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COBPEMEHHBIE ITPEJACTABJIEHUA O MEXAHU3MAX PA3BUTUSA U JIEYHEHUSA
I'EITATOPEHAJIBHOI'O CUHAPOMA
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/KusHeyrpo:kamoiee O0cCJI0)KHeHHe NOPTAJIBHOI THUNEPTEH3UM - TeNaTOPEeHAJbHbI CHHAPOM, HpPOSIBJIsAETCS
(pYHKIHOHAIBLHOW MMOYEYHOl HEAOCTATOYHOCTHIO, pa3BHBamlIeiics Ha (OHe IMPpPO3a MeYeHH C ACHHTOM.
KoumuecTBOo TakMx O00JbHBIX 3HAYMTEJBHO BO3PACTaeT B TEPMHUHANBHON cTaguu 3a00JieBaHUS IEYEHH.
BriepBble JaHHY10 IAaTOJOTHIO ONMCAJIH elle BeK Ha3aj, OTHAKO M MO ceii IeHb MHOTMe BONPOChl BOSHMKHOBEHHS
renaTopeHaIbHOI0 CHHAPOMA OCTalOTCH HepelleHHbIMH. B TeueHHMe cTO1eTHSI COBEPLICHCTBOBAIUCH KPUTEPUH
JUATHOCTHKH, MOSABJSUINCH HOBbIe METOAUKM Je4YeHUs NALNMEHTOB, YTO B OYEpPeJHOH pa3 AoKa3bIBaeT
AKTyaJbHOCTh TeMbl. B cBoI0 ouepenbh marTorene3 3a0o0JieBaHUsl TAaKKe JONOJIHSIETCSI HOBBIMH (paKTOpammu,
O0Ka3bIBAIOIIMMH 3HAYHTEJIbHOE BJIHSIHME HA OCO3HAHHEe 0COOcHHOCTell TedeHus 3aGoneBanmsi. Hecmorps Ha
BbIPAKCHHbIE YCIIeXH, CMEPTHOCTh OT renaToOpPeHAJLHOr0 CHHAPOMA OCTAeTCsl HA 0YeHb BBLICOKOM ypoBHe. B
TeuyeHHe TePBBIX JABYX MecsilleB JIeTAJbHbI HCX0A KoOHcTaTHpyeTcss y mnoutn 90% nammeHTOoB €
MPOrPecCHPYIONINM reNaToOpPeHATbHBIM CHHAPOMOM. TPyIHOCTH Kypaluu AAHHOT0O KOHTHHIEHTA 00YyCJIOBJIEHA
OBICTPOTOIl Ppa3BUTHS I@poLecca M CJI0KHOCTHIO BO3JEHCTBUSI Ha NATOJOrHYecKHe 3BeHbsl. JlajibHelilnee
H3yYeHHe BONPOCOB 3THOJIOTMU W NMATOreHe3a renaTOpPeHATBLHOIO CHHAPOMAa U Pa3padoTKa HOBBIX NOAXO/0B
JledeHHusl OydyT CIOCOOCTBOBATHL YJIYYIICHMIO Pe3yJbTaTOB JIeYeHUS] JITHX TsxkedblX 001bHBIX. B craTthe
NpeACTaBJIeH 0030p MyOIMKAIUIi, MOCBSIIEHHBIX JaAHHOI Mpod.ieme.
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Hepatorenal syndrome is a life-threatening complication of portal hypertension caused by cirrhosis, which is
manifested by functional renal failure progressing in connection with ascites. The number of such patients
increases significantly in the terminal stage of liver disease. First descriptions of the pathology appeared a
century ago, but multiple questions pertaning to hepatorenal syndrome origin still remain unsolved. Throughout
the century, diagnostics criteria have been perfected and new methods of treatment appeared proving once again
topicality of the problem. In turn, the pathogenesis of the disease is also supplemented by new factors that have a
significant impact on the recognition of the features of the course of the disease. Despite the marked successes,
mortality from hepatorenal syndrome remains at a very high level. During the first two months, a lethal outcome
is documented in almost 90% of patients with progressive hepatorenal syndrome. The difficulty of curating this
contingent is due to the speed of the process and the complexity of the impact on pathological links. Further
study of hepatorenal syndrome etiology and pathogenesis issues as well as development of new approaches to
therapy will facilitate improvement of treatment outcomes for such serious cases. The paper offers an overview
of publications devoted to the problem.
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OmHuM U3 KU3HEYTPOXKAIONIUX OCJIOXHEHUW mopTtanbHor runeprensun (I1I0) sBasercs
renatopeHanbHblii  cunapom  (I'PC),  mposBustomuiics — (QyHKIMOHAJBHOW — HOYEYHOU
HEJ0CTaTOYHOCTHIO, KOTOpasi HEPEIKO PAa3BUBAETCS Y MALMEHTOB C MPOIPECCUPYIOLIUM LIUPPO3OM
neyenu (L{I1), ocioXHEHHBIM acCIMTOM W HAPYIICHHSIMHU B CHUCTeMe KpoBooOparmieHus. Jluaraos
I'PC ycranaBnuBaeTcsi NMpu OTCYTCTBUM HWHBIX NPUYUH OPraHUYEeCKHMX WIH (PyHKIHOHAIBHBIX
nopakeHui novex [1; 2].

