNOPT MeAH B
anmnapat ['onpmxH ¥ e€ nocnenyouiee BolAeAECHHE B ken4b. [Ipu 3TOM
HapylIaeTcs MpOLIECC BKIIOYEHUA MEIH B aloOLEPYNOIUIa3MHH, YTO Xa-
PaKTepH3yeTCcs HM3KHM COIEp)KaHUEM LIEpYNONIa3MHUHA B ChIBOPOTKE

KPOBH, KOTOPO€ MMeET JUarHOCTHYECKOE, a He MTAaTOTeHETHYECKOE 3Ha-
YeHue.

Hakannupasice B KieTKax, Melb KaTaIH3HUpyeT 00pa3oBaHHE CBO-
GOIHBIX paJiNKaliOB M 3aMyCKaeT MpoLecC MEPeKUCHOTO OKHCIIEHHUS JTH-
NUAOB. DTO MPUBOAWT K HAPYIICHHIO (PYHKLIMH IUIa3MaTHYECKOH MEM-
OpaHbl, MeMOpaHbl MUTOXOHIPHIA, BEIXOXY JIH30COMATBHBIX (PEPMEHTOB
B KJIETKY, HapymeHHio ¢pyHkuuonuporanusa JJHK u 6enkoB, CHIDKEHHIO
COAEP)KaHUsl aHTHOKCHAAHTOB (ITyTaTioH, ButamMuHa E). O6pasyromuiics
B pe3yJbTaTe NEPEKMCHOrO OKHUCIIEHHS JIMITUIOB MaJIOHOBBIH JHANb/E-
THJl CTUMYJIUPYET CUHTE3 KoJUIareHa, crocooctBys ¢pubporenesy. Kpome
TOr0, HaKOTMJIEHHE MEAH B XBOCTATOM AApE U CKOpIyIe NPHBOAMUT K
TIOSIBJIEHHIO TICUXHYECKOH M HEBPOJIOTHYECKOH CUMIITOMATHKH.

KnuHuyeckan kaptuHa

Knnnnueckue nposeiaeHus 3abonesanus AeGIOTHPYIOT B Bo3pac-
Te 6-25 ner. ITocne poxaeHus pebénka ¢ neheKTHbHIM TeHOM 60e3HH
Bunscona Menr HaUHHAET HAKAILUIMBATELCS MEPBOHAYANIBHO B MIEYEHH, B
CBSI3M C YeM reyéHoyHas MaHudecTauusa 3a6onepanus sBIseTca Haubo-
Jiee yactoi — okono 40% Bcex cmydaeB. ITocne TOro kak rne4eHb HacChl-
IIAeTCs, MEAb HaYMHAET OTKNAAbIBATECA B APYTHX OpraHax U CHCTEMaXx,
H, IPeXJie BCEro, B LEHTPalIbHOI HepBHOH cucreMe. Hesponoruyeckas
H TICHXHYecKast MaHudecTauuu Habmogatorcs y 10% GonbHex. [iBH-
rareibHble paccTpoiicTBa, HAaMOMHHAIOMIME TAPKHHCOHH3M HWIH XOpPeIo,
HEYCTOHYMBOE HACTPOEHHE, TPYAHOCTH MPH MHCHME M B MOBCCAHEBHOM
00LIEHHH MOTYT GBITh MEPBBIMU cHMITTOMaMH Gos1e3HH BuibcoHa, KoTo-
pbl€ NPHUBOAAT NMALIUEHTA K HEBPOJIOTY. Y HEKOTOPHIX MALHEHTOB MPOHC-
XOIIUT COYETAaHUE TICYEHOUHOH ¥ HEBPOJIOTHUECKOH (WITH NICHXHYECKOH)
cuMnromMatuki. Y 15% GonbHBIX 3a6oseBaHHe MPOABIAETCA remMaro-
JIOTHYECKMMH CHHAPOMAMH, TIPEX/IE BCETO IeMONUTHYECKOH aHeMUEH.
OTnoxeHune Mean B JeCLEMETOBON MeMOpaHe pPOTOBHIIbI NMPOABISETCS
dopmuposaunem xonew Kaiisepa—®rneiimepa (puc. 6). B porosuue
HaKOIUIEHHE MEOW HACTYIAeT MPaKTHYECKH OAHOBPEMEHHO C MOsBIe-
HHEM HEHPOIICHXNYECKOH CUMNTOMATHKH (I10CJI€ HACBIEHUA MEAbIO
neuenn). [Tostomy xonsuo Kaiizepa—dneiimepa MOXET OTCYTCTBOBAaThb
Yy UL ¢ neyénouHoi ManndecTauueit 3a6onesanua. [pu Goneznu Buib-
COHa TaK)Xe MOTYT MOPa)KaTbCA APYTHe OpraHbl H TKAHH: TMOYKH, KOXKa,
CepaLe, KOCTHO-CYCTaBHAsA U SHAOKPHHHAasA CHCTEMBI.

CobcTBeHHO M3MEHEHHS TIeUYeHH MHOr00Opa3HBI — OT remaTuTa ¢
MHHHMAaJIbHBIMH [TPOSIBIICHHAMH 10 (GyITbMHUHAHTHOTO IrenaTHTa ¢ reMo-
Jiu3oM Ha ¢oHe nuppo3a neueHu (puc. 7).
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ES SR T PO BHeneuénounele nposisnenus 6o-
o M -0
2% Sy | Jne3Hu BunbcoHa MOryTt ObITh Ipen-
o @ P ’ ~
Ya¥girine #8°6%  cTaBNeHbl KaTapakToi B BUAE MOACON-

HyXa, roryOobIM (HO HE LIHAHOTHYHBIM)
MPOKpAIIMBAHHEM OCHOBaHUA HOTI'TEMH,
MENaHOo30M KOXKH B obsacTu kpast 60b-
1e6epLoBOif KOCTH, FreMOJIMTHYECKOM
aHeMHel, H3MEHEHHAMH MOYEBOro OcC-
o2’ va TaTKa, apTPUTOM, OCTEOIIOPO30M, BH-
Puc. 7. BonesHb Bunscova. Coaep-  tamuu D PE3KCTEHTHBIM PaXHUTOM, Kap-
KaHue MefbCOAEpXalnX BelecTs .
nosbiweHo (pyGeatosas kucnota, AMOMHONATHEH, FMIONApPaTHPEO3OM,
poAamut). 3aumcTeoBaHO U3 https://  aMeHopeei, TECTUKYIAPHOH AUCHYHK-

basicmedicalkey.com/wilson-disease-3/ nmei, paﬁllOMPlOJIPBOM, TNaHKPEATHTOM.

OnarHocTuka
CxpunuHr Ha G6onesHs Bunscona—KoHoBanoBa f0omKeH mpoBo-
IUTBCA y feTell B Bo3pacTe ot 2 a0 18 neT, MMELMNX HeoObICHUMOE
NIOBBILICHHE CHIBOPOTOYHEIX aMHHOTpaHc(hepas, NposBieHUs (yib-
MHHaHTHOH NeYy€HOUHO! HEZOCTATOYHOCTH, XPOHHYECKOrO IrefaTuTa,
UHppo3a Me4eHH, HEBPOJIOTHYECKHE HapylIeHHs HEyCTaHOBIECHHOH
aruonoruu, KymM6c-HeraruBHyro reMONMTHYECKYIO aHEMHIO, OTATOLLEH-
HBlii ceMeHHEIH aHamHe3 no Gonesnu Bunscona—KonoBanosa. Jluar-
HOCTHKa GasupyeTcss Ha KOMOMHALMK KIMHAYECKUX CHMIITOMOB, JaH-
HBIX J1aboparopHoro o6cnenoBaHus u MONEKYIAPHO-T€HETHYECKOI0
TECTHPOBaHUA.
Touneti muarHos Gonesnu Bunpcona—KoHOBaNIOBa MOMKHO yCTa-
HOBHTb Ha OCHOBaHHH PAlla KPUTEPHEB:
= xonbLo Kaiizepa—®neiiepa (BbisBIsSET OKYIUCT MPH OCMOT-
pe € HCNONb30BaHHEM ILENIEBOH JlaMIIbl) — CIEAYET UMETh B
BHAY, 4T0 Y 50% nanuentor ¢ Gone3Hpo BUAbCOHA KONBLO
OTCYTCTBYeT, a npu I1BX BbisiBRIsIETCA UMD y YacTH NMALMEHTOB;
® OTYETIHBOE CHHXKEHME KOHLIEHTPALUH LIEpYJIONIa3MHHA
(<20 mr/mn);
® [IOBBILICHHAA CYTOYHas SKCKpeLMsa Meau ¢ Mo4oii (>100 Mkr);
® yBeJIHYEHHE COAEPKAHHA MEAU B TKaHH MedyeHd (>250 MKkr Ha
1 r cyxoro BelecTga);
= MOJIEKYJIDHO-TEHETHYECKOE TECTHPOBAHHE C LIEJIbIO BhIsABIIC-
HHUs MyTauuit reHa ATP7B.
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NeyeHune

Hcnone3yercs Ha3HauY€HHE AUETHI, KOTOpas HaNpaBlIeHa HA YMEHb-
LIeHHe NOCTYIUIEHHsI MEAH B OpraHusMm. M3 paluoHa MCKIIOYAOTCA
MPOAYKTHI C BRICOKMM coaepxaHHeM MenH (6apaHuHa, KypHLa, YTKa,
konGaca, peiba, pakooOpa3Hble, IIAMIHHBOHEI, Kpecc-canart, 1aBelb,
NyK-nopeit, peauc, 6060BbIe, OpeXH, YEPHOCIMB, KalITaHbl, INOKOJak,
Kakao, MeJl, Nepelr), UCIOIL3yeTCS HOHU3UPOBAaHHAS MM JUCTHIUIHPO-
BaHHas BOAA.

