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FENATOTEHHbIN CAXAPHbIV BUABET: O630P JINTEPATYPbI U ONMMUCAHUE TPEX

®

KNUHUYECKNX CNYYAEB g
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MepBbli MOCKOBCKUI roCyapCTBEHHbIN MeANLMHCKUIA yHuBepcuTeT umeHun V.M. CeueHoBa (CeueHOBCKUIA YHNBEPCUTET),
MockBa, Poccus

lenaToreHHbIN anabet (fen]) — 310 popma caxapHoro anabeta (C[l), B OCHOBE NaToreHe3a KOTOPOW NEXUT NepBUYHOE 3a60-
neBaHue nevyeHn (Kak NPaBuio LMPPOo3), OCIOKHUBLLEECA Pa3BUTMEM NOPTabHOW rMnepTeH3mm ¢ 06pa3oBaHeM NOPTOKa-
BaslbHbIX WYHTOB. B pa3sutum len/l, noM1Mmo TpaguumnoHHbIX GakTopoB pricka pa3BUTUA HapyLIeHWIA YyrneBOgHOro obMeHa,
60nbLUYI0 PONb UrPaIoT NaToreHeTNUYeCcKme 0cobeHHOCTV 3aboneBaHM NeveHn. Tem He MeHee TOUHbIN MexaHU3M Pa3BUTUA
renatoreHHoro gnabeta 1O KOHLa He ACEH, U pA BOMPOCOB 10 CUX MOP OCTAETCA OTKPbITbIM K 06CyxAeHunto. HecmoTpa Ha To,
yto len/] umeeT oTUETNUBLIE NATOPU3NONOTMYECKNE N KITUHNYECKNEe 0COBEHHOCTH, B HAacTosALLee BPeMA OH He paccMaTpu-
BaeTCA Kak camocToaTenbHoe 3aboneBaHve. BepoAaTHO, 3To cBA3aHO ¢ TpyaHOCTAMU AnddepeHLmanbHOM AMarHoCTUKKM Tuna
CJl n3-3a gByHanpaBNeHHOro XapakTepa CBA3W HapyLUeHMI MeTaboM3Ma FIoKO3bl Y XPOHMYECKNX 3aboneBaHnii neyeHn.
M3BecTHO, uTo C/] HeraTMBHO BNMAET Ha Pa3BUTME U MPOrPeccUpoBaHie XPOHUYECKKX 3aboneBaHuni neveHn (X3M1) pasnuny-
HOW 3TUONOMNK, UX COYETaHNE aCCOLMUPOBAHO C XYAWMMMN KIUHUYECKMMU UCXOAAMU B MilaHe CMEPTHOCTM, BO3HUKHOBE-
HMA NeYeHOYHOW feKoMNeHcaUum 1 pa3BUTUA renatouennonapHomn KapumHomsl (ITLK). K coxkaneHuto, paHHAA gnarHoCcTuKa
1 noabop onTMmanbHON TepaneBTUYECKON CTpaTerny neyeHnsa grabeTta MoryT ObiTb 3aTpyAHEHbI 13-3a OTCYTCTBUA YCTaHOB-
NEHHbIX KNUHNYECKMX PeKOMEeHJaL M, a Takxke nonumopbuaHocTy nauneHTos ¢ lfen/l.

KJTKOYEBbIE CJIOBA: 2enamozeHHbil caxapHeili Ouabem; caxapHelli duabem,; yuppo3 neveHu; NOpMasbHAA 2unepmeH3us; NOPMOKABasTbHbIU
WwyHm; XpoHuU4eckue 3a601e8aHUSA neyeHu.

HEPATOGENIC DIABETES: THREE CASES REPORT AND LITERATURE REVIEW

© Maria V. Amosova*, Irina V. Poluboyarinova, Polina V. Salnikova, Kristina Y. Zherebchikova, Valentin V. Fadeev

I.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

Hepatogenic diabetes (HepD) is a form of diabetes where the primary pathogenesis is a liver disease, usually cirrhosis, com-
plicated by the development of portal hypertension with the formation of porto-caval shunts. In the development of HepD,
in addition to traditional risk factors for carbohydrate metabolism disorders, the pathogenetic features of liver diseases play
a significant role. However, the exact mechanism of HepD development remains unclear, and several questions are still
open for discussion. Despite having distinct pathophysiological and clinical features, hepatogenic diabetes is currently not
considered as an independent disease. This is likely due to the difficulties in differentiating between types of diabetes due
to the bidirectional relationship between glucose metabolism disorders and chronic liver diseases. It is known that diabetes
negatively affects the development and progression of chronic liver diseases of various etiologies, and their combination is
associated with worse clinical outcomes in terms of mortality, the occurrence of liver decompensation, and the development
of hepatocellular carcinoma (HCC). Unfortunately, early diagnosis and the selection of optimal therapeutic strategies for
diabetes may be challenging due to the lack of established clinical guidelines and the presence of comorbidities in patients
with HepD.

KEYWORDS: hepatogenic diabetes; diabetes mellitus; liver cirrhosis; portal hypertension; porto-caval shunt; and chronic liver diseases.

AKTYAJIbHOCTb

lenaToreHHbIn anabet (fenfl), B oTANUYME OT CaxapHOro
avabeta 2 tuna (CO2), xapakTepmsyeTca OTCYTCTBUEM Ce-
MEMHOro aHaMHe3a, B3aMMOCBA3N C U3OGbITOYHON MaACCon
Tena, MeHbLUEe YacTOTON Pa3BUTMA MUKPO- N MaKpococyau-
CTbIX OCNOXKHEHWI, @ TaKXKe HannyMem BblpaXKeHHOWN NHCY-
JINHOPE3NCTEHTHOCTU, YTO MOXKET BbI3bIBaTb OMNpefesieHHble
TPYAHOCTU B AMArHOCTMKE U JIEYEHUUN 3TOro 3aboneBaHus.
HecmoTps Ha Hannumne cneundryecknx NPUYMH PasBUTKA
HapyweHus paboTbl MeuYeHW, a TaKXKe OTYETNIMBblE MATO-

dur3monornyeckne n KInHNYeCKne ocobeHHOCTM TeueHus
len[], 3ToT TMN AnabeTa He BbiAeNAeTCA B CAMOCTOATENIbHOE
3aboneBaHue, B CBA3M C YeM ABMAETCA MaIOUN3YUYEHHbIM CO-
CTOAIHMEM B KIIMHMYECKOW MpakTuKe. B HacToslee Bpems
He CyLlecTBYET efIMHbIX airOPUTMOB MO BeeHWI0 NaLWeH-
TOB, 60nbHbIX [en/[l, uTo NpeacTaBnAeT cobol CyllecTBEH-
Hyto npobnemy n Tpebyet 0coboro BHUMaHuA. MoHUMaHKe
3MMAEMMONOrNK, NATOGU3INOIOTN, KITMHNYECKMX NPOABIe-
HWIA, NabopaTOPHON ANArHOCTUKM U neveHus fen] Heo6xo-
VMO KaK OJ1e renaTosioros, TePaneBToOB, Tak 1 A4J1A SHAOKPU-
HOJIOrOB.

*ABTOP, OTBETCTBEHHDIN 3a nepenucky / Corresponding author.