[TepBoie ynomunanus o ['PC mosiBunuce 6omnee 100 ner Hazan. B 1863 r. A. Flint ormetnn y



Tspkeno OonpHbIX L1 mamueHnToB ¢ aciuTom paccTpoiicTBa (DyHKIMU MoYeKk. B mocnemyromem
OBLJI0O yCTAHOBJICHO COBMECTHOE TMOpakeHWe TmedeHn u modek. B 1893 r. M. Pavlow B
HKCHEPUMEHTaX Ha >KMBOTHBIX YCTAaHOBHJ HalW4ue albOyMUHYpHM TIocie (OPMHPOBAHUSA
nopTokaBajgbHOro anacromo3a. B 1911 r. P. Clairmont u coast., F. Steinthal omyGnukoBanu
HaOJIIO/IEHUE TMOpPaXEHHs] MOYEK C JIETAIbHBIM HCXOJOM, IOCJEIOBAaBILEE IOCIE ONEpaluy Ha
JKEITYHBIX MPOTOKAX IO MOBOJY MEXaHUYECKOM KeENTyXH [3; 4].

TepMuH «renaTopeHanbHbIN CHHIPOM» ObLT peanoxkeH B 1916 r. P. Merklen. B 1932 r. sta
natonorus Obuta HazBaHa F.C. Helwig u coaBT. «cuHapom mnedeHb-moukm». M tompko B 1956 T.
Hecker u Sherlock 6omee moapo6HO omwmcanu ero y 9 mamwentoB ¢ L1 u ocTpbIM remaTtuTom,
OTMETHB PAa3BUTHE OCTPOM TIMOYEYHOM HEIOCTATOYHOCTH O€3 TPOTEHHYPUH M C HHU3KOU
KOHIIEHTpauueil Hatpust B Moue [5]. ABtopsl ycranoBuiau, uro I'PC nabGmonaerca y 7-15%
naruenToB ¢ LII, koTopble ObUTM TOCHUTAIM3UPOBAHBI MO TMOBOAY aciura. KoimdyecTBo Takmx
0OJIbHBIX CYILIECTBEHHO BO3pacTaeT B TEpPMUHAIbHOW cTaauu 3alosieBaHus medeHH. [Ipornos
BBDKMBAHMSI IECCUMHUCTUYEH, TaK KAK BOCCTAHOBJIEHUE HOPMaJIbHOM (DYyHKIIMM MTOYEK IIPU PA3BUTHU
I'PC npoGnematuuno. Tak, B TeueHHE MEPBBIX JBYX MECSLEB yMHpAOT okono 90% mnauueHToB ¢
nporpeccupytomum I'PC.

B Hacrosiiee Bpemst ocHoBHOM Teopueil marorenes3a ['PC cunraercs kiaccuueckasi runoresa
«nepudeprueckoil  BazomuiaTanuuy. [laToreHeTHYeCKui  MEXaHW3M, XapakTEepHBIA IS

¢dbyukroHanbHbIX n3MeHeHnui pu ['PC, npencraBiieH B BUIE CXEMBI.
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[Mpumeuanne: OIICC - obmee mnepudepuueckoe comporusieHne cocynoB; PAAC — peHWH-aHTHOTEH3WH-
anpocreponoBas cuctema; CHC — cummatudeckas HepBHas cuctema; YCC — gacToTa CepAeYHBIX COKpAIICHUH.

B mnacrosmee Bpems nokazaHo, 4ytro ['PC BosHukaeT mnpu nucbanaHce MPecCOpHO-
JIETIPECCOPHON CHUCTEMBI, KOTOPBIA YCHUIMBAETCS IO MeEpe HapacTaHUs HapyIICHWH (yHKIHI
neyeHu, nporpeccupoBanus I[II' wiM mMOCTymsIeHHEM HEKOTOPBIX JIEKAPCTBEHHBIX CpPENICTB
(HampuMep, HECTEPOUIHBIX MPOTUBOBOCIATUTENBHBIX MPENapaToB), €ile CHIIbHEe MOJaBISIONINX
o0Opa3oBaHMe Ba3OAMIATATOPOB. B pe3ynbraTe CHWKaeTCs MouyedHas Nepys3usi U CKOPOCTh
KITyOOUKOBOW (UIBTpAllMU M, KaK CIEJICTBUE, Pa3BUBACTCS a30T€MHUs W MOBBIIICHHE YPOBHSA
CBIBOPOTOYHOI'O KPEaTUHHUHA, KOTOPbIE CYUTAIOT OCHOBHBIMM Npu3Hakamu npu ['PC.

