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LIVER CIRRHOSIS
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[IMppO3bl NEYEHN ABIAIOTCA TSOKEABIM 3a001€BanueM, 11-11 10 4acToTe NPUYMHON cMepTd B Mupe, 50 %
OOJIBHBIX YMUPAIO B TEYEHUE 5 JIET. DTUONIOTMYECKUMU (DAKTOPAMU HAMOOJIEE YACTO ABJIAIOTCA AIKOTONBHASA
00JIE3HD IEYCHY ¥ XPOHUYECKUE BUPYCHBIE TCIIATUTEL B [TATOreHe3e [UPPO30B NEYECHU YIACTBYIOT OOIena-
TOJIOTMYECKUE MEXAHU3MBL IOBPEKCHUE TE€NATOLUTOB, SHAOTECIUAILHAL JAUCPYHKLMA, OKCHAAHTHBIN
CTPECC, AKTUBALMA (PUOPO3a, MATOMOTMYECKAA PEreHEpaLysa, HEOAHTHOTEHES, HAPYIIEHUE APXUTEKTOHUKN
OpraHa ¢ pa3BUTUEM IIOPTAIbHON THIEPTEH3UU. B POrpecCpOBAHUY MATONOTUN NIEYEHN UIPAIOT POJb Te-
HETHYECKHE (DAKTOPBL B 31BUCUMOCTH OT STUONOIUH LIIPPO3OB [EYEHU UMEIOTCA OCOOEHHOCTH TIATOICHE3d,
KIMHHUKH, MOP(OJIOTUH, JMATHOCTUKY, JIEYCHHs U IIPOrHO34 NPY AJIKOTOJIbHOH OONE3HH IIEYEHH, XPOHUYE-
CKHX BUPYCHBIX T'€IIATUTAX, HEAIKOTOIbHON XXUPOBON OOJIE3HY NEUYCHH, aYTOUMMYHHOM TCIIATUTE, TIEPBUY-
HOM OWIMAPHOM LIUPPO3E MEUEHH, ITEMOXPOMATO3e, 60/1€3HN BrbcoHa — KOHOBAIOBA, 60/1€3HU icunuTa
anp(a-1-anturpuncuna. Cpean peaxux npuunH T ormedensr cuapoM bagna — Kuapu, cepedHsiid nup-
PO3, MHAUACKHUI IETCKUAH LIIPPO3.

Kirouesnie c10Ba. L[Uppo3 neyeHy, STUOOTKS, TATOTEHES, IEYCHOUHBIE CUHPOMBI IIPU LIIPPO3E [EUEHH,
OCOOEHHOCTU LIUPPO30B PA3TIMYHON STHONOTUM.

The liver cirrhosis (LC) is a severe disease, the 11" by the cause of death in the world, 50 % of patients die dur-
ing 5 years. The most frequent etiological factors are alcoholic disease of the liver and chronic viral hepatitis.
The following general pathological mechanisms are involved in LC pathogenesis: hepatocyte damage, endo-
thelial dysfunction, oxidant stress, fibrosis activation, pathological regeneration, neoangiogenesis, architec-
tonic impairment of the organ with the development of portal hypertension. Genetic factors contribute to
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the progtession of the liver pathology. Depending on the LC etiology, there are the features of pathogenesis,
clinical picture, morphology, diagnostics, treatment and prognosis for alcoholic liver disease, chronic viral
hepatitis, nonalcoholic fat liver disease, autoimmune hepatitis, primary biliary LC, hemochromatosis, Wilson-
Konovalov disease, Al-antitripcin deficiency disease. Among rare causes of LC, there are noted Budd-Chiari
syndrome, cardiac cirrhosis, Indian childhood cirrhosis.

Keywords. Liver cirrhosis, etiology, pathogenesis, hepatic syndrome in liver cirrhosis, features of cirrhosis of

different etiology.

DMUIEMUOJIOTUA U THOJIOTUA
OHAPPO30B ITEYEHH

XpoHMYECKUMU  UPY3HBIMU  3200J1€BA-
Huamu niedenu (X/I3I) crpagaor 1,5 mipy ge-
nosek B mupe. Lupposom neuenu (III) o
AanueM BO3 B 2015 1. crpajamu okono 2,8 MIH
yenoBex, ymepnu 1,3 miH. M3 3tux cMeprei
AJIKOTOJIb CTAI NPUYMHON 348 THIC, XPOHUYE-
ckuit renatut C (XIL[) - 326 ThIC, 2 XpOHIYE-
cxuit renatut B (XIB) - 371 Thic. [1]. Exeroano
IPUMEPHO 1 MJIH cMepTeil MPOUCXOAUT U3-32
OCJIOKHEHUI LIMPPO3d, YTO [EIACT LUPPO3
11-11 O 4yacToTe MPUYMHON CMEPTU B MHUPE,
HECMOTPA HA AKTUBHYIO TPAHCIUIAHTALIUIO IIeye-
HY B Pa3BUTHIX CTpaHax. LTI sBagercs ImecTon
0 YaCTOTe MPUYMHOM CMepTH B Poccuiickon
Qenepanyn.  COIMIACHO MUPOBOM  CTATUCTUKE,
50 % manuentos ¢ LI ymuparor B TeyeHue
5 7eT. AJKOTONb U HEAIKOTONbHAA JKMPOBAA
0OJIE3Hb TIEYEHU ABIAIOTCA OCHOBHBIMHU IIPH-
yuHamy passuTud LTI B 3amaHbIX U IPOMBIII-
JIEHHO PA3BUTBIX CTPAHAX, TOI/IA KAK BUPYCHBIN
TenaTuT — npeobmafaomad npudmHa LIT B
CTPAaHAX C HU3KUM U CPEJHUM YPOBHEM JI0XO/1,
B TOM YMCJIE U B HAWEN CTpaHe [2].

Onpeodenenue. 11 — 3a601€BaHUE, TIPU
KOTOPOM pa3BuBAeTCA AUDY3HOE pa3pacTa-
HHE COCAUHUTENBHON TKAHU C 00PA30BAHUEM
Y3JI0B PEreHEPAIINH, BOSHUKAIOIINX B PE3YIIb-
TATE€ HEKPO3a TENATOLUTOB, YTO HAPYIIAET
J0JIBYATYIO CTPYKTYpy oprana. LIl asiserca
pE3yAbTaTOM IPOIPECCUPOBAHUA XPOHUYE-
Ckux renarutos (XI), MO3TOMy NPUYMHBL U
[IATOIE€HE3 TAKUE K€, XOTA IPU PANTUYHBIX
HO30JIOTUYECKUX  (POPMAX TENATUTA  €CTh
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OCOOEHHOCTH B CKOPOCTH IIPOIPECCUPOBA-
HUA, KIMHUYECKON KAPTUHE U IPOTHO3E [3)].
Imuonozua III. BupyCHbIN, ATKOTOJb-
HBIY, JIEKAPCTBEHHDII, BIOPUYHBIN OMIMAPHBIY,
BPOJICHHBIN, IIPH CIEAYIOMUX 32001€BAHNAX:
TEIATONEHTUKY/IAPHAA JiereHepanus  (60ne3Hb
Bunbcona — KoHOBAIOBA), reMOXpOMATO3, Jie-
¢uiyr  anba-1-aHTUTPUIICHHY, TUPO3UHO3,
TATAKTO3EMUS, TVIMKOICHO3bI, 3aCTOMHBIN (He-
JIOCTATOYHOCTh KPOBOOOPAIEHNUS), OOIE3Hb U
cuHzipom bamna — Kuapu, 06MEHHO-a/IMMEH-
TAPHBIN, NIPU CIEAYIOMUX COCTOAHUAX: HAJIO-
KEHHE OOXOJHOTO TOHKOKMIIEYHOIO aHACTO-
MO34, OXUPEHHE/METAO0INYECKUIT  CUHAPOM,
TAKENbIE (DOPMBI CAXAPHOIO AMAOETA, IIUPPO3
TIEYCHU HEACHOM 3TUOJIOIMU (KPUIITOICHHBIN),
TNICPBUYHbIN OWIMAPHBINA, UHAUACKUI JICTCKUIT

IIUPPO3.

ITATOTEHE3 XPOHMYECKUX JUPDY3HbIX
3ABOJIEBAHMI TEYEHH

[Toce ocTporo NOBpeKICHUA (Hapumep,
Ipy MH(PEKIUK TeNATOTPOIHBIMU BUPYCAMU U
p.) KJIETKU MAPEHXUMBI PETEHEPUPYIOT U 3d-
MEMAIT HEKPOTU3UPOBAHHBIE WM TIOJBEPI-
IHECA AIONTO3y TEMAaTOLUTEL DTOT IPOLECC
ACCOLMMPYETCA C  BOCHIATUTENBLHBIM  OTBETOM
Y OTPAHUYEHHBIM HAKOIUIEHUEM OENKOB IKCT-
Pane/UIIONAPHOIO MAaTpUKCa. B ciydae mepcu-
CTEHIIMU TIOBPEKAAIONMETO (hAKTOpA pEreHEpa-
IS 3AMEISIETCS, M TEIATOLUTEl 3aMENTAI0TCS
U30BITOUHBIM KOJIMYECTBOM OEJIKOB KCTPALIEI-
JIONAPHOIO MATPUKCA, BKIOYAA (HUOPUILLAD-
HbII1 KOJUTareH. PacripezienieHue ero 3aBUCUT OT
NOBPEX/AIONMETO (pakropa. [Ipu XpOHUUECKOM



epmcKuiA MeanLMHCKNIA XypHan

2022 Tom XXXIX Ne 4

BupycHoM renarure B (XBI) m XpoHUuecKux
XONECTATUYECKUX 3a00JIEBAHNAX IeueHn (Puo-
PO3 NEPBOHAYAIBHO JIOKAIU3YETCS BOKPYT MOP-
TAIBHBIX TPAKTOB, B TO BPEMA KAK IIPU AIKO-
TOJIBHOM GOJNE3HU IIEUYEHU — B NEPULICHTPAIb-
HOM WIM NEPUCHHYCOMAAIbHON obmactu. [1o
MEpE MPOrPECCUPOBAHNA 3200IEBAHNSA [IEYEHN
HAOMIOAAETCA TPAHCPOPMALUA KOJUIATEHOBBIX
BOJIOKOH B MOCTOBHJHBIN (prOPO3 U, B KOHEY-
HOM CY€Te, pa3BUTHE LIUPPO3a [4].

KiroueBas kieTka narorenesa ¢pudposa —
3pesayarTad Kierka neyenu (3KIT). 3KIT asng-
I0TCA OCHOBHBIM IPOJYIIEHTOM 3KCTPALEIIIIO-
JIPHOTO KOJUTATEHOBOT'O MATPHUKCA B TIOBPEXK-
fenHon nevyeHu. B HopmanbHOU neyenu 3KII
HAXOJATCA B IIPOCTPAHCTBE JJUCCE U ABIAIOTCA
OCHOBHBIM XpaHWIMINEM BuTaMuHA A. Benen-
CTBUE XPOHMUYECKOTO NOBPEXACHUA HAOMOA-
erca axkrusanyd 3KII wm ux guddepenuu-
POBKa B MMO(PHOPOOIACTONOAOOHBIE KIETKH,
KOTOpBIE ~ NPUOOPETAIOT  COKPATUTENBHBIE,
IPOBOCIANUTENBHBIE U (PUOPOICHETUUECKUE
cporicTBa. AkTuBrpoBanHbie 3KII murpupyror
1 AKKYMYJIIPYIOTCS B MECTE TIOPAKEHUA TKAHY,
BBIPA0ATHIBAA IIPU 3TOM OOJBIIOE KOMMYECTBO
KOJLIarexa [5).

