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Hepatorenal syndrome of the 1-st and the 2-nd type: state-of-the-art

S.N. Mammayev, A.M. Karimova

Llenb 0630pa. [latb HOBbIE NPeacTaBieHNs o0 NaTo-
reHes3e, COBPEMEHHbIX OMAarHOCTUYECKUX KPUTEPUAX
M MoAaxonax K JIeYEHUIO rernartopeHasabHOro CUHAPOoOMa
(FPC).

OcHOBHbIe MoJIoXXeHnsa ob63opa. B nocnegHue
rogpbl B natoreHese NPC, noMUMo «knaccuyeckom runo-
Te3bl nepudepnyeckorn sasogmnarauum», paccMaTpu-
BaeTCs POJib CEPLAEYHON N HAAMOYEYHNKOBOW HeJoCcTa-
To4HOCTW. [MokasaHo, 4To y 60bHbIX ¢ TPC He Habnio-
[aeTcsd afekBaTHOro YCUJIEHUS aKTUBHOCTU PEHUH-
aHrMOTEH3UH-a/1Ib40CTEPOHOBOV cuctembl (PAAC) u
cumMnatndeckori HepBHou cuctembl (CHC), 4to cBS-
3bIBAIOT C PA3BUTUEM Npu Lymppo3e neveHu (LLIM) cne-
undpuyeckon kapguomuonatum. B pasButum Hagno-
YEeYHMKOBOM HepocTaTo4yHoCcTU npu MPC urpatot posb
NPUCOeONHEHNE TAXENon BGakTepuanbHON MHGEKUWN,
aKkTMBaUMs MeavMaTtOpoB BOCMANUTENbHOrO OTBETa U
ycuneHne gencTBua 3HAOMEHHbIX BAa3OKOHCTPUKTOPOB.

B 2005 r. B CaH-PpaHumMcko NpeasioXeHbl HOBblE
auvarHoctunyeckune kputepum NPC onsa naumeHToB ¢ LM,
YTO CYLUECTBEHHO CHMXAeT 4HacCTOTy JIOXKHOMOJOXM-
TeNbHbIX anarHo3oB MPC. B 3aBMCMMOCTU OT TSXECTU
KIIMHUYECKNX NMPOSIBIEHIA U MPOrHO3a BbIAENSAOT OBE
dopmebl FTPC.

Mcnonb3oBaHne Ba3OKOHCTPUKTOPOB (Tepavnpec-
CWHA) B COYETAHUN C anbOYMUHOM 3HAYUTENBHO CHWU-
xaeT nposienenns NPC 1-ro Tmna 1 Nno3BONSIET MPOBEC-
TV TpaHcruiaHTaumo nedeHy (TI1), KoTopas aBnseTcd
METoL0M BblOOpa AJ1s 3TOM KaTeropmm 60JbHbIX.

3akntovyeHue. NPC aBnseTca rpo3HbIM OCNOXHE-
HMEM OCTPbIX WU XPOHMYECKUX 3a00SIEBAHUI MEYEHMU.
B pasButun umpkynatopHon amcoyHkumm npu PC,
NoOMMMO NepndepryeCcKor BasoannaTtaummn, 3Ha4nTeNb-
HOe MeCTO OTBOAUTCS CEePAEYHON 1 HAAMOYEe4YHMKOBOMN
HEeLOCTaTOYHOCTU. BblgeneHbl HOBble AMArHOCTUYE-
ckne kputepun MPC pna 6onbHbix LIM. MNpumeHeHune
TepAMNpeccuHa 1 anbbyMmHa MOBbLILLAET BbIXMBaE-
MoCTb naumeHToB ¢ N'PC 1 no3sonsieT nposectu TI1.

KnioueBble crnoBa: renatopeHasbHbli CUHOPOM,
naToreHes, ANarHoCTuKa, Ie4eHne.

The aim of review. To present modern concept
on pathogenesis, up-to-date diagnostic criteria and
approaches to treatment of hepatorenal syndrome
(HRS).

Original positions of the review. At the last years
in pathogenesis HRS, the role of cardiac and adre-
nal incompetence is discussed along with «classical
hypothesis of peripheral vasodilation». It is shown,
that in patients with HRS no adequate enhancement
of renin-angiotensin-aldosterone system (RAAS) and
sympathetic nervous system (SNS) activity is observed,
that is related to development of specific cardiomy-
opathy at liver cirrhosis (LC). In development of adrenal
failure at HRS addition of severe bacterial infection,
activation of inflammatory mediators and activation of
endogenous vasoconstrictors effects play a role.

In 2005 in San Francisco new HRS diagnostic cri-
teria for LC patients were proposed, that essentially
reduces rate of false-positive HRS diagnostics. In rela-
tion to clinical severity and prognosis two HRS forms
are defined.

Application of vasoconstrictors (terlipressin) in com-
bination to albumin considerably reduces severity of
HRS of the 1-st type and allows to carry out liver trans-
plantation (LT) which is a method of choice for these
patients.

Conclusion. HRS is dreadful complication of acute
and chronic liver diseases. In development of circula-
tory dysfunction at HRS, besides peripheral vasodila-
tion, cardiac and adrenal failure play a major role. New
diagnostic HRS criteria for LC patients are defined.
Application of terlipressin and albumin increases sur-
vival rate of HRS patients and allows to carry out LT.

Key words: hepatorenal syndrome, pathogenesis,
diagnostics, treatment.
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enamopenanvioni cunopon (IPC) siBisiercs

JIOBOJIBHO YacTOH TaTOJIOTHEH Yy TMalueHTOB C

uupposom neuenu (III1) n acuurom. Ilepsbie
yVKazaHus B JINTepaType Ha COCYyIIecTBOBaHue 3a60-
JIEBaHWII T€YeHU U [OYeK TMOSBUIUCH OoJiee deM
100 mer wasag. B 1863 r. A. Flint na6mogan
TsoKeJaprX GombHBIX IIII ¢ aciutom m oJsurypuei,
OpU AyTOTICUU Y KOTOPBIX MOYKM ObLIN WHTAKTHDI.
B skcnepumenrax Ha sxuBorHbix M. Pavlow (1893)
oTMevas BO3HUKHOBEHHE aabOyMUHYPHUH 1TOCJIe HAIO-
JKeHUs TOPTOKaBaJbHOrO aHacromosa. B 1911 r.
P. Clairmont u coasr., tak ke kax F. Steinthal
(1911), BuepBbIe JOJOKUIN O MOPAKEHUH MOYEK C
JIETATTBHBIM MCXOJIOM, TOCJIEJ0BABIIMM TOCJE Olle-
paluy Ha SKEJYHBIX MPOTOKAX 10 MOBOJY MEXaHH-
yeckoll skeatyxu. B 1932 r. ara maTosorusi mouek
6b1a onncana F.C. Helwig u coaBT. Kak «CHHAPOM
meueHb—IOUKM» [26].

TepMun «remaTopeHaabHbIN CUHAPOM» ObLI MPE/I-
crasyien B 1916 r. P. Merklen u mpunsar B 1939 r.
W. Nonnenbruch kak «coueranme aHATOMUYECKH
OTIpe/IeJIEHHOTO 3a60JIeBaHUST TTeYeHN CO 3HAYUTENb-
HbIM orpaHnvyenrieM (BYHKIUU [OYEK IPU HE3HAYM-
TEJbHBIX UJIM TIOJHOM OTCYTCTBUU MOP(OJIOrHUECKIX
n3Menennit B Hux» [37]. Ilpu arom 3saboseBanue
MeYeHr MOKeT OBbITb HCXOJOM TeraTolNe/LTI0NsIPHO-
ro TopakeHus Jio00i 9THOJIOTHMH — TOKCUYECKOTO,
nHQEKIMOHHOTO, cBsizanHoro ¢ LII wmm pakom.

