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CTPATEI'MA JIEHEHUA
IHHNPPO3A ITEYEHNAN

CoBpeMeHHast afieKBaTHas Teparusl MO3BOJISIET €C/I He M3JIEYUTh [IUPPO3 TeYeHU, TO BO BCSIKOM CJTydae Mpemyrnpe-
XKIATh €r0 MPOTPECCUPOBAHKE U KOHTPOJIMPOBATh TeUeHUE. B cTaThe paccMaTpuBalOTCS BOMPOCHI STUOTPOITHOM
(B TOM 4mCJie TIPOTUBOBUPYCHOI) M MATOTEHETUYECKOU Tepanuy U KOPPEKIIMU OCIOXHEHUI 1IUppo3a MeYeHU.
KimoueBbie cioBa: yuppos nevenu, HCV- u HBV-ungpexuyus, HearkoeonvHulli cmeamozenamum, unmepgepon-o., curnme-

muuecKue HyKAe03udbl, epaHyA0yUMapHslii KOAOHUeCmumMyaAupyowuil oakmop pocma, udpos, HacaredcmeeHHblil 2emo-

xpomamos

BILIARY CIRRHOSIS: STRATEGY OF TREATMENT
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Adequate up-to-date therapy allows to prevent progression and control the course of biliary cirrhosis, if not to treat
the disease completely. In the article the principles of etiotropic (including antiviral) and pathogenetic therapy of bil-
liary cirrhosis are discussed, as well as the correction of its complications.
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HAOUWHULUUCT Ne4'2006

ILluppos neuenu (LII1) BHe 3aBUCUMOCTU OT MPUYMH,
€ro BBI3BABIINX, MPEACTaBIsIeT CO00U (MHATBHYIO CTalUIO
BCeX TMpOoTpeccupylolnx 3abojieBaHUi, MPOTEeKAIOLIUX C
nopaxenueM mnedeHu. [Ipu 3ToM BaXHON OCOOEHHOCTHIO
LIIT saBasieTcsi ero KJAMHUKO-JIabopaTopHasi Bapuabeilb-
HOCTb, UTO MO3BOJISIET BepUUIIMPOBATH ITOT AMArHO3 KaK y
nmaureHToB 0e3 KIMHUYeCKuX mpossiaeHuit (10—20%), tak
1y OOJTbHBIX C KU3HEYTPOXKAIOIIMMHU OCITIOXKHEHUSIMU.

Juarnoctuka LIT B KIMHUYECKOM MTPaKTUKE OCHOBBI-
BaeTCs Ha COYETaHUM Y OOJbHBIX TeTaTOMeTaluu, CTIJIeHO-
MeTaJINu, MMOPTAIbHOU TUIIePTeH3NUH, TIPOSIBJICHU TUITep-
CIUIEHU3MA, NMeYeHOYHO! HEeJOCTATOYHOCTU U TUCTOJIOTH-
YeCKMX JaHHBIX, CBUAETEIbCTBYIOIINX O BEIpaXkeHHOM (u-
Opo3e u TIepecTpoiike CTpYKTypbl mneudeHu. Ilokazarenu
LUTOJM3a U UMMYHHOTO BOCIMaJE€HUSI UMEIOT BCIIOMOTa-
TeIbHOE 3HAaUYeHUe, OTpaXas CKopee aKTUBHOCTh M MHOTIA
(HampuMep, B cllydae ayTOMMMYHHOTO TeTllaThTa) 3TUOJIO-
ruio 3abojeBaHusl.

Hepenko nMeHHO TMCTOJIOTUYECKOE MCCIEIOBAHUE TIe-
yeHu no3BoJsieT Bepuduumponats LT y 60abHBIX cO cTep-
TOW KJIMHWYECKOW KapTMHOU WM OTCYTCTBMEM Kiaccuue-
CKUX KIMHUYECKUX MPU3HAKOB Uppo3a. Tem HE MeHee Thc-
TOJIOTUYEeCKNE N3MEHEHUST TKaHU TIeYeHU Ha CTaJIuu IIUPPO-
3a B rOpa3o MeHbLUEeH CTereHu, YeM Ha CTaJAuu remnaTtuTa,
3aBUCAT OT 3THUOJOTMYECKOTO (akTopa 3aboyieBaHUs, YTO
CEepbe3HO OTPAaHMYMBAET IEHHOCTh TMCTOJOTUYECKOTO HC-
cJelloBaHUsl MEYeHU JUISl BBISIBICHUSI MPUYMHBI 3a00JieBa-
HUSI. DTO 0OCOOEHHO SIPKO TPOSIBIISIETCS Y OOJIBHBIX HEallKO-
TOJIbHOM XXMPOBOI 00Jie3HbIO MeyeHu. [1pu uuppose B ucxo-
ne HeankorosbHoro creatorenatuta (HACI) 3HauuTenbHO
CHUXaeTcsl BBIPAKEHHOCTh CTeaTo3a TelaTOLUTOB BIUIOTh
0 ero WMCYE3HOBEHUs; M3MEHSIeTCS KJIacCUYecKoe s
HACT cooTHouieHHue JOOYJSIPHOTO M MOPTAJIbLHOIO BOCIa-
JIEHUsI; BO3MOXHO BBISIBICHHE HecTeluduyeckoir mepe-
TPY3KH XKeJie30M (CM. PUCYHOK).