© Endocrinology Research Centre, 2025
Mpo6nembl s3HAOKpUHONOrMK 2025;71(2):66-74

Received: 13.03.2024. Accepted: 15.05.2024.
doi: https://doi.org/10.14341/probl13443

Problems of Endocrinology. 2025;71(2):66-74


https://crossmark.crossref.org/dialog/?doi=10.14341/probl13443&domain=pdf&date_stamp=2025-04-30

REVIEW

BBEJEHUE

BnuaHmne xpoHnyYeckom runepriankeMmm Ha nevyeHb nsy-
YeHO JOCTaTOYHO. /I3BeCTHO, YTO feKOMMEeHcauus yrneBos-
Horo obmeHa cnocobCTByeT HapylleHUo GyHKLMK renaTo-
LMTOB, CH/PKEHMIO 3aMacoB B HUX FUKOreHa, HaKOMIeHUIO
NMNNAOB, YTO BeET K Pa3BMTUIO »KMPOBOro renatosa [1]. Oa-
HaKo pe3ynbTaTbl NOC/IeAHMX UCCNIE[OBAHUN FOBOPAT 06 06-
paTHOM: O BO3MOXHOCTM HapyLUEHWA rOMeOoCTasa MioKO3bl
M 0 BO3HMKHOBeHMK CIl BCneacTBUE HEKOTOPbLIX XPOHMYe-
CKnX 3aboneBaHuin neyern (X3I) [2-4].

®akTnyeckn cam C[12 B KOHTEKCTE METabonmyeckoro
cnHapoma (MC) mokeT cnocobCTBOBaTb PAa3BUTUIO Heasl-
KOroJibHOW Xunpoeoi 6onesHn neyeHn (HAXBI), KoTopas
MOXKET 3aKOHUYUTbCA uuppo3om [5]. Kpome Toro, Takomn
3TUONIOTMYECKNN areHT 3ab0neBaHnin NeyeHu, Kak BMpyC
renatuta C (BI'C), MOXeT oKa3blBaTb NPsAMOe AnabeToreH-
HOe JelCcTBME C paHHUX, NpeauuppoTUYecKnx CcTtagum
NOCPEeACTBOM HECKOMbKMX, YaCTUYHO HEYCTaHOBJIEHHbIX
MeXaHU3MOB, NPUBOAALINX K Pa3BUTUIO UHCYIMHOpPE3N-
CTEHTHOCTY U, BO3MOXKHO, TaKXe K HapyLlleHno GyHKLUK
[B-knetok [6, 7].

OpfHako npu cocyllecTBoBaHMM LUupposa nevenn n Cl,
HEe3aBNCMMO OT OYEPEAHOCTU MX Pa3BUTUSA, OHM OKa3blBaloT
BAUAHWE OAPYr Ha ApYra, 1 Janeko He Bcerga MOXHO C yBe-
PEHHOCTbIO FTOBOPUTL O LIMPPO3€e B KayecTBe NPUYNHBI pas-
BUTUA anaberTa.

Bnuanue CM12 v renatoreHHoro anabeta (fenfl) Ha Knu-
HMYECKNA MCXOL UMppPO3a OLEHMBANIOCb B HECKOMbKMX
nccnepoBaHuax [8]. Bbino nokas3aHo, uto Hanuune C[I
CBA3aHO C MOBbIWEHHbIM PUCKOM PA3BUTUA OCIOXKHEHUN
1 CMepPTHOCTY Cpeam NauMeHToB C umppo3om nevenu. len/l
MOET YBEINUUTb PUCK OOLLMX OCIIOMKHEHUI LMppo3a ne-
YyeHu, TaKNX KaK rneyeHouYHas sHuedanonatms, KpoBoTeye-
HUEe N3 BEPXHUX OTAENOB XenygoUHO-KMLEYHOro TPaKTa,
CMOHTAHHbIA MEPUTOHNT, aCLM1T, @ TakXKe PUCK Nporpeccu-
POBaHUA LUNPPO3a, Pa3BMUTME paKa MeYEeHN U CMEPTHOCTb

Ta6nuua 1. CpaBHuTeNbHaA xapakTtepuctka CA v fen npu X3M
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OT paka neyvenm (tabn. 1) [9]. Bce 3710 yka3biBaeT Ha nep-
CMEeKTUBHOCTb UCCIe[0BaHMA KIMHNYECKOro TeUeHusa, an-
ArHOCTMKM 1 neveHus lfenfl.

B nutepatype pacnpocTtpaHeHHocTb CJ] cpeam na-
LMEHTOB C LMPPO3OM MeyYeHn BecbMa BapuabesnbHa
1 konebnetcsa ot 20 o 70%. Takas BbicOKaa Bapuabesnb-
HOCTb JaHHbIX B UCCIef0BaHUAX CBA3aHa C Pa3HbIMU Au-
arHOCTUYECKMU KPUTEPUAMU, CTAaaUAMU N STUOJNIOTMEN
3aboneBaHNn neyeHn. BnosiHe BepOATHO, UTO BbICOKAs
pacnpoCcTpaHeHHOCTb AnabeTa Npu LMpPpPO3e NeyeHu CBs-
3aHa C paHHMM MOABIEHNEM BbIPaXKEHHON MHCYNNHOpPe-
3UCTEHTHOCTY B COYETAHNV C HE[OCTAaTOYHOCTbIO GYHKL MM
6eTa-knetok, ycyrybnaemon dakropamu, CBA3aHHbIMU
c 3aboneBaHuEM neveHu.

bonee nosgHMe wccnefoBaHMA C  UCMONb3OBaHWEM
COBpEeMEHHbIX KpuTepreB pamarHoctmkm CI2 nokasanu,
YTO, OCHOBbIBAsACb Ha YPOBHE [/I0KO3bl B Mna3me HaTolak
(F'TH), oTAenbHO MK B COYETAHUN C N3MEPEHUAMU TINKK-
poBaHHoro remorno6uHa (HbA, ), pacnpocTpaHeHHOCTb
CO y n1y C uMppo3oMm neyveHn coctaBnaeT okono 30-40%.
OpHako 6blno OGHapPY)KEHO YyBenMYeHMe PacnpoCTPaHeH-
HOCTW HapyLIeHWlA YrneBOAHOro obmMeHa cpean naLMeHToB
C UMPPO30OM MeyeHW, KOTOPbIM AOMOSHUTENIbHO MPOBO-
OWNCA nepopanbHbIi roKo3oTonepaHTHbin TecT (MTTT)
BHe 3aBUCMMOCTK OT yposHeii IMH n HbA . Takum obpa-
30M, 6bI/10 NOKa3aHo, uTo ypoBHU IMH u HbA1C MOryT ObITb
NOXXHO HOPManbHbIMK Y MALUMEHTOB C LUPPO3OM MeYeHu
B pe3ynbTaTe HapyLeHUs MeTabonM3mMa rtoKo3bl B MeYeHy,
a TaKXe M3-3a COKpalleHUA NPOJOIKUTENbHOCTU XKU3HU
SpUTPOLMTOB BCIeACTBUE runepcnneHnsma [10]. 3Tn gaH-
Hble YKa3blBalOT Ha HeobxoaumocTb nposeaeHus MITT ana
anarHoctukn CJ1 y nauymeHTOB C LUMPPO30OM MeyeHu Jaxke
npv HopMasbHbIX ypoBHAX MH 1 HbA, .

Tem He MeHee He y Bcex maumeHToB ¢ C[1 1 unpposom
MOXHO FOBOPUTb O Hannumm nctuHHoro frenl. MakTuyecku
y 6onblumHcTBa naumeHToB Cll cywecTByeT elle fO NocTa-
HOBKM ViarHO3a Uuppo3a neyeHu.