B nacrosiee Bpems noja 'PC nonnmaror yHK-
IUOHAJILHYIO, OJIUTYPUYECKYIO, TPOTPECCUPYIONIYIO,
HO B TO Xe BpeMs OOpaTHMy[0 MATOJOTHIO TOYEK,
BO3HUKAIOIYIO MPHU TSIKEIBIX 3a00J€BAHUSX TE€YeHU
C TIeYeHOYHOI HEeJ0CTATOYHOCTBIO, KOTJA HCKJIOoYe-
HBI JpyTHe MPUYUHBI, CIOCOOCTBYIOIINE TOBPEK/IE-
Huto novyek. DYHKIMOHANBHBIN XapaKkTep MOYedHOM
HEJIOCTATOYHOCTU y OOJIbHBIX C acluToM Ha done
II 6bL1 TOATBEPSK/IEH MOJHBIM BOCCTAHOBJIEHIEM
(QYHKIINM TIOYeK Mocje WX TPAHCIJIAHTAIMN U 110CJIe
MEPECAAKN MEUYEHN.

K 3a6oJieBaHusIM 1Ie4eHt, TIPU KOTOPBIX HanboJiee
yacto passuBaercsa ['PC, oTHOCSTCS:

— 1UPPO3, OCOOEHHO AJKOTOJIbHBINA, TPH HAJH-
YUW acIUTa W JNYPETUYECKO Tepany, NedeHOIHO
sHIIehAJTONATHY, TTHIEBOIHO-3KETY/[0YHO-KUIETHO-
ro KPOBOTEUEeHUsT;

— ¢yJbMUHaHTHAs TeYeHOYHAs HEeJIOCTATOY-
HOCTb;

— OCTpble BUPYCHbIE T€NaTUThI;

— Tenarole/UII0JSPHAS KapIUHOMA;

— MeTacTaTu4ecKkoe MopakeHue TedeHu;

— TEeMUTENaTIKTOMMUS;

— ocTpasl JKUpoBasl TeuyeHb OepeMeHHbBIX.

[MTaTorenes I'PC

IIatorene3 'PC — 3TO CJIOKHBIII MHOTO3TAITHBIN
mporece, TPUBOAAININAN B KOHEYHOM HTOTE K (HOp-
MUPOBAHUIO TOYEYHOU HemoctaTouyHocTu. CormacHo
«KJIacCUYeCcKOl runore3e nepudepuieckoii Baso-

JIJIATAIUN», Pa3BUTHE TMOPTAJIBHON T'HIIePTEH3MH
BBI3BIBAET paCIIUpeHre aprepuii OPIOIHON T0JI0C-
TH BCJEJICTBUE U3OBITOYHON MECTHOH TPOAYKIIMH
OKCH/Ia a30Ta W JPYrHX Ba3o[uaataTopoB [, 21,
25, 33]. Ha HauajbHBIX JTallaX CHIZKEHHE 00Ue20
nepugepuueckozo cocyoucmozo CONPOMUBIEHUS
(OIICC), ofycaoBnennoe Basoguaaranueil, KOM-
MEHCUPYETCST YBEJTMYEHNEM Cep/IeYHOr0 BBIOpOca 1
uacmomot cepdeunvix coxpawenuii (UCC) [6, 49,
50], ogHako B ganbHeliieM UM TUNEPAMHAMUYECKUI
TUI KPOBOOOpAIleHusl He B COCTOSIHUU MOJJIEPKATD
apmepuanvnoe Odasnenue (AJl) Ha HOPMAILHOM
ypoBHe. PediektopHas CTUMYIANUSA peHUH-AH2UO-
menzun-arvoocmeponosoi (PAAC) u cumnamuue-
cxou nepenou cucmem (CHC) obecrieunBaer MmoBbl-
menurie A/l 10 HOpMaJbHBIX BEJUYUH.

Yceunenue peabcopOiny HATPHUSL U BOJbI B JIHC-
TAJbHBIX KaHAJbI[AX IOYeK CcrmocoOcTByeT ¢dop-
MUPOBAHUIO AaCIUTa, THIOHATPUEMUN Pa3Be/CHMUS.
ITockombky aprepuu GpontHOi nomoctu (B pesyJib-
tTate W30bITOYHON CEKPeluu MEeCTHBIX Ba30/UJa-
TaTOPOB) CTAHOBATCS PE3UCTEHTHBIMU K AEHCTBHIO
anrnotensuna lI, Hopazpenanumua, BasompeccwmHa 1
JIPYTUX Ba30KOHCTPUKTOPOB, B M3OBITOYHOM KOJMU-
yecTBe TpoAylupyeMbix npu aktuBaiuu PAAC u
CHC, nopnep:xkanne A/l Ha HOpMaJbHOM U CyOHOP-
MaJbHOM YPOBHE IPOUCXO/IUT 32 CUET BA3OKOHCTPUK-
1Y BHEOPIOMIMHHBIX COCY/IOB, TAaKUX KaK apTepuu
nodek, Mpim (4TO HEPEJKO TNPUBOAUT K Pa3BUTHIO
cyz:[opor), KO’KM, TOJOBHOTO Mo3ra u T. A. [16, 23,
31, 32]. DbesycioBHO, 3HauWTeTbHAS PpeHATbHAS
BA30KOHCTPUKIIMS MPUBOJAUT K CHUXKEHHUIO TTOYEYHOM
nepdysun u ckopocmu KAY60uKo6oU puivmpayuu
(CK®), aszoreMuu W MOBBINEHUIO YPOBHS CHIBOPO-
TOYHOTO KpeaTnHuHa — ocHoBHomy cumnrtomy I'PC.

OpHako cysKeHUe COCY/IOB TI0YeK B OTBET Ha
JIENCTBUE CUCTEMHBIX Ba30KOHCTPUKTOPOB SIBJISIETCS
He €JMHCTBEHHBbIM MEXaHW3MOM MaToreHe3a I0Yey-
Hoit HemocratouHoctu npu [PC. Bosbimoir BKmIag
B dopmupoBanue THUNONEPPY3UH TTOYEK BHOCHT
HapylieHue OajaHca B TOYEYHON TPOAYKIIMU HHJIO-
TEHHBIX BA30KOHCTPUKTOPOB U  Ba30/MJIATATOPOB.
Y mnamumentoB ¢ 'PC mabmonaercss 3HaUUTEIbHOE
CHIDKEHUE JKCKPEIUU C MOYOI TaKuX PeHATbHBIX
Ba30/IMJIATATOPOB, Kak mpocrarianaun E2, mera6o-
JIUT TpOCTAIIMKINHA — O6-KeTompocTtarmanand Fla,
kajanukpend. C Jpyroil CTOPOHBI, UIEMUS TOYEK
caMa TPUBOJUT K YCUJIEHWIO CEKPelUu peHuHa,
IHJIOTETMHA, JeHKOTpueHoB, F2-uzonpocraHos, aje-
HO3WMHA, [OTEHIMPYIONIEro cocy/ucTbie 3PeKTb
anrnorensuna-11 [11, 22].

[lonroe BpeMsi CyIecTBOBAJO MHEHWE, YTO TPH
I'PC na6sojaercst HopMaJibHash WK Jlaske TIOBbIIIEH-
Hasgt yHKIMA cep/ia. Takas Toyka 3peHust 6asupo-
BaJlach Ha JAHHBIX Psi/la MCCJAeIOBAHWI € ydacTueM
6ompubrx 111 6Ge3 azoremun ¢ mam 6e3 acimra, B
Xo0/ie KOTOpbIX ycraHoBjieHo, uyto ['PC passuBasics
B ycaoBuax Huskoro OIICC u noBbleHHOTO cep-
JIEYHOTO BBIOPOCA, OOYCJOBJIEHHOTO YPE3BbIYANHO
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Puc. 1. MopudunupoBaHHasa runoTesa nepudepuye-
CKOU Ba30AMAATAIIUN: CHIKeHUe 00beMa apTepUarbHON
KPOBH IIPY [IUPPO3€ MPOUCXOAUT KaK BCACACTBHE IIPO-
IrpeccUpPOBaHUS AUAATAIIUU apTepUi BHYTPEeHHUX opra-
HOB, TaK M 3a CUeT CHUJKEHUS CePACYHOrO BEIOpOCa