Knunuko-nabopatopHas BapuabenbHocTh LIIT Hamia
CBOE OTpakeHNE B CaMOii BOCTpeOOBaHHOI Ha CETOIHSI IPO-
THOCTMYECKO# KjaccuduKammyu 3TOro 3abojieBaHUsS TI0
Child — Turcotte (1964) B monudukanuu Pugh (1973; cm.
Ttabauiy). Mcnonb3oBaHMe IIKaIbl TTO3BOJISIET B COOTBET-
CTBHU C MMPOTHO30M 3a00JIeBaHUST OCYIIECTBUTH BHIOOD TEX
WIM MHBIX METOAOB JiedeHUs 0ojbHbIX. OUeBUIHO, YTO
6opHOMY HCV-BupycHbiM LT ¢ cymmoii 6amtos o Child
— Pugh 5 ¥ OpUEeHTUPOBOYHOI MPOMOKUTEIbHOCTHIO
KU3HU 6,4 rona 1enecoo0pa3Ho MPUMEHEeHUE COBPEMEH-
HOW MPOTUBOBUPYCHOU TEpaINnu, HO AaHAJIOTUYHOMY TMaLU-
EHTY ¢ CyMMoii 6aioB 6osiee 12 1 OpueHTUPOBOYHOI MPO-
JOJKUTEJIbHOCTBIO XXM3HU OKOJO 2 Mec MPOBEAeHUE MOo-
MOOHOI Tepanuu, Kak MpaBuio, 6ecrepcrneKTUBHO.

Tem He MeHee nuarHo3 LIIT HU B KoeM ciydyae Heb3sl
CUMTATh MPUTOBOPOM JIsI MAllMEHTa, MOCKOJbKY Ha Cerof-
HSIIIHUI IeHb CYIIECTBYIOT BecbMa 3(pheKTUBHBIE METOIbI
neyeHust. CBoeBpeMeHHasi aleKBaTHasl Teparusl HepeaKo
MO3BOJISIET €CJIM HE U3JIEUUTh TAKUX OOJIbHBIX, TO IPeIyIpe-
KIAaTh IPOTPecCUpoBaHre 3a00JeBaHUS U KOHTPOJIUPOBAThH
ero TeueHue. B 3Toli CBsI3M HEOOXOIUMO OYEPTUTH CTpaTe-
ruyeckue HampasiieHUs JiedueHus 6oabHbIX LITT: aTnonoru-
YeCKOe, MaTOTeHeTUIeCKOe U KOPPEKIINIO OCTIOXKHEHUI.

3THOTPONHAA TEPANKA

B mepByio ouepenn ciemyeT paccMaTpUBaTh BO3MOXK-
HOCTb OCYUIIECTBJICHUSI 3TUOTPOITHOIO JIeYeHUST OOITBHBIX
IIIT. B taHHOM KOHTEKCTe MOXKHO O00CYXIaTh JHUIb aOCTH-
HEHIWIO y 0onbHBIX ankoroiabHbiM LIIT 1 mpoTuBOBUpYC-
nyto tepanuio (I1BT) y nmauuenros ¢ HCV- nnu HBV-un-
dekiueit.

O6cyxnenue [1BT y G0MbHBIX BUPYCHBIMU LIUPPO3aAMU
HEOOXOAMMO MPEeIBApUTh BECbMa BECOMBIMU apryMEHTaMU
B noub3y obparumoctu LII1. B 2002 r. T. Poynard y6enu-
TeJbHO TPOJEMOHCTPUPOBAI, UYTO TIPOBeIeHUE B TeueHue 48
Hen komOouHupoBaHHoit [1BT y 6onbHbix HCV-uupposom
(n=153) NpUBOAUT K 3HAYUTEJIbHOMY perpeccy pubposa (1o
0—II cranum no METAVIR) y 34% 6GoabHbIX (2, 15 1 17%
COOTBETCTBEHHO) M HEKOTOPOMY yMEHbIIeHUI0 (ubposa
(mo TII cranuu mo METAVIR) y 15% 6onbHbIX, T.. Y 49%
O0osibHBIX LUppo3oM [IBT mo3BojisgeT 3HAYMTENbHO YIyd-
IINATh TUCTOJIOTUYECKOE CTpOEHUE nedyeHU. MHbIMU citoBa-
MU — LIUPPO3 MEYEHU MOXET ObITh 0OpaTuM!

ITlpomuesosupycnas mepanus 6oavnoix L[I1 HCV-amuonoeuu

IIposenenue IIBT B pamkax cTpaTeruu 3TUOJOrHAYE-
CKOTO JIeYeHUSI BO3MOXKHO Y O0TbHBIX KOMIIEHCUPOBAHHBIM
LT, uto cootBetcTBYeT Kiaccy A o Child — Pugh. Cxema
HaszHaueHust [1BT y 6oabHbix LIIT ki1acca A He oTiiMyaeTcs
OT CTaHAAPTHOI U MpeacTaBisieT co00il KOMOMHAIIUIO UH-
tepdepona-o, (MD®H-a,) m pubaBupuna B TeueHue 48
Hel. EcTtecTBeHHO, Haubosiee BEJIMKY 1IAHChI HA JOCTUXE-
HHUE YCTOWYMBOIO BUPYCOJOTMYECKOTO OTBETa Yy OOJbHBIX,
TOJIyYalonIuX TMeTUJINpOoBaHHbIe MHTEepGhepoHbl (Teracuc
180 mkr/Hem; meruHTpoH 1,5 MKkr/kr/Henm). [Ipu orcyrcT-
BUU BO3MOXHOCTU UCIMOJIb30BAHUS METMIMPOBAHHBIX MH-
TepepoHOB TpuMeHUMBl «KopoTkue» MDOH-a, (pode-
DPOH, peaJibAUPOH), B TOM UKCJIE OTEYSCTBEHHOTO IMPOM3-
BojAcTBa (MHTepasb) B 1o3¢ 3 MaH ME 3 paza B Hexenio B
KOMOMHANUMU ¢ pubaBUpUHOM (pubarier, pebeTos, TPUBO-
puH). Upe3BbIYailHO BaxKHBIM SIBJISIETCSI OTCYTCTBHE PEIyK-
LMY 103 MPOTUBOBUPYCHBIX MpPenapaToB BO BpeMs Jieue-
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HOAWHUULUUCT