B nocnegnee aecsaTuneTre BhISIBICHO, YTO CHU)KEHUE CUCTEMHOW reMOJAMHAMUKHA HETaTUBHO

BIMSIET HA BHYTPHUIICYCHOYHBIH KPOBOTOK, B pe3yJbTaTe 4Yero YyCyryOusercss IedeHOYHas



HEJ0CTaTOYHOCTb, IPOSBIISAIONIAsICS BO3PACTAHUEM YPOBHS TpaHCAMHUHA3.
B cBoro ouepenp, 1moj BIMSHUEM Ba30KOHCTPUKTOPOB (aHruoTeH3wHa I, HOpaapenanvuHa u
Ba30OMpPECCHHA) M BCIEACTBUE CHIDKCHHS CHHTE3a OKCHIA a30Ta IUPPOTUYECKON MEYCHBIO
IIPOUCXOJUT CIa3M BHYTPUIIEUEHOYHBIX COCYI0B. IIpoBeaeHHbIE HCCIEOBAHNS MTOKA3bIBAIOT, YTO
M3MEHEHHUS BHYTPUIIEYEHOYHOI'O KPOBOTOKA KOPPEIUPYIOT C YPOBHEM PEHUHA B IJIa3M€ KPOBHU.

[IpencraBineHHass «kjgaccuyeckas THIOTe3a mepudepruueckoi  BazoAWIaTallMM»  HE
OMUCBIBAET JPYTUE€ BO3MOXKHBIE MEXAHU3MBbI IMATOr€HEe3a NoUeyHO HegoctatouyHocTH ipu ['PC [6-
8]. Tak, oueHp Oombloe 3HaueHHE B (HOPMUPOBAHMU THUMONEp(Py3UH MOYEK MMEET HapyIICHUE
OaylaHca B OYEUHOM NMPOyKIIUU SHIOT€HHBIX BA30KOHCTPUKTOPOB U Ba30AUIATaTOPOB [9].

Pesynbrarel uccnenoBanuit L. Ruiz-del-Arbol u coaBT. moaTBepawM mpenrnonoKeHue o
TOM, 4TO y manueHToB ¢ [ PC n1ocToBepHO CHIXKEH CepACUHBINA BHIOPOC MO CPAaBHEHUIO C OOJIBHBIMU
6e3 I'PC. Ilomarator, uto nupkyistopHas nuchyHkuus npu I'PC oOycioBieHa He TOJBKO
Ba3oAWJIATAllMCH, HO U CEPJIEYHON HEAOCTAaTOYHOCTHIO. DTH U3MEHEHUSI OOBSICHSIIOTCS Pa3BUTHEM
nmpu Il cnenududeckoil KapauOMHONMAaTHH, XapaKTepU3YIOMICHCS auiaTaluedl  cepna,
runepTpoduell U INEKTPUYECKOM HECTaOMIBHOCTHIO MHOKapAMOIMTOB, a TakXke ero
CHCTOJINYECKOH U AMACTOIMUYECKON AUCHYHKITHEH.

Bonwmmoe 3nauenne B martorenese ['PC mmeer HaamouedHHMKOBAs HEAOCTATOYHOCTh. IJTO
TM0JIOKEHNE TIOTBEPKIACTCS BHIPAKEHHBIM CHIDKEHHEM (DYHKIIMU HAMOYEYHUKOB y MAIlMEHTOB C
HIT u Tsoxenoit 6akrepuanbHOi nHMEKIMEeH, Hanboiee yacto npuBoasmei k popmuposanuto ['PC.
UccnenoBanust mnokaspiBaioT, yto y 80% mnanuentoB ¢ ['PC BbIABIsSIETCS HaANOYEYHUKOBAS
HemocTarouyHocTh. Ilpu  nmoGaBneHMHM K Tepamuud  KOPTHU30Jia TEeMOJUHAMUKA  OBICTPO
BOCCTaHaBiuBajgach. HaamodyeunukoBas HenoctaroyHocTh Inpu ['PC BbI3BaHa pernoHanbHOM
BA30KOHCTpUKLMENH. B0O3MOXKHO, B pa3BUTHM HAJIMIOYEUYHUKOBOM HEJOCTATOYHOCTH HNPUHUMAIOT
y4acTHE€ IMTOKUHBI, NPSIMO YTHETAIOIIUE CHHTE3 KOpPTHU30Ja KOpOM HAJIOYEYHUKOB. ITO
JIOKa3bIBACT MCCIIEI0BaHNE, KOTOPOE BBISIBIIIO 00Jiee BHICOKUM YPOBEHb LIUTOKHHOB, OBBIIICHHYIO
AKTUBHOCTb PEHMHA M CUMITATUYECKOW HEPBHOU CUCTEMBI, a TAKXKE CHUKEHHE CEpAEUHOro BhIOpoca
1 CKOpPOCTH KITyO004uKoBOH (hunbTparuu y namueHtoB ¢ [ PC 1 Tuma B oTau4mMe OT ManyeHTOB, HE
MMEIOIINX PEHATBHOM MAaTOJIOTUH.