Kputepun

FenatoreHHbin CL

caz

lMocTaHOBKa AnarHosa Mocne anarnosa LM

o ynpposa neyeHn

Hauyano 3aboneBaHuA

Cy6knuHnyeckoe. HopmanbHas MH,
HbA, , moxeT BbiABnATbcA B MNITT

fBHOe.
MosbiweHune IMH, HbA1c

fvnornukemua n MAJTA Bbicoknin puck

Hun3Kknin pnck

Pemuccua C1 unn cHmkeHne

dddeKT OT TpaHCNNaHTaummn OT1cyTcTBYET
b P H notpe6HocTy B CCM yTCTBY

TpagnumoHHblie OP Pexe npepcraBneHbl YacTo

OcnoxHeHnnsa C[] Pexxe npepcTaBneHbl YacTo

OcnoxHeHusi 3a6oneBaHNs NevyeHn

Bbiwe, yem y nuy c LM 6e3 grabeta

Bbiwe, yem y nuy c LM 6e3 grabeta

CmepTHOCTb

Bbiwe, yem y nuy c LM 6e3 gruabeta

Bbiwe, yem y nuu c LM 6e3 grnabeta

Npumeyanune. [MH — rmukemua nnasmbl HaTowak; OP — dakTopbl pucka; LN — umppo3 neuenu; MITT — nepopasnbHbIi [OKO30TONEPAHTHBIN TeCT;
MAJIA — meTdopMmMH-accoLMmMpoBaHHbIN nakTaT aungo3s; CCIN — caxapocHuXatowye npenapatbl.
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PucyHOK 1. YnpolueHHas cxema naToreHesa renaToreHHOro caxapHoro auaberta.

len[] MOXHO onpefennTb Kak COCTOAHME HapyLeHHON
perynsuum rioKo3bl, BbiI3BaHHOE CHUXKeHUEM GyHKLMM ne-
yeHu B pesynbTaTe unpposa. [laHHoe onpegeneHune nogpa-
3ymeBaert, uto C[l pa3BuBaeTca Nocsie BO3HNKHOBEHUA LP-
po3a neyeHu.

MEXAHU3Mbl PA3BUTUA TENATOTEHHOIO IUABETA

lNocKkonbKy NeyeHb ABAAETCA OAHMM U3 OCHOBHbIX Opra-
HOB, Y4aCTBYIOLLMX B FOMeOCTa3e rMoKOo3bl, HeYANBUTENbHO,
yTO y MaumeHToB ¢ X3 MOryT pa3BrBaTbCA HapyLUEHUsA TO-
NepaHTHOCTU K rnoko3se u lfenfl.

Lmppo3 neyeHn — NOTEHUMANbHO BO3MOXKHAA KOHeu-
Hasl cTagua nobGOro XPOHMYECKoro 3aboneBaHVsA NMeyeHw.
Linppo3 xapakTepu3yeTca 3aMmelleHnemM HoOpManbHOW neve-
HOYHOW TKaHW NAIOTHbIMWN COeANHUTENIbHOTKAHHbIMMW BOJIOK-
HaMu, YTO NPMBOAUT K HAPYLIEHWNIO MeYEeHOYHOro KPOBOTO-
Ka 1 CHYKEHMIO GYHKLIMM NMEYEHMU.

HapyLlieHne ne4eHOUHOro KPOBOTOKA NPUBOAMT K MOBbI-
LUEHVIO AaBNEHNA B BOPOTHOM BeHe (MOopTasibHOM rmnepTeH-
3um). Mpy NoBbIWEHUN JaBfeHNA B BOPOTHON BEHE KPOBb
HamnpasfsAeTca Mo aHacToMo3am B 06xop neueHu. lNopTo-
KaBaJibHble aHAaCTOMO3bl B HOpMe pa3BuThl csiabo. Ho npu
HapyLeHNN OTTOKa KPOBW MO BOPOTHOW BEHE MOTYT 3Hauu-
TeNIbHO PaclIMpPATbCS, 6narogapsa Yemy CHVXKAeTcs AaBne-
HUe B cMCTeMe BOPOTHOW BEHbI.

KonnatepanbHoe KpOBOCHabXeHMe OCyLeCTBAeTCA
He TONbKO MO BHYTPUMNEYEHOUHbIM LUYHTaM, HO U MO BHene-
YEHOYHbIM MOPTOKaBaJIbHbIM aHAaCTOMO3aM. 3HauuTeNbHasA
YacCTb KPOBM NPY 3TOM NPOXOANT Yepes neyeHb No nepero-
POZOYHBIM COCYAaM, MVHYs napeHxumy. Mpu ¢opmmposa-
HUM MOPTOKABAJIbHOTO LUYHTa BCE MPOAYKTbl OOMeHa, MUHYS
neyeHb, COPACHIBAIOTCA B HUXKHIOK MOMYI0 BEHY, @ UHCYIINH,
MVHYA MeyeHb, OKa3blBaeTCcA B CUCTEME HUKHEW MOoJSion

BEHbI U LMPKYNIMPYET B CUCTEMHOM KPOBOTOKE, UTO 06yCnaB-
NBaeT pa3BUTME TUMEPUHCYIMHEMUN, YTO B CBOIO ouepefb
CNOCOOCTBYET CHVKEHMIO CPOACTBA M YMCia PeLenTopoB
WHCYNNHA B TKaHAX U NPVUBOAUT K GOPMMPOBAHMIO NHCYNN-
Hope3ncteHTHocTh [11].

MNpy pe3ncTeHTHOCTU MeyeHn K AEeNCTBUIO MHCYNMHA
NPOVCXOANT MEPEKIIIUEHNE MPOLIECCOB  MeTabonusma:
YCUNMBAETCA CUHTE3 U CeKpeuusa B KPOBb HOKO3bl, Hauu-
HaeTcs pacnag ruKoreHa, a ero obpasoBaHue 1 Hakonne-
Hue B neyeHu yrHetaetca. [pu nmerowenca capkoneHuy,
XapaKTepHOW Ans 60MbHBIX C Pa3NUYHbIMU 3aboNeBaHNAMY
MeyeHy, UHCYNTIMHOPE3NCTEHTHOCTb OyZeT BblpaXkeHa CUb-
Hee (puc. 1) [12].

XapaKTepHoI YepTow renaTtoreHHoro anabeTa ABNAETCA
TO, UTO YPOBEHb UHCYNIMHA B CbIBOPOTKE 3HAUNTENIbHO BbILE,
yeMm npu Knaccmyeckom CA2 [13].

C ofHOW CTOPOHbI, HECKONIbKO NUCCIef0BaHWIA NOKa3anu,
YTO FMMNEPUHCYNIMHEMUA BO3HUKAET Kak ClIeACTBUE CHUXe-
HWA NEYEHOUYHOTO KNMPEHCa MHCYMMHA 13-3a MOPTalbHO-CU-
CTEMHOTO WYHTUPOBaHUA U ANCOYHKLUMM renatouuTos [14],
C APYron CTOPOHbI, CyLUeCTByeT MHEHUE, YTO 3TU M3MeHe-
HMA — MoO34Hee ABJIEHNE, KOTOPOE TOJIbKO yCyrybnseT pa-
Hee CyLeCTBOBaBLUYIO rnnepuHcynnHemuio [15].

MaureHTbl C 6o5ee BbIpaXKeHHbIM LIMPPO30M UMeT 60-
nee QNUTENbHYIO NPOLOIXKNUTENIBHOCTD 3aboneBaHna u, cne-
[oBaTeNibHO, 6onee AMTeNibHOE BO34eNCTBYIE NOBPEeXaalo-
Wux GaKTopOB Ha PB-KNETKY, UTO MOXKET NPUBECTU K bonee
rny6okoi anchyHKLMM ocTpoBKOB. OfHaKo NopakeHHas ne-
UYeHb MOXET TaK)Ke OKa3blBaTb «TOKCMYECKOEe» BO3AENCTBME
Ha B-KNeTKU 3a CUYET KOHEUHbIX MPOAYKTOB MMKMPOBAHMS,
HaKanIMBalLWNXCA B CUCTEMHOM KPOBOTOKE 13-3a HEBO3-
MOXXHOCTW MX YTUAM3aumm B neyeHu (puc. 2) [16].