Daxmopst namozenesa:

1. TToBpex/iecHUE TeaTOLUTOB OJ JICCT-
BUEM 3THUOJNIOIMYECKOTO (PAKTOPA, YCYIyOIIIO-
1eecs SHAOTCHHON MHTOKCUKAIMEN (AJIKOTOJIb
u jp.). IloBpexaeHne TIenaToLyuTOB  BEJET
K HEKPO34AM TEIATOLUTOB U BOCIIAJIEHUIO.

2. Bocranenue (TUCTOJNOTMYECKU — JIEH-
KOLIUTAPHAA UH(UIBTPALIUA) — BBIPAOOTKA I10-
BPEKACHHBIMU KJIETKAMU IPOBOCTIATUTENBHBIX
nurokuHoB (PHO-o, IL-6 u ap.). UHpubTpa-
U4 TIPU Pa3HOM 3TUOJIOTUU INIPOLIECCa MOXKET
OBITb MOHOLMTAPHON, HEUTPO(PUILHOMN, JTUM-
(hOLIUTAPHOM.

3. OKCHUJaHTHBIN CTPECC IIPY BO3AEUCTBUN
3THOJIOTUYECKOTO (DAKTOPA BEAET K AKTHBALNA
IEPEKUCHOTO  OKUCJIEHUA JIMINJIOB, OEIKOB,
HYKJIEMHOBBIX KUCJIOT U ITIOBPEXKICHUIO MEM-
OpaH M OPraHe/I IENaTOIUTOB.

4. DHIOTENNAIbHAA JUCPYHKINA TIPU BO3-
JENCTBUN 3TUONOTMYECKOTO (PAKTOPA BEAET K
JUCOANAHCY MEXIY BA30AKTMBHBIMU COC/MHE-
HUSAMU — OKCHJIOM 430T4 U 3H/IOTEIUHOM, Ha-
pyHIaeT KpOBOCHAOKEHNUE TAPEHXUMBI NIEYEHH,
4 TAKXKE IOBBINAET COKPATUMOCTD 3BE3AYATHIX
KJIETOK MEYEHU. DTO BEAET K CYKEHWIO CHHY-
COMJIOB C PA3BUTHEM AMHAMUYECKON MOPTAIb-
HOW TUIEPTEH3UM W HAPYIIEHUIO BHYTpHUIIEYE-
HOYHOTO KpoBooOpameHus. Ha (pone nospex-
JIEHUA 3H/OTENNs BHYTPUIIEYEHOUHBIX COCY/OB
TIOBBIIAETCA BBIPAOOTKA BACKYJIO3HIOTENUAb-
HOTO (DAKTOPA, KOTOPBIA CIIOCOOCTBYET HEOAH-
TMOIEHE3y C MOCIEAYIOMIEN TIEPECTPONKOI CO-
CYAUCTON APXUTEKTOHUKU NIEYEHU U CTUMYIIU-
pyeT COBMECTHO C 3HJOTENMHOM Da3BUTHE
(pnbpO3a B IIEYECHMU.

5. PasButre rpyboit COeAMHNTENBHON TKA-
HU B nedeHn. Pubpo3 passuBaeTCa (IIEPULIE-
JIOJIAPHO, TIEPUTIOPTAILHO, NEPUCENTAILHO) 32
CYET AKTUBALMM 3BE3AYATHIX KICTOK IEYECHU
Y BBIPAOOTKU COEAUHEHUI 3KCTPALEIUIIONAP-
HOT'O MAaTPUKCA (THATyPOHOBOM KUCJIOTHI U JID.).

0. HapyiieHne MeTaGomimaeckux (pyHKImi
Y [IATONU3 TEIATOLUTOB.

7. ®OpMUPOBAHKUE TIOPOYHOIO MATOTEHE-
TUYECKOTO KPyrd C MPOrPECCUPOBAHUEM NOPA-
KEHWA TI€YEHHN, BTOPUYHBIMY HEKPO3AMHU T€lld-
TOLIUTOB U AKTUBALMEN UX pereHepanuu (Io-
BBINIAETCA BBIPAOOTKA AIb(a-PeTONnpOTENHA),
4 TaKKe OOPA30BAHUEM Y3/IOB PEICHEPALMU C
HAPYIIEHNEM JIOJIBKOBOTO CTPOEHUSA MIEYEHU.

8. Heoanruorenes ¢ HapylmeHUEM apXu-
TEKTOHUKU COCYZIOB IICYEHN.

9. Pazsutne uppo3a (MaCCUBHOE PA3BUTHE
COCIMHUTENBHON TKAHY, HAPYIIEHUE APXUTEK-
TOHUKH [IEYEHU C PA3BUTUEM JIOKHBIX JJOJIEK).

10. PopMupoBaHue MOPTAILHON THUIIEP-
TEH3UU U KOJUIATEPAIBHOIO KPOBOOOpALIE-
HUA MEXKIY MOPTAJIbHOM BEHOM C HIKHEN 1
BEPXHEN IOJBIMUA BEHAMU U UX COCYAUCTHIMU
CUCTEMAMU C pasBuTHEeM OCHOXHeHu LI n
JQIBHENINUM YCYTYOIECHUEM TOPAKEHUS Te-
MATOIUTOB.
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11. PasBurue renaToLE/UIONIAPHON  Kap-
LMHOMBI (CTUMYJIALUA PETEHEPALIMH IEATOLH-
TOB C BO3HMKHOBEHHUEM MYTALMiL, OCOOEHHO
TIPY BO3AEHUCTBUY TENATOTPOIHBIX BUPYCOB HA
TE€HOM KJIETOK II€YEHH).

12. Tenerndeckre (HakTOpbl UrPAiOT POib
B INIPEAPACIIONOKEHHOCTH K XPOHHUYECKOMY
reratuty (XI) u UII npu BO3AEUCTBAN 3THOJIO-
TMYECKUX (PAKTOPOB.

[Ipu 326071€BAHMAX TICYEHU  BBIABJICHHI
MHOTOUHC/ICHHBIE  JJOCTOBEPHBIE  B3aMMOCBA3N
MEXKIy TEYECHOYHBIMU KIMHUKO-OMOXMMUYEC-
KUMM CHUHZIPOMAMH, B TOM YHCIE META00IMYe-
CKUMY HAPYIIEHUAMH, TECTAMU TOPAKEHUA 3H-
JOTENNS, AKTUBALMEN NEPEKUCHOIO OKUCTICHNUA
JUIUJIOB, MApKepaMu (puOPO3a MEUEHH, HEKO-
TOPbIMU  IIOKA3ATE/LAMU  HECHIELIU(PUUECKOTO
MMMYHUTETA/IATOKUHAMY, M3MEHEHUEM I1apa-
METPOB TPOMOOLUTAPHOIO I€MOCTA3, YPOBHEM
BUPYCHOI HArPY3KH [0, 7).

OcobeHHoCTH TaToreHesa (pubposa mne-
YEHW CBA3dHbI, OCOOEHHO HA PAHHUX 3TAIAX
passurtud, ¢ ruonoruein XA3IL IIpu anko-
20716-UHOYUUPOBAHHBIX 300071e6ANHUAX 1e-
YeHy AIKOTOJIb MOBBIACT MPOAYKIIUIO MUTO-
XOH/IPUAMH OKCH/JAHTOB B I'EMATOLUTAX, YTO
BEAET K PA3BUTUIO AIONTO3d. ALETANIBACTHU],
OCHOBHOI IPOAYKT META00/IM3MA  AJIKOTOJIA,
1 AKTUBUPOBAHHBIC 3BE3/[4AThIE KICTKU CTH-
MYJIMPYIOT BOCIIAIUTENBHBIE U (PUOPOreHETH-
yeckue curHanel. Ilamozene3 HBV-HCV-
unexyuil: TOMUMO NIPAMOTO U MMMYHHO-
OIOCPEJOBAHHOIO OTBETA HA MH(EKLUIO, HE-
KOTOpBIE GE/IKU BUPYCOB CTHMYJIUPYIOT BOCIIATIC-
HUE U (PUOPOTEHETUYECKYIO aKTUBHOCTb 3KIL.
[Ipy XpPOHUYECKUX XONECTATHUYECKUX IOPA-
KEHUAX, TAKUX KAK NePEUUHbIll OUIUaPHblii
yuppo3 (1I511), T-muM@POINTEl ¥ UTOKUHBI
OIIOCPEAYIOT MEPCUCTHUPYIOICE MOPAKEHUE
KEMUHBIX IyTEH. BULUIMApHBIE KIETKU CEKpe-
TUPYIOT (PUOPOrEHHBIE MEIUATOPLI, AKTUBU-
pyomye MopTaltbHble MUOPUOPOOIACTEL, CEK-
perupyomue  MONEKylIbl  KorareHa. [Ipn
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Heankozoashom cmeamozenamume (HACT)
TUIEPITIALEPUHEMUAS U PE3UCTEHTHOCTb K
IJIMLEPHUHY BEAYT K MOBBIIIECHUIO B CBIBOPOTKE
YPOBHA CBOOOJHBIX JKUPHBIX KHCJIOT, B pe-
3Y/IBTATE YETO PA3BMBAETCA CTEATO3 IICUEHH,
P ITOM CTUMYJIUPYIOTCA OKCH/JATHABHBIN
CTPECC U NPOBOCHAIUTENbHBIE IUTOKUHBL, KO-
TOpPBIE MHAYLMPYIOT AMONTO3 TENATOLUTOB U
BE/YT K HAKOIICHUIO BOCIIAIUTENbHBIX KIETOK,
YTO CIOCOOCTBYET Iporpeccuu pudposa [4, 5).