Takum ob6pazom, npu I'PC pa3BuBaercss moauopraHHas MaTOJOTHS, XapaKTEPH3YIOLIasiCs
OCTPBIM HapylIEHHUEM (QYHKLIMH CepAeYHO-COCYIUCTON CHUCTEMBI, MOYEK, IE€UYEHHU, HAAIOUEYHUKOB
n T.4. [losToMy nuib [nanpHEWnIee H3y4YEHHE IATONEHETHYECKUX MEXAHM3MOB DPAa3BUTHUS U
nporpeccupoBanusi ['PC 1mo3BoauT yCOBEpPIIEHCTBOBATh MMEIOLIMECS U CO3[aTh MPUHIUIINAIBHO
HOBBIE CITIOCOOBI TMAarHOCTUKH, JICYEHUS M POPMIAKTUKY TeraTopeHaibHoro cunapoma [10; 11].

JAmnarnoctuxka I'PC

OCHOBHBIM KPUTCpUEM JUATHOCTUKU MMOYCIHOM HEAOCTATOYHOCTHU SABIACTCA CHHIXCHHEC



CKOpPOCTH KIIyOOYKOBOW (DMIIBTpaly, ONpEeAeTsieMON IO KIMpEeHCYy KpeatnHuHa. OpmHaKko y
6oapHbIX ¢ LI ymeHbliaeTcss ypoBeHb SHJOTEHHOTO KPEaTMHHMHA 3a CUET CHUKEHHSI MBIIICYHON
MaccChl, C OJHOW CTOPOHBI, U CHHTETUYECKOW (DYHKIMU TIE€UEHU - C APYroM, 4TO 3HAYUTEIHHO
YCIIOXKHSIET OnpeeNieHne CKOpPOCTH KiyOoukoBoi (uibTparmu. Coaep)kaHue MOYEBHHBI B KPOBU
BCJIEICTBHE NTEYEHOYHON HEOCTATOYHOCTH TAK)KE MAJaeT.

Me:x1yHapoaHBIM KITyOOM acuuTa ObLIN MPEI0KEHbI CIEAYIOIUE KPUTEPUN TUAarHOCTUKU

I'PC.
OCHOBHBIE KPUTEPUHU:
. XPOHUYECKOE MU OCTPOE 3a00JIeBaHKe TIEYSHH ¢ TIEYCHOYHOM HegocTaTouHocThio U 1117
o CHIKEHHE CKOpPOCTH KIyOOUKOBOW (MIBTpAllMK, MOATBEP)KIAEMOE YBEJIUYCHHEM B

CBIBOPOTKE KPOBHU KpeaTuHuHa Oonee 1,5 mr/anm mnu 24-4acoBod KIMpEHC KpeaTuHUHA MeHee 40
MJI/MHH;

. OTCYTCTBHE IIIOKa, MPOJ0JDKatolIeiics OakTepruanbHOM HH(EKINN U TeKYIIeH in HellaBHEeH
TEepanuu HEePPOTOKCUYECKUMHU IMpernaparamMH; OTCYTCTBUE IKEJIyJAOYHO-KUIIEYHBIX IOTEPb
AKHJIKOCTH (IIOBTOpPHAs PBOTA WJIM MHTEHCUBHAS AMapes) WIN MMOYEYHOM MOTepH )KUIKOCTHU (TIoTeps
Beca Oosiee 500 r/71eHb B TEUCHHE HECKOJIBKUX JHEH y MAaIlMEHTOB ¢ aCLUTOM 0e3 nepupepuyeckux
orexoB uiay 1000 r/cyT y nmanueHToB ¢ nepupepudecKuMHu OTEKaMu);

J HET CTOMKOTO yJIy4IIeHHUs MOYEYHON (PYHKIMHU (CHMKEHHE CHIBOPOTOUYHOTO KPEaTWHUHA J10
1,5 mr/mn u MeHee, WM yBEJIMUYEHHE KIMpeHca KpearnHuHa a0 40 mu/mMuH wim Ooiee) mocie
IpUeMa JUypEeTUKOB U BOCIOJIHEHMsS O00beMa LHPKYJIHpYIOIIEH KpOBH Npu BBeaeHuu 1,5 1
HN30TOHUYECKOTO pacTBOPA;

. nporenHypusi <500 MI/CyT W OTCYTCTBHE YJIBTPA3BYKOBBIX JaHHBIX OOCTPYKTHBHOM
ypONaTUM UM MAapEHXUMATO3HOT0 3a00JIeBaHU ITOYEK.

Z[OHOJ'IHI/ITGJ'ILHBIC KpUTCPpUH:

o 00BemM Moun <500 MI/cyT;

. ypoBeHb HaTpusi B Mmoue <10 mEq/L;

J OCMOJIIPHOCTH MOYH TIPEBBIIIAET OCMOJISIPHOCTD IIa3MBbl;

o KOJIMYECTBO SPUTPOIUTOB B Moue <50 B 1oJie 3peHHUS;

o KOHIIGHTpaLus HaTpHs B CbIBOpoTKe kKpoBH <130 mEq/L [3].