[Hanee npenctaBneHbl TPY KNMHNYECKUX CNyYasa NaLmeH-
TOB C renaToreHHbIM CaxapHblmM grabeTom.
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PucyHOK 2. PaclumpeHHas cxema natoreHesa renatoreHHOro caxapHoro avaberta.

OMUCAHUE CNTYYAA Ne 1

MaymneHTtka b., 35 net (poct — 170 cm, Bec — 60 Kr,
NUMT — 20,7 Kr/m?), nocTynuna B KINHWNKY SHAOKPVHOIOTK
C Xanobamm Ha cnabocTb, Xaxkay, NMOBbILLEHWE TTIMKEMMU
[0 28,6 mmonb/n. CemenHbln aHamHe3 oTaroweH: C[12 y 6a-
6ywKkun. M3 aHamHe3a 3aboneBaHnA U3BECTHO, UTO B 29 net
nauneHTKe AMArHOCTUPOBaAH ayTOMMMYHHbIA LMPPO3 ne-
YeHW, OCNOXXHEHHbIA BapPUKO3HbIM pacClUMpeHNEM BeH Nu-
wesoga (BPBIM) 2 cT1., runokoarynauuen, nopTanbHOM -
nepTeH3nen ¢ NOCNeayLWUM PasBUTUEM MOPTOCUCTEMHbIX
WyHTOB. PaHee nonyyana Tepanuio FNIOKOKOPTUKOMAAMMY,
a3aTMOMNPUHOM C MOJIOXKUTENbHbIM 3pdeKToM (HopManu-
3aumAa nabopaTopHbIX Nokasatenei). B 35 net B xoge ove-
penHon rocnuTanusaumm B renatosiorMyeckoe oTaeneHue
BbIIB/IEHO MOBbIWEHNE MKkeMun ao 31,4 mmonb/n, rune-
pocmonapHocTb (303,2 mocmonb/n (285-295)), kKeToHypuA
oTcyTcTBOBana, pH kposu — 7,31, kanun — 4,9 mmonb/n
(3,5-5,0), HbA _— 11,7%, C-nentup (6asanbHbiil) —
500 nmonb/n (367-1467). MpoBogunacb APOOHAs WHCY-
NMHOTEpanuA, perngpaTtauyMoHHasa Tepanua, KoppeKkums
3MEeKTPONUTHbIX HapyLweHW. B ganbHenwem naumneHTKa ne-
peBefeHa Ha 6a3uc-60n0CHy0 MHCynMHoTepanuio (BBUT):
WHcynuua HIX 36 EJ B8 08:00 n 20 Ef] B 22:00, VHCcynuH P
n3 pacyeta 1XE:3,5E[] nepeg OCHOBHbIMM nprvemMaMn NULLn
(cyTouHaa po3a 2,05/E[/kr). Ha atom ¢oHe 6binu goctur-
HyTbl LeneBble MOKasaTenu rMUKeMUW: HaToWaK U nepepq
OCHOBHbIMM Npuemamu nuwmy 5,0-6,0 Mmonb/n, nocTnpaH-
OVanbHO f0 8 MMONb/N, OTCYTCTBME TMMNOrMKeMUNA. [pur3Ha-
KOB MO3AHUX ocnoXkHeHu CJ] BbIABNEHO He 6bls1O.

MprHMMaa BO BHUMaHME MONIOAON BO3PACT, COXPaHHbIN
pe3epB 6eTa-KNeToK, HOpMasibHY0 Maccy Tena, Hannuue ay-
TOMMMYHHOTIO renaTuTa, OCJI0OXKHEHHOTO LIMPPO30M MeYyeHu,
Hannuyme NOPTOCUCTEMHbIX LUYHTOB, MO BCEN BEPOATHOCTH,

LeHTpaNnbHbIM 3BEHOM MaToreHesa ABNAETCA AenopTanumsa-
unA (BeHO3HaA TPaAHCMNO3MLMA), YTO B COBOKYMHOCTN C NpW-
€MOM [JIIOKOKOPTUKOCTEPOUIOB NPUBENO K NPOrpeccupo-
BAHWIO MHCYNIMHOPE3NCTEHTHOCTY Neprndeprnyeckmx TKaHem
n passutuio ClI.

OMUCAHUE CJTYYAA Ne 2

MaunenTtka J1., 49 net (poct — 173 cm, BeCc — 47 Kr,
NUMT — 15,7 Kr/m?) npOKOHCYNbTUpOBaHa BpPavyoOM-3HAO-
KPWHOJIOFOM BO BPEMSA Hax0oXAeHWA B OTAeNEHUN renaTono-
rum n OPUT YKB N22 OTAQY BO MMIMY mnm. .M. CeueHoBa
B TAXKENOM COCTOAHUWN. 3BECTHO, UTO ANUTENbHOE BpeMs
HabniogaeTca No NoBoOAy BPOXKAEHHOro Gprbposa neueHwy,
NoOpTaNibHOW runepTeH3uun, cnaeHomeranum, BPBI 1-2 cT.
C 48 net oTmeTUNa nosBNeHne 6onen B NpaBom noppebde-
pbe, cunbHO noxygena (bonee 15 Kr), CTan yBennuMBaTbhCs
B pa3Mepax »KMBOT, MOABUINCL OTeKK HOT. [pn KomnbloTep-
Hol Tomorpadnm opraHoB OPIOLWHON MONOCTA — MeYeHb
yMeHblUeHa B pa3Mepax, BOPOTHaA BeHa — 22 MM, onpe-
JensaeTcA aHaCcTOMO3 C BapMKO3HO pPacCLIMPEHHOW canb-
HVMKOBOW BEHOW, NMpaBaA 1 JieBasd BETBU OKK/IO3MPOBaHbI,
BM3yanun3npyeTca peKkaHannM3npoBaHHasA OKOJOMYMNOYHasA
BeHa Anametpom 20 MM, Bnagaowasa B NPaBylo HAPYKHYIO
MOAB3MOLLIHYIO0 BEHY, BM3Ya/M3MPOBANINCh ClaboBbIPaKeH-
Hble CMNIeHOoracTpasnbHble, CNIEHOPEHANIbHbIE aHACTOMO3bl.
Takke onpegenanucb paclWMpeHHbIe NEroyHble Ccocyabl,
cnnieHomeranus u acuumT (puc. 3). B 31o xe Bpems npu obcre-
[OBAHNN BbISIBNIEHO MOBbILWEHWE FNKEMUN [0 29 MMONb/N,
AnarHoctupoBaH C[l, HavaTa MHCynuHoTepanuA. HasHa-
YeHHas VHCYNMHOTEpanus BKIYana B ceba UHCYNUH KO-
POTKOro AeNCTB/A BHYTPUBEHHO CTPYMHO MOA KOHTPONEM
rnkemun. OTMeyanacb Bblpa)keHHaA NHCYNMHOPE3NCTEHT-
HOCTb, CyTOYHasA [03a UHCyNMHa cocTasnana 150-200 ENl
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HAYYHbI OB30P

PekaHan n3npoBaHHaA
nyno4yHaA B€Ha

30Ha aHacToMoO3a
C MPaBOW HAPY>KHOMN
noaB3A0LHON BEHON

PuicyHOK 3. KomnbloTepHas Tomorpadus opraHoB GpIoLwHOi NONOCTY NAaUMeHTKN J1.: eueHb yMeHbLUIEHa B pa3mMepax, BOPOTHAs BeHa — 22 MM,
bopMrpyeTCcs aHACTOMO3 C BAPUKO3HO-PACLIMPEHHO CaflbHUKOBOW BEHOM, NPaBas v fieBast BETBM OKK/I03VPOBaHbI.

(4,2 E[/Kr), npn 3TOM MeHbLUMEe A03bl UHCYIMHA He MO3BONA-
NN 4OCTUYb KOMMEHCALMK YTIeBOAHOro obmeHa.