ITpenaparoMm BriGopa ABnserca D-nennuuiamud. Hayanenad nosa
o6b1yHO cocraBnsier 500 Mr/cyT ¢ NOCTENEHHBIM MOBbILIEHHEM €€ 110
1500-2000 mr/cyt u 6onee npu yCIOBHH XOpOILIEH NEpeHOCHMOCTH.
TMonnepxuBarolas Jo3a npenapara cocrasiser 20 mr/kr/cyT. Ilockormb-
Ky D-neHuuwuiaMuH fABIAETCA CHELM(pHUYECKMM aHTarOHHUCTOM IH-
PHIOOKCHHA, GOJILHOMY HA3HAYAIOT BUTAMHH B6 Mo 25 Mr eXeAHEBHO.
Koppekuus no3sl npenapara npou3BoAUTCS 110 MEPE CHIXKCHH YPOBHA
3KCKpeurH Meau ¢ Modoii. [ToGounsie 3¢ideKTr! TEPaNuH pa3sBHBAIOTCA
B 30% Habmonennii. Y 25-30% nauueHTOB pa3sBUBAETCA OCTpas alliep-
rUYecKas peakiiis B BUJE ChIIH, JJUXOPAAKH, KpAaHBHULLL. BO3MOXHO
pa3sBUTHE ayTOMMMYHHBIX 3a60J€BaHMii, CHIXKEHHE YCTOHYMBOCTH K
HHpeKUHIM U npouee. Tepanusa NOXKM3HEHHas.

CylIecTBYIOT TaKKe aJIsTEPHATHBHbIE CXEMbI TEPanuH, KOTOPLIC
HCIIONB3YIOTCS NPH HemepeHockuMocTH D-nenuupmiamuna. Cynbdar
WM aueTar HuHKa no 50 Mr 3 pa3a B CyTKH CTpOro 3a 1 4ac 70 eZsl
wiM nutha. {uHk 610KMpyeT BCachiBaHHE MEAM B KHMIICYHHKE, ¥ HE
OKa3bIBAET Xenaroobpasyomero AeHCTBHA.

Terpastunenterpamus o 800 mr 3 pa3a B CyTKH, IEPEHOCHMOCTD
npenapara xopouias, no6o4nsie 3¢dexTsl peaxu (Ha TEPPUTOPHH PO
Ipenapar He 3aperiCTPHpPOBaH).

ITpu nmporpeccupoBaHHH MEYEHOYHOH HEAOCTATOYHOCTH BBINOIHA-
IOT TPaHCIUIAHTALMIO MeueHH. [TokasaTeny oHONETHEH BRDKHBAEMOC-
TH TIOCJIE TPaHCIUIaHTALHHK cocTaBnsaloT okono 70%. IIpu oTcyTCTBUHM
TPaHCILIAHTALMU IT€YeHH BbDKMBAEMOCTD COCTABIIACT EAMHHIHDBIC CITyHaH.

HacnencreBeHHbId reMOXpoMaTo3
Hacnenctsennslit reMoxpoMaro3 (MMIMEHTHBIH LMPPO3 MEYEHH,

OpoH30BbIi AnMaber) — TaxKENOe MYJIBTHCHCTEMHOE 3ab6oneBaHue, 00y-
CJIOBIIEHHOE MEHETHYECKUMH JepeKTaMu, ONpPENEIAIOIMMH NOBLILLIEHHE
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BCAaChIBaHHA XKelle3a B JKENYAOYHO-KHUIIEYHOM TPAKTE, €r0 HaKOIUIEHHE
B TKAHJX OpraHU3Ma H, KaK MpaBUIIO, NPHBOIALIEE K HAPYIIEHHIO (YHK-
LIMH TIEYEHH, TIOKENYyA04HOH XKene3bl, cepala, runodusa.

U3 Bcex HacieacTBEHHO 00yC/IOBJIEHHBIX 3a00/IeBaHUH ME4eHH re-
MOXpOMaTo3 BcTpeuaercs Haubonee yacto. 3aboneBaHue HaclenyeTcsa
N0 ayTOCOMHO-PELECCHBHOMY THIYy. IIpH BBIABJICHUH NPHU3HAKOB AUG-
(y3HOro NopakeHus rneYeH! B 1060M Bo3pacTe HEOOXOAHUMO MPOBEaE-
HHE AMQPepeHIHaNnbHO-AUarHOCTHYECKOrO NTIOMCKA, B KPYT KOTOpPOro
BXOJMT M HACNEACTBEHHBIH reMOXpoMaTo3.

HacnencTeenHsbli (MepBUYHEBIH) reMOXpOMATo3 BXOAUT B IPyNIy
3aboneBanuil, 0603HauaeMbIX KaK "CHHAPOMBI MEperpy3kH xene3oM".
HanGonee pacnpoctpanénHoii ¢popmoii remoxpomarosa ssiserca HFE
reMOXpOMaro3.

Knaccudmkaumn 6onesHeit, CONPoBOXAAIOWNXCHA CUHAPOMOM
neperpy3Kku Kenesom

1. l'emoxpomato3s! (nepBHYHBIE, HACTEACTBEHHBIE):

= HFE remoxpomaro3 (cBs3aHHEBl ¢ MyTauueit rena HFE),

® JOBEHHJIBHBIA reMoxpomaro3 (CBA3aHHEIH ¢ MyTauueil rena HJV
(reMoroBenuHa)),

» HAMP remoxpomaro3 (CBA3aHHBIHA C MyTaUMeH reHa refcHIMHa),

= TFR2-3aBrcuMBIii reMOXpOMaTo3 (MyTalHs pelenTopa TPaHC-
teppuna 2),

® (eppOIIOPTHH-3aBHCHMBII reMOXpoMaTo3 (MyTaLus reHa deppo-

NOpTHHA).

2. Bropnunas neperpyska sxesie3oM (BTOpHYHBbIE FéMOXpPOMATO3bI
¥ reMOCHAEpo3bl):
® aHEMHH, COMPOBOXKAAIOIHECS 3HAUHTENLHOMN Meperpy3Koii Jkesesa:

— MaccuBHBIA Hea(P(PeKTHBHBIA 3puTpono33 (Taxénbie Ge-
Ta-TalacCEMHU4ECKHE CHHAPOMBI, CHAEPOONacTHbIE aHEMHH,
BPOXIEHHbIE AU3PUTPONOITHYECCKHE AHEMHM);

— pedpaxTepHble IUMOIIACTHYECKHE aHEMHH (TIPH XpOHHUEC-
KOH NMOYEeYHOH HENOCTaTOYHOCTH, YHCTOH KPACHOKIETOUHOM
aruIasuy, arvlaCTHYECKHX U MHEJIOIUIaCTHYECKHX CHHAPOMAX);

» 3a601eBaHuU, TPOTEKAIOLINE C YMEPEHHOH Neperpy3Koi xenesa:

— XpoHHueckue Gone3nu neyeHu (ANKOrOAbHBIA UMPPO3, NOp-

TO-KaBaJIbHbIE AHACTaMO3bl);

64

— BpOXXIEHHAA aTpaHCheppUHEMHS;
— NO3JHAA KOXKHas noppupus;
B MECTHas Meperpyska >Kene3oM:
— J€ro4Has neperpy3Ka >xkene3oM (MAHONATHYeCKHH JErOYHBIH
TEMOCHZEPO3);
— noYeyHas neperpyska xene3oM (MapoKCH3MallbHasi HOYHasA
reMOrIOOMHYpHS, CEpIIOBUAHO-KJIETOYHAA aHEMHA);
™ JpyTHe BHBI NEPErPY3KH KEIE30M:
— ajpuKaHCKas Neperpyska Jxejie3oMm;
— auepyJaoIIa3MUHEMMS.

FeHeTuka 1 naToreHes

I'en HFE pacnionoxeH Ha KOPOTKOM IuIede 6-ff XpoMOCOMEL. Y Gomb-
HBIX KJaccuueckod (popmoii 3a60neBaHUsl NPOUCXOAUT MyTallUs reHa
HFE — 3aMeHa LUCTEMHA Ha THPo3uH B 282 nonoxenun (C282Y).
OcHoBHOE HapylleHHe MeTaboii3Ma xejie3a B pe3ylibTare Mpou30LIea-
e MyTauuyu — yBeJIMYEHHE BCaChIBaHMs JKeJie3a B TOHKOH KHILIKE,
MIPHBOJIILEE K €0 MACCHBHOMY TOCTYIUIEHHIO B KDOBOTOK M HaKOILIe-
HHIO B OpraHax-MHILEHX.