CHmwkeHue KiMpeHca KpearnHuHa MeHee 40 MI/MUH HE TO3BOJISIET JIOCTOBEPHO
BepuduipoBats ['PC B CBsI3M ¢ BHICOKON BEPOSITHOCTHIO BO3HUKHOBEHUS JIOKHOTIONOKHUTEIIBHBIX
Pe3yJIbTaTOB, CBSI3aHHBIX C OIIMOKaMM MpH cOope MouH. [ 6ojiee TOUHOTO BBISBICHUS TOYEUHOM
HEJ0CTaTOYHOCTHU NIPEANOUYTUTENIBHEN ONPEAEIEHUE YPOBHS CHBIBOPOTOYHOIO KpeaTUHHHA [12].

Bropoit sran  guarHoctuku IPC  — wuckiroueHWe Apyrux MOPUYMH  [TOYEYHOU

HefocTtaToyHOocTH. Ha  mporsokeHun  MHOrux — jeT  auddepeHUManbHas  IUAarHOCTUKA



(YHKIIMOHATTLHON MOYEYHOW HEJJOCTATOYHOCTH U OCTPOTO TyOyJISIpHOTO HEKpO3a OCHOBBIBAIACH HA
OCHOBHBIX TMapamerpax (00beM MoOYM, KOHIEHTpAlusi HaTpUs B MOYE€ U COOTHOILIEHUE
OCMOJISIPHOCTH MOYH K T1azme). OTHAaKO OCTPhIid TyOysipHbIi HeKpo3 y 60abHBIX ¢ LIIT u aciiuTom
COIPOBOXKAACTCS OJNUTYpUEH, HU3KOW KOHLEHTpauuend HaTpus B MOYE U YBEIMYCHUEM
COOTHOILIEHUS] OCMOJISIPHOCTM MouM K Iutasme. Hamportus, y mnamuentoB ¢ ['PC ormeuaercs
OTHOCHUTEJILHO BBICOKas KOHIIGHTpAlMsl HaTpus B MoOue, yBeJIMYEHUE OMIMpyOMHA B CHIBOPOTKE
KpOBHU. BplliensnoxkeHHble OCOOCHHOCTH B JallbHEHIIEM TO3BOJHMINM HUCKIIOYHTH JaHHBIC
napaMmeTpel K3 KpurepueB auarHoctuku ['PC. BBugy OTCyTCTBUS JOCTOBEPHBIX METOJIOB
MOJITBEPK/ICHUS JaHHBI CHHIPOM Oa3upyercss Ha MCKIIOUCHHH IPYTUX 3a00JIeBaHUI, KOTOpHIC
MOTYT SIBUTBCA TNPUYMHOM NOYEYHOM HeAocTaroyHOcTH. OcTpas mnodyeyHash HEIOCTaTOYHOCTD,
BBI3BaHHAsl SKCTPAPEHATBHONW MATOJOTHEH, KyHmHpyeTcsl BOCTIOIHEHHEM O0beMa LUPKYIUPYIOLIEei
kpoBu (OLK), uto He naet addexra nmpu ['PC [13]. [dake ecnu HEe UMEETCs TOCTOBEPHBIX TAHHBIX O
MPEIIECTBYIONIEH KPOBOMOTEpE, peHajdbHAs (YHKIMS JOJDKHA OBITh OIICHEHa Iocie IpHeMa
nuypernyeckux npenapatoB W BocnojgHeHuss OILIK. JIuarnoctuueckue kputepuu ['PC,
paspaboTtannsle MexayHapoaHbM kiyoom aciuta B Can-@paniucko B 2005 T., mpeanuchIBaoT,
yro BoccTaHoBieHne OLIK HeoOxoaumo HaumHATH ¢ pacTBOpa anbOymuHa (1r/Kr maccel Tena, HO
He Oomee 100 T1). DTO mpenIoKeHHE OCHOBAHO Ha PaHIOMHU3UPOBAHHOM HCCIEIOBaHUH,
MoKa3bIBaromeM, 4Tto anbOymuH »3ddextuBHee BocrmonHser OILK, dwem pactBop coneit
TUAPOKCUATUIIKpaxMaja y MalueHTOB CO CIOHTaHHBIM OakTepHalbHBIM NepUTOHUTOM. Hammuwne
II0Ka JI0 TOSIBIIGHUSI TOYEYHON HEJOCTATOYHOCTHU CKJIOHAET K JHUAarHo3y OCTPOro TyOyJsSpHOTO
Hekpo3a. C nmpyroii ctopoHsl, y nanueHToB ¢ {11 mpyu BOSHMKHOBEHHH 0YaroB WH(MEKIIMA MOXKET
pa3BUBaTbCSl TPAH3UTOpPHAs MOYEYHAs HEJOCTATOUYHOCTb, KOTOPAsl MPOXOAMT IOCIE pa3pelIeHUs
nHpEeKIuu. ITO MPOUCXOAUT MPUMEpPHO y TpeTu manueHToB. CremoatenbHo, ['PC mpu LIT u
OakTepuaIbHBIX HHPEKIUAX TOKEH ObITh TUArHOCTUPOBAH MPU OTCYTCTBUHU CENTUYECKOTO IIOKa
Y TOJIBKO MPU HAIWYHH ITOYEYHON HEJTOCTATOYHOCTH, HE KYNUPYIOMIEHCS TPUEMOM aHTUOMOTHKOB.
OnHako 3anmepkka, HeoOXomwmas Jisi OHEHKH S((EKTUBHOCTH IMPOBOAWMON AaHTHMHUKPOOHOMH
Tepanuu, MOXET oka3atbcs (patanbHOU B ciydae ['PC, B cBsi3u ¢ ueM JaHHBIM KpuTepuil ObLT B
MOCNEYIOMEM HCKIIOYeH. Takke NpUMEHEHHEe HEKOTOPhIX MpernapaToB (aMOHOTIHUKO3UIBL,
HIIBC, u AII®) nammentamu c¢ LIl npegpacnonaraer K MOSBIEHHIO OCTPOM IOYEYHOU
HEJIOCTaTOYHOCTH, 4YTO TpeOyeT WCKIIOUEHHs] MJaHHBIX JICKAPCTBEHHBIX CPEJACTB B JHH,
MpEeIECTBYIONIME YCTaHOBJIEHUIO nauarHo3a. Hakowen, mnpu [III HegocTaTOYHOCTH MOXKET
pa3BUTBCA H3-32 pEHAJIbHOM mMaToJOrWM, B YacTHocTH npuuuHo OIIH Moxer craTh
TJIOMEpYJIOHEPPUT y manueHToB ¢ renatutoM B min C u3-3a ocaxaeHHs IMMYHOKOMILUIEKCOB WIIN
omioxkeHus [gA npu ankoronesHoM LII. B mons3y JaHHBIX NPUYUH MOXKET TOBOPUTH IIPOTEUHYPUS,