TAXecTb COCTOAHMA MauueHTKM 6bina obycnosneHa
runepriankemmen, NOPTanbHOW rMnepTeH3nen C nopTo-
CMCTEMHbBIM LUYHTOM, a TakXe 3Huedanonatuen. MopTtanb-
Haf rMnepTeH3us, No BCen BUAUMOCTH, Bbia accouumnpo-
BaHa C BPOXAEeHHbIM pubpo3om neuveHu. B nonb3y s1oro
roBOPUT OTCYTCTBME aHaMHE3a XPOHMUYECKOro 3abonesa-
HUA NeYeHU, coxpaHHas QYHKLMA MeyeHun, KOMMNeHCUpo-
BaHHaA chOPMUPOBABLUNMCA NMOPTOCUCTEMHbBIM LIYHTOM.
MNpepgnonaraetca, YTo B pa3BUTME TMNEPTIMKEMUN, Bbipa-
KEHHOW UHCYNMHOPE3UCTEHTHOCTY, dHUedanonaTum 3Ha-
UNTENbHbIN BKMag BHOCWUJIO HanMynMe NOPTOCMCTEMHOrO
WyHTa.

Tak»e Ha cebs obpallana BHUMaHME BblpaXKeHHas cap-
KOMeHus, KoTopas ABASETCA He6MaronpPUATHLIM NPOTrHOCTU-
YeCKMM NPU3HaKoOM 1 TpebyeT NnpoBeAeHUs HYTPULIMOHHON
noaaepKkn. YumtbiBad PUCKM MNPOrpeccMpoBaHUA SHLe-
danonatnv npu BbICOKOOENKOBOM 3HTEPasIbHOM MUTaHUU,
NpoBoOAMIach NapeHTepanbHaa HYTPULMOHHAA NoaaeprKKa
C NPUMEHEHVEM Creunan3MpPoBaHHbIX aMUHOKUCIIOTHbIX
cmecen.

YunTbiBas BbIPA>KEHHYHO rMneprinkemmto
(g0 29 mmonb/n), ¢ pa3BUTMEM TMNEPOCMOSIAPHONO COCTO-
AHNA, TMNEPAaMMOHNEMUIO, BHOCALLYIO BKNaf B pa3BuTue
3HUedanonaTMmM 1 NOBTOPHBIX SMM3040B KOMbI, NaLMEHTKe
6bls1a peKOMeHJ0BaHa IMKBUAALMA JAHHOTO LWYHTA.

M3BecTHO, UTO Nocne NpoBeAeHNA onepauumn nNo 3akpbl-
TUIO WYHTA Y NaUMEHTKM OTMEUYEHO 3HAaUMMOE CHUXKEHWe
NOTPEOGHOCTN B MHCYIIMHE, U B HACTOsALLEE BPEMA OHa MoJy-
YaeT TONIbKO 6a3asibHbIV MHCYNVH (MHCYNNH AeTeMUP) B fO3€
10 EA B 08:00 1 12 En B 22:00 (EA/Kr). Ha 3TOM PpoHe noka-
3aTenn MMKemMnn 4o 9 MMOJIb/N B TEUEHME OHA, UTO MOXET
TaK»ke yKa3blBaTb Ha pa3BuTue umeHHo len/l.

OMUCAHUE CNTYYAA Ne 3

MaumeHTka ., 34 roga (poct — 168 cm, Bec —65 Kr, UMT —
23 kr/m?). CemelHbIn aHamHe3 no CJ] oTarolleH. M3 aHamHesa
N3BECTHO, UTO B Bo3pacTe 29 neT (MMT — 27 Kr/m?) oTmeTuna
YBEJIMUEHME KMBOTa B OObeMe, OTEKU HOT, OTCYTCTBUE anre-
TUTa, *axgy. Mpn 06cnegoBaHnM ObiN BbIABMIEH LMPPO3 Me-
YeHN HeACHOro reHesa knacc B no Yanng-Mbto ¢ cuHgpomom
nopTasibHOM rnepTeH3nK. TakKe Npuv NpoBefeHUn obcneno-
BaHMA ObINO BbISIBIEHO BAaPUKO3HOE paclUVPeHMe BEH NuLLe-
BOAa 2 CT,, renaTocryieHoMeranus, runepcnieHnsm (Tpoméo-
LMTONEHNA, NENKONEHUSA), PeKaHanM3aumna NynoyYHom BeHbI,
CnnieHoracTpanbHble 1 CrfieHOPEHaNbHble aHAaCTOMO3bl U ac-
UUT. Y NAUMEHTKN TaKXe NMenacb XPOoHUYecKas »enesogedu-
LUWTHaA aHEMUA TAXKENOWN CTEMNEHMN.

Mpw obcnepoBaHNnK GbINIO NCKTIOYEHO UHPULIMPOBAHWE
BMpycamn renatmta A, B, Bupycom dnwTtenH-bapa, uyuto-
meranosupycom. Asaxabl HCV-PHK He BbiABneHa, JaHHbIX
3a renatnt C 1 ayTOMMYHHbIV FreHe3 LMppo3a NeyeHn He no-
nyyeHo. Mo pesynbratam 31acTomeTpun cteneHb Gprubposa
F4 no METAVIR. Mo gaHHbIM 6uoncumn neyeHn: mopdosnoru-
yeckas KapTrHa MOHOMOOYNAPHOrO LUPPO3a NeyYeHn Hu3-
KOW FMCTONOrMYECKO akTUBHOCTM, cTagust pubposa 4. MNpu
reHeTUYeCKoOM UccsieioBaHm 47 reHOB, MyTaLMv B KOTOPbIX
BbI3bIBAIOT HACNEeACTBEHHble 3aboneBaHWA C npenmylle-
CTBEHHbIM MOPAXeHWEM MeYeHW, U3MEHEHWUI, OAHO3Hau-
HO VMHTeprpeTUpyemMblX Kak MaToreHHble, He 0OHApPYXeHo.
Takke No pesynbTaTaM CENEKTUBHOIO CKPMHMHIA AaHHbIX
32 HacCneAcTBeHHble amMMHOAUMAONaTUKW, OpraHnYeckmne
aumaypum n pedekTbl MUTOXOHAPUANbHOTrO 6GeTa-oKucie-
HUA He BbiABNEHO. BboinonHeHo cekBeHupoBaHue JHK, Bbl-
ABNEH He OMWCaHHbIN paHee Kak MaTOreHHbI BapuUaHT Hy-
KNeoTngHoOW nocnenoBaTenibHOCTU B 3K30He 1 reHa ALGI
{chr16:5121868G>C}.
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Yepes HeCKONbKO MecALeB MOCTe ANArHOCTUKY LMPpPOo3a
MeyeHn B pamKax CTaLMOHAPHOro 06cneoBaHUs BbIABEHO
rnoBbIlWeHne rnkemun ao 20 MMosb/N B TeUEHWe [HS, alle-
TOH %, HbA,  — 7,5%. MpOKOHCYNbTUPOBaHa 3HAOKPUHONO-
roM, VHUUMMpoBaHa 6a3uc-60MI0CHas VHCYNMHOTEpPanuA
(MHCynuH rnapruH 26 E[] B 22:00, MHCYNWH rvWNy3MH U3 pac-
yeta 1 XE:3 E[l nepepn 3aBTpakom, 1 XE:2,5 E[l nepep obe-
nom, 1 XE:2,0 E[] nepep y>kmHom (CyTOuHas fo3a MHCYNMHA
69 E[/kr, 1,06 EO/kr). Mo maHHbIM NabopaToOpHOro uccne-
[10BaHuA, ypoBeHb 6a3anbHoro C-nentmuaa — 936 nmosb/n
(270-1730), C-nenTua CTUMYNMPOBAHHBIN (Ha GOHe CTaHAAPT-
HOW MuLLEeBON Harpy3ku) — 2730 nmonb/n. B nocnepgytowem
3aboneBaHue ObINIO UHTEPNPETUPOBAHO Kak CM12, K Tepanuu
nobaeneH metdopmyH 2000 Mr B CyTKM, SMNarnudpnosuvH
25 Mr B cyTKU. Ha 3Tom doHe rmukemua — ot 7 go 11 mmonb/n.
MpeanpuHYManMCcb MOMbITKA OTMEHbI MHCYIMHA YNbTPaKo-
POTKOro AefCTBUSA C KPaTKOBPeMeHHbIM 3pdekTom. HeogHo-
KpaTHO HaxoAWaCb HA CTALMIOHAPHOM JIeYeHUY MO NPUYNHE
KPOBOTEUEHUSA 113 BAPUKO3HO-PACLUIMPEHHBIX BEH MULLEBOAA,
NPOBOAWINCH SHAOCKOMMYECKME NINTMPOBaHUA.

