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HepoctaTouHaa ocBefOMNEHHOCTb BpayebHoro coobuiectBa 0 HacneACcTBEHHbIX NUNOANCTPOOUAX 3aTPYAHAET BbiABMAe-
MOCTb JaHHO naTonorun. HecMoTps Ha Nporpecc B NOHYMaHUN MOSIEKYNAPHO-TEHETUYECKON OCHOBbI Pa3fINUHbIX CUHAPO-
MOB MNOAMNCTPOGUN, MHOTME NaLMEHTbI MO-MPeXHeMy YCKOSb3aloT OT BHYMaHUA Bpayen 1 y3HatoT 0 cBoeM 3aboneBaHumm
yXe Ha No3gHuX cTagmax. AMepuKaHcKasa accoumaumsa KnMHnYeckom sHgokpuHonorum (American Association of Clinical
Endocrinology, AACE) co3gana akcnepTHyto pabouyio rpynny, B KOTOPYIO BOLAN NPaKTUKYOLWMe Bpayun 1 nuaepbl B obnactu
neyeHns N nccnefoBaHNa CUHLPOMOB NMMOANCTPOGUN, ANA Pa3paboTKM KIMHUYECKMX PeKoMeHaLMiA.

CvHgpombl nunoancTpodurm npeactaBnaloT coO0N reTeporeHHyio rpynny YpessbluyaiHO peakux 3abonesaHunii, obwmm gna
KOTOpbIX ABNAETCA AedrLMT XNPOBOW TKaHW NPy OTCYTCTBMU anvMeHTapHOW AenpuBaummn uim katabonnyeckoro coctos-
HuA. HacnepcTBeHHble NMNOANCTPOGUN CBA3AHHBI C NOTEHLMANTIbHO CEPbe3HbIMM METaboNNYECKUMI OCIOXHEHNAMN, BKAIO-
YalLWUMK CaxapHbii AnabeT, rmnepTpuruLepuaeMmio, CTeatos nevyeHun, CUHAPOM MOSIMKUCTO3HbIX ANYHNKOB 1 YEePHbIN
akaHTo3. CMHAPOMbI MNOANCTPOGUN HEOAHOPOAHBI Y AMArHOCTUPYIOTCA Ha OCHOBaHWM COBOKYMHOCTU GeHOTUNNYECKINX
NPOoABEHN, JaHHbIX KNUHUYECKOro obcieoBaHNA U JOMONHAKTCA pe3yfbTaTaMy FeHeTUYeCKoro TecTupoBaHus. MaumeH-
TaM C YCTaHOBJIEHHbIM ANArHO30M HEOOXO4MMO MPOBOAUTbL EXETOAHbIN CKPUHWMHUT Ha Hannume acCoLMmMpoBaHHbIX C fiaH-
HbIMW CUHIPOMaMU 3aboneBaHuin C Lenibio 6onee paHHero nx BbiABNeHUA. Mo gaHHbIM NUTepaTypbl, PacnpPOCTPaHEHHOCTb
CUHIPOMOB HacNeACTBEHHbIX IMNOANCTPOGUIA OLleHBaeTCA Kak 1 ciyyal Ha 1 MAH HaceneHus.

Bauay nx pefikol BCTpeyaeMocTy GONbLUMHCTBO KINHULMCTOB He 3HAKOMbI C JaHHbIM AMarHO30M ¥ MPUHLUNaMK ero ne-
yeHuA. B cBA3M C yeM NoBbILWEHVEe 0CBEAOMIIEHHOCTI Bpayel pa3finyHbIX CrelunanbHOCTen o Tako opdpaHHOI naTtonoruu
MMeeT KpalHe Ba)kHOe 3HaueHune Ana 6onee paHHen AMarHoCTuUKK, YTo onpeaenno uenv gaHHon nybnnkayum.

KJTITOYEBBIE CJIOBA: HacnedcmaeHHbie iunoducmpoguu; cemeliHas napyuanbHas 1unoouCcmpog@us; 8pOX0eHHAs 2eHepaau308aHHAs JUNO-
oucmpodgus; 2unodudeHOCMUKa; OugpepeHyuaIbHAS OUAZHOCMUKA.

HEREDITARY LIPODYSTROPHIES: HOW NOT TO MISS THE DIAGNOSIS?
© Nadezhda V. Frolkova*, Ekaterina O. Koksharova, Ekaterina E. Mishina, Marina V. Shestakova

Endocrinology Research Centre, Moscow, Russia

The insufficient awareness of the medical community about hereditary lipodystrophies makes it difficult to detect this pa-
thology. Despite progress in understanding the molecular-genetic basis of various lipodystrophy syndromes, many patients
still elude the attention of doctors and only learn about their condition at later stages. The American Association of Clinical
Endocrinology (AACE) has established an expert working group that includes practicing physicians and leaders in the treat-
ment and research of lipodystrophy syndromes to develop clinical guidelines.