DK30reHHOE JKeJIe30 NOCTYNAeT B OpraHu3M C IHUILIEH OOBIYHO B KO-
nuyectee 10—-15 mr. ExxeHeBHo BeackiBaercs u Buiaensercs 0,5-2,0 Mr
xeJe3sa, a oOliiee KONUYECTBO B Opranu3Me cocrasiseT 4,0-4,5 r. XKene-
30 BXOAWT B COCTaB reMorIoOKMHa, MHOIIO0HHA, LINTOXPOMOB, KaTajasbl,
deppuruna, reMocuaepuHa, TpancheppuHa U peyTuiMsMpyercs Ha 97%,
MOBTOPHO BKJIIOYasich B MeTabonu3M rema. 3% ixenesa NOCTyNawT C
nuileit, BcackiBaHWE MPOMCXOAUT B OCHOBHOM B JBEHA/LATHIIEPCTHOM
KHILKe. B KDOBEHOCHOM pycClie XeJe30 CBA3BIBAETCA C TpaHc(heppHHOM
U JOCTaBJIAETCS K OpraHaM M TKaHAM, KpOME TOro, YacTh CBfA3bIBacT-
csi ¢ (epPUTHHOM H OCTAETCA B SHTEPOLUTE. AKTUBHOCTb BCACHIBAHHA
NpsiMO TPONOPLHMOHAIbHA YPOBHIO HACHILICHUS TpaHC(eppHHA KPOBH
xene3oM. JKenezo xpaHHUTCS B BUJE KOMILUIEKCA C (PEPPHTHHOM, KOTOPBIH
obpa3syercs B KJIETKax CHCTEMBI MOHOHYKJIEAPHBIX (haroluToB.

BonbHbIE HaceACTBEHHBIM FEMOXPOMATO30M HAKAILTUBAIOT JKENe30
B opranu3me 15-40 r, yto B 5-10 pa3 Gonbliie HOPMBI, IIPH STOM 3anachl
)kene3a yBeanuuBaloTcs B 20—50 pa3. Takoe 3HauNTENbHOE HAKOIIJICHHE
)xee3a B OpraHM3Me IPOUCXOIUT Ha NPOTHKEHHH MHOTHX JIET, TO3TOMY
GONBIIMHCTBO GONBHEIX B NIEPHOA JUArHOCTHKY HaXOMATCsl B BO3pacTe
40-60 net. YV GoNbHBIX HACJIeCTBEHHBIM TEMOXPOMATO30M BCACHIBAHHE
XeJe3a HeMpOnopLHOHAIBHO MOBBILIEHO OTHOCUTENTBHO €r0 COAEPKaHHUS
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B pauuone. JKeneso aenonupyercs
BO MHOTHMX OpraHax, BKJIIO4as Cep-
e (puc. 8), neuyeHsb, MOMKETYA04Y-
HY10 JKenesy (pHc. 9), cycraBbl, KOKY,
- T MOJIOBBIE JKEJEe3bl U IpYyTrHe 3HO0-
\_--% g ="%.| KpHHHbIE OPraHbl, & OCHOBHBIM MEC-
: TOM HAKOIIIIEHUS SIBIAETCS IEeUeHb
(puc. 10). CymecTByeT HECKOJIBLKO
IyTeH paspyLUEHHs KIETOK JKEIE30M,
cofepXalluMcs B HUX B M30BITKE.
Hons! xene3a B3aMMOAEHCTBYIOT C
KHCIIOpOZ0M, 00pa3ysl BEICOKOAKTHB-
HBIE COCIMHEHHS, KOTOPBIE BBLI3BIBAIOT MOBpEkAcHUE KiIeTKkH. Kpome
TOTO, KENE30 KaTallU3UpYyeT [1POLeCcChl IEPEKUCHOI0 OKUCIEHMS JIUITH-
JI0B, crocoOCTBYET UCTOLLEHMIO 3anacoB BuTamMuHa E u C, CHHIKEHHIO
YPOBHs ITyTaTHOHA M CTHMYJHPYET CHHTE3 KOJIIarcHa.

-

Puc. 8. OtnoxeHus xenesa B MUOKapae.
3aumcTeoeaxo 13 https://path.upmc.edu/
cases/case77/images/micro4.

Puc. 9. OTnoxeHus xeneaa B 0CTPOBKaX Puc. 10. OTnoxeHus xenesa B LMPpPOTH-

INaHrepraHca nopKenyao4HoR Kenesbl. Yeckoi nevenn (CUHUIA LBET) Npu Hacnea-
3aumcTeoBaHo u3 https://peir.path.uab. CTBEHHOM remoxpomaTto3e. 3auMcTBO-
edu/library/picture.php?/11414/category/9 BaHo u3 https://webpath.med.utah.edu/

LIVEHTML/LIVERO76.html

KnuHunyeckasa kapTUHa

[Tpu HacNIeACTBEHHOM FeMOXPOMATO3€¢ MALMEHTHI MOTYT MPENbIB-
JSTH #ano0bl Ha ¢1abocTh, YTOMIIAEMOCTh, 60 B npaBoM nozapedepne,
CHHI)KEHHE MOJIOBOrO BJICYCHUs, UMIIOTEHIIHIO, CHHIKEHHUE MaccChl Tela,
Oonu B 0bmacTH cepana, cepaedrenus, oabIKy, aprpairui. [Tpu obbek-
THBHOM 00CIIeIOBAHMH YaCTO BBIABISIIOT TENAaTOMETANIMIO, MENaHOIep-
MHIO (ITUTMEHTALIUs KOKHBIX [IOKPOBORB), & TAKIKE TMNEPIITHKEMHIO, [0~
ko3ypuio (puc. 11). CoueTanne KOXXHBIX MPOSBIEHHI C CHMIITOMaMH
caxapHoro auadbera no3BoIHIM 0003HAYUTh JaHHYI0 Oone3ns Kak "OpoH-
30Bbli auabetr”. Tlpu nekomneHcauuu (pyHKLMH TIEYCHH TOSBIISIOTCS TPH-
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3HAKH CBOHCTBEHHBIE LIMppo3y. Kpome
TOTO, Y NMAalMEHTOB MOKHO BBISBUTh
CHMIITOMBI ITHEBMOCKJIEPO3a, 3aCTOM-
HOH cepAcyHOH HEeJOCTaTOYHOCTH,
apUTMHH, apTPONATHH.

B knuHMYeCcKOH NpakTHKE pas-
JUYAKT YeThbIpe CTajUM Pa3sBHTHUsA
HacJIeICTBEHHOrO0 reMOXpoMaro3a:

Puc. 11. [MaumneHT ¢ HacneacTBEHHLIM
Cmaousn 1 (nateHTHas) — Xa-  [EMOXPOMATO30M, CEpbiit OTTEHOK KOXM

_ (cpaBHuTe LBeT N BoNLHOM C LBETOM
Pablspuoysic HallerkeM Dedelion pykv Bpaya). 3aunmMcTeoBaHo u3 hitps:/

KOro JICCbEKTa, 0e3 CMMIITOMOB Iepe-  medicine.academic.ru/3797/Hemo-
IPY3KH KEIE30M. chromatosis

Cmaous 2 (GeccuMIITOMHas) — XapaKTepu3yeTcs J1abopaTopHEIMU
NpHU3HaKaMHM CHHIPOMA INeperpy3Kku JKele3oM.

Cmadun 3 — CHHJIPOM TIEPErpy3KH XEeJe30M ¢ paHHHMH CHMIITO-
MaMmu (cnabocTh, HEJIOMOTAaHHE, anaTHsa U APYTrHe NPOsBICHUA aCTCHH-
YECKOro CHHIPOMA).

Cmaous 4 — CHHOPOM Meperpy3KH xejesa ¢ MOpaKeHHeM opra-
HOB-MHILIEHEH.

OuarHocTuka

Junarnos HacjeaCcTBEHHOI0 reMoXpoMaTo3a MOXKET OBITH YCTaHOB-
JIEH Ha OCHOBAHHH KPUTEPHEB!
MOBBILIEHHE YPOBHS ChIBOPOTOYHOIO JKEe3a,
MOBBIIIEHHE HACBILICHUS TpaHC(pEPPHHA KEIE30M,
TMOBBIILIEHHE KOHIEHTpAui (eppuTHHA B CBIBOPOTKE KPOBH,
TOBBILIEHHE KOMHUECTRA JKeie3a B neveHy (TeYE€HOYHBI HH-
JIEKC xelie3a),
TOJIOYKUTENLHASI OKpacka OHoITaTa NeueHH 1o Ilepncy,
® reHEeTHYEeCKHH aHaJIu3.

INeueHue

JleueHHE TOMO3HMTOTHBIX OONBHBIX MPOBOAMTCA A0 Pa3sBHUTHUA OC-
JIOKHEHHIH, CBA3aHHBIX C CHHAPOMOM Ileperpysku skenesoM. [Iposo-
AATCA exelenensube Kpoponyckanus B 00béme He menee 500 ma a0
HOPMAalu3aliKu ypoBHs ()eppHTHHA B CBIBOPOTKE KPOBH, IOCHE YEro
KPOBOIMYCKAHHS TPOBOAATCA B HHIMBHAYAJIbHOM DPEXHME, 00BIYHO
4-6 xporornyckanuii B rog B o6béme 500 M kaxkaoe. s kourposs 3a
3 HEKTHBHOCTLIO JieueHHs HCTIOIb3YETCs HE YPOBEHb ChIBOPOTOUHOTO
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xKenesa, a coneprkanue ¢pepputHHa. HcnonszoBaHue xenarooGpasyio-
wpx npenaparoB (aedeppoxcamuH, aedepasHpoKC) B HACTOALLEE BpeMs
IPHU3HAHO HelenecooOpasHbIM, TaK KaK Aake NPH OAHOKPaTHOM KpOBO-
IyCKaHWM BBIBOAUTCS MpuOnusutensHo B 10 pa3 Gonkeiue xenesa, yeM
IPH HCIIONB30BaHHUH X€JIaTOpPOB.

V nauueHTOB C TEPMHHAJILHOM CTaguei nUppo3a W/WiIM remaro-
[EeJUTIONIAPHON KapLIMHOMBI €JMHCTBEHHBIM METONOM JIEYEHHS SIBIIAETCA
TPaHCIIaHTALUA TIEYEHH.