B Bo3pacTte 33 neT B CBA3M C NpOrpeccupoBaHmem 3a-
6ofieBaHNA MPOBEAEHA reMaTIKTOMUSA, OpTOTOMMYecKas
TpaHCMIaHTaUuA TPYMNHOW MevyeHu, aTunryHas pesekuus
S3 TpacnnaHTaTta neyeHn. B nepronepaynoHHOM nepuoge
OTMeHeH MeTGOPMUH B CBA3U C PUCKOM runepbunupyou-
HeMuK, NPoJoMmKeHa 6a3nC-60ICHasA UHCYIMHOTEepanus.
Mocne npoBefleHHOrO OMNEepPaTUBHOIO JIeUeHUs OTMEYEHO
ynyJlleHne obLiero coctoaHUA, bBroxmmmuyeckaa pemmc-
cnA 3aboneBaHusa (aNaHMHaAMUHOTPaHcpepasa — 8 en/n
(10-35); anbbymnH — 42,1 r/n (35-52); acnapTtatamu-
HoTpaHchepa — 13 en/n (0-35)). Mnkemnsa — oo 8 MMonb/n
B TEYEHMeE OHs.

Mocne nposeaeHHOW TpaHCMNAHTALMN MEYEHN NaLMEHT-
Ka MoCTynuia B SHAOKPVHOMOMMYECKOe OTAENEHNE C XKaNloba-
MW Ha TEHAEHLMIO K HU3KUM 3HaUEHMWAM IMVKEMUN, NPV STOM
B MuTaHUM cebs He orpaHvuyvBana. B knuHuke npoBefeHa
KOppeKUMA CaxapOCHWXKAIoWEN Tepanuu: OTMEHEH aHanor
WHCYNIHA YNbTPaKOPOTKOrO AeNCTBUSA, NMOCTEMNEHHO CHIXe-
Ha [j03a aHasiora MHCYNUHA AJIMTENbHOIO AENCTBMA C Nocsie-
Jyouwen ero otmeHou. lNpogonxkeHa Tepanua npenapaTom
13 rpynnbl MHIMT-2 smnarnndno3mHom B fo3e 25 mr/cyTku
B cOYeTaHUN ¢ npenapatom u3 rpynnol nMM-4 sungarnuntu-
Hom B go3e 100 mr/cyTku. Ha 3Tom $poHe rnnkemus ot 6,5 go 8
Mmonb/n. MaumeHTKa npoLuna 06cnegoBaHne Ha NpeaMeT Ha-
nnumns No3gHux ocnoxHeHun Cll: BbisBneHa anabetnyeckas
HeMponaTus: AUCTaNibHbIA TWM, CEHCOPHasA CMMMETPUYHAs
¢bopma, gruabetnueckas HedponaTus, XbM C2A2.

MpuHYMaa BO BHUMaHWE OTATOLEHHYIO HACIEeACTBEH-
HOCTb (y MaTepu, 6abkn, gagm no matepmHckon nuHun CL),
n36bITouHy0 mMaccy Tena (MMT — 27 kr/m?), a Takxe Bbipa-
EHHYI0 VIHCYJIMHOPE3UCTEHTHOCTb, B AebloTe cOCTOosHME
6b110 pacueHeHo Kak C12, nauymeHTKa nony4yana 6a3nc-6o-
JIIOCHYIO VHCYIMHOTEPANWI0 B COYETaHWUM C METGOPMIVHOM
1 amnarnménosnHom. OfHAKO Nocse NPOBeeHHON TPaHC-
MnaHTaLMm NeYeHn CyLIeCTBEHHO CHM3MUIacb NOTPebHOCTb
B WHCYNMHE, B CBA3M C YeM UHCYNMHOTepanus Obina oTme-
HeHa. B HacTosiee BpemMsA TOUYHbIN reHe3 anabeTta ocTaetcA
He AICHbIM, OHAaKO YUMTbIBas 3HAUMMOE CHIIXKEHVe NoTpeo-
HOCTU B MHCYNIVHE MOC/Ie TPAHCMIaHTaUMKW NeYeHu, paspe-
LIEHWE VHCYNIHOPE3UCTEHTHOCTM, BO3HUKLUEN BCIEACTBYE
JenopTanu3auny KpoBOTOKA, Y NMaLMEHTKM, BEPOATHee BCe-
ro, HanMuMe renaToreHHOro caxapHoro gmabeTa.
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OBCYXAEHUE

B onuncaHHbIX Bbile KANMHUYECKUX Clyyasax LeHTpasb-
HblM 3BEHOM MaToreHesa runeprivkemMmnn, BEpoATHO, ABNA-
€TCA Pa3BUTVE UHCYIMHOPE3NCTEHTHOCTU, 06YCNOBNIEHHON
nepBMYHbIM 3a60N1eBaHMEM NeYeH — LIMPPO30M, C Pa3Bu-
TUEM MOPTOCUCTEMHbIX LUYHTOB, aHACTOMO30B TOW UIN MHOWM
nokanvsauum 1 pasmepos.

Mpwu 3TOoM B 60NbLIMHCTBE CnyyaeB Tepanua CJl 3aBucnt
He OT CTa)ka 3a00/1eBaHMA 1 He OT COCTOAHNA OeTa-KNeToK
NoXeNyLOUYHOW Kene3bl, @ UMEHHO OT TAXEeCTW TeyeHus
nepBMYHOro 3abonesaHus. Mo mepe nporpeccrpoBaHnA
3aboneBaHNA NeyeHy YCUIMBAETCA 1 FMNEPIINKEMUS, MO3-
Tomy len] MOXXHO paccmaTpmBaTb Kak Mapkep yxygweHus
byHKUMM NeyeHn.

B HacToAwee Bpemsa OTCYTCTBYIOT CTaHAAPTM3UPOBAH-
Hble pyKOBOACTBa No neyeHuio lenfl, 1 HeCMOTPA Ha TO, UTO
pasnuuHble Natodpr3noNormyeckne OCHOBbI MOTYT BAUATb
Ha BblOOP TaKTUKK, neyeHne CO2 v len[l npoBoAAT aHasno-
rMuHbIM 06pasom. BegeHme naumeHToB ¢ len[] 3aTpyaHeHo
n3-3a OrpaHVyeHn NPUMeHeHNA pAja caxapOCHMKaoLWNX
npenapatos [17].

K coxaneHuio, nccnefoBaHus, NOCBALWEHHbIE BAUAHMIO
CaxapOoCHMKaoLWMX NpenapaToB, a TakXe WHTEHCUBHOro
KOHTpONA rnukemmun y naumeHtos ¢ X3[1 OoTCyTCTBYIOT Unn
OrpaHunyeHbl Mo pasMepy BbIBOPKM 1 MPOAOIKNTENBHOCTM
HabnwoaeHus.