Boicokoil akTuBHOCTHI0O PAAC 1 CHC. 911 BbIBOIDI
OBLITM 9KCTPANIOJNPOBAHBI HA BCIO MOMYJSIIIO MAI-
eHToB ¢ nexkomneHcupoBanubiM 11, oxnako cormac-
HO JIAaHHBIM HECKOJIbKUX TIOCJTIEe/IHUX UCCJIe/JOBAaHUN Y
nanmentoB ¢ 'PC ormeuanoch JocTOBEpPHOE CHIKeE-
HUE CEepJeYHOro BhIOPOCA 10 CPABHEHHUIO ¢ GOJIbHBI-
mu Gez I'PC [28, 46]. Bbickazano mpe/iosioxeHue,
YTO TUPKYJASTOPHAS AUCHYHKIMS, UMEIONas MeCTO
npu ['PC, o6ycJioBiieHa He TOJBLKO Ba3ouaTaiueii,
HO W CepJIeYHON HeJ0CTaTOYHOCTBbIO0. Pe3ynbraTs
nByx wucciaenosanuit L. Ruiz-del-Arbol u coasr.
[40, 41] moaTrBepauan 3TO HpPeANOJOXKeHUue. BbLio
nokaszano, uro y manueHtoB ¢ I'PC ne nabmoma-
eTcsl ajiekBatHoro ycuieHust aktuBHoctu PAAC n
CHC, nosbinenns UCC u BeJuYUHBI CEPJIEYHOTO
BoiOpoca (puc. 1). Kak mpeanosaraior HEKOTOPBIE
y4eHble, B OCHOBE THX MU3MEHEHUH JIe)KUT Pa3BUTHE
npu IIII crenuduyeckoii KapAMOMUONATHN, XapaK-
TepU3YyIOUIeics CHCTOINYECKON U JUACTOJIMYECKON
qucyHKIMen, auiatanueil 1 runeprpodueii kamep
cepjilla, a TaK)Ke 3JIEKTPUYECKONH HecTaOUJIbHOCTHIO
muokapgaa [30]. CymecrByer u apyroe MHEHue:
HapylleHne WHOTPOMHON (DYHKIMU MHUOKap/Ja Tpu
I'PC ¢yHKIMOHATBHOW TPUPOJILI BBIZBAHO CHIKE-
HUEM BEHO3HOTO BO3Bparta K cepaiy [29], a napy-
IIeHne XPOHOTPOIHON (DYHKIMM — TO/AaBIeHUEM
fB-apeHoperenTopoB, 00yCJIOBJEHHBIM XPOHUYECKOI
ruttepcrumyJisiiineit CHC.

Heo6xo1uM0O OTMETUTH U TO, 4TO HaOJIoaeMast
npu I'PC runepcekpelinss 35HIOT€HHBIX Ba30KOH-
CTPUKTOPOB B YCJOBHSIX CHUMKEHHON I€YeHOUHON
OPOAYKIIMK  BazoAMJIATaTOPOB [S51] Tpu  TsKeabIX
3a60/I€EBaHUSX TEUEHH TMPUBOJIUT K 3HAYUTETHHOMY
MOBBIMIEHUIO BHYTPUIIEYEHOUHOTO COMPOTUBJICHUS
U YCUJEHUIO TopTajbHOW TunepreHsun [40, 41].
[Toatomy npu I'PC Hepenkn amm30/pl KPOBOTEUEHNS
13 BapUKO3HO-PACIIUPEHHBIX BEH MUIIEBO/IA.

HemanoBasknoe 3nHauenme B mnaroreHese ['PC
MpUIaeTcsi  HAJANOYEYHUKOBONH HEJOCTATOYHOCTH.

OtMeueHbl BbIPAKEHHOE CHIDKEHHe (PYHKITMH HA/[IM0-
yeyHnKOB y mnaimentoB ¢ IIIT u Tsexenoit 6akrepu-
aspHOU mHdeKImei, Hanbosee YacTo MPUBOASIIEH K
dopmuposanuio I'PC [47], a Takske ObicTpoe BoccTa-
HOBJIEHUE TeMOJAMHAMHMKU TPH J00aBJeHUN K Tepa-
uu ATUX THanueHToB koprusdosa [12]. BoaMoskHbiM
MEXaHW3MOM Pa3BUTHA HAAMOYEYHNKOBON HEIOCTa-
touHoctn nipn ['PC gBasercs pernoHanabHas Baso-
KoHcTpukimsa. Kpome Ttoro, o6cyskmaercs ydacrtue
IINTOKIHOB, TIPAMO YTHETAONINX CHHTE3 KOPTH30Ja
Kopoit HajarnmoyeyHnkoB. CHUHTE3 3TUX MEPBUYHBIX
MeJIMaTOPOB  BOCHAJUTETHHOTO OTBETa 3HAYUTENb-
HO TIOBBIIAETCST TPH OaKTepUaJbHON UHQEKINN.
IIpearmosiaraercss, 4YTO HAAIIOYEYHMKOBAS HEIOCTa-
TOYHOCTb MOKET BHOCHTb BECOMBIH BKJIaJ B (HOpMU-
poBanue auchyskimu KpoooOpaiienuss npu ['PC,
MMOCKOJIbKY HOPMasibHOE (PYHKIIMOHNPOBAHUE HaJl-
[TOYEUYHUKOB 00eCIeYnBaeT aJeKBaTHBI OTBET Ha
JIeliCTBUE HHOTEHHDBIX BAa30KOHCTPUKTOPOB.

Taxkum o6pasom, npu [PC passuBaercsa mosu-
OpraHHasi MaToJIOTHS, XapaKTepU3yoascs OCTPhIM
HapymienneM (QYHKIH cepaeyHO-COCYICTON CuCc-
TE€MbI, TOYEK, Te4YeHU, Ha/AIMOYEeYHUKOB, T'OJOBHOTO
Mosra u T. 1. (puc. 2).

Kannuka u puargoctuka ['PC

Ha mnepBoM »sTame [AUMArHOCTUKU HeOOXOIAMMO
BbIgBUTH cHIbKeHne CKO, uro sgBisieTcs 10BOJIBHO
CJIOJKHOU 3ajlaueil PU TSIKENbIX 3a00/IeBaHUsIX Tede-
Hu, B yactHoctu npu LII. TTockombky y Takux 60.J1b-
HBIX CHIKEHA Macca MBINIEYHON TKAHM, a COOTBETCT-
BEHHO M CUHTE3 KPeaTMHUHA, Jla’Ke Pe3Koe MajleHie
CK® wMokeT cOMpOBOXIATHCS HOPMANBHBIM WU
HE3HAYMTEIbHO MOBBINIEHHBIM YPOBHEM ChIBOPOTOY-
Horo KpeatuHuHa. [lo06HBIM Xe 06pPa3oM KOHIIEH-
Tpaius MpOAYIUPYEMOl MeYeHbI0 MOYEBUHBI MOKET
ObITh CHIUIKEHA IIPH IMEYEHOYHON HEeAOCTATOYHOCTH.

CnoHTaHHbI 6aKTepuanbHbIA NEPUTOHNT
1M fpyrve npegpacnonaratoLine aktopsi

OcTpoe ycuneHvie apTepuasnbHON aunaraumm
1 CHKEHUe CepaeHHoro BbIGpoca

|TA-II, HA, AOlI H KoHCTpuKLmMSA permoHanbHbIX apTepuii

| A

T ConpoTuenexve Moyku - rPC

nopTanbHOMy KPOBOTOKY

| [onoeHo Moar — 3Huedanonatns

T | | MeyeHouHas

Yeunetne He[oCTaTO4HOCTb
nopTanbHON rmnepTeH3nm

B 1 HapgnoyeyHukoBas

a2 HeJoCTaToO4HOCTb

Puc. 2. TPC — yacTb cMHAPOMa MYABTHOPIaHHOW
HEeAOCTaTOYHOCTH.

A-II — anruorensus lI, HA — Hopappenaaus, AALIT —
QHTHANYPETUIeCKUY TOPMOH
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ITH 0cOGEHHOCTH OEJKOBOTO OOMEHa Yy TalUeHTOB C
TSDKEJBIMU 3200JIEBAHUSIMU TIE€YEHN YACTO TIPUBOJISIT
K TIOCTAHOBKE JIOKHOOTPUIIATEIbHbBIX JAMarHo30B |8,
38, 44]. C yueToM CKa3aHHOTO GBLIO PEIIEHO BBICTAB-
asth quaraos3 [PC npu nojbeMe ypOBHSI CBIBOPOTOU-
HOTO KpeaTHHWHA BbImie 1,5 Mr/mi [4, 42].