B brommierene BO3 (2020) ykazaHo, uto y
JIOJIe, UH(PUIUPOBAHHBIX BUPYCOM ICIATUTA
B BO B3pOC/IOM BO3PACTE, IPU OTCYTCTBUU APY-
TMX COIYTCTBYIOIIMX 3200/ICBAHUI XPOHHUYE-
CKasd MH(EKLMA PA3BUBACTCA MEHEE YeM B 5 %
cydaes. B cryyae passuTvA XpOHUYECKOM MH-
(exunn Bupycom remaruta By 20-30 % 3260-
JIEBAHUE TNIPUBOAUT K LIUPPO3Y U /WM PAKy
nevenu [8]. Ilocie nepBUYHOrO MHQPUIMPOBA-
Hug BupycoM renatura Cy 80 % GOMbHBIX IPO-
VCXOAUT XPOHU3ALMUA 3a00NEBAHMSA, IIPH 3TOM
MEJUIEHHOE MPOIPECCUPOBAHKUE HAOIIONAETCA B
oompmuHCTBE C1y4aes (80 %), a 'y 20 % — Obl-
crpoe nporpeccuposanue ¢ passurueM LI [9].
Daxkmopvl Xponuzauuu GuUPyCHuIX zena-
mumog: reuernyeckue - HLA-II  (amiemn
DQBI1 0301 u DRB111), BUpYCHBIA I'€HOTHIL
DaxTope! OBICTPOTO Npozpeccuposanusn huod-
pO32: NPUCOEAVHEHUE JIENBTA-TENATUTA, MYX-
CKOM IOJ, CTapUIMK BO3PACT, YPE3MEPHOE
YIOTPEOIEHUE AIKOTOJIA, MHCYIMHOPE3UCTEHT-
HOCTb, IIOBBIIEHHBIN NHEKC MACCHI TENA, CTEA-
TOTEIIATUT, UIMMYHO/EIIPECCHAL

Ou6pO3 MOKET PErPECCUPOBATD MPH JIUK-
BUJALMU  THOJIOTMYECKOTO (DaKTOpd, HO B
OOJIBIIMHCTBE CIy4deB 3TO HEAOCTIKUMO, XOTA
TIPU AIKOTOJIBHOM IOPAKEHUU BO3MOKHA PET-
peccruss M3MEHEeHWIT Ha (oHE AOCTUHEHINL.
[Tonyuensr ganneie o perpecce LI B 3Kcepu-
MEHTAIBPHBIX MOJENAX IIPU HCHOJIB30BAHUM
pAaa mpenaparos, OIOKUPYIOMKUX PAa3HbIE (DAK-
TOPBI (MOJIEKYJIbI), YYACTBYIOIUE B I1ATOICHE3E
dubpo3sa [5].
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Hapymrermna oGmerra

Suoomenuoyum Hospexnetnue [ xenesa (peppuTHH)
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A AKTHRAITHS PETCHEPATTHK
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\ 28230UAMBIX KIEMOK l /
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IKCTPANELAIOAPHIE nctreHoqI:-l);rx dyHKLHIT
Muo¢u6pouum MaTpHKCHBIC GC.'IKH, CHHTCS Y
| — (TpoMGonHTONCHHS,
YP—— : l THI0ATL0YMHHEMHS)
PUBPO3 [

| IIUPPO3

Puc. Ilamoeenes X/|311 [7]

T'enemuueckue mnpeouxmopor paseu-
mua u npozpeccuposanusa X/1311. IIporpec-
CUPOBAHUE MOPAKEHUA INEYEHH, B TOM UHCIIE
no craguu HJI, ¢BA3aHO HE TONBKO C MPOJOI-
JKAIOIIUMCSA  BO3JCHCTBUEM — 3THONOIMYCCKUX
(haKTOPOB, HO U OCOOEHHOCTAMU I'€HETUYECKUX
(paxropos nayuenTa ¢ X311 (pucyHok). Iensl,
pEryIUpyIONIne BOCHAIUTEALHBIN  OTBET Ha
NOBpEXKAEHUE (PAZ TEHOB HHTEPIECUKUHOB,
UHTEP(EPOHOB), ONPEAETAIT (PUOPOreHETH-
YECKMI1 OTBET HA TOBpPEKeHuUE. [eHbl, Oocpe-
AYIOIIKE TIPOAYKLMIO CYIEPOKCUAHBIX PajIUKa-
108 (NADPH-oKcHa3a), peryJaupyor Kak BOC-
[AITEIbHYIO AKTUBHOCTb, TAK U HAKOIUICHUE
KoJutarena. Mccienyercs poib T€HOB aHTHOKCH-
JIAHTHBIX (DEPMEHTOB, BA30AKTUBHBIX [IATOKUHOB

(untepneiiknnpl, TNF-o, BaCKylIO3HIOTEMANb-
HBII (PAKTOP POCTA U Jp.), F€Ha TUATyPOHOBOK
KUCTIOTHL [Ipy  QIKOTOJNBHBIX  3200JIEBAHUAX
TIEYEHU K 3TUM I'€HaM MOTYT OBITh OTHECEHBI TE,
KOTOPBIE KOAUPYIOT aKTUBHOCTb (DEPMEHTOB,
MeTa00/M3UPYIOMKX anKoroib. [Tpu XT'C Tarke
MMCIOTCS TCHETUYCCKUE BAPMALINK, KOTOpBIC
OTBETCTBEHHBI 3a nepcucreHuuo HCV-un-
(beKImy, OTBET HA AHTMBUPYCHYIO TEPAIMIO U
nporpeccuto 3a6onesannd nedenu (IL-28, an-
TMOTEH3MH) [5, 7]

OpHMM 13 NOAXOAOB K MACHTU(PUKALINY
I€HOB IIpefpacronoxeHtocTy Kk LI, Hezasu-
CUMO OT 3THOJIOTMU 3200JIEBAHUSA, ABIACTCA
METOJ, TEHOMHOT'O CKaHUpOBaHus. [Ipumepom
TAKOI'O AHANIU3d ABIACTCA HUCCIELAOBAHUE,
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nposegenHoe B CIHIA B 2007 1., pe3yabTaToM
KOTOPOTO OBUIO OIPEAENECHUE CEMU IOJIHU-
MOP(U3MOB KAHAUJATHBIX I'€HOB — IIPEAUK-
TOpOB pucKa passurua LIl Ha ¢pone xponu-
YECKOTO TremartuTd. JacToTa BCTPEUdEMOCTH
MapKepHbIX nomumopdusmos npu LIT co-
crasmgeT ot 18,5 no 87,3 %. U3 cemu reneru-
YECKUX MPEIUKTOPOB, y Tpex (B 1, 3, 15-1
XpOMOCOMAX) TOKA HE HICHTU(DUIMPOBAHA
(OYHKIMS T€HOB, B YETBIPEX CIY4adX paHee
OBUIM HEM3BECTHA MX POJIb B IIATOICHE3E 3a-
6onesannit nevenu [10].

MOP®0OJI0TUA NEYEHU TPU IINPPO3E

«3070TON CTAHAAPT> AMArHOCTUKU XII3IT —
MOP(OIOTrUs MEYEHN PYU MYHKIIMOHHON OHO-
[ICUU TIEYEHU WHTPAONEPAIMOHHON (U3PEa-
Ka). [ucronornueckre npusHaku LI nedenu:
JUCTPO(UA U HEKPO3 I'EMATOIUTOB, BOCIAIN-
TeNbHAA MH(UIBTPAINS, HAPYIIEHUE DEreHe-
panny, aud@ysHbI  (GUOPO3, CTPYKTYpPHAS
nepecTporika u aedopmanus oprasa ¢ Qop-
MUPOBAHUEM Y3JIOB PETECHEPALNY, KOTODPBIE
COCTOAT U3 NPOIUDEPUPYIOIUX IENATOLUTOB
1 TIPOHMU3AHBI COCIUHUTEIPHOTKAHHBIMU TIPO-
C/IOMKaMu (centamu). BO3ZHMKAIOT TaK HA3bI-
BAEMBIE JIOKHBIE JOJBKH, B KOTOPBIX COCY/IbI
PACIIONOKEHBl  HENPABWILHO  (LIEHTPAIbHAS
BEHA OTCYTCTBYET, IOPTA/IbHBIE TPUAJLI OOHA-
PYKHBAIOTCA HENOCTOAHHO) [4]. V3ameHeHue
COCYAUCTON APXUTEKTOHUKH NEYEHU YCUIHBA-
€T CONPOTUBIECHUE KPOBOTOKY B IICUEHU U
passurue nopraabHod runeprensuu  (I1I).
OcobeHHOCTH MOP(ONOIUU MOTYT 3dBUCETH
OT OCHOBHOI'O IOPAXEHUA, KOTOPOE IPUBETIO
K LIUppO3y, Halpumep, Tebla Mamopu (an-
KOT'OJIbHBIY THauH) npu ABIL obunue xupo-
BBIX BAKyOJICH IIPY HEAIKOTOJIBHOM CTEaTOre-
IATUTE, <«IECOYHBIE> APA TENATOLUTOB IPU
BUPYCHOM T€IIATUTE.

[Ipu Bepaxennom LI 6uomncud mporu-
BOIIOKA3aH4, TaK KAK MOXET COIPOBOXKIATHCH
KpoBoTeueHuem [11].
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KJIMHHUKA ITUPPO3A IEYEHHA
(K'THHHKO-TABOPATOPHBIE ITEYEHOYHBIE
CHH/IPOMBI)

Anamne3. OCTPHII BUPYCHBIM TEHMATUT
(B, C), omeparusHble BMEUIATEILCTBA (BO3-
MOXHOCTb MH(UIUPOBAHUAA T'EIATOTPOIIHBI-
MU BHUPYCAMHU), NEPETUBAHUA KPOBH, 4AJIKO-
TOJBHBIN AHAMHE3, YIOTPEOIEHUE HAPKOTH-
KOB, JIEKAPCTBEHHBIC IIPEMIAPATE U JP.

KiMHUKA TIOpaXEHWsA IEYEHH BEChMA
Pa3HO00OPA3HA, 3TO CBA3aHO C TEM, YTO II€YEHD
ABJIAETCA HE TOJNBKO NUIIEBAPUTENBHON Kelle-
301, HO W BAKHEHIIUM OPraHOM DETYIALUN
TOMEOCTA3d ¥ YYACTBYET B PEIY/LALMU BCEX
OUOXUMUIECKUX META00MMYECKUAX MPOIIECCOB
B OpraHusMe (JIMIUAHOIO, YITIEBOAHOIO, G-
KOBOI'0, TOPMOHAJIBHOTO 0OMeHa 1 1p.). [Ipn
XPOHUYECKOM IOPAKEHUU IIECUEHH KIMHUYE-
CKUE CUMIITOMBI MOI'YT OBITb C/1A00 BBIPAXKEHDI,
HEPEAKO B IMEPBYI0 OYEPEAb BBIABIAIOTCA U3-
MEHEHUA B 1A00PATOPHBIX TECTAX. BRIpaXKEH-
HOCTb IEYEHOYHBIX CHUHAPOMOB 3dBHCHUT OT
AKTUBHOCTU  BOCIIAJIEHWA,  BBIPAKEHHOCTH
(pubpo3sa B opraue [4, 11].

Boneesoit cundpom. Cnabpie 6011 B mpa-
BOM IIOIPEOEPBE, MOTYT YCUIUBATLCA TIPU (PU-
3UYECKON HATPY3KE, OOBIYHO CBA3AHBI C PACTA-
KEHWEM TJINCCOHOBOY KAIICY/IBI PU BOCIIANU-
TEJIbHON NH(DWIBTPALUY IEYCHU.

TI'enamomezanua. OOBMHO YMEPEHHAS,
C IOCTENIEHHBIM YMEHBIIEHUEM, IVIOTHOMIACTHU-
YECKOW KOHCUCTEHIIUH.

Jucnencuueckuii cunopom. CHyKeHue
AMIETUTA, TOIHOTA, B3AYTUE KUBOTA, HEYCTON-
YUBBI CTY (3AKOHOMEPHO Pa3BUBACTCA JHC-
0AKTEPUO3 KUIIEYHNKA).

Acmenosezemamuenwiii cunopom. Cna-
00CTb, PA3APAKUTEIBHOCTD, HAPYUICHUE CHA,
NOXYAAHUE (HAPYLWIEHHUE JE3UHTOKCUKALMOH-
HOW (DYHKIIMY [IEYEHN).

Cunopom wuumonu3a 2zenamouumos.
Tuneppepmenremus (AJIT, ACT u ap.), napes-
XUMATO3HAA JKENTyXa (TUnepomImpyouHeMus
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C IPEUMYLIECTBEHHBIM IOBBIEHUEM CBOOOJ-
HOIO OWIMPYOMHA, IENOYHON  (pocaTassl
(L), TemMHad MOY4, TEHAEHIUA K OOECLIBEUN-
BAHUIO KAJIa), JKEITYXA.