CywecTByIOT flaHHble O 6/1ArONPUATHOM BAVMAHWM TUa-
sonuanHgnoHos (T3[) Ha TeueHue 3aboneBaHMI y nauu-
€HTOB C Uppo30om neuveHn u Cll, NOCKONbKY CMNOCOOCTBYIOT
CHWKEHUMIO UHCYNIMHOPE3NCTEHTHOCTA, @ TakKe CMOCOOHDI
HOpManmn3oBaTb YPOBEHb aMUHOTPaHCaMMHa3 B Kposu [18].
B  HeckonbKMXx  pPaHOOMM3UPOBAHHbLIX  UCC/IedOBaHM-
AX ObINIO NOKA3aHO MNoNoXnTeNnbHoe BAnsaHue T3] Ha Teue-
Hne HAMBI, B yacTHOCTM mop BAMAHMEM MUOMNMTa30Ha
CYLLEeCTBEHHO ynyullanacb rmcTonaTonormyeckas KapTuHa
neuyeHu [19, 201.

HecmoTpa Ha oGHagexuBawowme OaHHble, T3[ vmetoT
OrpaHUYeHHOe NPUMEHEHMEe B CUY pAZa MPUYNH: PUCK pas-
BUTWA CEPLEYHON HelOCTaTOMHOCTY, Nepudepmryeckme ote-
KU 1 pucK nepenomos. [py 3ToM NpoTnBONOKasaHuem ans
NPUMEHEHNA 3TOM FPynMbl NpenapaToB paccMaTpuBaeTCA
MOBbILIEHME NeYeHOUYHbIX TPaHCaMUHa3 6ornee yem B 2 pasa.

MeTdopmiH B 6OMBLIMHCTBE C/lyYaeB He Ha3HavaeTcA na-
LMeHTaM C MOBbILIEHHON aKTUBHOCTbIO MEeYEHOYHbIX TPaHca-
MMHa3, a TakXKe C XPOHNYECKOW NeYeHOUYHOW Hef0CTaTOUHO-
CTbl0. XOTA HECKOJTbKO NCCeA0BaHNIN MPOAEMOHCTPUPOBaNU
Ha PoHe MpPUMeEHEHUS METGOPMIMHA CHUKEHNE CMEPTHOCTYU
N pUCKa PasBUTUA renaToLeNIioNAPHON KapuMHOMbI Mpu
HM3KOM PpUCKe pa3BUTUA nakTaTaumposa. [aHHble nocneg-
HNX PaHAOMM3NPOBAHHBIX KOHTPONMPYEMbIX UCCIeR0BaHNI
1N MeTaaHaNN30B He MOATBEPAUIN HAaNINYME NOSNIOKUTENBHOMO
BVAHUA METGOPMUHA Ha AKTVBHOCTb BOCMANUTESIbHbIX M3Me-
HEeHWIA NeYeHUn, He MEHANACh U BbIPaXKeHHOCTb Gprbpo3sa [21].

O6HapexuBaloLlme pesynbTatel ObUIM MOAYYEHbI MPK
TepanuM npenapaTamm WHKPETMHOBOIO pAfda, BKIOYasn
aroHucTbl peyentopa MMN-1 n nHrnbutops! [NM4, kotopble
MUMeIOT BnaronpuATHbIA GapMaKoOKMHeTMYeCKin npodunb
y naumeHToB ¢ X3 u ynyywaioT TeueHne HAXBI [22]. Kak
npasuno, oHy 6e3onacHbl Ans nauneHTos ¢ LM, ysennuuea-
0T MbILLEYHYIO MacCy U MMEIOT HU3KNIA PUCK TMMOMNKeMnN
unu ysenuyeHus seca [17].
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B 3KcnepuMeHTanbHbIX UCCNIEOBAHUAX Ha »KMBOTHbIX
Mopensix Obio BbIABIEHO, YTO MHIMobuTopbl HIJIT-2 obna-
JaloT aHTUPUOPO3HBIM OENCTBMEM MPU CTEaTo3e MNevyeHu
(nonaBneHne aKTMBHOCTU MApPKEPOB 3HAOMIa3MaTUUYeCKO-
ro petukynapHoro crpecca (GRP78,CHOP), KoHUeHTpaunn
®HO-q, akTBHOCTM Makpodaros 1 T-KNeTok B 6o *Knpo-
BOW TKaHW 1 neueHn) [23]. C yueTom nx GapMaKOKNHETUKY,
OTCYTCTBUSI METabONM3NPOBaHNA B NMEYEHU, @ TaKKe TaKMX
6naronpusaTHbix 3pdekToB nHrMbuTopsl HIT-2 MoryT 6biTh
KaHamaaTamy Ha posb NpenapaToB, NPUMEHAEMbIX s fe-
yeHna 6onbHbIX ¢ Ten[] [17]. OgHako CyLecTBYIOT AaHHbIe
O BO3MOXHOM YCYry6/ieH/M TeUYeHNA CapKoneHnn Ha GoHe
neyenua nHIT-2, gna nonyyeHmA NOAHOLEHHbIX N [OCTO-
BEPHbIX pe3ynbTaToB TpebyeTca NpoBegeHne ONOMHUTENb-
HbIX PaHAOMM3NPOBAHHBIX KOHTPONUPYEMbIX KITUHUYECKUX
nccnenosaHumn [24].

Tem He mMeHee y naumMeHTOB C TepMUHANIbHOW CTagunen
3a60n1eBaHNA NeYeHN 1 TAXKENOoM NeYeHOYHOM AeKOMMeHCa-
LMen MHCYNUH ABNSETCA NpenapaToM Bbibopa.

OcobbIi HTepeC npeacTaBnAaeT HOpManM3aumsa MoKa-
3aTenen yrneBogHoro obmeHa, ymeHblUEHUE VHCYNIMHOpPe-
3UCTEHTHOCTM Ha GOHEe 3aKPbITUA LYHTOB UM NepecasKu
neyeHu, UTo B OYepPeaHON pa3 AOKa3biBaeT 0COObI BKiag
neyeHn B pa3BuTUM AnabeTa, a TakKe NoguYepKUBaeT Heob-
XOJIMMOCTb Bbli€NeHNA renatoreHHoro avabeTta B oTaesb-
Hoin Tun CH. Mo AaHHbIM NPOBEAEHHbIX UCCNe[OBaHWMN,
OKKJ/IO3USA LUYHTa YNy4yllaeT CBA3aHHYK C VMHCYNVHOpe3u-
CTEHTHOCTbIO TUMEPUHCYSIMHEMUIO 33 CYET YBENMYEeHUs
NMOpTaJIbHOro BEHO3HOIO KPOBOTOKA, YNyulleHUs GpyHKLmMK
MeyeHn 1, KaK CliefcTBue, YBEIMYEHUS NMEUYEHOUYHOro K-
peHca MHCYNVHa Yy MauueHTOB C LMPPO30OM nedeHun [25].
Mepecagka NeyeHn MOXKET NPUBOANTL K CHUXKEHUIO NOTPe6-
Hoctn B CCIN nnu gaxe pemuccun auabeta, ogHako B 30%
CJlyYaeB HapyLUEeHUs YIeBOAHOrO OOMEeHa MOTYT COXPAHAT-
cs. Kpome Toro, n3BecTHbI CJlydan BO3HMKHOBEHMSA AnabeTa
de novo nocne TpaHCMIaHTaUnn neyeHn BCeACTBUE Ha3Ha-
YeHUA MMMYHOCYNPEeCCOPOB, MIKOKOPTUKOMAOB 1 T.4. [8].