Ha BTrOopoM aTare AMarHOCTHYECKOTO TIOUCKA OCY-
mectBisierca auddepenimposka [PC or noueunoii
HEIOCTATOYHOCTH, OOYCJIOBJICHHON APYTUMHU TPHYH-
HaMU.

B 1996 r. Mex/ryHapo/HbIM OOIIECTBOM MO aCIiH-
Ty ObLIN BIEpPBBbIE Pa3pabOTaHbl AMATHOCTHUYECKHUE
kputepun I'PC [4].

Bosabmme kpurepun:

1. Haymmure xpoHudecKux 3abojieBaHuil TIeueHu C
MEYEeHOYHOI HEeAOCTATOYHOCTHIO, TTOPTAIBHON THIIEP-
rTeHsuell ¥ yJbMHHAHTHONH I1€4EHOYHON HepocTa-
TOYHOCTBIO.

2. Huskas CK® (nosblneHue ypoBHS ChIBOPO-
TOYHOrO KpearuHuHa Gosee 1,5 Mr/aa Win CHUXKe-
HIIe KJIMpeHca KpeatnHuHa Menee 40 M/ MuH).

3. OrcyrcrBue mioka, WHGEKIMU W JTaHHBIX 00
UCTOJIb30BAaHNN HEDPOTOKCUUYECKUX JIEKAPCTB; OTCYT-
CTBUE YKa3aHWIl HA TUIIOBOJIEMUIO, OOYCJOBJIEHHYIO
naronorueii JKKT (Heykporumasi pBoTa, auapesi)
wmn novek (norepsa >xkuakoctu 6osee 500 r/eHb B
TeueHre HECKOJbKMX CYTOK y MAIMEeHTOB C aCIUTOM
6e3 mepudepudyeckux orexoB wmwin 1000 r/merp y
MAIMEHTOB ¢ Tepru(epUIeCKUMH OTEKaMHK).

4. OrcyrcrBue yayumenus pyHKin modek (cHu-
JKeHWe YPOBHSI CBIBOPOTOYHOTO KpeaTWHWHa 10 1,5
MT/JIT 1 MeHee WM TIOBBINIEHWE KJANPEHCa KpeaTH-
HuHA 70 40 M1/MuH 1 6oJee) TTOcae OTMEHBI amype-
TUKOB W BBeJleHUst 1,5 J UIBOTOHUYECKOTO PACTBOPA.

5. Ilporeunypust mernee 500 Mr/jeHb U OTCYyTCT-
BH€ YJbTPA3BYKOBOW KapTUHbBI OOCTPYKTHBHBIX WJIN
MAPEHXNMATO3HBIX 3200JIEBAHII MTOYEK.

Mausbie kpurepuu:

1. CHukeHMe  CyTOYHOTO  JHUype3a  MeHee
500 M1/ cyr.

2. Konnenrpanusi HaTpus B Moye MeHee
10 MaKB/ 1.

3. Conepskanue HaTpusi B CBIBOPOTKE KPOBH
menee 130 MKB/ 1.

4. OCMOJIAPHOCTD MOYM  OOJIbINE OCMOJSPHOCTH
CBIBOPOTKH KpoBu (Koadpduument soime 1,3).

5. OrcyrcrBue remarypun (Menee 50 spurpounu-
TOB B I10JIE 3PEHMs).

Jlns mocranoBknm gauarnoza ['PC  tpe6GoBasioch
Hasnuyue BcexX O6osbIIMX KpurepueB. Masbie Kpu-
Tepun ObLIN He 00S3aTeNbHbI, HO JKEJATEeJbHbI JIJIs
noctanoBku auarnosa I'PC.

B nocnenyiomnieM ot Kputepuu ObLIM MEPECMOT-
peanl 1 B 2005 r. B Can-DpaHIUCKO TPE/TOKEHBI
HOBBIe amarHoctmdeckne kputepuun ['PC mpm IIIT
[42]:

— IMPPO3 TEYEHN C aACIUTOM;

— YPOBEHb CBIBOPOTOYHOTO KpeaTHHHHA OoJiee
133 umoun/n (1,5 Mr/min);

— OTCYTCTBHE HOpPMaJHU3alMU  COJEPKAHUS
CBIBOPOTOYHOTO KpeaTuHnHa (JOCTUKEHUs YPOBHSI
<133 umonb/ 1) nocse 2-AHEBHOI, Kak MHHUMYM,
OTMEHBI JINYPETUKOB U BBEJEHUS aTbOyMUHA — PEKO-
MeHayeMasd no3a 1 v Ha 1 Kr Maccel Tesa B JIeHb
(1o MakcuManbHOH 10361 100 T/ 716HD);

— OTCYTCTBHE IIOKA;

— OTCYTCTBHE JAHHBIX 00 MCHOJb30BaHUN HePO-
TOKCUYECKUX JIEKAPCTB;

— OTCYTCTBHE KaKuX-J00 TapeHXMMaTO3HbIX
3a00JIeBaHUI TIOYEK, TPOSBJSIONNXCS TTPOTEHH-
ypueii, MUKporeMarypueii u/ujin cooTBETCTBYIOIIEi
Y 3-kapruHoii.

Kiupenc kpearmnura Menee 40 MJI/MHUH Kak
OJIMH M3 AMarHocTuyeckux kpurepuen 1996 r. Obua
UCKJIIOYEH, TOCKOJbKY ONMMOKH Tpu cOOpe MOYH
MPUBOAMIA K MOBBINIEHUIO YaCTOThI JIOKHOIOJIO-
skuTembHBIX Amarao3oB [PC. Kpome toro, manmdme
OJIUTYPHUY, CHIDKEHUE COJEP:KAHUS HATpPUs B ModYe
U TIOBbIIIIEHUE €€ OCMOJIIPHOCTH, TPOAEMOHCTPUPO-
BaHHbIE MIPU OCTPOM TyOYyJOHEKPO3e y MalNeHTOB C
HIT n acimtoM, 0O0YCTOBUIN HUCKIIOYEHUE U MAJbIX
nuarHoctuieckux kpurepues ['PC.

K coskanenuio, B HacTosIIee BpeMsl He CYIIECTBY-
et crierupnueckux quarsocruyeckux mapkepos ['PC.
[Ipunumas Bo BHUMaHMe (PYHKIMOHAIBHYIO PUPOLY
narosorun nodek npu PC, gmarnos craBuiics mnpu
HCKJTIOYEHUN BCEX OCTAJbHBIX BO3MOKHBIX HMPUYUH
MOYEYHON HEOCTATOYHOCTH Y TAI[MEHTOB C OCTPBIMH
WM XPOHUYECKUMHU 3a60JI€BAaHUSMU TT€YeHH — Ipe-
pEHATbHON, PEeHANTbHOH W TMOCTPEHAJbHON MOYEeTHOMN
HEJIOCTATOYHOCTHU, a TaKXKe <«IICEB/IOTENAaTOPEHABHO-
ro» CHHJIpOMA.

Jleruipataiusi ¢ yMeHbIIEHHEM 008eMAd UUPKY-
aupyrowet kposu (OIIK) — kpoBoTedeHme, Tepa-
nus JIMypPeTUKaMM, TMapaienTes, rnepepacipe/iesene
KPOBH, MTOHOCHI — MOJKET MPUBECTH K MPEPEHATHHOM
azoremun. Heob6xopumo nomuauts, uro I'PC daxru-
YECKU SIBJISIETCSI TPEePEeHATBHON TTOUeYHO MaToJI0-
rueit. Corsacuo kpurepusam 1996 r., mmaraos I'PC
BBI3bIBAJ COMHEHUST MPU BOCCTAHOBJIEHUU ITTOYEYHOI
(GyHKIIMU TMOCJ€e OTMEHBbI JIWMYPETUKOB U BBEIECHUS
1,5 1 m3oToHMueckoro pactsopa. OMHAKO pe3yJibTa-
ThI psijia PAHJIOMU3UPOBAHHBIX HCCJEJ0OBAHUI TTOKA-
3ami, uto y naruentos ¢ ['PC Gosee apdexTuBHbIM
cpeactBoM BoccranoBienuss OIIK  sBaserca amb-
6ymun [13]. TloatomMy B HOBBIX JUATHOCTHYECKUX
KPUTEPUSIX PEKOMEHIYETCSI TTPOBOJUTH BO3MeEIeHe
JKUJIKOCTH TTyT€M BHYTPUBEHHOTO BBEJEHUST aibOy-
MUHA.