HUA, IIPpUYEM HaubOJbIINI BKJIAL B
JOCTHUKEHUC BUPYCOJOTUYECKOTO
OTBE€TA HA TEpanuo BHOCUT CTaOuIb-

Ilpoenocmuueckas Kaaccupukayus
yupposoe neuenu Child — Turcotte (1964)
6 modupurkayuu Pugh (1973)

HO BbICOKas no3a pudaBupuHa (15 ITokasaress

Mr/Kkr/cyTt). Cremyer Mpu3HaTh He-
1esecoo0pa3HoOil  PeayKUIHMIo 103
MPOTUBOBUPYCHBIX TpEeNapaToB Mpu

pPa3BUTUM TEeMaTOJOTUYECKUX OC- AILOTTE,
JIOXKHEHUM, TaK KaK 9TO HEMUHYEMO Aciir

BJIeYeT 3a co00li MUHUMU3ALUIO

IIAHCOB Ha TOCTUXXEHUE YCTOWYUBO- LRI D
IO BUPYCOJIOTMYECKOTO OTBETA HA TE- MHO*

pamnuio, K TOMY XK€ B apceHaJie Bpada
€CTh MPaKTUYECKU BCe HEOOXOMM-
Mbl€ CpEICTBa, MO3BOJISIONIME KOP-
PUTUPOBATh 3TU OCJIOXHEHUS.

IIBT y ©6oapubix LIT HCV-
aTuojorun kjgacca B mo Child—
Pugh mpoBomuTcst peryunpoBaHHBI-
MU 03aMH, OTPakeHUEM UYero CTajo MHUPOKOoe MpUMeHe-
nue LADR-texHonoruu (low accelerated dose regimen —
pPEXUM IIOCTETIEHHOTO TIOBBIIIEHMS H03bI). MemeHHOe,
O] KOHTPOJIEM J1ab0paTOPHBIX NTaHHBIX, MMOBBIIICHUE JT0-
3bl «<KOPOTKOT0» MHTepdepoHa (¢ «imaroM» B 1 MmaH ME) u
BO3MOXKHOE B TTOCJICAYIOIIEM MPUCOeIUHEHE pUOaBUpUHA
3HauYuTeIbHO mposiontupyer [1BT, omHako mipm ymosie-
TBOPUTEIbHOM MEPEHOCUMOCTHU 3TO MO3BOJISIET 3HAUMTEJb-
HO CHU3UTH YaCTOTy AEKOMIIEHCAIIMU LIMPpO3a U YMEHb-
IIATh PUCK (POPMUPOBAHUS TeNaTOLECIUTIOISIPHON KapIn-
HoMmbl. [IBT merunupoBaHHBIMU MHTEep(pepoOHAMU MoApa-
3yMeBaeT MCIIOJb30BaHME PEIYLMPOBHHBIX 03 (Meracuc
90 mkr/Hen; meruHTpoH 0,75—1 Mxr/Kr/Hem). CienyeT oT-
MeTuTh, 4yto mnpoBeaeHue [1BT GonbHbiM LIIT kmacca B
IIOJIKHO OCYIIECTBIISITCS TOJIBKO B CIICIIMATM3UPOBAHHBIX
YUPEXIACHUSIX, UMEIOIINX OITBIT JIeYeHUsT TTOT00HON KaTe-
ropuu 6oJbHbIX. JlekomneHcupoBaHHbii LITT knacca C mo
Child — Pugh B 6onbIIMHCTBE cllydaeB SIBISICTCSI TIPOTUBO-
nokazaHuem s [1BT.

Ilpomusosupycnas mepanus 60AbHbIX YUPPO3OM NeveHU
HBV-smuonoeuu

JnuTteabHOEe BpeMsl TPU OOCYXKICHUM BO3MOXHOCTH
3TUOJIOTUYECKOTO JieueHust y O0onbHbix HBV-1uppo3zom B
KayecTBe CIMHCTBEHHOTO BapWaHTa JICUCHMSI paccMaTpH-
BaJICSl IJIUTEJIbHBIN (10 5 JIET) MpUeM CUHTETUYECKOTO HYK-
Jeo3uaa JaMuBynauHa (3eddukca) B noze 100 mr/cyr. Ot-
JIMIHBINA TTpodUJIb 6E30TTaCHOCTH U HEBBICOKAS CTOMMOCTH
JIOJITOE BPeMsI TIePeBEIITMBAIN OYSBUIHBIN HEOCTATOK ITOU
Tepanuu — BBICOKYIO YacTOTy (hOpMUPOBAHUS JJAMUBYIMH-
pe3ucTeHTHBIX TaMMoB HBV ¢ prickoM Bupycoiornyecko-
ro u OMOXUMHUYECKOTO peuuauBa. B Onuxkaiiiiee BpeMs B
Poccumn OyneT 3aperucTpupoBaH HOBBIN IMperapar U3 Kjiac-
ca CHMHTETMYECKUX HYKJICO3UIOB dHTEKaBUp (Oapakiiion),
KOTOPBIN TTO3BOJIUT 3HAYUTEIBHO YIIPOCTUTHh BEIEHUE IO-
NOOHBIX MalMeHTOB. [IpuMeHeHe CUHTETUYECKUX HYKJIeO-
3UJI0B BO3MOXHO MpakTuyecku Ha jrodoit craaum LII u,
HECMOTpPSI Ha HEBO3MOXHOCTb TOCTUXKEHWS IpamavKalluu
HBYV, no3BossieT ycreumHo KOHTPOJIMPOBaTh TeueHue 60J1e3-
HU W YJIy4lIaTh e€e MporHo3. B mocienHue roapl 6aaromaps