Lipodystrophy syndromes represent a heterogeneous group of extremely rare diseases, all characterized by a deficiency
of adipose tissue in the absence of dietary deprivation or a catabolic state. Inherited lipodystrophies are associated with
potentially serious metabolic complications, including diabetes, hypertriglyceridemia, hepatic steatosis, polycystic ovary
syndrome, and acanthosis nigricans. Lipodystrophy syndromes are heterogeneous and diagnosed based on a combination
of phenotypic manifestations, clinical examination data, and supplemented by the results of genetic testing. Patients with
a confirmed diagnosis should undergo annual screening for diseases associated with these syndromes in order to detect
them earlier. According to the literature, the prevalence of inherited lipodystrophy syndromes is estimated to be 1 case per
1 million people.

Due to their rare occurrence, most clinicians are unfamiliar with this diagnosis and its treatment principles. Therefore, raising
awareness among physicians from various specialties about this orphan pathology is crucial for earlier diagnosis, which is
the main objective of this publication.

KEYWORDS: hereditary lipodystrophies; familial partial lipodystrophy; congenital generalized lipodystrophy; underdiagnosis; differential
diagnosis.
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CyHOpoMbl  NMUNOAUCTPOGUM NpencTaBnsioT cobon
reTeporeHHyl rpynny pefkux 3aboneBaHUN, xapakTe-
pusylowmxca aedbruumMToM MNOLKOXHO-XUPOBOW KieTuaT-
kn (MKK), uTo NpUBOANT K IKTOMMYECKOMY HaAKOMIEHUIO
NMNUAOB B MeYeHU, MbIlLaX 1 APYruxX opraHax, Bbi3biBas
PE3MCTEHTHOCTb TKAHEN K MHCYNIUHY 1 NPUBOAA K NOTEH-
LManbHO OMNAaCHbIMU [NA KU3HU COCTOAHUAM. Pa3BuBalo-
wueca meTabonuuyeckue 1 rOPMOHajIbHble HapyLUeHWA
accouMmMpoBaHbl C pa3BUTMEM caxapHoro anabeta (CL), ru-
neptpurnuuepugemun ('), meTabonmyeckn accounmnpo-
BaHHOW Xunposow 6onesHn nedeHn (MAXBM) n cuHgpoma
NONMKNCTO3HbIX ANYHUKOB (CIKA). B cBA3M € uem ypoBeHb
CMEPTHOCTM Ccpeau MaLMeHTOB 3TOW rpynrbl 4OCTAaTOYHO
BbICOK [1, 2].

Mo oueHKam pasnnuYHbIX WUCCefoBaTenen, pacnpo-
CTPAHEHHOCTb CUHAPOMOB NMMOAUCTPOOUN COCTaBNAET
ot 1,3 go 4,7 cnyyad Ha 1 mnH B mupe [2]. OgHako B CLUA
6bl1 MpoBefeH 00630p MeAUUMHCKUX KapT, Mo pe3ysbTa-
TaM KOTOPOro KJIMHUYECKasa PacnpoCTPaHeHHOCTb JINMOo-
anctpoduin 6bina oueHeHa Kak 1 Ha 20 000 yenoBek, a re-
HeTnuyeckaa — 1 Ha 7000 yenoBek, YTO yKasblBaeT Ha TO,
YTO PACNPOCTPAHEHHOCTb JINNOAUCTPODUIA MOXKET ObITb
3HaUUTENIbHO Bbille, Yem Npegnonaranocsb [3].

Jinnognctpodun MoxKHO KnaccuduumnpoBaTb Mo 3TUO-
nornn (HacnegcTBeHHbIE UK NPUOBGPETEHHbIE) 1 CTEMEHN
notepu MXK (reHepanu3soBaHHaa (1) mnm napuymanbHaA
(MJ1)). Ha ocHoBaHMK 3TOro BbIAENAT 4 BapuaHTa nUMNo-
auctpodun (tabn. 1) [1, 4-6].

1. BpoxaeHHas reHepanunsoBaHHasA nunogncTpoodus
(Br11), ayTocomHO-peLieccMBHOe 3aboneBaHue, BO3HU-
Kaloulee B pesynbraTte myTauumm B reHax AGPAT2 (BIT1
Tin 1), BSCL2 (B tnn 2), CAV1 (Bl tun 3) unu CAVIN1
(BN T1in 4).