B 6onbwnHCTBE Criyyaes popmMupyioLimMecs y naLMeHToB
C LMPPO30M MeYeHN LYHTbI HE ONEPUPYIOT, TaK Kak OHU OKa-
3bIBAOT KOMMEHCATOPHYIO GYHKLMIO 3a cyeT obecrneyeHus
OeKoMMpeccumr NopTasibHOM CUCTEMbI, [OCTAaTOYHOW AfA pe-
rpeccuy BapuMKO3HOIo PaclIMPEHMA BEH N NPOPUIAKTUKN
NMLLEBOAHO-KENTYAOUYHbIX KPOBOTEUEHUN.

BmecTe ¢ TeM capKoneHus, 4YacTo BCTpeyaLanca y na-
LUMEHTOB C LMPPO30M NEUYEHM, CYNTAETCA MPOrHOCTUYECKNM
MapKepPOM BbIXKMBAEMOCTU Y MNALMEHTOB C LUPPO30OM Mneye-
HW. YCTaHOBNEHO, YTO Yy NauMeHTOB C CapKomneHuen macca
KaK CKeNeTHbIX MbILULL, TaK 1 XNPOBOW TKaHW YBeNumMBanach
nocse yCTaHOBKM TPaHCbIOMYNIAPHOro BHYTPUMNEYEHOUYHOMO
nopToCUCTEMHOro WwyHTa (95% AW: 1,2-7,8) [26]. 310, B CBOIO
ouepefb, COMPOBOXAANOCH YyULIEHWEM KIIMIHUYECKOTrO
nporHo3a TeueHns X3[.

TakXe 6blfIO BbIABMIEHO, YTO Yy MALMEHTOB C AuvabeTom
ObINN BbILLE PUCKN PA3BUTUA TaKNX COCTOSIHUI, KaK 3HUeda-
nonarus, 6aktepmnanbHaa NHdeKLMA, NEPUTOHUT, MO CpaB-
HeHWIo € NaumeHTamy 6e3 HapyLleHWIn yrneBogHoro obme-
Ha [8].

TakrMm 06pa3omM HECMOTPSA Ha TO, UTO HAPYLLEHWSA YTeBO-
[IHOro 06MeHa He BKJTI0UEHbI B Hanbosee WNPOKO UCMOSb3y-
€Mble MPOrHOCTUYECKUE NHCTPYMEHTbI, @ UMEHHO B LUKasbl
Yanna-Mbio u MELD, Hannune amnabeTta ABNAETCA BaKHbIM
NpeauKTOPOM CMEPTHOCTY Npu uuppose. [1encTBuUTenbHO,
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y NaLMEeHTOB C LMPPO3OM MEeYEHU, HAXOQALWMNXCA B NINCTe
OXMIAHWA Ha TPaHCMIaHTauulo, AnabeT, a He WwkKana Yam-
na-Mbto, b1 HE3aBMCMMbIM MPEAUKTOPOM CMEPTHOCTU. DTK
[aHHblE YKa3bIBalOT Ha HEOOXOAMMOCTb BKOUeHUs daKTo-
pa Hanuuus gruabeta B MPOrHOCTUYECKYIO OLEHKY MaLMeH-
TOB C LMPPO30OM MeYeHN, a TaKXKe BblaeneHne oOTAeNbHON
HO30/10rMYeCKoM eINHNLbI — renaToreHHoro avabera.

3AKNIOYEHUE

Taknm ob6pazom, lenll ABNAETCA HEQOCTATOYHO AMArHO-
CTpyembIM 3aboneBaHVEeM, KOTOPOE A0 CMX MOpP MJIOXO U3-
yueHo 1 TpebyeT NnpoBeAeHNs fanbHENLNX NCCNeOBaHNNA.
Heobxoanmo BbIAENMTb €ro U3 KnacCMYyeckoro CaxapHoro
IAvabeTa 2 Tvna, BO3HMKAKLWETO Y UL, C XPOHUYECKMM 3ab0-
NeBaHMeM NnevyeHu, n AeHTUGUUNPOBATL UL, CTPAAAIOLLMX
3TUM 3ab0rneBaHMEM, B MPOTrHOCTUYECKNX W TepaneBTUYe-
CKUX LIensix.

TpebytoTca fONONHUTESNIbHBIE NCCNIef0BAHNA ONA BbIAB-
NEHUA MONEKYNSAPHBIX MEXAHM3MOB, KOTOPble OnocpeayoT
TOKCMYECKOe BUSHUE AeKOMMeHcauny GyHKLUU nevyeHun
Ha (-KNeTKu MopKesyfouyHOW Kenesbl, a Takke Ania nog-
TBEPXKAEHNA MONOXUTENIbHOTO 3ddeKTa OT OKKO3UN Nop-
TOCVCTEMHbIX LUYHTOB, OPTOTOMMYECKOW TpaHCMaHTauum
MeyeHyn, a TakXKe BIVAHUS CaxapOCHMXKaloWen Tepanun
Ha TeYeHne XPOHNYECKNX 3a00JIeBAHNIA NMEYEHM.

MN3-3a HeEOQHOPOAHOCTN OOCTYMHbIX NCCIeQOBAHUIN He-
06X0AMMbl MPOCMEKTUBHbIE MHOTOLEHTPOBbIE  KJIMHUYE-
CKMe UCMbITaHWA ANs faflbHENLIEero U3yyeHus 3ToW KIVHU-
yeckol npobnembl. Heobxoauma pa3paboTka KIMUHUYECKX
peKkoMeHZauuin no BegeHuIo nauneHToB ¢ lfenf] ana s¢pdek-
TUBHOW 1 CBOEBPEMEHHOW ONArHOCTUKN MATONIOrMYeCcKoro
COCTOAHMA U afeKBaTHOW Tepanuun. [JoCTmKeHne KOMMeH-
cauuu nokasaTenen yrneBogHoro obmeHa npwu len/] BaxHo
He TOSMbKO AN1A NPeAoTBPALLEHNA TUTMNMYHBIX MO3OHUX OC-
NOXXHEHW arnabeTa BCNeACcTBMUE XPOHUUYECKON TMneprivKe-
MUKW, HO 1 ANA NPeaoTBPALEHNA OCNOXKHEHWI, CBA3AHHbIX
C UMPPO30OM MNeYeH!.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHusa. VccnenoBaHve BbIMONHEHO npu ¢u-
HaHCOBOM obecrneyeHuny, eKapcTBEHHOM ObecrneyeHnm, MHCTPYMEHTa b~
Hom obecrieveHnn OTAQY BO Mepsbiit MTMY nm. U.M. CeueHoBa MuH3apa-
Ba Poccum (CeyeHoBCKMIN YHMBEpCHTET).

KoHpnuKT nHTepecoB. ABTOpbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

Yyactue aBTOpOB. BCe aBTOpbl 0406pUnY $rHaNbHYyI0 BEPCUIO CTaTb
nepep nybnvkauyuen, Bbipasuan coriacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafieXallee n3yyeHne 1 pelleHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.

Cornacue nauymenTa. MaumeHTbl 4O6POBONBLHO NofnNucann NHop-
MMpPOBaHHble cornacusa Ha MybnvKauuio NepcoHanbHOW MeAVLVHCKOW
nHbopmaumm B obesnnueHHon dopme B KypHane «[pobnembl SHAOKPU-
Hosornn».

BnaropapHocTn. ABTOpbI BblpaxaloT 6narofapHOCTb COTPYAHW-
KaM SHAOKPUHONOrMYyeckoro Tepanestuyeckoro otaeneHna Ne1 YKBN22
OrAOY BO Mepsbiit MTMY um. .M. CeyeHoBa MuH3gpasa Poccuu (Ceuve-
HOBCKMI YHNBEPCMTET) 3a MOMOLLb B MOATOTOBKE AaHHOTO KJIMHNYECKOro
cyyas.
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