BerkuBaemoctsb, %
1 rox
2 rozna

BunupyouH, MKMOJIb/JT

n

Onenka B O0aauxax

1 2 3
<35 3551 >51
>35 28—35 <28
Her KoHTponupyembiit  Pe3ucTeHTHbIN
Her I—II cranua II—IV cragusa
<1,7 1,8—2,3 >2.3

100 80 45

85 60 35

Hpumeuwanue. * MHO — mexayHapojHOE HOPMAJIM30BAHHOE OTHOLLEHUE.
Cymma 6autoB 5—6 cootBeTcTBYeT Kiacey A, 7—9 — B, 10—15 — C.

npuMeHeHuo neruauposanHoro MOH-a, ¢ Mo, maccoii
40 x/1 (mreracuc 180 MKT) BO3pOIMIICS MHTEPEC K IPUMEHE-
Huto nHTepdepornon npu LIIT HBV-atnonoruu. Murepde-
poHoTepanus 1ejecoodbpasHa Toabko y 6onabHbIX LITT kac-
ca A Tpu THIATETbHOM MOHUTOPUHTE BO3MOXHBIX MOOOY-
HbIX 9 GEKTOB.

Koppexuyus eemamonoeuueckux ocaoxcnenuii [1BT

K ocobennoctsam [BT 6onbubix LT oTHOCUTCS Gostee
4acToe pa3BUTHE FeMaTOJIOIMIeCKUX OCIOXKHEHUIA: pubaBu-
pUHUHIYLMpOoBaHHOU aHemuu (1o 60% nporus 10—20%
TPV XPOHUYECKOM TemaTuTe), WHTepHEepOHUHIYIIMPOBAH-
HBIX JietikonieHuu (no 45% tnpotus 20%) 1 TpoMOOIIUTOITE-
Huu (10 23% npotus 5%). CoxpaHeHUE CTAaHIAPTHBIX 103
TIPOTUBOBUPYCHBIX TIPEIIapaToB B TeUeHNE BCETO Kypca Jie-
YeHWSI ¥ TaKMX MAIMEeHTOB TOCTUTAETCS CBOEBPEMEHHON
KOPPEKILUEN ITUX OCTIOXKHEHUA.

PubaBuprHUHAYIMPOBaHHAS aHEMUST KOPPUTUPYETCS
Ha3zHaYeHWeM TIperapaToB 3PUTPOMOITHHA (PEKOPMOH,
3MOKPHH, 3MOKOMO). OOCyxXaalTcsl pa3iuyHble PEeXUMbI
nIo3upoBaHusI 3puTpornodTuHa: ot 30 ME/Kr uepe3 neHn 1o
145 ME/xr 1 pa3 B Henemo.

CHuxxeHue uyuciaa HeidtpoduiaoB Ha ¢poHe [IBT moc-
TOBEPHO Yallle BCTpeYaeTCs MPU MPUMEHEHUN TeTUIUpO-
BaHHBIX MHTephepoHoB. HecMoTpst Ha oTCyTCTBUE KOppe-
JSIUUUA MEXAY CTeNeHbI0O HEUTPOMEeHUU U YacTOTOW MH-
(beKIIMOHHBIX OCTOXHEHUU MPU CHUXEHUM KOJIMYEeCTBa
HelTpoduiaoB MeHee 750%x10°/71 ¢ LeTbI0 KOPPEKLIUK 3TO-
IO COCTOSIHUSI TPUMEHSIETCS TPaHyJIOLUTAapHbINA KOJOHUE-
crumynupytomuit pakrop pocra ('KC®D) dunrpactum
(ueiimoreH, rpacanpBa). CtangaptHas mgo3za [KC® — 30
MaH ME 3 pasa B Henesio, MpU BbIpaXkeHHOW HeUTpoIie-
Hum (MeHee 500 x 10°/11) BO3MOXHO yBEIMUYECHHE O3Bl 10
48 mun ME 3 pasza B Henemno. OcOGEHHOCTh MPUMEHEHMUS
T'KC® ng KoppeKLun HEUTPOITEHUH Y TAKUX MALIMEHTOB —
Hepeakoe YCyrybjeHre COMyTCTBYIOLIE TpoMOouuTOoIe-
HUM. 3aciIyXWBalOT BHUMaHUS MOMBITKA MCITOJIb30BaHUS
C LIeJIbI0 KOPPEKIUU HEeHTPOMEeHUU Mpenapata peKomMou-
HAaHTHOTO WHTepieiikuHa-1p (OeraneiikuH) B mo3e
500 Hr/Hen.
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TpoMOoUTONIEHUST — EIMHCTBEHHOE TeMaTOJIOTHYEC-
CKOE OCJIOXKHEHUE, TPATUIIMOHHBIM TTOAXOI0M K JIEYSHUIO
KOTOPOI0 OCTaeTcsl peayKuus 103bl MHTepdepoHa. OgHaKo
B HacTosIIee BpeMsl TPOBOAATCS KIMHUUECKUE MCClIeIoOBa-
HUS 3¢ GHEKTUBHOCTU U O€30MaCHOCTU MepopaibHOro Ipe-
naparta akTopa pocTta TPOMOOLIMTOB (TpOMOOIIaK) y 60Jb-
HBIX MHTEepGEPOHUHIYIMPOBAHHON TPOMOOLIMTOIECHUEH,
MpeaBapUTEIbHbIC Pe3YyJIbTaThl KOTOPBIX BeChbMa ONTHUMM-
CTUYHBI.