Cunopom xonecmasa (6Hympuneye-
HOUH020). KOXHBII 3YJI, XKEATyXd C IOBBIIIE-
HHUEM MNPEUMYIIECTBEHHO KOHBIOTMPOBAHHOIO
OUIMpPyOrHA, XONECTEPUHA, MOBBIIEHUE T'AM-
Ma-rayramunarpancnentugassl  (ITT), MO,
5-HYKJIEOTH/A3bL

Memabonuueckue napymenus. Moryr
OBITh CBA3dHBI C TIEPBUYHBIM METAO0MMYECKAM
CHUH/IDOMOM — OXUDPECHUE, APTEPUANIbHAA THU-
IEPTEH3KA, CAXAPHBIA JUA0ET 2-TO THIIA, AUC-
manziemus. [Ipu3Haku MeTab0IMYeCKOrO CUH-
ZIpOMA MOIYT OBITb M BTOPUYHBIMM Ha (POHE
XPOHMYECKOIO NOPAKEHMA TEYeHH (Hapyle-
HUE JIANIWJHOTO U YITIEBOAHOTO OOMEHOB, B TOM
4yC/Ie MEPErpyska IEMATOLUTOB KAIULAMU JIM-
IMJI0B C PA3BUTHEM M3MEHEHWI B JIMINHOM
CIIEKTPE KPOBH, PA3BUTHE «IIEYCHOYHOIO> (d-
XAPHOIO /nabera, HAPYWEeHUs MUHEPAILHOIO
00MeHa). Pyl HapymeHuit 0OMEHa MOKET ObITh
TAKKE 3TUOJNOTUYECKUM (DAKTOPOM PA3BUTHUA
U1, B TOM 4KC/IE IPU TEMOXPOMATO3€E U OOJIE3-
HY Busbcona — KoHosasiosa.

T'enamoueamonaprnaas  HeooCmamou-
HOCIMb | CUHOPOM MANOU NeUeHOUHOTL He-
00CMAMOUHOCMU. Pa3BUBACTCA IIPU THKEIOM
rerarure (HapylmeHue CUHTETUYECKON U METa-
OOMMYECKON  (DYHKIMU IIEYEHU): CHIDKEHUE
KOHLICHTPALMK ILOYMUHA, YBEIMYEHUE IIPO-
TPOMOMHOBOIO ~ BPEMEHH, T€MOPPATMYECKU
CHUH/IPOM, «ICYCHOUHBIC 3HAKW»: IIATbMAPHAA
spureMa (TUIEPEMUs TEHAP, TUIIOTEHAD, MOAY-
IIEYCK MAIbLEB), COCYAUCTHIC «3BE3JOUKI>
(B OCHOBHOM Ha ITIepeJHe NOBEPXHOCTU IPy-
I — CUMIITOM <«OKEPENbS», UCYE3AOT NIPU Ha-
JIAB/IMBAHUN ), IPU3HAKK MHTOKCUKAIIIH, HAPY-
LIEHUE TOPMOHAJBHOIO OOMEHA U IIOJIOBOK
(OYHKUMHM (AMEHOpEs, CHIKEHUE JTMOUIO, THHE-
KOMACTUA Y MYKUMH) U JID.

Mesenxumansno-60CnanumensHoll Cun-
opom. Tlosbinenye TecToB BocnaneHus — COQ,

CPIL, (uOpuHOreH, IMIOOGYIVHBL, —IOBBILIEHUE
TEMIIEPATYPBI /IO CYO(PeOPIIILHBIX 1P, 601 B
CYCTABAX, MBIIILIAX, IIPU3HAKU [TIOMEPYIOHE(PU-
Ta. [Ipr1 QyTOMMMYHHOM T'€IATUTE BEIYIAM SBIIA-
eIC AYMOUMMYHHbIL CUHOPOM: YBETMICHUC
raMMa-TTI00Y/IMHOB, IgG, ayTOaHTUTEL

InpdepeHnuanms Ne4eHOUHbIX CUHJPO-
MOB HECKOJIBKO YCJIOBHA, ITOCKOJIBKY CUMITTOMBI
TIPY HEKOTOPBIX CUHIPOMAX MOXET OBITh OJHU
1 TE K€, YTO CBA3AHO C MHOTOOOPA3HBIMU KIIU-
HUKO-JJA00PATOPHBIMU NPOABNEHUAMU [IATOTE-
Hes3a X/I3I1 1 Ham4reM y 60IbHOTO HECKOJIBKUX
cunapomos. [Tpu LT mogsaoTcs cuuapomst 1T
u ocnoxHenusa UIT (acuur, runepcrieHusm,
TNEYEHOYHAS 3HIEPATONATHS, MTHUIEBOJHO-KE-
JYI0YHOE KPOBOTEYEHUE, T'E€NATOPEHAIBHBIN
cuHzpom u ap.) (4, 11].

OCOBEHHOCTH IIUPPO30B IIEYEHU
PA3JIMYHOM DTUOJIOTUA

AJTKOTOJIbHAA BOJIE3HD ITEYEHH

AnkorompHad 6onesHpiedenn  (ABIT) -
KJIMHUAKO-MOP(OJIOTUYECKOE TOHATHE, BKIIIO-
YAIOIIEE HECKONbKO BAPUAHTOB IMOBPEAKCHUA
MAPEHXVMBI [IEUYEHH BCIEACTBUE 3710YNOTPED-
JIEHUS AJIKOTOJIEM, OT CTEATO32 JI0 AIKOTOJIbHO-
IO TeMaTuTa (CTEATOTENATUTA), IIPUBOAAIIETO K
PA3BUTHIO TIOCIEAOBATENBHBIX CTAAUN — (pUb-
033, UPPO32a MEUEHU U T'ENATOLE/UIONAPHON
KapIUHOMBL CaMad 4acTa IPUYMHA CMEPTHO-
cru B EBpone or maronoruu nedenu — ABIL
B cpeaHeM 41 % cmeprert OT O0ne3Hel NeYeH:
CBA3AHBI C AJIKOTOJIEM, OCOOEHHO B PA3BUTHIX
CTpaHaX, XOTA 0N 3a00/€BAHNN NIEYCHU HE-
YCTAHOBJIEHHON 3TUOJNOTMU TAKKE BBICOKA —
3TO 34BUCUT OT aJIEKBATHOCTU JIMATHOCTHKH
v ydera 32601€BaeMocTy. B uacrtHocty, ABIT B
Ounanpun  gocruraer 90 %, B PympiHum —
IIOYTH CTOJBKO K€ NPUXOAUTCA HA OONE3HU
TIEYEHN HEYTOYHEHHON 3TUONOrUH. MCIob30-
BAHUE AJIKOTOJIA ABIACTCA BEAYIUM (DAKTOPOM
pucka OGpeMeHHM OOJE3HEN BO BCEM MHUPE, HA
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Kotopele npuxoaurca nouru 10 % cmeprent B
MHUDE CPer HACENeHHs B Bo3pacte 15-49 ner
[12]. CormacHO NIPULENBHBIM CTATUCTUYECKUM
UCCIIEIOBAHMAM, KAKIBIM BTOPOM POCCHUSHUH
crapue 18 seT uMeer Ipo6IEMBI € AIKOIONEM U
BBICOKUI PUCK Pa3BUTHS AJIKOTONBHBIX BUCIIE-
pomaruii [13]. OduimanbHag 3a6071€BAEMOCTD
ankoronmusMoM B 2017 1. B Poccun cocrasuia
1304,6 ThIC. yenopek. Tounyio nudpy pacupo-
CTPAaHEHHOCTH AJIKOIONU3MA, 4 TEM OO0MIee 3710-
YIOTPEONEHNA AIKOTOJIEM, M3MEPUTh KpaiHEe
TPyAHO. CUMUTAIOT, YTO KOJIMYECTBO YKA3AHHBIX
JIMII, COCTABJISIET COOTBETCTBEHHO 5 M 20 % OT
obmero uncna HaceneHusd Poccurickon dene-
parun. ABIT passusaetcst y 60—100 % Jwiy, 3710-
YIOTPEOIAIOMMX ATKOTONEM, U NIPAKTUYECKU Y
KAKI0T0 GOJIBHOTO, CTPAZAIONIETO AJIKOTON3-
MoM [14].

Hy:XKHO NO/IYEPKHYTD, YTO B OOJNBIIMHCTBE
CJIy4a€eB UMEET MECTO I'MIIOAUATHOCTUKA AJIKO-
ronpHoro Il 3agacryio manueHTaM CraBaT
JIMATHO3 ~ AJIMMEHTAPHOT'O/ATMMEHTAPHO-TOK-
CHUYECKOT'0 JIMOO KpUIToreHHoro LT

BrusHue aIKOro 3aBUCHT OT KOJMYECTBA,
YaCTOTBI YIIOTPEOIEHNSA, BPEMEHN YIOTPEONECHYH,
TUIA CIUPTHOTO HAIUTKA. Be30IaCHBIM CUUTAeT-
g ynorpeonenue 10 I YuCToro 3TaHONA/ICHS.

JIMarHo3 aJIKOTONbHOM OOJIE3HHM IEYEHH
MOXHO NPEANONOKUTD IPH: PETYIAPHOM YIIOT-
pebnennn ankorond 6omnee 20 r/Cyr AIA KeH-
muH U 6omee 30 r/Cyr And MyAKYMH U TIPU Ha-
JIMYNAN KIMHAYECKUX /TA00PATOPHBIX HApyIIle-
HUI, XAPAKTEPHBIX /I IATOJOIMU IIEYEHU.
Y 3HAYUTENBHON YaCTH OOJIBHBIX C TMCTONOTH-
YeCKUMHU npusHakamu ABIT HeT KIMHUYEeCKHX
WM JTA00PATOPHBIX CUMIITOMOB. «beccum-
IITOMHBIEC> TTALMEHTH, ITOTPEOIAIOMUE KPUTHU-
YECKOE KOJIMYECTBO AIKOTOJIA, OJUKHBI IPOUTH
COOTBETCTBYIOIME CKPUHUHIOBBIE HCCIIEA0BA-
HuA. MoxHO npezpnonarars ABIT y manuentos
C BHETICUCHOUHBIMHU TIPOSBJICHUAMU  AJIKOTOJIb-
HOTO TOPAKEHUSL: CUMMETpUYHAA Tnepudepu-
YEeCKAA HEHPOMATHS, TTAHKPEATUT, KAPUOMHUO-
narus [15].
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Jlabopamoprsie mecmol, biAGIAIOULUE
aNK0ZONLHYI0 HazPy3Ky. Henpamble Mapke-
por: osbimenue [TT, ACT, AJIT, MCV - makpo-
[IUTO3, HO 3T TECTH UMEIOT HU3KYIO YyBCTBU-
TENBHOCTb (24-75 %) W CHENU(PUIHOCTD I
ABIL ITpsAmble MapKephl META00MIU3MA ITAHOMA:
EtG - amwirmokoponus, EtS — atuicynsgar,
Peth — docarupunaranon, FAEES — stunosbie
3(UPBI KUPHBIX KACTOT. OHU UMEIOT BBICOKYIO
CHENU(UIHOCTb, 6ONEE JVIMHHOE OKHO JIETEK-
I [0 CPABHEHUIO C IIPAMBIM ONPEAEIEHUEM
3TAHOJMA B KPOBM WIM BBIIBIXAEMOM BO3JyXE.
XOTd HA PE3YIBTATHL UCCIEJOBAHNA MOTYT BIIU-
ATb JPyrue (PAKTOpbl (HAMPUMED, COCTOSHUE
TI0YEK).