2. CemeliHble napuuanbHble nunoguctpodun (Cr).
B OCHOBHOM ABRAIOTCA ayTOCOMHO-LOMUHAHTHBIMMA
C reTepo3mroTHbIMM MyTaumamm B reHax LMNA (CTJ12),
PPARG (CIMN3), PLINT (CIN4), AKT2 (CMN7) n pegko —
C ayTOCOMHO-PeLIeCCUBHBIM HacllefoBaHMEM MyTaLui
B reHax CIDEC (CIJ15), LIPE (CIJ16) n PCYTI1A (npyrue
cnn.

3. lMpuobpeTeHHaa reHepanunsoBaHHas nunogucTpoodus
(NrJ1). TeteporeHHoe 3aboneBaHWe, KOTOpPOE MpPOsB-
NAETCA NaHHUKYJIMTOM B COYETaHUM C ayTOMMMYHHbI-
MU NATONOTVMAMMK WU MOXKET ObiTb MANOMNATAYECKUM.
HepaBHue wuccnepoBaHua cBA3sbiBaloT passutue [1171
C LMPKYMPYIOLWUMY ayTOAHTUTENAMN K NEPUINNUHY-T.

4. TpurobpeTeHHan napumanbHas nunoguctpoduma (MIl).
AyTOMMMYHHOE 3aboneBaHue, aCCOLMMPOBAHHOE C Ha-
NMYMeMmM ayToaHTUTeN K HedprUTuueckomy paktopy KOM-
niemeHTa 3.

MOMMMO 3TUX OCHOBHbIX BAPWAHTOB, HEKOTOpPbIE
Lpyrve pegkue CUHAPOMbI TaKKe MOTyT MpOABAATbCSA
nunoauctpoduen. PasnnuHble nporepougHble CUH-
OpOMbl MOTYT MMeTb ayTOCOMHO-peueccuBHoe (LMNA,
ZMPSTE24, SPRTN, WRN, BANF1) unu OOMWHAHTHOE Ha-
cnepoBaHue (LMNA, FBN1, CAV1, POLD1, KCNJ6) n npo-
ABNATbCA MapuUWanbHbIMXA WAW TFeHepann3oBaHHbIMU
nunoaucTpodmamMy Hapsagy C NporeponaHbIMU 0CobeH-
HOCTAMU GeHOTUNA U Pa3INYHLIMK MeTabonnueckumm
OCNOXHeHunamu [4].

Motepa MKK moxeT BapbnpoBaTbCA OT reHepanmso-
BaHHOW (3aTparmBaloLen NoYTN BCe XKMNPOBbIE OTIOXKEHUA
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Tena) 4o napuvanbHON (3aTparnBaoLwwen TONbKO KOHEYHO-
CTU VNN BEPXHIOK YacCTb Tefa) Uin TOKanM30BaHHOM Ha He-
6onblumnx yyactkax (puc. 1) [1, 4]. TaxkecTb MeTaboNMYECKMX
OCJIOXKHEHMI OObIYHO CBAi3aHa CO CTEMEHbIO NMOTEPU XKUpa
B OopraHu3me [4].

B paHHOM 0630pe Mbl XOTMM 06pPaTUTb BHMMaHMWE
KNVHULUMCTOB Ha PacnpoCTPaHEHHOCTb PasfinyHbIX Me-
TaboNMUeCcKx HapyLeHUn 1 MaToNorMi CO CTOPOHbI
pa3nnyHbIX OPraHOB U CMCTEM, XapaKTepPHbIX ANA Hacneq-
CTBEHHbIX NUNOANCTPOOUIA: BPOXAEHHOW reHepanmso-
BaHHHOW nunoancTpodun n ceMernHOn napumnanbHoOm nu-
noguctpodum.

BpoxpeHHana reHepanusoBaHHas nunoancTpodus,
unn cuHgpom bepapanHennu-Cenna 6bina Bnepsble
onuvcaHa Berardinelli W. n coaBt. B 1954 . y nByx 6patb-
eB 13 bpasunun B Bo3pacTe 2 u 6 neT, y KOTOPbIX Habto-
Janucb Bblpa)keHHasa renaTocnsieHOMeranusa, akpome-
rafouaHblA TUFraHTU3M, XupoBada ANCTpodus neveHu
n runeptpurnuuepugemma (I'Tr) [7, 8]. Bnocnepctsum
B HopBerum B 1959 r. Seip M. n coaBT. BbIABUAY eLle TPex
MaLMeHTOB, Y KOTOPbIX C POXAEHMA HabNoaanca reHepa-
N30BaAHHbIN AeduuunT Xnpa B opraHusme [7, 8]. BIN —
3TO OueHb pepKoe 3aboneBaHWe, C MOMEHTa MepPBbIX
coobuieHunnn B 50-x rogax rno HacTosiliee BpeMs B nuTepa-
Type npefcrtaBieHo onucaHue okono 300-500 nauywnen-
ToB [8]. TouHaAa pacnpocTpaHeHHOCTb BIJ1 B monynauum
Hen3BecTHa, 6ONbLWMHCTBO MCCiefoBaTeNnel OLeHNBaT
ee Kak 1 Ha 10 mniH yenoBek B mupe, 1 Ha 12 mnH B CLUA,
1 Ha 1 mnH — B HopBserun, 1 Ha 500 Tbic. — B [MopTyranuu
n 1 Ha 200 Tbic. — B JlmBaHe [9]. Ha cerogHAWHWA OeHb
JaHHble 0 PacnpoOCTPAHEHHOCTN BPOXAEHHON reHepanu-
30BaHHOM nunogmctpodum B Poccnm oTcyTCTBYIOT.