NATOTEHETHYECRAA TEPANUA

[NatoreHeTnyeckoe JiedeHWe TIpenCcTaBisieT cobOoit
CPENCTBO YJYUYIIEHUSI KIMHUKO-OMOXUMHUYECKON KapTUHBI
00JIC3HM M HallpaBJcHAa Ha HEJOIyIIeHUE MMPOTrpeccupoBa-
HUS 3a00JeBaHMsI. DTa Tepanusl OCHOBBIBAETCSI Ha CUHIPO-
MajibHOM mnozaxone. Tak, koppekuusi xojectasa npu LITT
TPaIMLIMOHHO OCYIIECTBISIETCS TperapataMy ypCcOIe30K-
CUXOJIEBOI KMCIOTBI; UMMYHocyIpeccust pu LIIT B ucxome
ayTOMMMYHHOTO rernaTuTta — TJIOKOKOPTUKOUIAMU U HUM-
MYHOCYIIpECCOpaMu; KOPPEKIIUS MePErpy3Ku KeJae30M Ipu
HaCJIENICTBEHHOM T€MOXpPOMAaTo3e U CUHAPOME Teperpy3Ku
XKene3oM — aKcehy3usiMu KpoBu. K maroreHeTuueckomy je-
YEHUIO OTHOCSTCS TaKxKe HEAOIyIIeHNEe COJTHEYHOM MHCO-
JISLIUHA TIPY TTO3IHEM KOXKXHOT Toppuprn, KOppeKIUs NHCY-
nuHope3ucteHTHocT ipu HACT u 1.1.

Ilpoghunaxmuka u rewenue hubposa neueru

AHTUduUbOpOoTHUECKAsA Tepanus — HauboJjiee pacrnpo-
CTpaHEHHBbI BapuaHT jJedyeHus O0oabHbix LIIT. Tpaguim-
OHHOE IPMMEHEHNE MperapaToB cCUIMMapuHa (rermabeHe)
OCHOBBIBAETCSI Ha AKCTIEPUMEHTAIbHBIX TaHHBIX O IOJIO-
JKUTEJbHOM BJIMSIHMM MpernapaToB, COAepXalluX pacTo-
poriny, Ha MepeKNCHOEe OKMCICHUE JTUTTUI0B, 9KCIIPECCH -
W10 TeHA KOJUIaTeH-0| U MPOAYKLMIO KOJITareHa B MeYeHMU.
dymapus, coaepkalasicss B rernabeHe Hapsiiy ¢ CUJIMMa-
PUHOM, TIO3BOJSET MCIIOJbH30BaTh 3TOT IpermapaTr W s
KOppeKIuu 9acto comytcTBytomux LI nuckuHesmii xen-
YEBBIBOJASIIUX MYTEH.

ITponomkaercss MOUCK CeMU(GUISCKUX MHTHOMTOPOB
aKTUBHOCTHU 3BE3IYaThIX KJIETOK IMEeUYEeHU: U3y4aeTcss aHTU-
¢dubpoTruyeckas akTuBHOCTh JuranaoB PPAR-penenTopoB
(poCUTINTAa30H, HETJIMTA30HOBBIC MHCYJIMHOBBIC CEHCUTAl-
3epbl), TEHTOKCUDUIUINHA.

AHTH(PUOPOTHUUECKOI, MO CYTH, SIBIsSIETCS UHTepDEpo-
HoTeparnus 00JbHBIX BUPYCHBIM LII1 ManbiMu mozamu MH-
TepdepoHOB (podepoH, pealbAUpOH, MHTepadb | MIH
ME/cyT). B naHHOIf cuTyanuu, ogHaKko, Tepamnus nepecraet
OBITh TUMUTUPOBAHHOM 11O BPEMEHU.

AzleKBaTHas MaToreHeTUYecKas Tepanus 60abHbIX LITT
MO3BOJISIET MpeayInpexaaTh IporpeccupoBaHue (puoposa
TMeYeHU.