[Tpu uckIOYeHNN IEPBUYHBIX 3a00JI€BAHIIT TOUEK
(ryoMepyJionaTusi, MHTEPCTHIHATIBHBIE, COCYANCTHIE
NOPaKEeHNsT), TaK JKe KaK M OCTPOro TyOyJOHEKpOo3a,
Pa3BUBINETOCS B Pe3yJbTaTe Cencuca, TUIOKCUH,
MIOKA WJIA BO3/IENCTBYS PA3TMYHBIX HE(PPOTOKCHHOB,
MOMUMO KJIMHWUYECKUX OCOOEHHOCTEN 0OHAPY KUBAIOT
6oJiee BbIpA)KeHHbIE U3MEHEHUsI CO CTOPOHBI MOUYEBO-
ro ocajka. /[marHos mojaTBepIKIAETCS TPOBeeHUeM
6UOIICUN TIOYEK.
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3a6osieBaHus MeYeHW W SKETYHBIX IyTell ¢ Hasu-
qieM nian 6e3 JKeJITYXH MOTYT CONPOBOXKIATHCS BTO-
PUYHBIMU TIOBPEKIECHUSIMU TIOYEK, KOTOPbIE MOTYT
Pa3IUYaThCS MO CTENEHU TSKECTH, TIPOTHO3Y U BBI3bI-
BaThb OIpe/leJIeHHbIE CJOKHOCTH TPH TPOBEICHUN
muddepeHnransbHOll  TMATHOCTUKU. Y CTAHOBJIECHDBI
caenytone (GOpMbI BTOPUYHOTO TOPAKEHUS TMOYEK
npu 3a00JeBAHUAX TeNATOOUIMAPHON CUCTEMBI.

KayGoukoBbie 3a60JieBaHHS OYEK:

1. Hapymenus nx (yHKIMU TIPA OCTPBIX BUPYC-
HBIX TeIaTuTax.

2. IMMyHHOKOMILIEKCHDBII HEDPUT TIPU XPOHUYE-
CKUX BHpYCHBIX remarutax B u C.

3. 'momepysiockiepos mpu 1uppo3ax:

— Me3aHTua bHas Gopma;

— IgA nmedponatus;

— MeMGpaHo3Ho-TIposiudepaTuBHas (opma.

Kanasbuesbie 3a60JieBaHusi NOYEK:

1. IloueunbIil KaHAJBIIEBBIN AIN/03:

— nucranpHas dpopma (tum 1);

— QUCTAAbHAsT W  IIPOKCHUMATbHAs
(tom 2).

2. Ocrpblii KaHanbleBblid HeKpo3 (ocTpas movey-
Has HeIOCTATOYHOCTD).

3. bunmapwubriii Hedpo3.

dopma

[ToMuMO KIAMHUKO-1A60PATOPHBIX OCOOEHHOCTEI,
XapaKTepHBbIX [IJIsT KayKIOW M3 HO30JOTHUYECKUX
dopM 3aboJieBaHMil Me€YeHU, MPH TUCTOJOTHYECKOM
uccaeoBanny Hab ogaoTes 6oJiee WM MeHee BbIpa-
JKeHHbIEe M3MEHEHWSI MOYEBOTO OCAa/JKa M Pa3JNIHbIe
HapyHIeHnusl CTPYKTYPbI TOYeK, KOTOPble He Xapak-
tepHb! 1 [PC.

O/iHOBpeMeHHOe TOpayKeHue IedyeHn U 0YeK
PN PA3JUYHbBIX 3a00JIEBAHUSIX OIKMCAHO KAK <IICEB-
JporenatopeHasibupiit> cunapom (cMm. Tabauiy).
B ka/10M KOHKPETHOM CJIy4ae OTMedYaloTCsl Pa3Jind-
HOU CTeneHN BBbIPAKEHHOCTH TTOBPEXK/IEHUST MeYeHn
n 1ouek. [Iporuos ompenensiercss MMPOKUM JHaria-
30HOM BapuatesnbHocT [10].

[Tocsie wWcKITOUEHUS TEPBUYHBIX, BTOPUYHBIX
3a00JIeBaHUIl TIOYEK U <«IICEB/IOTENATOPEHATBHOTO»
CHH/pOMa TIPU MATOJOTUN TTIE€YEHH C TIOYEIHBIMI CUMII-
ToMaMu HanboJiee BEPOSITHBIM CTAHOBUTCS JIMArHO3
I'PC.

B moBcemHeBHOW KIMHWYIECKON WPAKTUKE IS
otpeziesicHsT (PYHKIIMOHAJIBHOIN TIOYEYHOH HeI0CTa-
TOYHOCTU MBI OPHEHTHPYEMCS Ha TTOKa3aTean CyToY-
HOTO /inype3a u Kjaupenca kpearununa. L. Caregaro
U COABT. CPaBHUBAIM KJIYOGOUKOBYIO (DUIbTPAIHIO
MOYEK M0 KJUPEHCY UHYJIWHA U KIUPEHCY KPeaTHHU-

3aboAeBaHUsI, TPU KOTOPHIX OAHOBPEMEHHO
TTOPa’karoTCsI TTeUeHb U MOYKHU (KIICEBAOTEIIaTOPEHAABHBIN» CUHAPOM)

1. BpoxaeHHble HapyIIEHHUS:
— TOJUKKCTO3 MEYEHN U TOYEK;
— BPOXKEHHBI (pUOPO3 TeueH .
2. Mera6osmueckue 3a00/1€BaHusA:
— IeMOXpOMaTos;
— caxapHbIil aualerT;

— ocTpasi MHTePMUTTUPYIOIIasi moppupus;
— aMUJIOU/I03;

— BKJIaMIICHST;
— cungapom Pes;
— TJuKoreHes 1-ro tuma;
— THPO3WHEMUST;
— 6oJie3Hb BuibcoHa.

3. Cucremnble 3a00/1€BaHNs:
— PEBMATOM/HBIN apTPUT;
— CHCTEeMHAasT KpacHasi BOJYAHKA;
— CapKOMI03.

4. Nudexun:
— JIETITOCTINPO3;
— JKeTask JUXOPAIKA;
— MaJIsIpus;
— 60JIe3HDb JIETHOHEPOB;

— CEIICHC;

— BHUPYCHbIC T€aTUTbI.

5. IupkyasiTopHBIe HapyIIEHHUS:
— IIOK;
— cepeYHast HeJIOCTaTOYHOCTb.
6. uTokcukanmu:
— THUIIEPTEPMUS;
— MUKOTOKCHUHBI,

— 3MEUHbIN 71,

— xummueckue (TerpaxJaopuz yraepozaa, cyabdar
Me/IM, XPOM, CBUHEIl, METAHOJI, TPUXJIOPITUIEH);

— SH/IOTOKCHHbI.
7. MeaukaMeHThI:

— raJIoTaH;

cyabdaHNIaMU/IbI;
— TapareramoU;
— TeTPAIUKJINHDI;
— WIIPOHUABU/I.
8. Omnyxoum:
— tunepaedpoMa;
— MeTacTa3bl.
9. JkcnepuMeHTaIbHAS MOJIEJIb:

— HEJOCTAaTOYHOCTb XOJIMHA.
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Ha y 36 Gompubix IIII [8]. Kumpenc wnysmna cum-
Taercsi «30JI0TbIM craHmapToMs s omneHkn CKD.
Y 29 o6caenoBannpix 6oabHbix I 10 KAuUpency
nayanna CK® cocrasmia 106+34 o/ muH, y 27 —
56+19 mua/mMun. B 1-ii rpymnie mokasartenn Kiay6ou-
KOBOH (DUIbTpaIny 1o KJIUPEHCY KPEeaTHHWHA COOT-
BETCTBOBAHM KJWPEHCY WHYJIWHA, B TO BpeMs Kak
BO 2-if TpyIe NPUMEPHO Yy TOJOBUHBI TAIMEHTOB
3HaYCHUS KJIyOOUKOBOH (DUIBTPAIMU 1O KJIMPEHCY
KpeaTuHUHAa ObLIN TIpeBbileHbl. [lanHoe 006CTOS-
TEJbCTBO, BEPOSITHO, OOGYCJOBJIEHO KaHAJIbIEBOI
cekperueil kpeatununa. IloaTomMy aBTOPBI TPUILIN
K BBIBOJY, YTO Pe3yJbTATbl OLEHKH (DYHKIMOHATIb-
HOI CHOCOGHOCTH TIOYEK II0 KJIMPEHCY KPeaTHHIHA
y 6oubHbiX 1T HO/KHBI GBITH WHTEPIPETUPOBAHBI
JIOCTATOYHO OCTOPOKHO.