Mpw BIJ1 xapakTepHO 136bITOYHOE HAKOMJIEHWE TPUMN-
uepugos (TT) B neYeHn 1 CKeneTHbIX MblLULaX B CBA3U C He-
BO3MOXHOCTbIO MX AEMOHNPOBAHMA B XXUPOBOW TKaHU, 3TO
ABNAETCS OCHOBHOW MPWUYNHON METABONNUECKNX OCNIOXK-
HEHUN NPU JAaHHOM CUHApome. KpaliHe HU3Kne YpOBHM
nenTuHa elwe 6osblue ycyryonsaioT meTabonuyeckue Hapy-
LWEHNA 1 BbI3bIBAOT HEKOHTPOIMPYEMbIN anneTuT y nayu-
eHTOB [8].

B 1974 r. Dunnigan MG. onncan KNMHNUYeCKUI cnyyamn
CMN, conpoBoxpaatoLwenca metabonmyeckumm HapyLieHu-
amu. CnycTts rog Kobberling npepcTtasmn gpyron BapuaHTt
M1, npn kKotopom peduunt MXKK B OCHOBHOM 3aTparusan
BEPXHUE U HMXKHME KoHeYyHocTu [10].

Knununuecknin peHotun CMJ1 06bIYHO pa3BUBAETCSA B Ne-
pviog MONOBOIro CO3PEeBaHMA C 3aMETHOM NOTEPEN NOAKOX-
HOrO XMpa B 0611acTu KOHEUYHOCTEN, TYNIOBULLA U ArOANL
M M3ObITOYHBIM €r0 HAKOMJIEHMEM Ha Nvue, Liee, CruHe,
XMUBOTE 1 B 0651acTM 60bLUMX MONOBbIX Ty6 [11].

OunarHoctnka nunoguctpodm NpPOBOAUTCA Mpe-
MMyLIeCTBEHHO NyTem cbopa aHamHe3a M OCMOTpa
nauneHTa, 1 MOXeT O6bITb 3aTpyAHEeHa, OCOHBEHHO npwu
napuuanbHbix GopMax, Tak Kak KIMHUYeCcKnin deHotmn
OOJIbHbIX KpalHe reTteporeHeH, a 0COOeHHOCTN BHeLl-
HOCTM MOryT OblITb OODBACHEHbI WHAUBUAYANbHBIMU
0COOEHHOCTAMU, CMOPTUBHBLIM TENIOCIIOXKEHUEM U T.4.
MNocTaHOBKa AMarHO3a OCOGEHHO TpydHa Yy MYXUWH,
KOTopble OObIYHO MMET XyAollaBoe TeNoCioXeHne
C BbIpa)K€HHbIM penbedpoM MyCKynaTypbl, 1 y peten
npenybepTaTHOro BO3pacTa M3-3a OTCYTCTBUA ABHbIX
KNMHWYEeCKMX Npu3sHakos [12].
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Ta6bnuua 1. Knaccndukauma nunoguctpoduin

OB30P

Tun

MyTaHTHbBIN reH N Kogupyembii
6enok

MexaHnsm HacnegoBaHuA

BpokaeHHble reHepannsoBaHHble nunoguctpodum (CuHgpom bepapanHennu-Cenna)

AGPAT2, depmeHT 1-auunrnuuepon-

Tvn 1 3-bocdat-O-aumnTpaHchepasa 2 AyTOCOMHO-peLeCcCUBHbIN
Tun 2 BSCL2, 6enok cennuH AyTOCOMHO-peLieCcCUBHbIN
Tun 3 CAV1, 6enok KaBeonuH 1 Tuna AyTOCOMHO-peLeCcCUBHbIN
Tun 4 PTRF, 6enok KaBuH AyTOCOMHO-peLeCcCUBHbIN

CemeliHble NapumnanbHble nunoauctpodumn (CnHapom JaHHnraHa-Ko66epnnHra)

Tun 1 (cnHppom Kob6epnumHra)