Vnanenue xenesa K0 pa3sBUTHs LUPPO3a WM AHabeTa npenoTepa-
LJaeT OTPHLATENbHBIE MOCIEACTBUS HACIEACTBEHHOrO 3a6oeBanus U
CBfA3aHO C HOPMalbHOH NPOAOJKHUTENBHOCTHIO XH3HH. TIpHunHamu
cMepTH GONIBHBIX C HACJIEACTBEHHBIM [EMOXPOMATO30M SABISAIOTCA TNeyé-
HOYHas HEAOCTAaTOYHOCTh, MUILEBOAHO-KEIYAOYHbIE KDOBOTEUYEHHMS HA
¢one uupposa neyenu. Kpome toro, y AaHHOH KaTeropuy nalMeHTOB
BO3MOXHO pa3sBMTHE MEPBHYHOrO paka NneyeHd. BBHAY 3TOro BaxcHbl
KOHTPOJIb COAEPKAHUA 0-(eTonpoTedHa U 3xorpadus rneyeHH.

NeduumT a,-aHTUTPUNCUHA

B nacrosiee Bpems aeduuur o,-AT sBIgeTcs NEPBBIM MO YaCTOTE
BPOXKAEHHBIM METaGoMMuECKHM Je¢eKToM, BBI3HIBAIOLIMM XOJIECTa3 U
1Mppo3 neyeHu y pered. a-AT mpexcraBnser coboil MIHKONPOTEHH.
OcHoBHas 4acTh CHIBOPOTOYHOTO ,-AT cuHTe3upyercs B neueHd. OH
NPUCYTCTBYET B AYONEHANILHOM H OpPOHXMAIBHOM CEKpeTe, nepebpocnu-
HaJIbHOH XHIKOCTH, B MATEPMHCKOM MOJIOKE, @ TAK)KEe HHTMOUpyeT TpHI-
CHH M ApyrHe NpoTeasbl, TAKHE Kak XMMOTPHIICHH, MIAaHKpeaTHyeckKas
3nacrasa, ypokuMHasa, (akTop XaremaHa H MpoTeasbl MOIMMopdHO-1-
JEPHBIX JNeHKOLUUTOB. Ero HemocTaToyHOCTE MPHBOAMT K MOBHIILIEHHIO
aKTHBHOCTH MpoTeas, B 0COGEHHOCTH 3nacTa3bl HeliTpoduioB. Beicokas
aKTHBHOCTb MOCJIEAHEH BbI3BIBAET "NPOTEOIMTHUECKYIO aTaKy" B JIETKHUX
H NPUBOIMT K PasBUTHIO dMbu3empl. ClielyeT y4HTBbIBaTb, YTO YPOBEHb
a,-AT B CHIBOPOTKE MOXKET MOBBILIATHCS [PU BOCHAJIEHHH, ONyXOJAX,
6epeMEeHHOCTH M NpHEME 3CTPOreHa.

Crnenyer yTOYHUTb, YTO B HacCTOsAILEE BPEMS HEAOCTATOYHOCTHIO
a,-AT 0603Ha4Yat0T CHIDKEHHE HHrHOUTOpa IpoTeassl Huxke 30% ot Hop-
MaJIFHOTO COAEPXKaHHUA B CHIBOpOTKe KpoBH. o,-AT xoaupyercs reHom,
PACIIONIOXEHHBIM B JUIMHHOM Iuleye 14-it xpomocomsl. Tum Hacnenosa-

HHS — ayTOCOMHO-KOAOMHMHAHTHBIH. HoMeHknarypa ¢enotHmoB 0,-AT,
KaK ¥ Opyrux HHruburopos nporea3 — Pi (protease inhibitor), ocHo-
BBIBAETCA Ha JIEKTpodopeTHYECKOH NMOABMKHOCTH Genka. Hopmans-
HBIN Genok o6o3Hauaercs OykBoii M, 6bicTpo nepemernaromuiics F,
MeUIEHHO niepeMematonmiicss P u S u camsil MeuteHHsli Z. Hopmais-
HbIif deHoTun obo3Hauaercs PIMM. Lluppo3 nedeHH, BTOPHYHBIA 110
OTHOWIEHMIO kK Aeduimty a,-AT, pasBuBaerca npu ¢enorune PiZZ.

MaTtoreHe3

IMopaxkeHue neYeHH CBA3LIBAETCH HeE C "IMPOTEOTUTHIECKOH aKTHB-
HOCTBIO", KOTOpas XapaKTepHa IUIs NOpa)XeHHs JIETKHX, M paHee pac-
CMaTpHBaJlach KaK MOJIEJb [TOBPEXKACHNUS NEYEeHH, a C CaMHUM HaKoOILIe-
HUeM a,-AT B Tkanuu nevenu. IIpu denorune PiZZ myrtanTHsii a,-AT
NOJTMMEPU3YETCS B IHAOMIA3MaTHYECKOM PETHKYITyME, UTO ACIacT He-
BO3MOXXHBIM €ro 3KCKPELIMIO M MPUBOAHUT K HAKOIJIEHHIO B FeNaTOLMTE.
®akTopaMy, crocoGCTBYIOMIMMH MTOJIHMEPU3ALHMH U HAKOIUIEHHIO MY-
TAHTHOrO 6ejTka B TKaHH I[TE€YEHH, SIBJIAIOTCSA MOBbILIEHHE TEMIICPATYPhI
TeNa U YrHeTeHue Aerpajauru o,-AT.

KnuHuueckan kapTtuHa

Heduuut o,-AT DpuBOAUT K MOpPaXKEHUIO IIEYEHH y HOBOPO-
KIOCHHBIX, JE€Teil U B3POCIBIX, paHHel dM@H3eMe JIETKHX y B3POCIBIX,
MeMGpaHO3HO-TIponubepaTHBHOMY roMepyiIoHehpuTy, Gubposy moa-
XKEeTyaouHo# sxene3nl. [Topaxenue NeyeHn pa3BUBAETCA MPH PEHOTH-
nax PiZZ u PIMZ. B nepBble rofibl XU3HH YK€ HMEIOTCA H3MEHCHHA
OHOXMMHMYECKHMX MAapaMeTPOB CHIBOPOTKH KPOBH (IIOBBILICHHE YPOBHA
AnAT), a y HEKOTOPBIX BO3MOXHO Pa3BHTHE TSKENOH MapeHXUMAaTo3-
HO# xkenTyxu. Co BpeMeHeM (POpPMUPYETCS LHPPO3 MEUEHH, KOTOPbIH
IONITOE BPEMSi MOXET OCTaBaThCs KOMIIEHCHPOBAHHEIM, HO Y 25-30%
NALMEHTOB HEYKJIOHHO MPOTPECCHPYET, IPHBOAA K cmepTH (110 25% B
AETCKOM Bo3pacte). B To jxe Bpems 4acToTa pasBHTHS UMPpO3a K 50 ro-
nam cocrasnsiet 18%.

OvarHocTtuka

Jlnaruos ycraHapnmMBaeTcs Ha OCHOBAHMM ONpeeeHus (eHoTuna
aebuumta o,-AT B chiBopoTKe KpoBH. [IpeHaTanbHas JUarHOCTHKA OC-
HOBaHa Ha aHaJiM3€ aMHHOTHYECKOH XHAKOCTH: B HOPME aKTUBHOCTH
@,-AT cocrasnsiet B Hel 10% OT akTHBHOCTH B ChIBOPOTKE.



I'McTonoruyeckasa KapTuHa

Mopdonoruyeckue U3MEHEHHs! B NEYEHU 3aBUCAT OT CTAJHH 3a-
OonepaHus. Y HOBOPOKIEHHBIX OTMEUYAOTCS CIEAYIOUIHME U3MEHEHUS:
FUTaHTCKHUE KJIETKH, X0JIeCTas, yMEpeHHBI cTearos, opTanbHLli Guo-
po3, nponudepanus xeT4HbIX nNpoTokoB. [Ipy qanbHellleM nporpeccHpo-
BaHHHM 3a00NeBaHMs Pa3BUBAETCA BBIPAKCHHBIH NOPTAIbLHLIA (GHOpo3 n
LMPPO3 NeveHH. XapaKTepHbIMH MPH-
3nakamu aeduuuta o,-AT aBnsiores:
arperauus 03MHO(MHIIOB ¥ HaJIHYKE
PAS nonoxkuTenbHbIX IHacTazope-
3MCTEHTHBIX [I00YJI B 3HIOILIA3MAaTH-
YECKOM PETHKY/ITyME IEPUIOPTAIbHBIX
renatouuToB (puc. 12).

IleyeHne
Creuuduueckas Teparnus He pas-
paborana. Jluarnos aepuuura o-AT

Puc. 12. a,-AT HegocTaToMHOCTb. LiK-
TonnasMaTuMyeckue BKoYeHusa (okpa-

LUMBAIOTCA B KpacHbi uBeT — PAS).
Pa3spacTanus coeauHuTensHoi Tkany,  IBJFIETCH TNIOKA3aHHEM K TpaHCHIaH-

3aumcTBOBaHO M3 https://www.webpa- ~ TalMH nedenu. Ilokazarenu natu-
thology.comfimage.asp?n=26&Case=234  jleTHEH BLDKMBAEGMOCTH COCTaBISIOT

83% y nereii u 60% — y B3pOCIBIX.

st yMEHbLIEHHS IPOrpeccHpoBatus SMdu3eMbl JErkUX Ha QoHe

neduuura o,-AT Haubonee BaKHLIM MEpPOIpPHUSATHEM fABJIAETCHA OTKa3 OT

Kypeuus. [Ipu nmopakeHusX NErKUX MPUMEHSIOT JOHOPCKHH MIIM reH-

HO-HHKeHepHbli o,-AT. TIpu H301MpoBaHHOM NOPAYKEHUH MEYEHH ero
IIpPUMEHEHHE HE LeNecoobpaszHo.