reMaTypus WK OTKJIOHEHUS B 3XOCTPYKType nmovek npu Y 3.



Kanaccndukanms, KIMHUYECKasi XapaKTepuCcTHKa U nporyo3 npu 'PC

[Mpunsaro BeimensaTe ['PC I u Il tuma. T'PC 1 Tuna mpeacrtaBisieT coOOM TSKENyIO U
OBICTPOIIPOrPECCUPYIOLIYI0 [OYEUHYIO HEJAOCTaTOYHOCTh, KOTOpas JUarHoCTUpyeTcs Npu
yIBOCHUM KPEaTHHHHA CBIBOPOTKH JI0 YPOBHS BhIIIE 2.5 MI/1 MeHee yeM 3a 2 Hepenu. Xots Tum-1
I'PC MoxeT BO3HUKHYTh CIOHTAaHHO, OH 3a4acTyl0 HJAET B TECHOM CBSI3U C MPOBOLMPYIOMIUM
(dakTopom, HampuMmep TsKeNoW OaktepuanbHON WH(pexknuen. ['maBHBIMH (akTOpaMu SIBISIOTCS
CHOHTaHHBIM  OakTepuanbHblii  meputoHUT (CBII), JxenmymodHO-KMIIEUHOE KPOBOTEUCHHE,
MAacCHBHOE XHPYPTrU4eCKOe BMEIIATEILCTBO WM OOOCTPEHHE TelaTUTa MpH CYIIECTBYIOIIEM
uuppose. Accoumamus CBII, 'PC u papyrux OakrtepuanbHbIX HHQEKIHMI MOATBEPXKACHA
MHOXkecTBoM uccaenaoBanuil. Tun-1 I'PC pasBuBaercs y 25% nanmentoB ¢ CBII, HecmoTpsa Ha
ObICTpoe KynupoBaHME HH(pEKUUu HeppoOe3onacHbIMM AaHTUOMOTHKAaMHu. IlalMeHThl, MMeBIINE
TSDKEJTIble  HapyIIeHUS TeMOAMHAMHUKM [0 BO3HUKHOBEHHMS WH(EKIMM WX WHTCHCUBHBIN
BOCHAJINUTENbHBIA Ipoliecc (BBICOKAas KOHUEHTpaUus MOIUMOPPHOAIEPHBIX JIEWKOLUTOB B
aCLIUTUYECKOM )KMJIKOCTU M BBICOKME YPOBHM LIMTOKMHOB B IIa3M€ U aCHUTHYECKON JKUIKOCTH),
ckiaoHHb K pasButhio ['PC 1 tmma. B pomosHeHMe K IOYEYHOM HENOCTATOYHOCTH Yy HHX
BBISIBIISIFOTCS TIPU3HAKU OBICTPOrO M CEPhE3HOr0 YXYIIICHUS (QYHKUUH IE€YeHH (JKeNTyxa,
KOaryJiomatusi W TIe4eHouHas sHiedanonaTus) u (QYHKIMH KpoBOOOpamieHus (apTepuaibHas
TMIIOTEH3Ms, OUY€Hb BBICOKHI YpOBEHb PEHHHA U HOpaapeHanuHa). Heo6xonqumo oTMETUTh, YTO B
ornmuue ot CBII, cencuc, BeI3BaHHBIN ApyrumMu Bujgamu uHpexnuu, y namueHtoB ¢ L1 peako
accoruupyercsa ¢ 1 tunom ['PC. UccnenoBanus nokaspIBaroT, YTO cerncuc, He cBs3aHHbld ¢ CBII,
MoxkeT nporekats ¢ ['PC 1 Tuna ToNbKO B YCIOBUSX OTCYTCTBHS pEakIMK Ha aHTHOMOTUKH [14]. Y
OonpmMHCTBA OOJBHBIX cercucoM, BbeiBaHHBIM CBII, oTBewarommM Ha aHTHOAKTEpHUATBHYIO
Tepanuio, HapymeHne (GpyHKIuU modek odpatumo. [lpyroe mccimemoBanue mokaspiBaet, uyto ['PC