Hewn3BecTteH

HewnsBecTeH

Tun 2 (cMHapom [JaHHUraHa)

LMNA, nannH Aun C

AyTOCOMHO-AOMWHAHTHbIN

Tun 3 (cuHgpom JaHHuraHa)

PPARG, PPARy

AyTOCOMHO-AOMNHAHTHbIN

Tun 4 PLINT, nepununun 1 AyTOCOMHO-AOMVHAHTHbIN
CIDEC, 3¢ dekTop C, Nogo6HbIN

Tun 5 dakTopy PpparmenTauumn HK, AyTOCOMHO-peLeCcCuBHbIN
WHAYLMPYIOLLEMY KNeTOYHYI0 rnbenb

Tn 6 LIPE, ropmoHuUyBCTBUTENIbHAA NnMasa AyTOCOMHO-peLieCcCUBHbIN

Tun 7 AKT2, npotenHkuHasa B AyTOCOMHO-AOMUHAHTHbI

MHOrokoMnoHeHTHble reHeTu4eckmne CMHApPOMDbI, conpoBoXAaaownecs nmnop,|/|CTpo<|>V|e|7|

WcTuHHaa nporepus
XaTumHcoHa-Tnndpopga

LMNA, namuH A

AyTOCOMHO-peLecCcuBHbIN

CuHppom BepHepa
(nporepwusa B3pocCnbix)

WRN, OHK-xennkasa

AyTOCOMHO-peLeCcCuBHbIN

ATunuyHaa nporepus, aTUNUYHbINA

cnHgpom BepHepa

LMNA, namnH A

AyTOCOMHO-JOMWHAHTHbI

MangunbynoakpanbHas gucnnasua (MAL):

- TMnA
- Tmn B

LMNA
ZMPSTE24

AyTOCOMHO-peLeCcCUBHbIN

MaHanbynsapHas runonnasus,

rnyxota u [1C

POLD1, kaTanutuyeckasa cyoveamnHmua
reHa nosivmepasbl genbta 1

AyTOCOMHO-JOMWHaHTHbI

MporeponaHbIn CUHAPOM

SPRTN, 6enok SprT-nogo6Horo
N-TepMnHanbHOro fOMeHa

AyTOCOMHO-peLieCcCUBHbIN

Cunpgpom Hectepa-Tunbepmo

BANF1, paktop-1-6apbepa
ayTOMHTerpaumm

AyTOCOMHO-peLeCcCUBHbIN

CuHapom MapdodaHa c NC
n nunoguctopuen

FBNT, pnbpnnnmvH 1

AyTOCOMHO-AOMWHAHTHbI

CuHppom Keppen-Lubinsky KCNJ6 AyTOCOMHO-AOMUHAHTHbIN
SHORT-cuHapom PIK3R1 AyTOCOMHO-AOMMHAHTHbI
CANDLE-cnHgpom PSMBS8 AyTOCOMHO-peLeCcCcuBHbIN

Mpuo6peTeHHble reHepanusoBaHHble nunogucrpodum (Cuuapom JloypeHca-Ceiina)

. naHHVIKyrI NnT-accounMnpoBaHHbIE

+ AyTOMMMYHHble
+ Mpanonatnyeckne

Mpuo6peTeHHble napynanbHble naunogucrpodpun (CuHppom bappakepa-CumoHca)
+ ACCoOUUMPOBaHHBIN ¢ MembpaHonpondepaTUBHbLIM romMmepynoHedprUToM

« AyTOMMMYHHble
« Ngnonatnueckne

Jiunoaucrtpodua y BUM-uHpuumpoBaHHbIX NaLeHTOB, UHAYLNPOBaHHAA BbICOKOAKTUBHOMN

AHTUPETPOBVPYCHON Tepanuen
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PucyHok 1. DeHoTVN NaLMeHTOK C pa3fnyHbIMK GopMamMy HacneACTBEHHbIX nunoguctpoduin (u3 apxmea M'HLU PO OIBY «<HMWL, sHOoKprHONOrMKU 1M. aKa-

nemvika V.U. lepoBa» Munsppasa Poccun). Ha 1 1 2 poTorpaduax — naumeHTKM C reHepanvi3oBaHHbIMY TMNOANCTpoduamu, potorpadus 3 — aTunmuHbii

nporepovaHbIvi cuHapom (MyTauus B reHe LMNA), potorpadum 4 n 5 — naymeHTKU € CeMeNHbIMU NapLuyanbHbiMy nnunoanctpoduamm, potorpadus 6 —
acanthosis nigricans nogmbiweyHon BnaanHbl. KpacHoi cTpenkoi 0603HaueHbl 30Hbl TMMOrMNEPTPOPUN; YePHO — 30HbI IMMOAUCTPODUN.
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NPOBJIEMA TMNMOAUATHOCTUKU CUHAPOMOB
HACJNIEACTBEHHbIX TIMNOAUCTPOOUIA