WNtoroeble TecToBble 3afaHUA

1. MapkepamMy UMTONMTUYECKOrO CMHAPOMA Mo AaHHbIM BMOXUMMHUYECKO-
ro aHanusa KpoBW SIBNAKTCA:

a) AnAT, AcAT, TTT

b) T'T'T, LD, 6unupydun

¢) COD, CPB, y-rnobynuHBI

d) xonunscrepasa, ansdbymun, MHO
€) HHMYEero U3 NEPE’YHCIEHHOro

2. MapkepaMu XOnecTaTM4ecKoro CUHAPOMa Mo AaHHbIM BUOXMMUYECKO-
ro aHanusa KpoBMW ABMAAKOTCAH:

a) AnAT, AcAT, TTT

b) I'T'T, LD, 6Gunupydun

¢) COD, CPB, y-robynHHbI

d) xonunacrepasa, ansoymun, MHO
€) HHYEro M3 MepeyrciIeHHOoro

3. Kakoe cyxaeHWe OTHOCUTENLHO XONecTaTMYecKoro CMHAPOMa HeBepHO?

a) akTuBHOCTE [1I® nmoBsIIEHA

b) B KPOBH IOBBILIEHO COEPKAHKE MTPEMMYIIECTBEHHO HEMPAMO-
ro ounupyouHa

C) IUTHMTENbHBIH X0IecTaz MOXKET OCIOMKHATHCS OCTEONOPO30M H
ocTeoMasaLueH

d) xonecra3 MOXKET TPUBOIUTL K MOBPEHKICHHIO KIETOUHBIX MCM-
OpaH ¥ HEKPO3y TernaTolHTOR

€) 3ya, KaKk IpaBHJIO, IPEALIECTBYET HKEJITyXe

4. Y nauyneHTa ¢ noareepxaeHHoin HBV-uHdekumen BbiABNeHb! cneayto-

wue mapkepsi: HBsAg, antiHBe, antiHBc IgG, HBV IHK — 350 ME/mn;
B GMOXMMWYECKOM aHanu3e KpOBW NaToNorMu He BbIABMEHO, YPOBHU
AnAT n AcAT B Hopme. OnpepenuTte Haubonee BepoaTHyto da3sy 3a-
boneBaHusn.

a) dasa "HMMYHHO} TONEPAaHTHOCTH"

b) daza "ummyHHOIi peakTHBHOCTH"

c) HBeAg neratusuas xpouuueckas HBV-undexuus

d) HBeAg neratuBHblit Xxponuueckui renatut B

e) natentrnas HBV-undexuus
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5. K cneundpmyeckum cumntomam HBV uH(ekuMn OTHOCAT:

a) cnaboctb

b) auckomdopT B npaBoM noapedepse
C) remaroMerajius

d) nansMapHas 3puTeMa

€) HHYEro U3 NepeyrcIeHHOro

6. HDV npeacraBnsieT coGoii:

a) THK-comepsxamuii Bupyc u3 cemeiicrsa Hepadnaviridae

b) HMMyHHBIH KOMILTEKC, cofepxawuii antured HDV

¢) PHK-conepxamuii nedextHslii BUpyc u3 pona Deltavirus

d) PHK-conepawuii OqHOLIENOYEYHbIH BUPYC, OTHOCALIMICA K
cemeiictBy Flaviviridae

€) HUYEro U3 MEePEeUHCIIEHHOrO

7. Hanbonee uenecoobpasHoii TAKTUKOK BeAEHMA NaLMEeHTa C XpoHU4ec-

kum renaturom D (HDV PHK*, HBV [1HK") asnseTcs:

a) HasHaYeHMe HyKJICO3HAHBIX aHAJIOrOB

b) HabGmoneHHe 3a nauMeHTOM M Ha3HauY€HHE NPOTHBOBUPYCHOMN
TEpanuM NpH MOABJIEHHH CHMITOMOB LIUPPO3a NEYEHH

C) TPaHCIUIAHTALUA NEYEHH O Pa3BUTHSA LIHppPO3a

d) kax MokHO paHHee HasHauenue PHo-2

€) HeoOXONMMO Ha3HAYEHUE reNnaToNnpPOTEKTOPOB

8. B natoreHese HCV-undexuumn uMeer 3HaueHue:

a) cnocobrocts HCV-nionasnste HMHIYKUHIO HMMYHHOIO OTBETA
XO3gHHa

b) Hu3kas yacrora mytauuit HCV
C) BBICOKHH YPOBEHB PEILIMKALMH B HEGONBILOM YHCIIE FENATOLUTOB

d) necnoco6uocth HCV k pennnkanuu B Apyrux KJIeTKax, Kpome
renaTolMTOB

€) BCE nepeuucIeHHOoe

9. K dakropam, onpegensiowum ucxon uHgpuumposanem HCV, otHo-
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CUTCA BCE nepeuncrieHHoe, Kpome:

a) non

b) Bo3spacr

¢) xoundexuus HIV

d) ynorpebnenue ankorons
€) reHOTHUN BUpyca

10.

1.

12,

13.

Ana anarHocTuku hmbpo3a neveHn Npu XpoHuyeckom renarute C uc-
NONbL3YIOTCS BCE MeToAbl, Kpome:

a) Y3U neuenu

b) anacTomeTpus ne4eHu

c) AcAT, TpoMGOIUTEI

d) MarHuTHO-pe30HaHCHas 3j1acTorpadus neyeHu

e) dbubporect

Kakas U3 Huxe NpUBEAEHHLIX CXeM NPOTUBOBUPYCHOM Tepanuu NoAa-
XoaUT ANA NnevYeHUA XpoHn4ecKoro renaTnurta C, 1b reHoTuna, cTeneHn
¢hubposza 2 (F2)?

a) cotbocOyBuUp + ceMenpeBHp

b) codocbysup + pubaBupux

c) codocOyBup + KakiaTacBUp

d) snurekaBup + TeHOGOBUD

¢) pubaBupHH + AaKJIaTaCBUP

B AuarHocTuke ayTOMMMYHHOro renaTtmTa umeeT 3HaveHue BCE nepe-
YUcneHHoe, Kpome:
a) moBeimwieHne ANAT u AcAT B 5-10 pa3
b) Hanuuuie NMPU3HAKOB NEYEHOYHO-KJICTOYHOH HEAOCTAaTOYHOCTH
c) mosbiieHHe THTpa ANA u ASMA
d) BrICOKas FTHCTONOrMYECKasi akKTUBHOCTH renaTuTa
e) nosblieHue THTpa AMA

BuiGepute HaubGonee ONTUManbHYI0 CXeMmy Tepanuu ANs NauMeHTKkU
(21 roa) ¢ snepBbie BbIABNEHHbIM ayTOMMMYHHbIM renaTuToM | Tvna
U BbICOKOW CTerneHbio aKTUBHOCTHU.
a) MOHOTepanus MPeJHAU30I0HOM B Jo3e 60 Mr/cyT
b) nynsc-Tepanus NPeAHA30JIOHOM B fo3e 1200 Mr/cyT
C) Teparus npeaHu3010HoM 30 Mr/CyT B co4eTaHHH B a3aTHOTIPH-
HoM 50 mr/cyt
d) Tepanus npenaparoM MukodeHonar MoQeTHI B 03¢ 2 I/CyT
€) MalMeHTbl C BIEPBLIE BHIABICHHBIM ayTOMMMYHHBIM IelaTH-
TOM He HY)JAIOTCA B JIEKAPCTBEHHOH Tepanuy, HeoOXoaMMO
HaGoneHue ¢ MOCASAYIOINM NPHHATHEM PEIIEHHs 0 €€ Mpo-
BEAECHHU
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14. Hanuure xakux NPU3HAKOB He XapakKTepHO ANA nepBUYHOro Gunuap-

HOro XonaHrura?

a) TelleaHrHIKTa3usd

b) Hauano 3aGoseBaHUsA C KEJNTYXHU C MOCAEAYIOIHUM TIPHCOELH-
HEHHEM KOXXKHOTO 3yfa

C) CIUIEHOMEranus

d) Hagano 3a60neBaHKA C KOXKHOTO 3yJ1a C NMOCIEAYIOIIUM [IPUCO-
€AUHEHUEM JXKENTYXH

€) remaToMeraius

15. Hannune AMA B CLIBOPOTKEe KPOBM XapaKTepHO AnsA:

a) reMoxpomarosa

b) ankoroneHoii Gone3uu neuenu

C) NepBHYHOrO GHITHAPHOrO XONAHIHUTA
d) octporo renarura C

e) Gonesuu Bunbcona

16. Kakue npenapatb! BbiGupator npu neuyeHum NCX?

17. HanGonee uHbOpMaTUBHBLIM METOROM MHCTPYMEHTaNBLHON AUArHOCTH-
ku MCX sBnaerca:

a) aHTHOHOTHKH
b) IIIOKOKOPTHKOCTEPOUIBI

C) Ipenaparsl ypcoae30KCHXONEBOH KHCIIOTHI
d) D-nenuuunaMuH

e€) nedepokcaMuH

a) OPXIII

b) V3U opranos GproiiHoii nomocTu

c¢) KT opranos 6prounoii nonocru

d) no3uTPOHHO-3MHCCHOHHAs TOMOrpadus
€) 330(haroracTpoayoAeHOCKOUS

18. JlekapcTBeHHO® NopaxXeHUe NEe4YeHW NO TUNY CTEaTo3a BbI3LIBAET:
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a) HUKOTHHOBas KHCJIOTa
b) amuonapoH