Hacnedcmeernnoiii eemoxpomamo3s

HecmoTps Ha BeicoyYaiilnyto pacipocTpaHEHHOCTb MY~
TallMii TeHa TeMOXPOMaTo3a B MOMYJSAIUU (TOMO3UTOTHOE
HacaenoBaHue 1:300 yenoBek, rerepo3urorHoe — 1:7 ye-
JIOBEK), 3TO 3a00jieBaHUE HE3aCJy)XEeHHO OTHOCSAT K Tak
Ha3bIBaCMbIM PEIKUM 00Je3HAM medyeHr. CKpUHUHTOBBIC
WCCIIeIOBAaHUSI B CIIEIMAJU3UPOBAHHBIX TelaToIOrnye-
CKHMX IIEHTpaX NEMOHCTPUPYIOT UYpe3BbIYAllHO BBICOKYIO
pacIpoCTPaHEHHOCTh 3TOTO 3ab0JieBaHUSI, TMPEUMYIIECT-
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BeHHO 3a cueT mMuHOpHBIX (H63D, S65C) myramuii. Ilo
JNlaHHBIM remnaTtojorndyeckoro ortaeneHuss KO MOHUKHN
M. M.®. BragumMupckoro, BbISIBJIEHUE MPU 00CIea0Ba-
HUU y OOJBbHBIX 3a00JIeBAHUSIMU TIEYEHU YPOBHS CHIBOPO-
ToyHOTO (eppuTrHa Bbile 135 Hr/Ma B 68% ciaydyaeB co-
MPOBOXJIAETCs HATUYMEM MUHOPHBIX MyTalLUi (B OCHOB-
HOM TeTEePO3UTOTHBIX) B T€HE HACJIENCTBEHHOTO T€MOXPO-
MaTo3a. AHalu3 UCTOPUU OOJIe3HEN MallMEHTOB C XPOHU-
yeckuM renaTutoM C U MUHOPHBIMU MYTallMSIMU B TeHe
HACJIeACTBEHHOTO TeMOXpPOMAaTo3a BBISIBUJI 3HAYUTEIHHO
0oJiee yacTo BCTpevaroluecss NpoJABUHYTbIe cTaauu Ghuo-
po3a IMeyeHu U HU3Ky1 3¢hEGEeKTUBHOCTh MPOTUBOBUPYC-
Holt Tepaniuu. OCHOBO JIeYeHUS TPAAULIMOHHO SIBISIOTCS
ameKkBaTHBIEe 9KC()Y3UM KPOBH.

Jlonroe BpeMsi MOCTYJIMPOBABILIEECS MOJOXEHUE O He-
00XOAMMOCTU NOCTUXEHUS aHEeMUU KaK KPUTEepUs aneK-
BaTHOCTU 3Kchy3Wil KPOBM TPU JieYeHUUW OOJTBHBIX Ha-
CJIE€JICTBEHHbIM TeéMOXPOMAaTO30M C COBPEMEHHBIX MO3U-
LU BBI3BIBAeT BO3paxeHwWsi. M meno maxe He TOJBKO B
3HAYUTETLHOM YXYIIIEHUW KadyecTBa XU3HU OOJBHBIX TTPU
HaJAWYUU aHEMMU U 3HAUYMTEJIbHOM OMAaCHOCTH, Ipo3silieit
nmamMeHTaM ¢ aHemMueit u, Harpumep, ¢ UBC. DddexTun-
HBIII MOHUTOPUHT JICUCHUSI MOXET OCYIIECTBISITHCS MTyTeM
OLIEHKU YPOBHS XeJje3a 3anacoB ((heppUTUH, HAChIIIEHUE
TpaHcdepprHa XeJe30M) MPU coXpaHsieMoM Ha (oHe Kpo-
BOTYCKaHU GJaromapst NCTIOIb30BaHUIO 9PUTPOITOITUHOB
(PeKOPMOH, BMOKPHUH, 31TI0OKOMO) HOpMaJlbHOM yPOBHE Te-
MOrJ00MHa.

Heanxoeonvnolii cmeamoeenamum

KpaeyronbHblii KaMeHb Pa3BUTUSI U TPOTPECCUPOBAHUS
HACT — WHCYIMHOPE3UCTEeHTHOCTh — TIPEICTaBISIET CO-
0oii MulleHb 115 Tepanuu y 6oiabHbiX HACI ¢ ucxonom B
LII1. EnuHCTBEHHBIM KJIACCOM IIperapaToB, BIAMSIOIIUM Ha
9TO COCTOSIHWE, SIBISIIOTCS WHCYJIWMHOBBIE CEHCUTaii3ephl,
MpeJCcTaBIeHHbIE IBYMsI TPYMIIaMM TperapaToB, — Ourya-
HUIbl UM TUA30JMAUHAMOHBI (rauTazoHbl). MccienoBaHus
npuMeHeHus MeTopmuHa (cuodop) B 1o3e 20 Mr/Kr/cyT B
TeueHue 6—12 mec moaTBepawin ero 3h(eKTUBHOCTh U
o6e3onacHocTh y nauueHToB ¢ HACI. Ocoboe BHMMaHue 3a-
CITY>XKMBAIOT JaHHBIE O BO3MOXHOCTHU TTPUMEHEeHUST MeThop-
MuHa (cuodopa) y 00JbHBIX O6e3 caxapHOro nuadera 2-ro
Tuna. OTHOCUTENbHO HOBAsl TPYINa WHCYTUHOBBIX CEHCH-
TaiizepoB — riuTa3oHbl Il mokoneHust pocuriutazoHa
(aBaHIMSI) U MUOIJIMTA30HA (AKTOC) TakKe MPOAEMOHCTPU-
poBaiu oOHaaexuBatolKe pe3yabraThl y 001bHbIX HACIT, B
TOM uucie y O0TbHBIX 0e3 caxapHOro nuabera 2-To TWUTa.
TeopeTnueckoe 0OOCHOBaHME TIPUMEHEHUS WHCYJIMHOBBIX
ceHcuTaiizepoB npu LIIT 6a3upyeTcss Ha JaHHBIX, CBUJE-
TEeJIBbCTBYIOIIUX O BJIUSHUU TJIUTA30HOB Ha aKTUBHOCTH
3Be314YaThIX KJIETOK U peayKuuu hudposa rneyeHu y 00Jib-
Hbix HACT u xpoHuueckum remnatutom C.