bonbwnHCTBO wnccnegoBaTenenm paHee OUEHMBaIU
PacnpoCTPaHEHHOCTb HACIEACTBEHHbIX NUNoanCcTpoduin
ot 1,3 no 4,78 Ha 1 MNIH HaceneHus,, OJJHAaKO HeJaBHO OHa
6bl1a MOBTOPHO OLiEHEeHa Kak MUHMMYM 1 Ha 20 TbIC. yeno-
BEK, UTO MO3BONAET YOeAUTbCA B 3HAUMTENIBHOM YKCIE He-
[AMNarHoCTUPOBAHHbIX CJlyYaes nunoguctpodum [13].

Mo paHHbIM nccnegosaHua [6] Y. Handelsman mn coasr.,
B KOTOPOM MpuHANM Yyyactme 6onee 5000 ronnaHackux
nauueHToB ¢ C[l, u3 24 naumeHTOB, COOTBETCTBYHOLUX KPU-
TepuAM BKoUveHna (MHAeKc maccbl Tena (MMT)<27 Kr/m?
1 ncnonb3oBaHve >100 egnHNL, MHCYNMHA B eHb), Y 5 na-
LUMEHTOB B KOHEYHOM uTore Obina gmarHoctupoBaHa CIJ1
(y Tpex — c noaTBepKAEHHbIMWN FreHeTUYECKMI MyTaLuus-
Mu). Takum obpasom, Npu 6osiee NOSIHOM MOHUMAHWK CrekK-
Tpa NPOABAEHWI NUNOZNCTPOOUN 1 CBA3N MEXIY FT€HHbIMY
MyTaLVAMU Y KITUHUYECKUMW NPOABAEHUAMUN 06LenpuHa-
TaA AMArHOCTMYeCKas KOHLEMNUUs MOXeT NoTpeboBaTb Mo-
andrKauum 1 paclpeHuns, 0Co6eHHO B OTHOLWEHUN GOopM
napuvanbHon nunogncTpodun.

B uccnepoBaHum [13] Mosbah H. n coaBT. npuHanu
yuyactve 109 naumeHToB C CMHAPOMaMW NunoancTpodui,
13 kKotopbix CMJ1 nmenn 93 naumeHTa (nogasnsiowee 60/b-
LWNHCTBO — »KeHLWMHbl — 86%), a BITT — 16 (75% »eHLWuH).
Y GONbLWNHCTBA BKIIIOUYEHHbIX B UCCIeAoBaHMe NaLueHToB
pPerncTpUpoOBanmcb COMyTCTBYyIOLWME MeTabonnyeckue 3a-
6oneBaHuA, Takne Kak: C[l, ['TT, cTeaTo3 neyeHu, HapyLleHUs
CO CTOPOHbI CepAEeUYHO-COCYANCTON CUCTEMbI U TMHEKOSOT -
yeckne ocnoxkHeHuA. CpegHUIn BO3pacT Ha MOMEHT MoCTa-
HOBKM AmnarHosa coctasun 30 [23; 47] neT. B uenom gnarHos
nunogucTpodum cumtany «3anosgansim» y 71% naunMeHToB
(59 uenoBek 13 83 onpoLleHHbIX), a ANArHOCTUYECKUIA NPo-
L,ecc UMM BOCNPUHMMAICA KaK «OYeHb TPYAHbINA». YUUTbIBaAsA
BCEX PECMOHOEHTOB, MeAnaHa 3aepPXKM NOCTaHOBKM Ana-
rHo3a coctaBuna 12 [5; 25] net, npu 3TomM 36% pecnoHaeH-
TOB KOHCY/IbTUPOBANIMCh 6onee yemM y NATU pasHbIX Bpaven
nepen NOCTaHOBKOW AMarHo3a rno nosogy CMMMNTOMOB, CBf-
3aHHbIX C iunogucTpoduen. KonnuectTso Bpayei, NoceLleH-
HbIX 10 MOCTAHOBKM ANAarHo3a, He pa3nnyanocb B 3aBUCUMO-
CTV OT TWna nunoancTpodurm, nona, ypoBHA obpasoBaHus
N npodeccroHanbHOW AesTeNlbHOCTM nauneHToB. lepepn
OKOHYaTeNbHbIM AnarHo3om 91% nauneHTOB obpalancs
K CBOEMy CEMeNHOMY Bpayy Nno noBogy CUMMNTOMOB, CBA3aH-
HbIX ¢ unogucTpodumeii, 72% — K sHAoKpuHosnory, 60% —
K Kapawnonory, 59% — k gepmatonory n 54% — K guetonory.
MNepen noctaHOBKOW AMarHo3a No NoBody CUMNTOMOB, CBA-
3aHHbIX C nunoguctpoduen, 69% eHWNH KOHCYNbTUPO-
BaJINCb C FTMHEKONOroM. JHAOKPUHOMON NOCTaBW/ AWArHO3
77% 6ONbHbIX.