OJHUM W3 HEWHBA3WBHBIX METOJIOB, IMO3BOJISIO-
muM 1porao3upoBath paspurtne [PC y 6oabHBIX
LTI, paccmaTpuBaercsi AYIJIEKCHOE JIONILIEPOBCKOE
YJIbTPa3ByKOBOEe HccaenoBanme. Ilpu aTom ompejne-
JIgeTCsl MOKAa3aTeJb CONPOTUBJICHUS apTepPUATbHOTO
pycaa novek. IIpu o6cnemoBarmu 180 Gosbubix LIIT
6e3 a3oTeMuM 0Ka3ajoch, 4TO y 76 M3 HUX JIAHHbBIN
MoKasareab ObLI 3HAYUTETbHO TIpeBbimieH, y 104
cooTBeTcTBOBaJ HOpMe. B 1-if rpynme aucdynxims
nouek (MOBbBINIEHNE YPOBHS KPEATHMHWHA B CHIBO-
potke Kposu Gosee 1,5 Mr/mm) passBunach y 55%
nanuenros, [PC — y 26%. Bo 2-it rpymnme npu HOp-
MaJIbHOM TI0Ka3aTesie COMPOTUBJIEHUS apTePHATbHO-
ro pycia modek auchyHKIms orMedeHa y 6% 6oJib-
HbiX, IPC — y 1%; pesyJabraTbl 10 cpaBHEeHHUIO ¢ 1-ii
rpymmnoii gocrosepunr (p<0,00005). Takum o6paszom,
oripejieJieHe COMPOTUBJICHNS apTePUAJbHOTO pycJia
MOYeK 1O JAHHBIM [IyTJIEKCHOTO JIOTIJIEPOBCKOTO
YJIbTPAa3ByKOBOTO HMCCJIEOBAHNS MOKET BBICTYHATb
B poJin paHHero jauarHoctuveckoro mapkepa ['PC y
6ompupix LIl ¢ acuuToM M HOPMATBHBIM YPOBHEM
KpeaTMHHHA ChIBOPOTKU KpoBu [32, 39].

Khaccudukaius 'PC

B Hacrosiiiee BpeMsi B 3aBUCUMOCTH OT TSIKECTU
KJIMHUYECKNX TPOSBJACHUNI U TPOTHO32 BBIJAEJISIOT
nsa tuna I'PC.

1-ii THI — OCTpBIi, OBICTPOIPOTPECCUPYTONITHIA.
JlnarHocTika OCHOBBIBaeTCsl Ha 2-KpPAaTHOM yBeJsnye-
HUW KOHIIEHTPAIIMN KPEATMHMHA CBIBOPOTKH KPOBU
¢ JOCTUIKEHHeM YpoBHs Gosiee 2,5 Mr/ I Wi CHU-
JKEHUH KJIMpeHca KpeaTwHuHa Gojiee yeM Ha 50% [0
ypoBusi Menee 20 MuI/MUH B T€UY€HUE JByX U MeHee
Hegenb. [PC 1-ro Tuma wacto BcTpedaercst npu
[T amKOTrOJBHON 3THOJOTHM C OCTPBIM ATKOTOJb-
HBIM TENaTUTOM, TpHU (DYJbMUHAHTHOW TEYEHOUHON
HEJJOCTATOYHOCTH, a TakyKe IIPU JIEeKOMIIeHCAIIH
IUppo3a JIPyroii 3THONOTUN. B TOJ0BUHE ciydaeB
cumnrompl 'PC 1-ro Tuma pa3BmBaioTCs CHOHTAHHO,
B 15—30% — mpu Haamauu cROMMAnH0z0 Gaxmepu-
anvrozo nepumonuma (CBID), B 10—15% — mnocue
napareHnTesa ¢ sBakyaiueil 3HaYNTEJbHOTO KOJImye-

CTBA JKUJKOCTH 6e3 COOTBETCTBYIONIEH KOMIIEHCAIII
aabOyMIUHOM, a TaKJKe I0CJIe IMH30/a >KEeTyI04HO-
KUIIEYHOTO KPOBOTEUEHMS] W ONEPATUBHOTO BMela-
tenbeTBa. [Iporuo3 y Takmx GOJBHBIX JOCTATOUHO
CEpbE3HDIi, JIETATBHOCTD B TeUEHHE 2 HeJl JOCTUTAET
80% [17].

[Ipu 2-m tune I'PC mabromaercs mocTeneHHoe B
TeyeHne HECKOJbKUX MECSIEB CHIDKeHue (DyHKIIH
[OYEK, YTO HPOSIBJSETCS MOBBIMIEHUEM ChIBOPOTOU-
Horo kpearuruta ot 1,5 go 2,5 mr/mi. OCHOBHOI
kauHndeckuit cunjapom npu I'PC 2-ro tuna — ped-
paktepublii aciut. IIporHO3 HECKOMbKO Jydlle, 4yeM
y mnanmentoB ¢ I'PC 1-ro Tuma, HO Xy’kKe, ueM B
o6meit monyssiiiuu 60pHBIX LI ¢ acrurom [4].

Neuenue ['PC

Boamosxknoctn sievennst 'PC orpannyensr B CBSI31
¢ morepeli (PyHKIUN ABYX KM3HEHHO BaJKHBIX Opra-
HOB — IIeYeHU U Io4YeK. jgeanbHON MUIIEHDBIO /IS
Tepanum SBJSETCS yJyulieHue (QyHKIUU TeYeHH,
MOCKOJIbKY ~3HAYUTEJbHOE BOCCTAHOBJICHHE TIOPa-
JKEHHOW TIe4eH! Bcerja TPUBOANT K OOpaTHOMY
passuruio ['PC. [laxke ecin uMeeTcst XOTb MaJjleHIINii
HIAHC BOCCTAHOBUTH (PYHKIIUIO IE€YEHU IIOCPEJCTBOM
ONITUMAJIBHOTO IIMTAHUS, 3aMECTUTEJbHOH Tepanuu
(My/bTHUBHTAMUHAMEI, MHUKDPO3JEMEHTaMU, aMUHO-
KHCJIOTAaMU C Pa3BETBJEHHOI 1€MbI0, 3CCEHINATbHBI-
Mu pocomnnmuaaMu u ap.), moIepKuBaioneil mpo-
rpaMMbl  (CHUPKEHME HHOTOKCHHEMHH C TMOMOIIBIO
JIAKTYJI03BI, BJINSHUE HAa CHHTE3 MOYEBWHBI OPHUTIH
acmapraTtoM M T. /), a Tak)Ke APYTUMH MepPOIpPHs-
TUSIMU — BCE 3TO OINPABIAHO B TSKEJIBIX CJIydasgx
3a60JIeBaHNS.

Tepanesruueckasi taktuka rnpu PC 1-ro u 2-ro
THUIIOB MOXKET CYIIECTBEHHO OTJINYATbCA BBUIY pas-
JIMYUN B I1aToreHese, MPOrHO3€e U B TSIXKECTU KJIMHU-
YeCKHUX [POSBJICHUI.