¢) aucynbpupam

d) ¢nyxonaszon

€) oMenpasol

19. OCHOBHbLIM METOAOM NeYeHUs NieKapCTBeHHOTO NnopaXeHUs nevyeHu
ABJIAETCA.

a) NpHéM ypCOIEe30KCHXONEBOM KUCIOTH B o3e 10—15 Mr/kr

B CYTKH B TeueHHe 4—6 Henelb
b) ormeHa "npuunHHOrO" npenapara
C) NpoBeleHHE Ae3UHTOKCHKAMOHHOH HH(Y3HOHHO#H Tepariu
d) HCrOBE30BaHHE METOAOB 3KCTPAKOPIOPAITbHOH reMOKOPPEKLIHH
€) a3HauyeHHUe paCTHTEJIbHBIX renaTonpoTEKTOPOB

20. Kakoe cyxfaeHue oTHocutenbHo 6onesHn Bunbcoxa BepHo?

a) oOHapyxuBaeTCsa reHeTH4eCKUH nedeKT CHHTE3a LiepyJIo-
TUIa3MHHa

b) oTMeuaeTcs CHUMKEHHE IKCKPELIHH MERH C XKEITYbIO

C) MOBBILIAETCS CBOOOAHKIH LIEPYIOIUIa3MHH B CHIBOPOTKE KPOBH

d) yBenuuusaercs abcopOuus Meau B KHILIEYHHKE

€) BCE CyXI€HHS BEPHBI

21. AnA KAMHWYECKON KapPTHHLI 6one3Hn BunbcoHa xapakrepHo:

a) pa3BUTHE KaTapaKThl

b) cHmxeHMe reMOnIOOHHA W/HIIH SPUTPOLIMTOB
¢) noseimenne AnAT u AcAT

d) nu3aptpus

€) BCE NepeurcIeHHOoe

22. [insa 6a3ucHoli Tepanuu GonesHn BunbcoHa ucnonb3ayeTca:

a) MPeqHU30JI0H

b) N®Ha-2

¢) D-nenuuminamus
d) cynbar uunka

e) cyns(acanasvu

23. B gvarHocTMke HacneACTBEHHOro reMoXpomMaTo3a UMeeT 3HaYeHue BCé
nepeynucrneHHoe, Kpome:

a) ypoBeHb (peppUTHHA

b) HacklleHHE TpaHceppHHa XKeENe30M

C) MOBBILIEHHE YPOBHS CHIBOPOTOYHOIO Xee3a

d) noBebllieHHe oOLIeH Kene30CBA3bIBAIOLIEH CTIOCOOHOCTH
CBIBOPOTKH

€) reHeTHYeCcKUi aHanu3
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24. Yxaxwute Hanbonee oNTUManbHbIN PEXVM Nle4eHUss NePBUYHOTO FreMo-
Xpomaro3sa:
a) AMeTa C OrpaHHYEHHEM XKeje3a
b) orpaHuueHue xenes3a B uIle, coueras ¢ NpuéMoM aecdepaina
C) KpOBONYCKaHHs
d) xpoBomycKaHus, codeTas ¢ npuéMoM aechepaina
e) spurpountodepes

25. Y naumenroB ¢ aechuunutom a,-AT pa3BuBaeTca:
a) doxanbHas HomynApHas FUNEpPIUIa3us
b) cuaapoM xonectasa
c) cunapoM bagna—Kuapu
d) BeHOOKKIIO3HOHHAsA GONE3Hb
€) IpOrpeccHpyrolas neperpy3ka opraHu3Ma MeJibio

26. XapakTepHbIMU TMCTONONMYECKUMU NpU3Hakamu Aeduuunra o,-AT AB-
nATCA:

a) arperauys 303MHO(UIOB 1 HaTMyKe PAS-N0I0KUTENBHBIX AU~
acTa3’ope3HCTEHTHBIX MO0y B SHAOMIA3MATHYECKOM PETHKY-
JIyMe€ NEpUNOpTaIbHBIX FeNaToOLMTOB

b) nepunopransHoe Bocnanexue, GpuGpos, paclinpeHHe MopTaib-
HBIX TPAaKTOB, OTEK U (pubpo3MpOoBaHHE NOPTANBHBIX TPAKTOB,
nponudepaLys KeTYHBIX IPOTOKOB

¢) dopMHpOBaHHeE CTyEHYATHIX HEKPO30B, AECTPYKLIHS XKETUHBIX
NPOTOKOB ¢ nponudeparueit

d) xpynHoKanenbHas KUpoBask AUCTPOGHUS renaToLUTOB, arpera-
1M TMMQPOUHBIX KIETOK B MOPTAJIbHBIX TPAKTax ¢ o6pa3osa-
HHMEM B YaCTH Cliy4aeB JTMM(POHIHBIX Y3EJIKOB

€) BbIpaxkeHHas OejikoBasi AUCTPOGHS NeYEHH

Omeemss

Ne OrBet Ne Orser Ne Orser Ne Otser
1 a 8 a 15 c 22 c

2 b 9 e 16 c 23 d

3 b 10 a 17 a 24 c

4 c 11 c 18 b 25 b

5 e 12 e 19 b 26 a

6 c 13 c 20 b

7 d 14 b 21 e
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CuTyauMoHHbIe 3agaum

3adava Ne 1
ITaumenrt, 54 net, npeabABIET XKaJIoOb! Ha TSHKECTH B MMPaBOM IIOA-
pebepre, cnabocts. [Ipu ocMoTpe: cepoBaThiif OTTEHOK KOKHBIX ITOKpO-
BOB, MEY€Hb BBICTyNaeT Ha 2—3 cM u3-noj kpas p&6epHoii nyru. Ilpu
obcnenoBaHUHM MapKepOB BHPYCHBIX IeNaTHTOB HE BBIABICHO.
Buoxumuueckuii ananu3 kposu: ANAT — 78 Ell/n, AcAT —
56 EI/n, ITT — 31 EI/n, II® — 87 E/n, 6unupy6un obmuii —
18,6 MxMonb/n, xene3o — 49 mxmons/n, ¢deppurud — 1200 MKr/i.
3aoanua:
1. [TocTaBuTh NpeABapUTENbHBIN JHArHO3.
2. Ha3zHayuTh AOMOJIHUTEILHOE 00CIeoBaHHe.
3. Ha3nauuts neuenue.
4. OnpenenuTtsb MpPOrHo3.

3adava Ne 2

Mauuentka, 35 net, o6parunace ¢ xanob6aMH Ha JKENTyLIHOE OK-
paliuBaHUE KOXHBLIX MOKPOBOB, BhIpaXeHHYIO claboCTh, TOLIHOTY,
YYBCTBO TSDKECTH B MpaBoM noapebepbe, MOBHILIEHHE TEMIIEPATypPEl B
BeuepHHe yachl ao 37,9°C. boneer okoyo ABYX MECALECB, B TEYEHHE KO-
TOPBIX MOCTENEHHO CTANH HApacTaTh BhbillieyKa3aHHbIE Jkano0sl. Bbuna
FOCIHTANN3NPOBaHa B HH(EKUHOHHYIO GoNbHUITY. MapKepbl BHPYCHBIX
renatutos He o6uapyxens! (HBsAg, antiHCV, anti-HAV-IgM). bonsHas
NepeBeieHa B TEpaneBTUYECKHI CTallHOHAp.

W3 anamHesa: remoTpaHcdy3uu HE MPOBOAMIIKCE, TE€NaTOTOKCH-
Hble MpenapaThl He NPUHUMAaUA, ATTKOTOMIb He YToTpeGnserT, 3a00eBanui
NIEYEHH Y POACTBEHHUKOB HE OBINO.

Ipu ocMoTpe: koXxa ¥ BUAUMBIE CIN3UCTEHIE XKENTYLIHBIC, Pa3MEPLI
neuyenu no Kypnosy 11 x 10 x 9 cM, HHXHHH Kpaii Te4eHH OCTDBIH,
IUIOTHO3/1aCTHYECKO}H KOHCHCTEHLIMH, Ha 3 cM HMxe pEGEpHOM Ayru.
Cenesénka 12 x 8 cMm.

Knununueckom ananus kposu: noesimenne COO no 28 Mm/u.

Buoxumuueckuit ananus xposu: AnAT — 630 EJl/n, AcAT —
798 E[l/n, 6unupy6un — 240 mxmons/it, ITT — 52,5 E[l/n, I® —
199,5 EI/n, y-rmo6ynunbl — 28,35 1/, xene3o — 12 MKMOJIB/I.

H®A: ANA B turpe 1:320, ASMA B TTpe 1:640, AMA He o6Ha-
PY’KEHBI.

Y3H opraHoB OpIOLIHO#H MONOCTH: YMEPEHHAas TellaToMeraius,
IM(Py3HbIe H3MEHEHHUS NEYEHH, YBEJIMUCHHE Pa3MEPOB CENE3EHKH.
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3aoanua:
1. TloctaBuTH NpeABapUTENBHBINH JUArHO3.
2. Ha3zHaunTh AOMONHHTENBHOE 06CenoBanue.
3. Ha3HayuTh JIeYeHHE.
4. OnpenenyuTs NPOrHO3.