3HAOKPUHONOTNYECKUE «MACKU»
NUNOAUCTPOOUN

Mpu npoBefgeHUN AudbdpepeHUnanbHON AMArHOCTUKN
LOJKHbI YUUTbIBAaTbCA COCTOAHNA, KOTOPbIE CONPOBOXAAKOT-
CA 3HaUUTENbHONM NOTEPEN MacChbl TeNa, Takne Kak Hegoepna-
Hue, JeKOMMEeHcaLms caxapHoro anabeta, TUPEOTOKCMKO3,
HagMNoOYeYHMKOBasA HeJOCTaTOYHOCTb, HEPBHaA aHOPEeKCUs,
pakoBasa Kaxekcusa, BWY-accoummpoBaHHOe wucCTOLlEHME
N XpoHnYecKkne nHbexuum [5].
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leHepanun3oBaHHble NUnoancTpodur MOryT ObiTh OLWK-
60YHO MPUHATBHI 33 MyTaLUW pPeLenTopa WHCYNIUHA Wau
AKPOMEranuio/TuraHTM3am, B TO BpEMA Kak CeMelHble nap-
uManbHble IMNoANCTPOodMM MOTYT ObITb OLIMOGOYHO AMArHO-
CTUPOBaHbI Kak cMHAPOM KyllunHra, anvMeHTapHoe oXupe-
HMEe NI MHOXXECTBEHHBI CUMMETPUYHbIN NnnomaTtos [5].

InddepeHumanbHas AnarHOCTVIKA HaCIeACTBEHHbIX Nn-
noaucTpoduin NPOBOANTCA CO CIEAYIOWMMN SHAOKPUHHDI-
MU 3a00neBaHUAMM.
« AKpomeranusa

Kak npu HacneacTBeHHbIX nunogmcTpodusx, Tak u npu
aKpomeranuu, B OpraHW3me naumeHToB aHabonnuyeckue
npoueccbl npeobnagaloT Haa Katabonuuyeckumn. Bcneg-
CTBUME 3TOFO Y JaHHbIX FPYNM MaLMEeHTOB OTMEYalTCA CXO-
Xue KIUHMYECKUe MPOABIEHNA: paclUMpPeHNEe MEX3YOHbIX
NMPOMEXYTKOB, BUCLEpo- 1 ¢dnebomeranus, ymepeHHbIN
MPOrHATU3M, YKPYNHEHNE KUCTEN U CTOM, 3aTblTOYHasA KOX-
Has CKNagKa, YTOMLWEHNe BCEX C/IOEB AepMbl HapyLUeHue
YFNEBOAHOrO N NUNNAHOro obmMeHOB. lNpy 3TOM NPUUMHDI
M3ObITOYHBIX aHAOONMUYECKUX MPOLECCOB pasfivuHbl. [pu
AKpOMeranuu faHHble NPoLeccbl 06YCOBIIEHbI TMNEPNPO-
ZOYKUMEN TOPMOHA POCTa, a Y H6ONbHbIX HacNeLCTBEHHbIMY
amnoancTpodrAaMn — XPOHUYECKOW SHOOFEHHOWN rumnep-
npoaykumnen nHcynmHa [14].
e DHAOreHHbIN rMNepKopTULN3M