orMeuaetcst y 30% mnanuentoB ¢ CBIL, y 19% nanueHTOB ¢ TsKenol OCTpOd 3aAepikKKOM MOUH,
BBI3BAaHHON MH(EKIHMSIMUA MOUYEBBIBOAAIINX MyTEH, U TOIBKO Y 4% MalMEHTOB C CETICUCOM HWHOTO
npoucxoxaeHus [15]. BaxHo Takke OTMETHTb, 4TO B HEKOTOpbIX ciydasx [PC 1 Ttuma
pa3BuUBaeTCAd MNpH TSHKENOH HMHQPEKIMHM MOYEBBIBOIAIIMX IyTed, HECMOTps Ha 3((EKTUBHYIO
tepanuto. [Ipuunnbl 60omnee yactoro Bo3HUKHOBeHUs ['PC mpu CBIl, mo cpaBHEHUIO C IpyruMu
OaKTepHaIbHBIMU WHQEKIUSAMH, HEM3BECTHBL. be3 JiedeHus: cpeiHss MpOJOKUTENBHOCTD JKU3HU
nanueHtoB ¢ LII, ocnmoxuenubim ['PC 1 Tuma, mpu HEOIAronmpusTHOM TEYEHUU COCTABIISICT
IIPUMEPHO 2 HENEIH N10CJIE BOSHUKHOBEHHUS [TOY€YHON HEAOCTATOYHOCTH.

I'PC 2 tuna xapakTepusyeTrcsi MEUIEHHO MIPOrPECCUPYIOLIEH TOYEYHOW HEIOCTATOYHOCTHIO
(KpeaTHHHMH CHIBOPOTKM KpoBH mpeBbimaet 2,5 mr/mm). Ilpu I'PC 2 Tuna BBISBISIOTCS MPU3HAKU
[IEYEHOYHON HEJOCTATOYHOCTH M apTEPUAIBHOM T'MIOTOHHWH, HO B MEHBIIEH CTENEHU II0

cpaBHeHuto ¢ 1 tunom ['PC [16]. [JoMUHHPYIOIIMM KIMHUYECKUM MPU3HAKOM SIBIISIETCS TSKEIJIBIN



aCIUT HEYAOBJETBOPUTEIbHBIM OTBETOM Ha JIUYPETUYECKYIO TE€palHI0 WJIM OTCYTCTBUEM OTBETa
(Tak Ha3bBaeMbIii pedpakrepHbiii acuut). [lammentsr co 2 Tunom ['PC mpenpacmoyioxeHbl K
pasButHio 1 Tuna I'PC nox Bo3aeiicTBueM MHPEKIMNA WM IpyrUX Nopakaromux ¢akTopos. Taxxke
OTMEYAETCs] CHUKEHUE BHYTPUIIEUEHOUYHOTO KPOBOTOKA, HO HE CTOJIb KPUTHUECKOE, Kak npu 1 tume
I'PC. Menuana BbpkuBaemoctu npu 2 tune ['PC (6 mecsueB) MeHblIe, 4eM y NAIMEHTOB C
HEA30TEMHYECKUM LUppo30M M acuutoM [1; 7]. KiimHM4eckue ucclienoBaHUsl MOKAa3bIBAIOT, YTO
I'PC 1 n 2 Tunos sBisitorcs pasnuuHbiMu cuHapoMamu. I'PC 1 Tuma pas3BuBaeTcsl BCIIEICTBUE
OaKkTepHaIbHBIX MH(EKINH U UMEET CXOACTBO C OCTPOIl MOYEYHON HEJOCTATOYHOCTHIO, B TO BPEMS
kak ['PC 2 Tuma BO3HUKAaeT CIMOHTAaHHO W MPEACTAaBISET COOOW pe3yNbTaT KpaHEW CTEeTeHH
HapylUICHUs TE€MOAWHAMHKH, KOTOPOE CaMOIPOM3BOJIBHO DPA3BUBACTCA B KOHEUHBIX CTaAMsIX
3aboneBanus. Knunndeckoe nposisienue I'PC 1 tuna — tsxenas noiauopransas (B T.4. IE€YEHOUHO-
rmodeyHasi) HezjoctaTouyHocTh, At [ PC 2 Tuna xapakTepHo mosiBlieHUe pedpakTepHoro aciura [3].