M3meHeHnns J1aGOpPATOPHBIX TECTOB, Xd-
pakrepnsie i ABIL: coornomenue ACT /AT >
1 Ha (POHE CMHIPOMOB XOJIECTA3d, LIUTOIN3A,
BOCHAJIEHUS  (HEUTPO(DUIBHBI  JIEMKOIUTO3
6onee (10-12)-10°/m) [14].

Jna oyenku npozno3a nanueHTos ¢ ABI1
UCHOJB3YIOT AUATHOCTUYECKUE KB [15].

HIxanst ouenxku mnpoznoza npu ABII.
[Ipy NI0XOM NPOTHO3e PEKOMEH/YETCS MPaHc-
WIAHMANUA neuen.

1. mDF (Maddrey score) =4, (po-
TPOMOMHOBOE BPEMA — KOHTPOJILHOE BpEMA) +
00IMIT OUIUPYOUH MI'//LL;

KoHueHTpanuio O6uampyonHa, BBIPAKEH-
HYIO B MI'/JIJI, HY)KHO IIEPEBECTH B MEAYHAPOJ-
Hyio cucremy egunuy, CH (SI), mia aroro ym-
HOXUTH HA 18. [LI0XO0M IPOTrHO3 IPY 3HAYCHUH
UHIEKCa 2 21,

2. Ilxara MELD: 310 MOAENb TEpMU-
HAIBHOW CTaiuy OONE3HU NEYEHU I OIpe/ie-
JIEHUA PUCKA JIETATIBHOTO UCXO0/A B 90-THEBHBIN
CPOK, paHee pa3paboTaHHAA Ui OOJBHBIX, HY-
XKIAIOMUXCA B TPAHCIUIAHTAIUK niedeHn. MELD
(B 0aUIAX) BBIUMCIAETCA 1O (opMmyre:
MELD =11,2 « In (MHO) + 9,57 * In (xpearu-
HUH, MI'/1) + 3,78 « In (6rmpybus, Mr/mn) +
043, tie: In — HatypambHbi gorapudm. Hiok-
HAA TPAHULIA HOPMBI U1 KKIOIO IOKA3are-
74 1, MAKCUMQJIbHOE 3HAYEHWE [ YPOBHA
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KpeaTuHuHa — 4. B ciyvae, e MayueHT Ha-
XOJUTCA HA TEMOIMAIN3E, YPOBEHD KPEATUHHHA
CYNTAIOT paBHBIM 4. Ilepesos OummpyouHa u3
MI'//UI B MMOJIb/JI: 3HAYEHNUE YMHOXUTH Ha 18.
[lepeBog KpeaTMHUHA U3 MI/II B MKMOJIb/J:
YMHOXUTb Ha 88 4. [110X01 POrHO3 IPU 3HA-
YEHUU MHJICKCA 2 32.

3. Gahs (mKanTa aJKOTOJIBHOIO Tema-
tita [a3ro). B 1-1 unu 7-11 IeHb TOCTIUTANN-
3aLIUK OLICHUBAIOTCA [IOKA3ATE/N MIKaIbI [71a3r0
(GAHS). bosee 8 mosryd4eHHBIX 6JII0B IOBOPUT
0 BO3MOXHOM JIETAIbHOM UCXOJE B O/pKariee
BpEMS:

Ne [Tokazatens Basuet

I1/11
1 | Bospacr, net <50 250 | -
2 | Jetikouwrsr, 10° /1 <15 =215 | -
3 | MoueBuHa, MMOJIb/TT <5 >5 -
4 [IporpoMOUHOBOE <15]15-20| 22

BpEMS, C

5 | Bumpy6us, Mmonb/n | <7317,3-14,6] > 14

4. MIxana Lille: 3,19 - 0,101 - Bogpact +
0,147 « anpOymuH B fieHb noctymieHns + 0,0165
- u3MeHenue 6umpyouna — 0,206 « moveqHast
HE/I0CTATOYHOCTD, NpUHUMaeMad 332 0 mpu ee
orcyretsun 1 1, ecu mpucyrersyer — 0,0065
6utpybuH — 0,0096 + IPOTPOMOMHOBOE BpE-
M. Uugexe > 0,45 o3Havaer noTepro oTBerd Ha
KODTUKOCTEPOUIBL

Beoenue ABII:

1. Boszepxkanue OT aIKOrond — Kpae-
YTOJIbHBIN KAMECHbD TEPAITHN.

2. Heobxouma OLIEHKA COCTOSIHUA ITUTA-
HUA HAlyeHTd. JI0/DKHO OBITh €XKE/JHEBHOE I10-
Tpebnenne 35-40 KKaJI/Kr MacChl Teta u bonee
u 1,2-1,5 r/kr 6enka BHyIpb. benkosad snepre-
TUYECKAA HEJOCTATOYHOCTb IPUCYTCTBYET I10Y-
THU Y KDKIOTO MaryenTa ¢ sokeanon ABIT u cBg-
34Hd C IUIOXMM IIPOTHO30M. HacToATensHo
PEKOMEHJIYETCA ~ UCIOb30BAHUE  30HZIOBOTO
IIATAHWSA, €CJTU TTALUEHTH HE MOLYT IOJ/IEP/KHU-
BATb QIEKBATHOE [IEPOPAILHOE TTIOTPEOIIEHNE.

3. 11pu ankoromspoM IIT xracca A u B:
IPUMEHAIOT QEMETHOHUH (TENTpal) B J03€
1200 Mr/cyT nIepopabHO Ha POTLKEHNN 2 JIET,
9TO JOCTOBEPHO YMEHBIIAET JICTAILHOCTb WK
NOTPEGHOCTh B TpaHCIUIaHTALmK. [Ipemapar
OK43bIBAET MEMOPAHONPOTEKTUBHOE U AHTHOK-
CHJIAHTHOC JICHCTBHUE, TOAABIACT IIPOAYKIIMIO
IIPOBOCIIAIUTENBHBIX [IUTOKUHOB, OKA3bIBACT AH-
TU(PUOPOTUUECKOE, HENPOIPOTEKTUBHOE, XOJE-

peTUYeCKOe JCUCTBYE.
4. B nensax 60pbObl ¢ AKOTONTBHON UHTOK-
CHUKAIIMEH —  JOMOJHUTEIBHO  EXKEIHEBHO

10-15 M1 METAIOKCWIA BHYTPUBEHHO HA
500 M1 5%-HOTrO PACTBOPA ITIIOKO3BI B TEUCHHUE
5-7 pHEN. BBIBOAUT 3TaHONI U NIPOAYKTBI €T0O
META00MU3Md, OK43BIBAECT MEMOPAHOIPOTEK-
TUBHOE, AHTHOKCHUIAHTHOE, aHTU(UOPOTHYE-
CKOE€ JIEHICTBHUE.

5. VUUTBIBAA NOTEHIMATIbHBI PUCK 3HIE-
(bamonaTuy, peKOMEH/YEeTCA HA3HAYECHUE BUTA-
MHUHOB I'pyIIIb B.

0. lpyrue 0bmue MOAXOMB  BKIIOYAIOT:
JIEYEHUE MEYCHOYHON IHLEPAIONATUN (JI1AK-
TyN034, PUPAKCUMUH), J€YeHNE acuura (Or-
paHUYEHUE COMU U JIP.), TPOPUIAKTHKA IIO-
YEYHOW HEJOCTATOYHOCTH, U3OETAHUE JUype-
TUKOB U HE(DPOTOKCUIECKUX NPETIAPATOB.

¢ Kopmuxocmepouows: (I'KC). Kopru-
KOCTEPOUJB! B OTCYTCTBUE dAKTUBHON HMH(EK-
UM TI0KA33aHBl OOJbHBIM C BBIPAKCHHBIM
AT/UIT pad CHWKEHWA CMEPTHOCTU B O/u-
xKaitmem Oyaymem. [Ipu Tskenont ABIT HasHa-
YEHUE KOPTHKOCTEPOMJOB  KOMOMHHUPYIOT
¢ N-agerwinucrenHoM (5 JHEN, €XEIHEBHO).
Mcnonp3oBaHue  KOPTUKOCTEPOU/IOB OIPAHU-
YEHO ONACEHUAMHU II0 MOBOJAY MOBBIIIEHHOIO
PHCKA CEIICUCA U KEMYAOYHO-KUIIEYHOTO KPO-
BOTEYCHM. PAHHEE BBIABICHHUE JIUII, HE OTBE-
YAIOMUX HAd KOPTUKOCTEPOWJB (B TEYEHUE
7 OHEN), BAKHO [JIA OIpPEACICHUA IIPABUI
NPEKPAMEHUA TIPUEMA U OTPAHUYEHUA HE-
HY)KHOTO BozziericTeud (mKaia Lille). ITo oxon-
YAHUM KypCa JIEYEHUs KOPTUKOCTEPOMIAMU
MOXHO CHM3UTH 103y B TEUEHUE 3 HEJEIb.
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B ciydae OTCyTCTBUA OTBETA HA KOPTUKOCTE-
pOWIBL, HEOOXOAUMO PACCMOTPETH BOIPOC O
TPAHCIVIAHTALIUHY TIedeHu [14, 15].

O1leHKA TSDKECTH 3200JI€BAHUS U CIICIH-
(PUYECKON TEPATINHYE:

¢ mDA menee 32 wm GAHS menee 9 - ne
HA3HAYAI0T crenpduyaeckyto tepanuio [KC,

+ mDA 6onee 32 wm GAHS 6onee 9 cre-
U(UYECKAd TEPAA — NIPEIHU30JIOH B [I03U-
poBke 40 mr/cyT.

Ouenka apexmuenocmu mepanuu
(uepe3 7 pueit): mkana Lille 6onee 045 — 3a-
KOHYMTb JIEYEHUE M OLECHWUTb BO3MOXHOCTD
PAHHEN TPAHCIUIAHTALUY; Kana MeHee 045 —
IPOJIOJDKUATD TEPAIHIO 110 28 JTHEIL.

IIpozno3 ABII. Oxono 90 % 3noynorpe6-
JFIOMKUX AIKOTOJIEM MMEIOT CTEATO3, KOTOPHIN
MOXET MEJIEHHO IPOIPECCUPOBATh IO AJIKO-
TOJIGHOTO CTEATOTENaTUTa U IUPPO3a. AaKo-
TOJIBHBIN CTEATOTENATUT ABIAETCA IIPOIPECCU-
PYIOIIMM TOPAKEHUEM U MMEET MOBBIIEHHBIN
puck HLIT ¥ rentone/UnoaApHON KapLUHOMbI
(TUK). IIpyn moxom IporHose no IMmKauam pe-
KOMEHJYETCA TPAHCIVIAHTALINA TI€YCHU [15].