3adaya Ne 3
ITamyent, 41 roxa, obparwics B KIMHHKY ¢ an0o0aMH Ha MOsBJICHHE
NpOTPECCHUPYIOLIEH YTOMIAEMOCTH, 3yAa, KENTYXH.
U3 anamuesa: 5 ner HaGniogaeTcs no NOBOLY A3BEHHOIO KOJIHTA.
IIpn ocMoTpe: KOXHbIE MOKPOBBI XENTYILUHB! CO CIEAAMH Pacy&coB,
JKHBOT HE B3AYT, NpH Najnbnauuu 6e360/e3HEHHEII,
JlaGoparopuo: II® — 685 EJl /n (nopma: no 240-270 EJl/n). IIpo-
BEJICHa XONIaHTHOrpadus, IpH KOTOPOii BBIABIEH "CHUMITOM 4&TOK".
3aoanus:
1. TlocTaBuTe MpenBapHUTENbHEL qHArHO3.
2. Ha3HauuTh JHOMONHUTENLHOE 06CIIE0BAHME.
3. HasHauuts sieyenmue.
4. OnpenenyuTs NPOrLos.

3adaya Ne 4

. INaumentxka, 17 ner, o6patunacs ¢ xanoGamMu Ha o610 C1aGoOCT,
CHIDKEHHE anleTHTa, CHIKEHHE Beca, 6eCCOHHMLY, a TaKXKe HeyCTOH-
1HBOCTE NOXOAKH, TPYAHOCTH NPHU BBIMOJHEHHH MEIKHX JBMXKEHHI,
CMAa3aHHYIO peyb.

IIpu ocMotpe: GoNbHAS HOHMKEHHOTO IUTAHKA, KOKHBIE MTOKPOBEI
Onenueie, cyxue. B nérkux BE3HUKYIAPHOE AbIXaHHe, XpUITOB HeT. ToHb!
CepAla NPHUINYIIeHbl, PUTM MpaBuibHblil, YCC — 70 ya./mun, AJl —
110/70 MM pr. ct. B npaBoM nonpeGepbe nanbnHpyeTcs YBETHYEHHAS,
BhICTynaromas Ha 3—4 cm us-non péGepnoii ayru, nedeHs. Kpaii eé
3aKPYTVIEH, IUIOTHBIH, IOBEPXHOCTh HEPOBHAs. TaKke MalbOUPYETCA
yBenu4eHHas cenes€Hka. Ilanenauusa sxupora 6e3GonesneHnas. Moue-
HcnyckaHue cBobonHoe, GesbonesneHHoe.

Kiunnueckuii ananus kposu: remormo6us — 110 r/x; 3pHUTPOLH-
61 — 3,2 X 10'%/;m; TpoMGoumTer — 180 x 10%1; nejikouutsl — 10,9 x
x 10%m; COD — 30 mMm/u.

Buoxumuueckuit ananus xposu: AnAT — 48 EJi/n, AcAT —

52 EJUn, xeneso — 17 MxMons/n, depputin — 58 Mxr/n (HopMa 10
120 mxr/n).
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HN®DA: HBsAg He ob6HapyxeH, antiHCV He oGHapyxeHb, AMA
He oOHapyxeHb, ASMA He o6HapyxeHbl, anti-LKM He o6Hapy>XeHBI.
3aoanus:
1. ITocTaBuTh NpeABapHUTEIBHBIN AHATHO3.
2. Ha3znauuts JonosiHUTENBHOE 06ciieoBaHue.
3. HasHayuTh JI€UEHHeE.
4. Onpenenurs NPOTHO3.

3adaya Ne 5

IManmenTka, 51 rog, B TeueHue TPEX JIET OTMEHAET KOXKHBIH 3YA.
JnvrtenpHOE BpeMs JIEYWIach y AepMaroJiora, npaktuiyecku 6e3 a¢-
texra. 3a mocneanne 6 Mecsues notepsna B Bece 4 kr. O6parunacsk ¢
»anobamMi Ha BEIPOXXEHHYIO CJIab0CTh M KOXHBIH 3ya.

Ilpu ocMoOTpe: JKEeNTYLIHOCTh CKiep, B 001acTH BEK BH3yaH3H-
PYIOTCSl KCaHTenasMbl, Cliefibl pacuécoB Ha koxe Tynosuma. [leuens
BBICTYNAeT M3-TIoA Kpas péGepHOl MyrH Ha 3 CM, IUIOTHadA, C IIaAKOH
NoBEPXHOCTBIO. Cene3éHKa He NalblUpyeTCs.

KnuHuyeckuii aHanu3 KposM: spuTpouutsl — 3,7 x 10'%/11, remo-
mobun — 122 r/n, neiikouutsr — 6,5 x 10%1, pomGouuTer — 170 X
% 10%n, COD — 45 mm/u.

BuoxuMuueckuii aHamu3 Kposu: o6umit Grwmpyoun — 30 MKMOJIB/11,
npsMoii Gunupy6uE — 21 MxMONL/N, o6mmit Genok — 68 r/n, anb0y-
MuH — 30,6 r/n, ATAT — 75 Ell/n, AcAT — 82 EJl/n, LLI® — 580 EZUn,
xonecrepun — 9,05 Mmoub/n1, npoTpoMGuHOBHI HEAEKC — 95%.

HDA: AMA B Tutpe >1:40.

3aoanus:

1. TTocraBuTh NpenBapHUTENBHBII JHATHO3.

2. Ha3HauuTh AOMONHHUTENBHOE OOCIEIOBaHHUE.
3. Ha3znauuts neuenue.

4. OnpegenuTh MPOTHO3.

Omeembl kK cumyayUuoHHbLIM 3adaqyam

1. HacnencTBeHHBIH reMoXpoMaros.

2. AyTouMMYHHBIH renartut I Tuna.

3. IlepBHYHBII CKJIEPO3HPYIOIIMI XOJIAHTHT.
4. Bonesns Bunbscona.

5. TlepBuuHBIi OGHIHAapHBIH XONAHIHUT.
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MpunoxeHue

Wkana RUCAM (2016 2.) [5, 31]

J1C — nekapcmseHHoe cpedcmeo, PC — pacmumensHoe cpedcmeso,

BINH — eepxHull npeden Hopmsl, JII1T — nexkapcmeeHHoe nopaxeHue neyeHu

Llikana dnsa eenamouesiIiojiIApHOZ0 nopaxeHus nevYyeHu

Mpu3Haku

Bann

5. MNouck ansTepHaTUBHbBIX NPUHKH
Tpynna | (7 npuyut)
= HAV-uHdekuyms: anti-HAV-IgM
= HBV-uHdekuna: HBsAg, anti-HBc-IgM, HBV HK
= HCV-uHdhekuus: anti-HCV, HCV PHK
= HEV-uHdekums: anti-HEV-IgM, anti-HEV-1gG, HEV PHK

= renatobunuapHan coHorpaduvs/LBETOBaA JONNEPOBCKAn COHorpadus co-
cyAos nevexun/anpaocoHorpachus/KT/MPT

= ankoronuam (AcAT/AnAT = 2)

B OCTPbIA HEQABHWIA Crydai rMNoTEH3UW (B 0COBEHHOCTU NpU HanW4uK oc-
HoeHoro 3aGonesaHus cepaua)

Ipynna Il (5 npuyuH)

= OcnoxHeHus ocHoBHOro(bIx) 3abonesaHus(Wid), Takoro Kak cencuc, Me-
TacTaTMdeckas 3nokavecTBeHHas onyxofib neyeHu, AWM, xpoHuueckuid
renatuT B unu C, NMEX unu NCX, reHetudeckue 3abonesaHns nevyeHu

= WHdbekuus, npeanonaraemasn ¢ nomolbio MLUP 1 uameHeHus TuTpa:
— Ans uMtomeranosupyca: anti-CMV-IgM, anti-CMV-IgG
— Ansa Bupyca 3nwreliHa—Bapp: anti-EBV-IgM, anti-EBV-IgG
— Ansa supyca npocToro repneca: anti-HSV-IgM, anti-HSV-IgG

— Ans Bupyca varicella-zoster (BeTpsiHOM OCNbl U ONOSICLIBAKOLWETD M-
was): anti-VZV-IgM, anti-VZV-1gG

Ouenka epynn | u ll
= Bce NpudMHL! U3 rpynn | v Il o6ocHoBaHO UCKMIOYEHBI
= 0BOCHOBaHHO WCKMIOYEHbI BCe 7 MPUYKMH W3 rpynnb |
= 0BocHOBAHHO UCKNOYeHbl 6 Mnu 5 npuyKH U3 rpynno |
= 060CHOBaAHHO UCKMKOYEHbI <5 NpUYKMH U3 rpynnb |