Aeuenne I'PC 1-ro Tuna

Basoxoncmpuxmopor u arvOymui. YUpe3Bbraaitio
netictBeHHBIM Tipu JiedeHun [PC 1-to Tuma sBasercs
BHYTPUBEHHOE BBEJECHNE Ba3OKOHCTPUKTOPOB (Bazo-
MpeCcCHa, OPHUTIPECCHHA, TEPJNPECCHHA, HOpaape-
Ha/lIMHa) WM KOMOMHAIM II€POPAIbHOrO IPHMeEHe-
Husg Mugoapuna (¢-aroHucra) ¢ BHyTPUBEHHBIM HJIH
HOAKOKHBIM BBEJEHNEM OKTpeoTHaa (CHHTEeTHYECKHI
aHajor comatoctaTHa) B Teuenue 1—3 uen. [lo man-
HBIM PETPOCIEKTHBHOTO UCCJIEI0BAHNUS, TPOBEIEHHO-
ro GpaHIly3CKUMU YYEHBIMH TIPU U3YYEHUU TPYIIIIbI
n3 99 mammentoB ¢ 1-m tunom I'PC, mosyuasmmx
Tepanuio TepaunpeccunoM (Bce) M anbOyMHHOM
(70%), B 58% caydaeB HaGMOAATOCH yJydlIEHUE
MOYeyHO! (DYHKIMH, a BBUKUBAEMOCTb COCTABUJIA
40% ¥ mepBoMy Mecsiy U 22% K TPETbeMy MeCSILy
[36]; 13 GosbHBIM yAAIOCH TIPOBECTH MPAHCNIAH-
mauyuio neuenu (TII).

B 1ByX MUIOTHBIX HCCIEAOBAHUAX OBLIO TOKA-
3aHO, YTO TPOIEHT OGPATHOTO pasBuThs 1-TO THIA
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I'PC B rpymie moJyy4aBmiuX TOJbKO TEPJIUIIPECCUH
ObLT 3HAYUTENBHO HUKE, YeM y MOJyYaBIIUX KOM-
OUHAIMIO TepJulipeccuna ¢ aapbbymmuom [13, 15].
[Tosarator, YTO TOJOKUTENBHBIN 3(DPEKT aTbOYMI-
Ha CBS3aH HE TOJBKO CO CIIOCOOHOCTHIO ITOBBIIIATH
OIIK, HO m ¢ TPSAMBIM BA30KOHCTPUKTOPHBIM JIeii-
CTBHEM.

HenaBuo 3aBepiiuinch paHAOMU3UPOBAHHBIE
KOHTPOJIUPYEMble — HCCJIE0OBAHUS, CPaBHUBIINE
a(HEKTUBHOCTD NCIOIB30BaHUSA AJbOYMUHA U €ro
KOMOMHAIUY C TEPJUIIPECCUHOM IPU JiedeHUun GOJb-
ubix ¢ I'PC 1-ro tuna. Coverannoe nmpuMeHeHne mpe-
napaToB croco6cTBoBaio obparHomy passutuio [PC
B 44% cJy4aeB, HCIIOJIb30BaHUE TOJIBKO aibOyMUHA
— B 9% (p=0,017) [34]. B apyrom wucciaegoBanuu
pu KOMOMHUPOBAHHON Tepanuu 06paTHOE Pa3BUTHE
I'PC nabmonanoch B 34%, npH JledeHUN aibOyMIHOM
u mrane6o — B 13% (p=0,008) [43]. BerxuBaeMocTb
GOJTHHBIX dYepe3 3 Mec 10 pe3yJbTaTtaM IepBOTo
ncemegoBanms cocrabmiaa 27 n 19%, BTOporo mccie-
noBaHust — 48% B obGeux rpynnax. HesaBucumbiMu
dgaxkTopaMu, OINpeesSIONUMI BbIKUBAEMOCTD, SIBU-
JIUCh peakiusi Ha JieyeHue, CTereHb U CTaJAus Iup-
posa mo kaaccudurkanun MELD =27 (p=0,003 u
0,002 coorBercTBenno) [34, 43].

TakuM 06pa3oM, BAa30OKOHCTPUKTOPHI B COYETAHUU
C BHYTPMBEHHDBIM BBe/ICHUEM aJbOyMUHA MOTYT ObITh
pexkomenoBaubl s gedenus I'PC 1-ro tuma.

JlanHbie HEGOBIINX PAHJIOMU3UPOBAHHBIX KOH-
TPOJUPYEMBIX HCCICOBAHUN TAIMEHTOB ¢ 1-M W
2-m tunamu ['PC mokasanu, yto He MeHee addek-
TUBHBIM U G€30MaCHBIM BA30KOHCTPUKTOPOM, YeM
TepJUIpPeccuH, sBisiercss Hopajpenasun [2]. Ho
MOCKOJIbKY HAKOTLIEH ropasfio 6oJiee GOTATBIN OIBIT
UCTOJIb30BAHUS TEPJUIIPECCHUHA, UMEHHO OH JI0JIKEH
OBITh PACCMOTPEH B KAvecTBe Tpenapara Boibopa st
neuenns 'PC 1-to tuma.

[lo3a tepJmnpeccuHa J0JKHA TOCTENEHHO TOBBI-
marbesa Haunnas ¢ 0,5 1o 1 Mr kaskabie 4—6 4. Ecum
YPOBEHDb KpeaTHMHWHA He CHIKaeTcs 0ojiee 4eM Ha
30% B reuenwe 3 mgHell, ee HEOOXOAMMO YIBOUTH.
MakcumasibHasi Jlo3a TEPJUIPECCUHA He OIpe/ese-
Ha, OJHAKO ITOJIATal0T, YTO €CJIM TMAIlNeHT He OTBeTUI
Ha npueM 12 MT B /IeHb, TO JajbHellliee yBeJnIeHne
J103bI Gectioie3Ho. BBejenne anbOyMiuHA HAUMHAIOT C
1 r ma 1 kr macchl tesa, posojd 10 20—40 r/eHs.
Pexomenjyercsi Takyke IIPOBOJIMTH TapaJsiiesibHOE
MOHMTOPUPOBaHNE ITIEHTPAJIBHOTO BEHO3HOTO JlaBJie-
Hug. JleyeHue nanueHTOB, OTBETUBIINX HA TEPANNIO,
JIOJI;KHO TIPOJIOJIZKATBCST /IO TeX IOpP, TTOKAa He HOpMa-
nu3yercss yposenb kpeatununa (Memnee 1,5 mr/ ).

Cucmema MAPC (anvbymunonocpedosanias
zemopunvmpayus). OuyGIUKOBaHbl  Pe3yJbTa-
Thl TPEX MUJOTHBIX WCCJAEOBAHMIL, IEThI0 KOTO-
PbIX ObLIO OIEHUTHh BJUSIHUE MPUMEHEHUS CUCTEMbI
MAPC na rteuennme I'PC 1-ro tuma [9, 27, 35].
[TockosbKy TIpM MTPOBEJICHUN 3TOTO BUJA TEMO(PUITHT-
pammn He uaMepsiacb CK®, omnpenenuts aeiictBue
MAPC Ha noveunyio QpyHKIHIO ObLIO HEBO3MOKHO.

CHiKkeHre KOHIEHTPAIMKY KpeaTuHUHA, HaGJII0/1aB-
Ieecsi BO BCEX CJydasiX, MOTJIO ObITb O0YCJIOBJIEHO
nmann3oM. Bmecte ¢ TeM GbLIo 0GHAPYIKEHO OYEBU/I-
HOE TIOJIOKUTENbHOE BJIUSHUE HA CHCTEMHYIO TeMO-
JMIMHAMKKY W TedyeHWe TeYeHOYHOU sHIledasonaTuu.
BbikuBaeMocTh 1ocJie MEPBOTO U TOCJE TPEThEro
mecsiiia tepamun MAPC cocrasuma 41 u 34% coor-
BETCTBEHHO.