Jleuenue I'PC

Meronom BbeIOOpa Jieuenuss [PC mnpu  JAEKOMIIEHCHUPOBAHHOM IMPPO3E  SIBISETCS
TpaHcIiaHTauus nedeHu. Cpa3y Iocie TpaHCIUIAaHTallMd Yy TPETU TAalMEeHTOB BBIBISIECTCA
CHIDKEHHE CKOPOCTH KiIyO0oukoBOHM (uibTpanmu. Yepes 1-2 mecsma mocie omnepanuu (GyHKIUS
[OYEK IOCTENEHHO BOCCTAHABIMBAETCS U CKOPOCTb KIyOOUKOBOH (UIbTpalluu JOCTUraeT B
cpenrem 30-40 mu/muH [17]. 'eMoguHaMuyeckue ¥ HEHPOTYMOpaIbHBIE HAPYIICHUS WCUYE3AIOT B
TEUEHHE MECSIIA Mociie TpaHcIlanTauu. Hecmotps Ha 1o 4yTto 1y1s manueHToB ¢ ['PC xapakTepHo
Oonee nnuTenbHOE MpeObIBaHME B MMajlaTe MHTEHCHBHOM TepamuM IOCJe Olepaluud M BbICOKas
JETabHOCTh, TPEXJICTHSS BBIKHBAEMOCTh cocTaBisieT 60% (y 6ompHbIx 063 ['PC — 70-80%) [18].
OpnHako B CBSI3U CO CTPEMUTENbHBIM pa3BUTHEM ['PC OONBIIMHCTBO MalMEHTOB HE J0KUBAIOT J10
TPAaHCIUIAHTALlMM TieueHH. DBBeneHHe Ba30KOHCTPUKTOPOB U anbOyMHMHA YBEIMYMBACT MX
BBDKMBAEMOCTb /10 TPAHCIUIAHTAlMM II€YEHH, YMEHBIIAET CMEPTHOCTb W  yBEIMYUBAECT
NpOAOJKUTENbHOCT  ku3Hu  [19; 20]. Hekoropble SKCHepUMEHTANIbHBIE HUCCIIEIOBAHUS
MOKa3bIBAIOT, YTO KOMOMHUPOBAaHHE Ol-alrOHUCTOB W TOJKOKHOE BBEJICHHME OKTPEOTHAA U
TEpJIUNpeccuHa B TeueHue 3 Henenb B 64% ciydaeB NPUBOAUT K IOJOKUTEIbHOW JIHHAMUKE,
CHIKEHHIO YPOBHS KpeaTHMHHHA B ChIBOPOTKE HIDKE 1,5 MI/II M OTCYTCTBHIO peLUIMBa MOCHE
npekpamenuss Ttepanuu [21]. OpHako Apyrue uccienoBaTeNd IOJYYWIM HPOTHUBOIOJIOKHBIE
pe3ynbTathl, BbIIBUB paspemieHne I'PC npu npoBeneHNM BBILIEONNCAHHOW TEpanuu Juib y 2,9%
MmanueHToB [22].

Omaum w3 sddexktuBHBIX MeTom0B JiedueHuss [PC  sBmsieTcss  TpaHCBHIOTYJSIpHOE
BHyTpHIledeHOuHoe mnopTocucreMHoe uryHtuposanue (TIPS/TUIIC). TIPS/TUIIC HOopmamu3yeT
JaBICHUE B CHUCTEME BOPOTHOH BEHBI, YTO CIIOCOOCTBYET IOCTENICHHOMY YMEHBUICHHUIO

oOpa3oBaHus aciUTH4eCcKoi xkunkoctu [23]. MccnenoBanue mokasbiBaeT, uro 3-, 6-, 12-MecsuHas



BeDKHBaeMocTh manueHToB ¢ [ PC mocae TIPS/TUIIC cocrasnser 64, 50 u 20% cOOTBETCTBEHHO,
MPUMEPHO y TpeTH OOJBHBIX BO3HUKIA TieueHouHas JHiedanomarus [24-26]. Bricokas
neTanbHOCTh narueHToB npu I'PC cimyXUT mOBOJOM ISl COBEPILIEHCTBOBAHUS 3HAHUN O TCUCHUH

3a001€BaHus U MOACPHU3AIUHU ITOAXOOO0B JICUCHU.
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