KOPPERLNA OC/IOHMHEHHIA LN

Ocnoxnenus LT MHOrooGpasHbl, HO Ha (PUHATBHBIX
cragusx LITT mbl cTankuBaemcst ¢ ABYMSI OCHOBHBIMU XM3-
HEeYrpoXarounMu mpodieMamMu — KPOBOTEUeHUEM WU Te-
yeHouHoi#t sHuedanonatueit (I19). OcranbHbIe OCIOXHE-
HUSI TaK UM MHAYe MPUBOJSIT K YKa3aHHBIM (paTalbHbIM OC-
JIOXKHEHUSIM.



HOAWHUULUUCT

[leuenounas sunuegparonamus

1D — cuHapoMm, OOBEAMHSIIOINI KOMIUIEKC TTOTEHIIM -
aJIbHO 00PaTUMbBIX ICUXUYECKMX U HEBPOJIOTMYECKUX HAPY-
IIEHW, BO3HUKAIOIIUX B pe3yJbTaTe OCTPOM MU XPOHUYIEC-
CKOIl TTeYeHOYHOU HEeTOCTaTOUYHOCTU U/WUJIU MTOPTOCUCTEM-
HOTO LIYHTUPOBaHUs KPOBU. PaccTpoiicTBa MCUXUKU MPO-
SIBJISIIOTCSI U3BMEHEHUEM CO3HAHMUS, TIOBEICHUS, CHUKEHUEM
WHTEJJIEKTa, HapyllIeHWeM pedu, a HEBPOJIOTUIeCKrUe — Ta-
TOJJOTMYECKMMU HEPBHO-MBIILIEUHBIMU M Hepodusnoo-
TUYECKUMM CABUTAMU.

TToTeHuMabHO 0OpaTUMBbIe HAPYIIIEHUST BAPbUPYIOT 10
MHTEHCUMBHOCTU U MOTYT HaOJI10AaTbCs B pa3HbIX KOMOMHA-
LIUSX, YTO IMO3BOJISIET BBIAECAUTD 5 cTaauii [1D — or 1aTeHT-
Hoit (0) 1o meyeHouHOU Kombl (IV).

YV nauueHToB ¢ KoMreHcupoBaHHbIM LITT I1D npencra-
BJISIET CO0OI OECCMMIITOMHOE COCTOSIHHE, BBISIBISIEMOE
TOJILKO CITeIIMaJbHBIMU METOAUKaMU (HAIllpuMep, TECTOM
CBSI3M YMCes) — 3TO TakK HasbiBaeMas jateHTHas [19. Jla-
teHTHY0 [1D BoIsABISIIOT y 30—80% GonbHbIx LII1. [TporHo-
cTUYeckasi 3HauuMocTh [1D Halia cBoe oTpakeHue B oc-
HOBHBIX KJIacCHM(MUKAIIMIX OLIEHKM KOMIIEHCAlUu 3aboJie-
BaHWIi MEYeHM, B YACTHOCTHU CTerneHb [1D aBiasgeTca oqHUM
u3 6a3ucHbIX 2seMeHTOoB HiKaabl Child — Pugh. CornacHo
JNIaHHOW 1iKaje, JareHTHas [1D wiu ee oTcyTcTBUE CBUIEC-
TeJIBCTBYET 0 KommeHcauuu 3adoneanus (Child A), [1D [—
I1 cranuu cooTBETCTBYIOT CyOKOMITEHCAIIMY IIUPPO3a Teve-
Hu (Child B), a III u IV cranuu [1D oTpaxkaioT AeKOMMEH-
canuio ocHoBHOTO 3a6oeBanus (Child C).

T1D pasBuBaeTcs nMpeuMyliecCTBeHHO Ha (oHe AeicT-
BUSI TaK Ha3bIBaeMbIX paspelnaromux GakTopoB: AUeTUYEe-
CKHMe TOTPEITHOCTH (TMIIEBON OEJ0K), KeayITOYHO-KHU-
IeyHoe KpoBOTeueHUe, WHGMEKIMOHHbIe 3aboJieBaHUsI
(nuesoHedpuT, NMHEBMOHUSI, CIIOHTAHHLINA OaKTepuasib-
HBI{ TEPUTOHUT U T.I.), ITPOTeHUU (IIPUEM TCUXOTPOII-
HBIX TIpeTiapaToB, HeaaeKBaTHAs IUypeThdecKast Teparmusi,
ycrtaHoBka TIPS, mamapoueHTe3 ¢ aBakyalueil 00JbIIOTO
KOJMYECTBA ACIIUTUYECKON XKUAKOCTH 6€3 KOPPEKIIUHM IT0-
Tepb 0enka).