Tpanceiozyasaproe SHYMpUNEUEeHOUHoe nNOPMo-
cucmemnoe wynmuposanue (TIPS). Pesyabrarsi
nposesienus TIPS nipu 1-m tune T'PC 6buin onenennt
B TpeX NWJIOTHBbIX ucciaeqoBanusix [7, 24, 52]. B
nepBoM uccienoBanuu TIPS 6buto Bbimosneno y 14
MareHToB, KOTOPbIM He Morya 6bITh mpoBegena TII
[7]. TIpu stom 3-, 6- u 12-MecssuHast BbIKHBAEMOCTH
cocraBmita 64, 50 u 20% coorBercTBeHHO. Bo BropoM
HCCJIEJOBAHNH OTMEYAJIOCh 3HAYNUTENbHOE CHIUIKEHHE
YPOBHS CBIBOPOTOYHOTO KpeaTwHWHA y 6 u3 7 6oJib-
HBIX 1 oOparHoe passutue [PC — y 4 [24]. ¥V nsre-
PBIX Pa3BUJICS STH30/] IEYEHOUHO aHIledaIonaTuu.
[Tocyie 1epBoro Mecsiiia BbIKUJIM > YeJOBEK, TOCJE
3 Mec — TombKo aBoe. Tperbe mcciemoBaHme BKJIIO-
yasio 14 6OJbHBIX, MOJTYYaBIIUX TEPAIUIO BA3OKOHCT-
pukTopamu u anpOymuaoMm [52]. M3 10 nmanuenTos,
y KOTOPBIX HaOoaa10ch o6paTtHoe pazsutie ['PC, y
5 6110 niposesero TIPS. Bo Becex caydasx Ha6Jio-
nasoch Boccranopsenne CK®, B mocsemyrornime
6—30 Mec GoJsibHbIe ObLIN KUBLI. TakuM o6pasoMm,
TIPS, sasnsromeecss adpPeKTHBHBIM MeTOJJOM HOPMa-
JIN3AIMH CBIBOPOTOYHOTO KPEATHHWHA Y TAIIMEHTOB C
IIT n Tsxenoft azoTeMueli, MOXKHO pacCMaTpUBATD
KaK aJbTepHATUBY MPUMEHEHWIO BA30KOHCTPUKTOPOB
npu I'PC 1-ro tumna.

Opmomonuueckas. mpancniaumauus neueHu.
TII aBasiercss tepanueii BbiGOpa /i BCeX TallueH-
TOB C TSKEJbIM ITUPPO30M, B TOM 4YHCJE /IS TeX, Y
kotopeix pazsuiicss [PC. Heo6XoauMo TOMHUTD, 4TO
cpasy MocJjie TPAaHCIVIAHTAIIMA MOKET HaGJI0/1aThCs
JajbHelinee Hapactanue JUCHYHKIMU IOYeK ¥ MHO-
ruM  OOJIbHBIM TIOHAIOOUTCST TIPOBEEHNE TIeMOJIa-
ausa (35% nauuentam ¢ I'PC u 5% 6e3 nero) [20].
Opnaxo ugepe3 48—96 u mocae TII CK® nmaumnaer
pactu, pocturas k 1—2-my wMecsamy yposas 30—
40 mu/mun. TeMoguHAMUYECKUE U HEHPOryMOpaJsib-
Hble cABUTH, accoruupoBanubie ¢ 'PC, ncdesaor B
TeyeHre MepBOro Mecslla mocJje onepamnun u 'y 60Jb-
HBIX BOCCTAHABJIMBAETCS HOPMAJbHAS 9KCKPEIus
Harpus u Bojibl. Hecomuenno, y narmuentos ¢ I[PC,
nepenectnx TII, passuBaercst GoJibille OCJIOXKHE-
HUIl B IOCJIEONIEPAIIMOHHBIN MEPUO, OHU IIPOBOJSAT
OoJibllie JHeill B OJIOKe MHTEHCUBHOI Tepamnuu, st
HUX XapakTepHa 6oJiee BbICOKAas BHYTPUOOTHHIUYHAS
JIETAJIHOCTD 110 cpaBHeHuo ¢ naimeHtamu 6e3 I'PC.
OJHAKO TPEXJETHSS BBIKUBAEMOCTH Y 3TUX GOJIb-
HBIX OKOJO 60%, YTO He HAMHOTO MEHbIIE, YeM Y
maruerToB 6e3 ['PC (70—80%) [19].

Ectb npo6aema nposenenus TII nmarmentam ¢ 1-m
tunioM ['PC: B ¢B3u ¢ GOJIBITUM YHCJIOM CMEpTETh-
HBIX MCXO0B OOJBIIMHCTBO U3 HUX HE JJOKUBAIOT /10
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9TOIl Ipolelyphl, HECMOTPS Ha TO, YTO JaHHAs Karte-
ropust 60JIbHBIX HAXOJIUTCS B IEPBOil CTPOKE JIMCTA
O’KM/JIaHUS yKa3aHHOI onepanuu. PexoMenjoBaHHOe
B TIOCJIEJTHIME TOJ[bI aKTUBHOE JieueHue aabOyMUHOM
U Ba30KOHCTPUKTOPAMHU 3HAUNWTEJbHO TIOBBINIAET
BBDKMBAEMOCTh 3THX TAIMEHTOB, 4YTO MO3BOJISET
mposectn uM TII.

Aeuenne I'PC 2-ro Tumna

[Tatmentam co 2-m tunom 'PC B 6GoJsbIIMHCTBE
ciaydaeB Mosker ObiTh 1poBesena TII. OcHoBHol
npo6eMoil y HUX siBJsieTcsl pedppakTepHbIil acIuT.

Basoxoncmpuxmopsl u anvOymun. B Hactosiee
BpEMsI HET SICHOTO IPEJICTABJIEHUSI O POJIU BAa30KOH-
crpukTopoB B Tepanun ['PC 2-ro tuma. B nuioTHbIX
uccaeoBaHnusgX Oblma TnokazaHa 9(@GEeKTHBHOCTD
COYETAHUSI TEPJMIPECCUHA U anbOyMUHA IS Jieue-
Hus TakuxX GosbHbIX. Kak mpaBmjo, mpu mnpekpa-
HIEHUHW Tepanuy OTMeYaJioch OOpaTHOe pa3BUTHE
cungpoma [48]. Cuwuraercsi, 4TO MMEHHO BBICOKAS
yacToTa 3nu30/10B nosTtopHoro paszsutusi [PC 2-ro
TUTA JleJJaeT TPUMEHEHNe BAa3OKOHCTPUKTOPOB Y
9TUX nalueHToB Menee apdexruabiM, yeM nipu ['PC
1-ro Ttumna.

TIPS. DBblno mpoBeieHO BCETO JBa IMUJIOTHBIX
nCcIeloBaHus, olleHuBIINX 3HadueHune TIPS B jeue-
nnn umenno I'PC 2-ro muma [3, 7]. B o6oux
UCCJIEIOBAHUSX Y OGOJIBITMHCTBA TTAIIMEHTOB TIPO-
JIEMOHCTPUPOBAHO CHUJKEHWE YPOBHS KpeaTWHWHA,
TMOBBITIIEHNE KJINPEHCAa KPeaTHHWHA, a TaKyKe 4eTKas
MOJIOXKUTEeTbHAS TUHAMUKA JedeHus aciura. OmgHaKo
HEJIOCTATOYHOE KOJUYECTBO JAHHBIX 00 OCJOKHE-
HUSX ¥ BBIKHBAEMOCTU IPU HCHOJB30BAHUU HTOTO
MeTO/Ia Tepaly MOKa He T03BOJISIET PEKOMEH/I0BATDH
€ro K IIMPOKOMY IPUMEHEHUIO /IJisd JieueHus pedpak-
tepHoro aciura u I'PC 2-ro tuna.

[Tpoduraktuka ['PC

[Ipodpunaktueckne ™epomnpusitus tpu [PC
ABJIAIOTCS JKM3HEHHO BaxkHbIMU. Hano momMuuth, 4ro
y GosibHBIX 1111 upe3BbruaitHO 4yBCTBUTEIEH BOIHDIIH
6amarc. llpmunuoit I'PC B GonbuIMHCTBE ciyda-
€B SBJSETCS SATPOTEHHOE BMEINaTeIbCTBO B BOJ-
Hplii Gamanc (arpeccwBHas Tepanus JANYyPETUKAMU,
HETPaBIWJIbHOE YJAJeHNe ACIUTHYEeCKOH KUIKOCTH,
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