XPOHHYECKHE BUPYCHBIE IEITATHTbI /
IIHPPO3bI IIEYEHH

YeM BblIlIC AKTUBHOCTD IIPU BUPYCHBIX I'E-
IIATUTAX, TEM OBICTPEE UIET IPOIPECCUPOBAHUE
oonesnu o passurud UI1 [1py HU3KOM aKTUB-
HocTu rematura yepes 20 ner UIT passusaerce
y 30 % nmanuentos ¢ XI'C, mpu BHICOKON aKTUB-
HOCTH yKe uepes 10 neT y Bcex 60MbHbIX 3200-
nesanue Tpancgopmupyerca B LI Cpennad
IPOAOLKUTENBHOCTD passutud LK i1 6051b-
Hbix ¢ HCV-undexuuen cocrasger 28—29 ner.

Hanmnune MapkepoB NEPCUCTEHIIMU BUPY-
cos npu LII auKTyer Ha3HAYeHUE IIPOTUBOBU-
PYCHBIX IpernapaTos. IIpoTuBOBUpPYCHAA TEpa-
nug npu uHpekuuu HBV y manumentos ¢ LTI
Kiracca A no mkane Child-Pugh: moryr ncnons-
30BATbCA TIPENAPATHl UHTEP(PEPOHOBOIO P,
OfHAKO INPU HX IPUMEHEHHU HEOOXOAUMO
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IIOMHUTb O PUCKE PA3BUTHA MH(EKINOHHBIX
OCTIOKHEHUN U JIEKOMIIEHCAIMK (DYHKLMHA II€-
YEHU Y 3TON Kareropuu 00MbHBIX. [Ipeanoure-
HUE CIEAyeT OTAaBaTh AHAIOraM HYKICOTHU-
JIOB/HYKJICO3U/IOB (JIaMUBYAUH 1 Ap.). [Ipu LTI
Ha Qone HCV nedyeHue OCyMECTBIAETCA IO
pexomenzpanuam g nedenus XIC [3). Jlumam ¢
Hapymenuem (pynkuuu nedenu (UIT xmaccos B
1 C o mxane Child-Pugh) neyenue nposoaurt-
¢4 B CHELUAIM3UPOBAHHBIX LEHTPAX aHAJIOra-
MU HYKIE31/I0B. HE0OXOAMM MOHMTOPHHI CO-
CTOAHMA OOJIBHBIX, B TOM YHCJIE OIEHKA BUPYC-
HOW HArpy3Ku [3, 8, 9, 16].

HEAJIKOIO/IbHAA KHPOBAA
BOJIE3HDb ITEYEHH

HeankoronbHas KupoBasg 60NE3Hb [IEYEHH
(HAJKDBIT) xapaxrepusyercsd H30bITOYHBIM HA-
KOIUICHUEM JKUPA (TPUITTULECPUIOB) B IIEUYECHU Y
JIULL, HE 3I0YNOTPEOAIONUX aIKoroneM. Pas-
BUBAETCA B PAMKAX META0ONIUYECKOTO CUH/PO-
Ma. B CIIA oKoMO 6 MIH YETOBEK CTPA/IAIOT
HEAIKOroapHeIM  crearorenaturom  (HACL),
B EBponie pacnpocrpanennocts HACI cocras-
JIeT OKOMOo 5 % nonynauuu. OnpeeseHue co-
T1acHO EASL: creatos > 5 % TenarouuroB Mpu
TMCTOJIOTMYECKOM MCCIEOBAHUN WM COLEP-
JKUMOE JKHPA B TIEYCHH > 5,6 % TPU TPOTOHHOM
MATHUTHO-PE30HAHCHON CIIEKTPOCKONINH JINOO
IPU  MATHUTHO-PE3OHAHCHOM  TOMOIPAQHUU.
HAXBII Takxke CBA3aHA C NOBBLILIEHHBIM PUC-
KOM IPEKIEBPEMEHHOIO ~ aTEPOCKIEPO3d U
CMEPTH, BBI3BAHHON CEPAEYHO-COCYAUCTBIMU
npuunHamu. HAKBIT Brtogaer npocroin Hea-
KOroJIbHBIA KupoBort renarod (HAXKT) u pas-
BuBaomuiicss Ha ero Qone HACI. ®ubpos
IIEYEHN OOBIMHO IIPOIPECCUPYET MEUIEHHO
(B CpEIHEM HA OfHY CTAAMIO Kaxple 14 ner
pu crearose u Kaxapie 7 et npu HACT), on-
HAKO ~ y 20 % OONBHBIX MPOIPECCUPOBAHUE
(pnbpo3a ABIAETCA OBICTPHIM (BUAUMO, 3ABUCUT
OT TEHETUYECKOM  INPEAPACIONOKEHHOCTH).
Y 60mbHbIX HAJKBIT puck passurus LT u rema-
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TOLIEJUIIONAPHOIO PAKA YBEIUYEH, HO IJIABHAA
NPUYMHA CMEPTU — 3200/I€BAHUA CEPAEUHO-
COCYAHCTOM cucTeMsl [17).

KimHrka: 0OBIMHO OXHMPEHHUE, T€raToMe-
ramua (75 % OOJBbHBIX), APTEPUAIbHAA THIED-
TEH3UA. B MA00OPATOPHBIX TECTAX: YaIle XOJe-
CTa3, pexe IUTOINU3, I'UIEPITUKEMIS, MOBbILIE-
nue xosecrepuna, JIITHIL rpurmunepusios,
runepypukemus [11].

Jleuenue HAKBII. CHiwxeHue Beca 3a
CYET M3MCHEHUA JUEThl C OrPAHUYCHUEM XKU-
poB ¥ (PU3MYECKUX YIpaXHEHUH. HMerorcd
JlaHHBlE 00 3(PPEKTUBHOCTU MHUOINUTA30HA U
BUTAMUHE E; BO3MOXKHO NPUMEHEHUE TelaTo-
IPOTEKTOPOB (3CCEHIIMANE U JID.), GapraTpuye-
CKasA XUPYPIUA MOXET JATh YAYYLIEHUE B TSKE-
JIBIX CIydasx oxupenus. B ciygae passurua LT
BO3MOKHA TPAHCIUIAHTALINA TledeHH [17].

AYTOHMMYHHBIH TEITATHT

AyronmmyHHbI rematur (AUD) — xponu-
4eCKOe  3200/1€BAHUE IEYECHU HEU3BECTHOM
3THONOTMY,  XAPAKTEPU3YIOMIEECA — [EPUIIOP-
TAJILHBIM WX 6071€€ OOMUPHBIM BOCIAIEHHEM,
U [POTEKAIONEE CO 3HAYUTEIBHON I'MIIEPraM-
Ma-TTIO0Y/IMHEMHUEN U TIOABICHUEM B CBIBOPOT-
K€ MMPOKOTO CNEKTPd dAYTOAHTUTEN K IIede-
HOYHO-CIENU(PUIECKOMY JTUIIONPOTENHY, [T
KON MYCKYJIAType, APy IeaTOLUTOB, KOTOPHIE
qamie HAOMOAAI0TCA Y JIOJEN, HOCUTENEI aHTH-
TeHOB rucTocoBMecTutebHoCT HLA, — BS, [IP3,
JIP4. PactipoCTpaHEHHOCTb dyTOMMMYHHBIX Te-
IIATUTOB B MUPE BAPBUPYETCA OT 4 110 25 clyya-
eB Ha 100 TriC. HaceneHud. [IpeobmaaioT KeH-
myHbL CyIeCTBYeT /Ba IMKA 3200J1€BAEMOCTH:
B 20-30 yeT 1 B 50-70 ner [18].

Knunuxa, ouaznocmuxa. KiuHudeckue
npossieHns pu AW pazHoo6pasHbl — OT 6ec-
CAMIITOMHOTO K TSDKENIOMY, MHOTZA (DY/IbMU-
HAHTHOMY TEUYEHMIO C HATUYMEM C BHEIEUe-
HOUHBIX nopaxenuil. [lpu  obcregoBaHuK
0onmpHBIX AWT' 4acTO OOHAPYKUBAIOTCA COCYAU-
CTBIE 3BE3/JOUKU Ha ILIEE, JIULE, PYKAX, CTPUM HA

6eapax, OPIOMHON CTEHKE, HAOMOAAETCA TUP-
CYTH3M, KYIIMHTOU/IHBIH THII JIUI[A.

[loBbimenue  coiBOporouHOi  LIP/ITT
V/WIA KOHBIOTMPOBAHHOIO OWIMPYOMHA IpU
OTPULIATENBHBIX MAPKEPAX BUPYCHOM HH(EK-
nuu (HBsAg u antu-HCV orpunaresnpHee) —
HAYAIO JUATHOCTUKA. AHTUMUTOXOH/IPUAIBHBIE
anmurena (6onee 1/40) Boasraiorca B 90 % ciy-
Ya€B IIPU XAPAKTEPHON KJIMHUYECKON KAPTHHE,
AHTHUTENA K MEYEHOYHO-CHEIU(PUUECKOMY JIH-
TMONPOTEHHY, IJAAKON MYCKy/IaType (B TUTpE
1:88), anruanepusie anturena (8 30 % ciydaes).
CHWKEHHE TPOMOOIIMTOB, aIbOYMUHA, IIPO-
TpOMOUHOBOTO BpeMeHr/MHO — yKa3piBaloT Ha
(opmuposanue LII Ha ¢pone AUI, nosbineHue
OWIMPYOHA YKA3BIBAET HA IIPOIPECCUPOBAHUE
mppo3a. U3  KIMHUKO-OMOXUMUYECKUAX CHH-
JPOMOB TIOPAKEHNA TIEYEHU B COUETAHUN C dp-
TEPUAIHON TUIEPTEH3UEH XaPAKTEPHbI BbIPa-
JKCHHBIN LIUTOJUTUYCCKAN (AKTUBHOCTb ChIBO-
POTOUHBIX TPAHCAMUHA3 IPEBBINAET HOPMY B
5-10 pa3) U ME3EHXUMATBbHO-BOCTAIUTEILHBIN
cunzpomsl [4, 11, 18].

I noprsepxnenus AU xenarenbHa
ouorncua nedeHu. Mopgonorndeckas KapTuHa
COOTBETCTBYET TKEIOMY XPOHUYECKOMY T'ela-
Tuty. IUppo3 passuBaeTcs ObICTPO.