CoBpeMeHHbIe B3MIsiaAbl Ha natoreHe3 1D Hamim oT-
paXXeHue B Pa3BUTUU COOTBETCTBYIOIIMX TePaAIIeBTUUCCKUX
MMOJIXOJ0B: TNETUIYECKEe MEPOTIPUITUS (pAaCTUTETbHAS 1~
eTa ¢ orpaHUYeHUEeM XUBOTHOTO Oeika), a TakKXe MpuMe-
HEHUeE TpernapaToB IBYX KJIACCOB — aKTUBUPYIOIIUX METa-
60JIM3M aMMHUaKa U MpeOMOTUKOB. TOYKOU TPUIIOKEHUS
OpPHUTHMH-acnapraTta (rema-Mepi) CJAyXUT OPHUTHUHOBBIN
LIUKJI MeTabon3Ma MOUYeBUHEI. JlelicTBue mpebuoTrKa Jia-
KTyJ103bl (At0danak) MeHee BbIpak€HO, HO 0ojiee MHOIO-
akTOpHO: peryasius NpoAyKIMU aMMuaka MUKpodJio-
pOil KUIIIEYHUKA BCIAEACTBUEC KOPPEKIIMU MUKPOOUOIIEHO-
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3a, a TakKXe KOppeKIMs MOTOPMKM KUIIEYHUKA (3a cUeT
CHUXKEHUSI aKTMBHOCTU KUIIEYHOU TiayramuHasbl). [Ipu-
MEHEHMEe aHTUOaKTepUadbHbIX MPENnapaToB ¢ LEJblO KOp-
pexunu [1D BO3MOXHO JUIIL B COCTaBe KOMOMHUPOBAH-
HOU Tepanuu.

Ha pannux cragusx [1D npu komneHcupoBanHom LITT
Hamnbosee MUPOKO MPUMEHSIETCS JaKTya03a. OQHaKO U3-
BECTHO, YTO MPOIOJKUTEIbHOE MPUMEHEHUEe JIAKTYI03bl
XapaKTepu3yeTcss BO3MOXHBIM H3MEHEHUEM 3JEKTPOJUT-
HOro 6ajlaHca — Iperapar MpOBOLIUPYET CEKPETOPHYIO TH -
apeto. [ToceMy nauTenbHOe, HA TIPOTSIXKEHUU 3—5 Mec Ha-
3HAYEHME JIAKTYJO3bl MOXET COMPOBOXKAATHCS U3MEHEHMU -
MM MUWHEpaJbHOTO OOMEHa, 4TO Hebe3pas3JIuuyHO s
6oabHBIX LIIT. B Takux cutyanusix BO3MOXHO UCITOJIb30Ba-
HUE MpeOMOTUKOB (XujaakK ¢opTe), 3aKUCASIOUIMX DHTE-
paJIbHYIO Cpey M 3a CUeT BIMSHUS Ha MUKPOOUOIICHO3 KM -
IIeYHUKA OTPaAaHUYUBAIOIIMX MMOTOK KCEHOOUOTHUKOB M3
KMIIEYHHUKA B MEYEHb.

Kposomeuenus y 6oavnoix L[11

Hcrtounukamu kpoBoTeueHus y 6oabHbix LT aBastor-
Cs1 BapuMKO3HbIe BEHbI MUILEBOMAA, XeayldKa, MopTajbHas
runepreH3nonHasa ractponatus (I1I'T), spo3nBHO-5A3BEH-
HbIe U3MEHEHMS TacTPOIyOAeHAIbHOW 30HbBI, BAPUKO3HbBIE
BEHbI NPSIMOM KUIIKU U 3KTonmuueckue Bapukchl. INI'T —
BTOPOI IO 3HAYMMOCTH MCTOYHUK KPOBOTEUYECHHUS ITOCIEC
BeH nuineBoxa, pasBuBaercd y 50—55% OonbHbix LITI.
IIpody3Hoe kKanuuisipHOe KPOBOTEYEHME U3 CIAU3UCTOM
000JT0YKHM TeJla M JHa Xeayaka BcTpeuyaeTcs y 1/3 6oJb-
Hbix, vaie [ITT npossnsiercsa xpoHuueckoit xene3zonedu-
LUTHOU aHEeMUEN WU PE3KUM CHUXEHUEM YPOBHSI TeéMO-
rino6uHa. Heo6XxoanmMo MOMHUTh O peUUANBUPYIOIIEM Xa-
paktepe kpoBoTeueHuit npu III'T — yactoTa peLuauBOB
KpoBoTeueHus gocturaet 70% 1 3HAYMTEIbHO YBEIUYMBA-
eTCs TpU CKJIepoTepaluy BapUKO3HO-PaCIIMPEHHBIX BEH
nuileBoa.

IlepBuuHas npoduiakTuka KpOBOTEUYEHU I U3 Bapu-
KO3HBIX BEH TNHIIeBOma O6a3upyeTcsl Ha IMPUMEHEHUU
f-010KaTOPOB U CKJIEPO3UPOBAHUM BAPUKO3HBIX BEH,
YTO MO3BOJISIET JOCTOBEPHO CHU3UTh YaCTOTY KPOBOTE-
YeHUI M3 BAapUKO3HBIX BEH U YMEHBIIUTh CMEPTHOCTH
0osbHbIX. Haubonee spdhekTUBHBIM BapuMaHTOM BTO-
pUYHOI NPOGUIAKTUKN KPOBOTEYEHUM SIBISIETCSI KOM-
OMHAIMS TIePeBSA3KM BapUKO3HBIX BEH U IMOCTOSIHHOTO
npremMa (3-0J0KaToOpoOB.

Wrak, neuenue 6onbHbIX LITT B 3aBUCMMOCTH OT cTelie-
HU KOMIIeHCcalMM 3a0ojieBaHUs TIpeaoIpenesieT HeooXo-
IUMOCTh BHIOOpA CTpaTeTUH JICUCHUSI, UTO IMO3BOJISIET aIeK-
BaTHO KOHTPOJMUPOBATh TeUeHUE 3a00JIeBaHM s, MPeayIpexk-
IaTh Pa3BUTHUE KU3HEYTPOXKAIOIINX OCTOKHEHUA.
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