= ankTepHaTWBHasA NPUYMHA BLICOKOBEPOSTHA

+2
+1

-2

Mpu3Haku Bann
1. BpeMeHHOM MHTepBan Mexay Hadanom npuéma JIC/PC n Hayanom peakumu
= 5-90 gHel (noBTOpPHOE HaaHadeHwe: 1-15 gHein) +2
= <5 unu >90 gHel (NoBTOpHOE HasHa4YeHue: >15 gHew) +1
AnbTepHaTUMBHO: BpeMs Ha4yana ot npekpaileHus JIC/PC
= <15 gHen (MCcKnioYeHre Ans MeaneHHo MeTabonuanpyoLmMxcs BeWecTs: +1
>15 gHen)
2. MameneHune yposHs AnAT nocne npekpawexnns npuéma J1IC/PC
[NpoueHT pasnuyuin Mexay nukom AnAT u BMH
= cHuxeHwe 250% 3a 8 gHen +3
= cHwKeHune 250% 3a 30 gHen +2
= HET AaHHbIX, MEPCUCTEHUMUS, YBENWYEHME UMK AanbHERLLEE NCNOMNb30Ba- 0
Hue JIC/PC
= cHwxeHue 250% nocne 30 gHein 0
= cHmkeHne <50% nocne 30 AHern Mnyv NOBTOPHOE MOBbILLEHWE -2
3. ®dakTopbl pucka
= ynotpebnexne ankorons (TekyLee, B ankoronbHbIX €4MHULAX B AeHb: +1
>2 ANs XEeHLUWH, >3 AN MyX4uH)
= yrnotpebnenune ankorons (TexkyLlee, B ankKOronbHbIX equHULEX B AeHb: 0
<2 ANA XKEHLWMWH, <3 ONsS My»X4uH)
= go3pact 255 net +1
= oapact <55 net 0
4. Conytcteytowme J1IC/PC:
= OTCYTCTBYET UMW HET AaHHbIX
= conyTcTeytowui npuém JIC/PC, He cBA3aHHBIN ¢ HAYanom peakumm 0
= conyTcTBytowumin npuém JIC/PC, coBnagatowmin unv 6avakuii No BpeMeHu -1
K Ha4any JMr
* conyteTayRWNA pIeM JIC/PC, nasectHoro kak renatotokewn, cosnapa- | —2
H0LLINA Unn Bnuakuia no Bpemenu k Hayany J1MNMM (Hann4ue gaHHoro nNpu-
3HaKa OTMeHseT npeasiaywme 6annkl, HabpaHHbIe B 3TOM NYHKTE)
= conyTcTeyowmin npuém NIC/PC ¢ aoka3aHHOM ponbio B aTOM cny4ae (no- -3

NoXuTenbHaa peakuus Ha NoBTOPHOE HasHayeHwe UNu NoAreepXaeHue
TecTamu)

6. MpenwecTsyowas renatoTokcnyHocTs JIC/PC

= peakuusi MapKupoBaHa B MHCTPYKLWK K NPOOYKTY

= peakuusi onybnuKoBaHa, HO He MapKkMpoBaHa B UHCTPYKLUK
= peaKkuus HEW3BECTHA

+2

+1

7. OTBET Ha HenpegHaMepeHHoe NOBTOPHOE BO3AeNCTBUE

» yaBoeHue ypoeHa AnAT nocne nostopHoro npuéma oguoro JIC/PC, npu
ycnoeun AnAT Hwke 5BIMH nepen NOBTOPHLIM BO3AEHCTBUEM

= ynBoeHWe ypoBHs ANAT nocne noeTopHoro npuéma J1IC/PC (0AHOro Unu 8
KOMBWHaLMN) NpWU UMEIoLLENCs NePBUYHON peakuun

= nosbilleHne AnAT, HO MEHbLLE, YEM NMPW TEX Xe YCNOBMAX BO BPEMS nep-
BOrO Ha3HavyeHus

= Opyrve cutyauuu
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Uikana Ana xonecmamu4ecKoz0 U cMeWwaHHoz0 nopaxxeHust ne4eHu

FioXuUTEerbHan peakuus Ha NOBTOPHOe HasHaueHWe Unyu NoaTBepXAeHve
Tecrtamu)

Mpnanaku Bann
1. BpemeHHOM nHTEepBan mexay Havanom npuéma J1IC/PC v Hayanom peakuwmn
» 5-90 gHeir (noBTOpPHOE HasHa4veHue: 1-80 grel) +2
= <5 unu >90 gHel (RosTOpHOE HasHaveHue: >80 gHen) +1
AnbTepHaTUBHO: BpeMS Havana ot npekpatexun JIC/PC
= >30 gHe (MCkNloYeHne ANS MeaneHHo MeTabonuanpyIOWMXCA BELLECTB: +1
<30 gHewn)
2. Namenenue yposxa P nocne npekpaweHus npuéma JIC/PC
MpoueHT pasnuunii mexay nukom WS n BMH
= cHuxeHue 250% 3a 180 gHei +2
s cHwkeHue 250% 3a 180 aHen +1
" HeT AaHHbIX, NePCUCTeHUMS, yBenu4yeHue unu gansHelwee UCRonbL3oBa- 0
Hue JIC/PC
= cHwkeHue 250% nocne 30 gxelt 0
= cHwieHue <50% nocne 30 AHelt N NOBTOPHOE NOBLILLEHWUE -2
3. dakToph! pucka
= ynotpebneHune ankorons (TexyLuee, B aNKOronbHbIX eAUHULAX B AEHDb: +1
>2 ANSA XeHWWH, >3 ANA MYX4YKH)
» ynotpebneHue ankorons (TeKyliee, B ankoronbHbIX eAnHULIAX B AEHb: 0
2 ANA XEeHIWUH, S3 ANA MyXVH)
. Gépemeunocrb +1
= goapact 255 ner +1
= pospact <55 ner 0
4. Conytcrsyiowme JIC/PC
® OTCYTCTBYET UMW HET [aHHbIX 0
= conytcTeyowmin npuém JIC/PC, He cBA3aHHLIM C HAYaNoOM peakuun 0
= conyTcTeyowmi npuém JIC/PC, coBnagatowmii unu 6nuskuit no spemenn | —1
K Havany 1NN
= conyTcTyouii npuém JIC/PC, nasecTHoro Kak renaTtoTokcuH, cosBnaga- | -2
oW uny 6nnakvin no Bpemexn k Havany MM
= conytereyiowmii npuém NC/PC ¢ aoka3anHoR ponbio B 3TOM cnyyae (no- [ -3

5. Mouck ansTepHaTUBHBIX NPUYKUH
Ipynna | (7 npuyun)
= HAV-unekuyua: anti-HAV-IgM
= HBV-uHdekuma: HBsAg, anti-HBc-IgM, HBV AHK
» HCV-uHpekuus: anti-HCV, HCV PHK
» HEV-uHdbekuun: anti-HEV-IgM, anti-HEV-IgG, HEV PHK

NMpusHakn

Bann

= renato6ununapHan coHorpacus/useTosas Aonneposckas coHorpadgus co-
cynoB neveHwsHgocoHorpacdusa/KT/MPT

= ankoronuam (AcAT/AnAT 2 2)

= OCTpLIf HegaBHWI CiyYali runoTeHaun (8 cCoGeHHOCTY NpU HanW4uK oc-
HoBHOFO 3aboneBaHusa cepaua)

Tpynna !l (5 npuqur)

= OCROXHEHNA OCHOBHOro(LIX) 3abonesaxna(uii), Takoro kak cencuc, Me-
TacTaTMyeckan 3noKadyecTseHHasi onyxons nevedun, AUl xpoHudeckun
renatut B unu C, NBX unu MCX, reHeTuueckue 3atonesaHna neseHn

= UHdbekuusn, npegnonaraemas ¢ nomousto NMUP 1 nameHexns Tutpa:
— Ans unTomeranosupyca: anti-CMV-IgM, anti-CMV-IgG
— ans supyca dnwreinna—bapp: anti-EBV-IgM, anti-EBV-IgG
— Ans Bupyca npocToro repneca: anti-HSV-IgM, anti-HSV-IgG
— ans Bupyca varicella-zoster (BETPAHON OCNbl ¥ OMORCHIBAIOWErO Ni-

was): anti-VZV-IgM, anti-vZV-lgG
Ouetka epynn | u ll

= Bce Npy4nHE U3 rpynn | 1 Il 060CHOBAHO UCKIOHEHb!

® 060CHOBaHHO UCKNIOYEHBI BCE 7 NPUYUH U3 rpynnei |

» 060CHOBaHHO UCKITIOHEHB! 6 UK 5 NpUYMH U3 rpynne! |

= 060CHOBAHHO MCKITIO4EHBI <5 NPUYKH U3 rpynnb! |

= anbTepHaTMBHas NPUYMHA BLICOKOBEPOATHA

+2
+1

-2

6. MpepuwecTtsyiowan renarorokcudHocTs JIC/PC

= peakuus MapkupoBaHa B MHCTPYKLUWM K NpoayKTy

® peakuusa onySnukoBaHa, HO He MapKMpOBaHa B MHCTPYKLMK
" peakuusa Hen3BecTHa

+2
+1

7. OTBeT Ha HenpegHamepeHHoe nNoBTopHOoe BO3aelicTBMe

s nosbiweHne ypoeHsa LW® B 2 pasa nocne npuéma JIC/PC, npu ycnoeum
AnAT < 2BINH nepen noBTOPHbIM BO3AEICTBUEM

= nosbilteHue yposHA LLI® B 2 pasa nocne nosropHoro npuéma JIC/PC (oaHoro
unu B KOMOUMHaUMKW) NPY UMeEIOWENCA NepBUIHON peakuum

= nosbieHune P, Ho MeHbLLe, Yem npu Tex xe ycnoBuaxX BO BpemMA nepeoro
Ha3HavyeHna

= apyrue cuTyauum

+3

+1

CyMmmapHas ouyeHka eenamomokcu4dHocmu no wkane RUCAM

<0 6annos — WCKNIOYEHO
1-2 6anna — ManoseposTHO
3-5 6annoB — BO3MOXHO
6-8 6annos — BepOATHO
29 6annos — C BLICOKOW CTENEHbIO BEPOSTHOCTU
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