Jleuenue AHI. OTCyTCTBUE IOCTATOYHOIO
3(deKTa WK I10Xasd NEPEHOCUMOCTD IPEAHNU-
30JI0Hd ¥ 432THONPHHA JAIOT OCHOBAHHE JUIA
TIOMBITKY HA3HAYEHUS PYTUX MMMYHOCYIIPEC-
COpOB: O-MepKanTonypuHa, 1uKIodochammsa,
[MKJIOCTIOpUHA U Ap. [Ipu neyeHnn B TeyeHne
TPeX JIET CTOMKAA PEMUCCHUA HACTYHAET Y 25 %
OOJBHBIX, B OCTAIBHBIX CJIY4d€B HACTYIAET pe-
uuanB, 10-71eTHAS BBDKUBAEMOCTh COCTABIIIET B
cpeateM 93 %. OnpeneneHHbI 3PPEKT aeT
BKIIOYEHHUE B KOMIUIEKC JICYEOHBIX MEP YPCOJe-
30KCHUXOJIEBOM KHUCJIOTH (YPCOCAHA), KOTOpas
O0JIAJAET TAKKE UMMYHOMOAYIUPYIOIUM JIeii-
CTBUEM. TPAHCIUVIAHTALMA II€YEHM IIOKA3aHA
npu ToKenoMm TedeHuu AWI: mporHo3 TpaHc-
IUVIAHTAUMN OJIATONPUATHBIN, S-NETHAA BbLKU-
BaEMOCTb JocTHraet 96 % [18].
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IIEPBUYHBIN BHIHAPHBIH ITHPPO3

[lepBuunbii 6umuapubil 1uppo3 (I16LD)
OTPAXAET MOCJIEACTBAA UMMYHHOIO U KJIETOY-
HOIO TIOBPEKACHUA 3NUTEUATbHBIX KIETOK
JKCTYHBIX IIyTEH, NPUBOJALIAE K XOJIECTa3y U
nporpeccupyomemy (puodposy nedeHu. 3adosne-
BAHUE OTHOCHUTENBHO OBICTPO MPOIPECCUPYET
10 TepMUHAIBHON craguu — LIL cpeaHas Bbl-
JKUBAEMOCTb CPEAM TEX, KTO HE JIEYUTCH, CO-
crasmger 9-10 ner. TIBL ocraerca mpeobma-
JAIOMUM  JKEHCKAM  320071€BAHKEM, HAYAJIO
00bIYHO B Bo3pacte > 40 ner. PactipocTpaHen-
HOCTb KOZNEONETCA B IUIMPOKUX Hpeesax
1,9-24,0 cydas Ha 100 TBIC. HaceneHus, 3260-
1eBaeMOCTb cocTasiser 1-2 cayyad Ha 100 TeIC.
Hacesienus B 1o [19].

HayanpHpI CUMIITOM XOJIECTa3a — 3V[ —
BO3HUKACT 13-3d 33/ACP/KKU CEKPELIMHU KETYHBIX
KUCJIOT, PAHO PA3BUBAETCA KenTyxd. Yepes He-
CKOJIbKO MECALIEB BO3HUKAIOT KCAHTENA3Mbl Ha
BEKAX M KCAHTOMBI HA KOXKE JIMLA U B JPYIUX
MECTaX (OTJIOKEHUA XOIECTEPUHA).

s ouaznocmuxu T1B1 HEOOXOAUMO
BBIABUTDH MOBbIEHUE ypoBHA IO u Hanmnuue
AHTUMUTOXOH/IPUAIBHBIX AHTUTET B JUATHO-
cruyeckoM TuTpe 2 1:40. Ilpu OTCYrCTBUM
CHEeNU(PUYHBIX AHTUTET OUOICHA NEYCHU He-
00X0MMa /Ui YCTAHOBIEHUA AuarHosa [1BLI.
[MCTONOTUYECKN  BBIABIAIOTCA BOCIAIUTENb-
HbIE€ T'DAHYJIEMBl B COYETAHUU C (DOKAIBHOH
06IUTEPALIUEN JKETYHBIX TIPOTOKOB.

B nacrosuiee BpeMs BBIICIAIOT HEpeKpe-
crubiit cungpom [ /AT [20).

Jleuenue IIBI]:

1. Merogpl, 3aMEIAIONIAE TIPOrPECCUPO-
Banue IIBLl. Ypcome3okcuxonesas KHUCIOTA
(VIXK) n 06ertnxoneBas KUCIOTd OROOPEHBI
i nedennd [IBL — 061a1310T UMMYHOMOZY-
JIPYIOIUM JE€UCTBUEM, 3AMEMIAIOT HEJOCTATOK
BBIPAOOTKU JKEMYHBIX KUCIOT. Tepamusa VXK
u3 pacyera 13-15 Mr/Kr/cyr JJIMTENbHO/B Te-
YEHUE KU3HU. XOPOINM OUOXMMUYECKUM OT-
BeToM uepe3 rop Ttepanun YIXK cuuraerca
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YPOBEHb  CBHIBOPOTOYHOIO Omupyouna < 17
MKMOJIb/JI, ypoBeHb LIP < 3 or BepxXHEN Ipa-
HULBl HOpMBL, ACT < 2 nopM. [Ipu Heajexsar-
HOM OTBeTe Ha Y/IXK BHYTpPb HA3HAUYAIOT 00€-
TUXOJIEBYI0 KUCIOTY: IOKA3aHA IIPU IOBBIIIE-
auu [P Gosee 1,67 pa3a OT BEDXHEN IPAHUIIBI
HOPMbI U / WIN HOBBIIEHUN OWINPYOUHA 6O0-
Jiee 2 OT BepXHei IrpaHuibl HOpMbL Haynnas ¢
5 MI/KI, TUTPYIOT 703y 110 10 MI 110 IepeHocu-
MOCTH B T€UeHHe O MECALIEB.

2. T1o TOKA32HUAM — ITIIOKOKOPTUKOUJIBL

3. PapukanbHOe neuenue Tsoxeaoro 1L —
nepecajKa nedeHu. TPaHCIUIAHTALMA TI€YEHN
JIOJKHA 00434TENIBHO PACCMATPUBATBCA B TEP-
MUHUIBHOHM CT4IMN 346071€BAHNUA, KOIIA YpO-
BEHb OWIMPYOMHA Ipesblmaer 103 MKMOIb/T
WA YMEET MECTO JCKOMIECHCUPOBAHHBIN [1I]
C BO3MOXHOHM CMEPTBIO B TEYEHHE TOJA.
PesynbraT MOCIAE TPAHCIUIAHTALUU IEYCHU
OOBIYHO ONATONPUATEH, 5-JNETHAA BBUKUBAC-
MocTb 80-85 % [19].

TEMOXPOMATO3

[eMOXpoMaTO3  (IIMIMEHTHBIM — LIUPPO3,
OPOH30BBIA /IUAOET) — T'€HETUYECKH OOYCIIOB-
JIEHHOE 3a00/I€BAHNE, IPOABIAETCA HAPYIIEHU-
eM OOMEHa JKeje3d ¢ HAKOIUIEHUEM €r0 B TKA-
HAX U OPraHaX. BBICOKAA 4acTOTA BCTPEUAEMO-
CTH: 10 BoCcbMHU ciydaeB Ha 1000 Hacenenus
IPENIONATAET TETEPOZUTOTHOE HOCUTENLCTBO
IIATOJIOrNYeCKoro rexa y 10-13 % Hacenenus.
HO AMarHoCTUPYIOT PEAKO, YTO OOBACHAETCH
(hEHOTHUIINYECKON T€TEPOTEHHOCTBIO 3a007IEBa-
HUAA U OTCYTCTBUEM IIATOTHOMOHUYHBIX CHM-
IITOMOB [4].

[eHeTHYECKMA IeMOCH/ICPO3 Pa3BUBACTCA
B peayinbrare: 1) MyTranuu IeHa, CLEIUICHHOIO
¢ A-noxkycom xomiuiekca HFE Ha KOpoTKOM
mwiede 6-i1 XpoMocoMbl — C282Y; 2) Myraruu
TeHa, HAXOJAMErOCs HA KOPOTKOM Iuiede 6-it
xpomocoMbl — H63D.

B opranmsme 310pOBOTrO 4eIoBeKa CoAep-
XKUTCA 3—4 T XKenes3a, Ipu IeMOXpOMATO3e —
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20-60 r. JKene3o HAKAIIMBAETCS B OPraHax U
TKAHAX: IEYEHH, O/PKETYIOUHOMN JKeNe3e, MUO-
Kapze, Cele3€HKe, KOkKe (TMIepIUrMeHTaIns),
SH/IOKPMHHBIX JKEJIE3dX U APYIUX MeCTax. M3-
OBITOUHOE HAKOIUICHHE JKENE3d B OpraHU3Me
MOXET CIPOBOLMPOBATh PA3BUTUE HE TOJBKO
LI, HO U CepeYHON HEJOCTATOYHOCTH, CaXap-
HOTO /I126€Ta U JP.

Knaccugpurayusa: 1) nepBudHbI (K1ac-
CHUYECKUI, TEHETUYECKUI, BPOKAEHHBIN, OPOH-
30BBbII MA0ET, MUIMEHTHBI [IUPPO3 TIEYEHN),
OIMCAHO IATh TUIIOB; 2) BTOPUYHbINA TEMOXPO-
MaTo3 (TEMOCH/IEPO3), CBA3AHHBIN C IOBTOPHbI-
MU KPM3AMU TEMOJUTHYECKON U METranotmacT-
HOW aHEMUH, MHOTOKPATHBIMU TIEPEIMBAHUAMU
KPOBH, HEIPABIILHBIM JIEYEHHUEM TIPENAPATAMU
xenesa [11].

Hduaznocmuxa. Hanbonee NPAKTUYHBIM
TECTOM CKPUHUHIA SABJSIETCS ONPEEICHUE Chl-
BOPOTOYHOI'O JKEJI€3d, HACBILEHUA TPaHC)Ep-
puna u peppurrHa. Haceimenue tpanceppu-
Ha 6oxnee yem 50 % y MyKIuH U 45 % KEHIIUH,
CYIIECTBEHHO IOBBIMEHHBI YPOBEHD (PEPPHU-
THHA CBIBOPOTKY, YTO O3HAYAET U3OBITOK XKeJle-
32 B OpraHu3Me B 1e1oM [4].

OKOHUATEIbHBIN JUATHO3 I'EMOXPOMATO32
MOXET OBITb YCTAHOBJIEH IIPY OMOIICUN NIEYEHU:
KENEe30 HAKAIUIMBAETCA B BUJE TEMOCH/IEPUHA,
IPEUMYIIECTBEHHO B TEMATOLUTAX U SIUTEIN-
ATbHBIX  KJIETKAX JKETYEBBIBOJANIMX  IIyTEH
(cnenmanbHas OKpaca I[leprbca).

Jleuenue: 1) juera ¢ OrpaHUYCHUEM IIPO-
JIyKTOB, COAEP/KAIMX JKENE30 (PbIOa, MACO, VLA 1
JIpyIUX), OTKAa3 OT QJIKOTOJ, 2) Iperaparsl,
CBA3BIBAIOIINE JKEJNE30 U CIOCOOCTBYIOIIME €r0
BBIBEICHUIO  (nedepokcamuy, — B-recdepann);
3) 3 PEKTUBHBI METOJ JIEYEHHUA — NOBTOPHbBIE
KpOBOMYCKaHA (110 250-500 M), 4T0 CrIocooCT-
BYET YAICHUIO JKEIE32 U3 OPraHN3Ma U IPHBO-
JWT K YIy4IIEHNAIO OOMErO COCTOAHNA, YMEHBIIIE-
HUIO TIMTMEHTALIMY 1 PA3MEPOB TIECYECHH.

[Ipn passutun LI Ha poHE TEMOXpPOMA-
TO34 PUCK BO3HUKHOBEHHUA PAKd TEYEHU BO3-
pacraer B 200 pas [11, 21].

BOJIE3Hb BHICOHA — KOHOBAIOBA

bonesup Bubcona — Konosanosa (BBK)
PENKOE TEHETUYECKOE 3100/IEBAHNE, BCTPEYAET-
¢ pumepHo vy 1 u3 30 Teic. yenosek. BBK BbI-
3BIBACTCA MyTALMEN B IeHe Oenka OOone3Hu
Bunbcona (ATP7B). D1oT 6€M0K NEPEHOCUT
U30BITOK M€ B KEM4b, I7I€ OHA BBIBOAUTCA
C IPOAYKTAMHU KU3HE/IEATENBHOCTU. 34607€Ba-
HUE dyTOCOMHO-PELIECCUBHOE.

CUMITOMBI OOBIYHO IIOABJIAIOTCA B BO3-
pacre ot 5 710 35 JIeT ¥ CBA3aHbl C HAKOIUIEHU-
€M B OpraHU3Me HM30bITKa Meau. CHMITOMBI
OOBIYHO CBf34HBI C TNOPAKEHUEM T'OJIOBHOIO
MO3ra U nedeHy. KimHudeckue IposBIeHus Co
CTOPOHBI TIEYEHN BKIIOYAIOT PBOTY, CI1d60CTD,
CKOIUICHHE XKU/IKOCTH B JKMBOTE (U3-32 PAHHETO
passurus LII), orek Hor, KenTyxy u 3yA. Ilo-
paxenue neyenu npu bBK: o Tuny xponuuye-
CKOTO TemaTuTa, (PYIbMUHAHTHOIO TE€IATUTA,
JUINTENIBHOE JIATCHTHOE TEYEHUE, MPOABIIAIO-
meecst Ha craauy HI1. CUMIITOMBI, CBI3aHHBIC
¢ [HC, Bmo4aror TpemMop, pUTHAHOCTD
MBIIIIL, IPOOJIEMBI C PEUBIO, U3MEHEHUA JINY-
HOCTH, OECIIOKOMCTBO U ICUXO03. XAPAKTEPHO
HOABJICHUE JKEITOBATO-3E/EHON MU 3EJIEHO-
BATO-KOPUYHEBON ITUIMEHTANNY IO Nepue-
pun poroBulisl — Koabllo Kansepa — drneiinr-
HEPa, ABAOLIENACH OTIoKeHrAMU Meau (Y 50 %
OOJBHBIX) [4].

Juaznocmuka BKIIOUAET ONPE/EICHNE B
KPOBM YpPOBHA LEPYJIOIUIA3MUHA (aHOMAJIBHO
Hu3Kue nokasarean < 0,2 1/11), aHaIU30B MOYU
¥ OMOICUU Ie4eHH. [IMArHOCTUYECKM 3HAYU-
MBIl YPOBEHb CYTOYHOW 3KCKPELUU Mean
> 1,6 MmkM/cyr. * 1,73 M* wm > 100 MKr/cyr. «
1,73 M*[11].

Jleuenue. Jluera ¢ HUCKIIOYEHHUEM IIE€YE-
HH, LOKOM/A, OPEXOB, IPUOOB U MOJITIOCKOB,
OCOBEHHO OMApOB. B Tepanuio BKIIOYAIOT Xe-
JIATUPYIOIUE ATEHTHI, TAKAE KAK TPUEHTUH U
d-NEHULIWITAMEH, 2 TAKXKE J0OABKU C ITMHKOM.
Ocnoxnenusa BBK MOryr BKIIOYAaTh MEYEHOY-
HYIO HEJOCTATOYHOCTDb, PAK IIEUEHU U IOpd-
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JKEHHE NOYeK. TPAHCIUIAHTALNA NIEYEHN TTOKA-
32HA TEM, Y KOT'O JIPYTHE METOJBI JIEYEHNA HE-
apdexTusHbl [21].

BOJIE3HD JEQHITHTA ATb®A- 1 -AHTHTPHIICHHA

Heduupt anturpuncuna anpda-1 (A1AD
Wi AATD) — 3TO T€HETHYECKOE 3200/ICBAHUE,
KOTOPOE MOKET IPUBECTH K 3a00JEBAHUIO B
OCHOBHOM JIETKUX M M€YeHH. HOpMAIbHBIA
YPOBEHb a/Ib(ha-1-aHTUTPUIICKHA B KPOBH CO-
crasger okono 1,0-2,7 r/n. OgHa u3 QyHKuui
3TOrO OEJKA — 3AMUTUTH OPIaHbl OT HEUTPO-
(PWIbHOM 371aCTa3bl, (PEPMEHTA, KOTOPBIA MO-
KET Pa3pyllaTb COCAUHUTEIBHYIO TKAHb., DTO
3200/71€BAHUE BCTPEUAETCA NMPUMEPHO y 1 U3
1500-3500 uenosek. V 15 % B3pOCIbIX € Aedu-
nuToMm A1AT passusaerca LT [4].

Kwunuueckue 1pOsBICHUA 3aBUCAT OT
OCOGEHHOCTEN MyTAUMil. fIpKO  BBIPAKEHHBIE
IPOSB/ICHNA PA3BUBAIOTCA IIPU CHIKECHUY aHTU-
tpunicuta 10 10-20 % or nopmsl IIpu 3roM
MOPKAIOTCA PA3NTMYHBIE OPIaHbL: MIEYEHD (TeIa-
TUT, LUPPO3, KAPLIMHOMA), IETKKE (XPOHUYECKAs
OOCTPYKTHBHASL OOJE3Hb JIETKUX, 3M(HU3EMA,
OpOHXO3KTa3bl, ACTMa), KOKA (TICOPHA3, BACKY-
JUT), KUIIEYHUK, IOYKHU (IVIOMEPYIOHEPPHUT),
COCy/ibl (BACKY/INT, aHEBPU3MBI), cepate. Cpean
CHAMIITOMOB: THMIEPIUIMEHTALMA KOXKU  (IpU-
(bebHO-CEPBIN LBET ¢ KOPUYHEBBIM OTTEHKOM),
CIU3UCTBIX OOONOYEK U CETYATKY; CEpACYHAs
HEJOCTATOYHOCTD; CAXAPHbIV IUAOET; APTPHUT.

Jleuenue. IIpUMEHAIOTCS BHYTPHBCHHBIC
uH(ysun 6enka AIAT u TpaHCIUIAHTAMA Jier-
KUX IPH TEKEIbIX 3a607meBanusAX. Ilanumentam
C TAKETBIM  [IOPAKEHUEM  IIEUEHH, ITIOMUMO
KOHCEPBATUBHON TEPANUY, IOKA3aHA TPAHC-
anHTauua neden [11, 21].

PEIKYME BOJIE3HHU, IPUBOJAINUE
K IIIPPO3Y IIEYEHU

Cunopom baoda - Kuapu — o4enp pep-
KO€ 320071€BAHKE, KOTOPBIM CTPAJAET OJUH U3
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MWUIMOHA B3POC/IBIX. 3A00JIEBAHUE BBI3BAHO
3AKYIIOPKOM IIEUYCHOYHBIX BEH, JPEHUPYIOMINX
TIE€YEHD, B PAJE CIYIAEB C OOCTPYKLMEH HIDKHEN
TI0JION BEHBI, KOTOPAs BEJET K 3AKYIIOPKE CUHY-
COWJIOB, UIIEMUU ¥ B KOHEYHOM CUETE K HEKPO-
3y T'E€MATOLUTOB. DTO MOXKET IPUBOAUTDH K LIE€H-
TPONOOYIAPHOMY (PUOPO3Y, Y3MOBON pEreHe-
pPaTUBHOM TUIEPIUIA3UU W /WA  LUPPO3Y.
Kimmnuka cungpoma bagga — Kuapu: 60omm B
JKUBOTE, ACLUT, YBEJIMYECHHUE IIEUYEHU U OTEKd
cron. CHUH/IPOM MOXET OBbITb MOJTHHUEHOCHBIM,
OCTPBIM, HOJAOCTPBIM (Hanbosee vacras Qop-
Ma), 4 TAKKE XPOHUUYECKUM WIN OECCUMITOM-
HBIM. [IpUYMHBI BTOPUYHOTIO TPOMOO3d, TIOMHU-
MO LIIT: nonmuuureMus, TpoMOO(DUINA, HATMIUE
KJIAIIAHOB B BEHAX IIEYECHU, OIYXOJIU PA3INY-
HOI JIOKAJTU3ALIIM.

JAuaznocmuxa: Y3V OPIOMHON NONOCTH,
JonIuIeporpadus, BEHOrpapud INeyeHm.

Jleuenue: B XUPYPIUUECKUX CTAIMOHAPAX,
043UCHAA Tepand — AHTUKOATYIAHTHL (T€la-
pyH U 7Ip.).

Cepoeunviii yuppo3 (myckamuas ne-
YeHsb). Pa3BUBACTCSA BCJICACTBUC JUTUTEIBHOTO
BEHO3HOI'O 34CTO4, OOBIYHO IIPU CEPAECYHON
TIATOJIOIMY, HAIIPUMED IIPU JIETOYHOM CEPALIE.
BeHosHbI  33CTOM  CTUMYIUPYET 3BE3/[YaThIC
KJIETKA IEYEHH, KOTOPhIE MHULMUPYIOT (Puod-
pos. IIpu arom, momumo III, nmeerca Hapyre-
HHUE IICYECHOYHBIX (DYHKIMOHAIBHBIX IIPOO,
OOMBHBIE [0 TSLKENBIX ocnoxkuHeHuit LI o6bry-
HO HE JIOKUBAIOT, BOZMOKHO OOPATHOE Pa3BU-
TAE TIPU JIAKBUJALMM IPUYMUHBL CUH/POMA
(CepaevHoN  HENOCTATOYHOCTH). JMarHoCTu-
K4 — OUOICHA TEYEHU MOf KOHTposneM Y3U.
Bosee cOBpeMEHHBI METOJ — Y/IbTPA3BYKOBAA
anacrorpapusa. Heobxopumo seyeHue OCHOB-
HOTO 3200JIEBAHUA U CEPJEYHON HEOCTATOU-
Hoctu [4, 11, 21].

Huowiickuii demckuii yuppos. Nunni-
CKUM JIETCKUAN LUPPO3 — ITO XPOHUYECKOE 32-
OOJEBAHNE TIEUECHY, PA3BUBAIOIICEC B PAHHEM
JIETCKOM BO3PACTE, XAPAKTEPUIYIOLIEECA PA3BU-
taeM LI u3-32 OTJIOXKEHUA MEIU B IICUCHU.
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B nepsyio ouepesb OH MOPAXKAET AETEN B BO3-
pacre OT rofia 0 3 JIET ¥ UMEET IEHETUYECKYIO
IPEPACTIONOKEHHOCTb, B KIMHUKE BBIPAKEH-
HBII X0JIeCTa3. be3 nedennsa cMepTh HACTyIaer
gepes rof. IIposonupyomuit (pakrop — ymnot-
pebieHne MOJIOKA JJOMAIIHUX SKABOTHBIX M3
ME/IHOM WM JIATYHHOM IOCY/ibl, YTO BBI3bIBACT
U30BITOYHOE MOCTYIUVIEHUE MEAU B OPraHU3M.
[Ipopunaktyka 3aKIOYAETCA B U3MEHEHUN
YCIOBUH NIUTAHKA. B POIuIoM OT Hero GbuIo
MHOTO CMEPTEH, HO CO BPEMEHEM €0 CTAJIO
BO3MOKHO IPEAOTBPATUTD, BBUICUNUTD, U B Ha-
CTOAILIEE BPEMA TPATUUECKUIT KOHEL] HACTYIAET
penxo [21].
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dunancupoBanue. lccnenosanue He
VIMEJIO CTIOHCOPCKOM TIOZIEPAKKI.

KoH(aukT HMHTEpEcOoB. ABTOPHI 3asB-
JIFIOT 06 OTCYTCTBAU KOH(JIMKTA UHTEPECOB.
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