MaTpoHu3M, MOBbIIEHWE apTepuanibHOrO [aBfieHUA
(AQ), HapyweHne TonepaHTHOCTM K rnoko3e (HTT), npwu-
3HaKu BUpUIM3auum — obuire NposABieHNA SHOOTEHHOro
rMnepkopTUUM3Ma W HACNeACTBEHHbIX NUMOAUCTPOPUIA.
MaTpoHu13M Npu HacNe[CTBEHHbIX TMNOANCTPOGUAX 06BbAC-
HAETCA TeM, YTO Y MaLMEHTOB COXPAHAETCA CMOCOOHOCTb
[EenoHUPOBaTb HEWTPAJIbHbIE XMPbl B agunouuTax, pacno-
NOMEHHBIX UCKJTIUYMTENBHO B 06M1ACTU LA, LWEW 1 HAZ KO-
UMYHBIX BMAfWH. PE3UCTEHTHOCTb K FMMOMIMKEMUYECKOMY
OenCTBMI0 MHCYNUHA cBA3aHa ¢ [T n npuBoanT K HapyLue-
HWIO YrNIeBOAHOIo o6MeHa. Bupunmsauma npy HacnegcTeeH-
HbIX TMNOANCTPOGUAX UMEET ANYHUKOBOE NPOUCXOXKIEHME,
B TO BPEMS KaK y 60JIbHbIX SHAOF€HHbIM T’MNepPKOPTULU3MOM
3TO CBA3AHO C U3ObITOUHBIM CUHTE30M aHAPOreHOB HaAMo-
yeyHunkamu. Mpu npoBepeHun anddepeHuManbHOW Auna-
FHOCTUKM HEO6XOAMMO OOPATUTL BHUMAHKME Ha Cliegyiolme
MOMEHTbI. A HacnegcTBEHHbIX MNOANCTPOdUIA Xapak-
TepHa MblWeYyHas runeptpodmrsa, 0COGEHHO KOHEYHOCTEN.
®eHOTMNY MAUMEHTOB C SHAOFEHHbIM TMNEPKOPTULM3MOM,
HanpOTNB, CBONCTBEHHbI YMEHbLUEHUE MbILLIEYHOW MacChl
1 runotpodura MbilL KOHeyHocTel. [py 3HAOreHHOM ru-
NepKoOPTULU3ME KOXKHblE MOKPOBbI MCTOHYEHBI BCIIEACTBME
6enKoBon AMCTPOodUM, XapaKTEPHbI CTPUM, YCUSIEHKE COCY-
OMCTOTO PUCYHKA, THOMHMYKOBbIE MOPAXeHNA BOMOCAHBIX
donnukynos [4, 14].
« [JlekoMmneHcayua caxapHoro gua6era

Y 6onbHbix CJ1 B COCTOAHUN TAXKENON AeKOMMeHcaLuumn
MOKET MOYTN MONIHOCTbIO UCYE3HYTb MOAKOXHbIV XKMPOBOW
CJI0W, UTO U ABASIETCA NPUYNHON ANATHOCTUYECKUX OLUNOOK.
K obwmm npusHakam gns obownx 3abonesaHuii cnegyet oT-
HeCTM U 3HAYUTESIbHYI0 NOTPEOHOCTb B IK30rEHHOM VHCYNN-
He. B cnyyae HacnefcTBEHHbIX NUNoancTpoduin Heobxoau-
MOCTb BBEIEHUs1 OUEHb HOMNbLUNX J03 MHCYNIMHA NOCTOAHHA
N CBA3aHa C runepnunuaemMmnen 1 3HauuTenbHonm nepude-
pUYECKON MHCYNMHOPE3NCTEHTHOCTbIO. Bo BTOpom ciyyae
CYTOYHasi [03a BBOAMMOIO WHCY/IMHA CYLECTBEHHO BO3-
pacTaeT TOMIbKO Ha Mepuof AEeKOMMEeHCauun yrieBOLHOMo
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N XNpoBoro ob6meHoB. OCHOBHbIM AnddepeHLanbHO-AN-
arHOCTMYECKMM MPU3HAKOM ABMAETCA OTCYTCTBME KeToalu-
[103a Y MALUMEHTOB C HaCIeACTBEHHBIMU INMOANCTPOPUAMY,
ONsl HUX TaKXe He XapaKTepHbl NONMypus U NONMAUNCKS,
CTOJMb TUMUYHbIE 415 AEKOMIEHCALUMY YIeBOAHOro 0bMeHa
npn CI [14].
* DK30reHHO-KOHCTUTYLMIOHaNbHOE OXUpeHne
MaToreHe3 3K30reHHO-KOHCTUTYLIMOHAIbHOFO OXMpe-
HUA BKJIIOYAET HECKOJSIbKO B3aMMOCBA3AHHbIX MPOLLECCOB,
KOTOpble CNOCOHCTBYIOT Pa3BUTUIO METABONNYECKUX Hapy-
WweHui. M36bITOYHOE NOTpebneHne BbICOKOKANIOPUINHOM
MWK NPYIBOAUT K HAKOMJIEHNIO BUCLEPASIBHOMO KUPa, YTO
cnocob6cTByeT 00pa3oBaHMI0 CBOOOAHBIX MUPHBIX KUCIOT
M MpOBOCMANUTENbHBIX MOJeKkyn. M36biITouHas cekpeuus
NPOBOCNANNTENbHbIX LUTOKUHOB, Takux Kak TNF-a, nHtep-
NEeNKVH-6, @ TakXe rOpMOHOB, HaNnpumep, pe3ncTnHa, Npu-
BOOWUT K XPOHWYECKOMY BOCMaJIeHW0 B OpraHusme. 370,
B CBOIO Oouepefb, MPUBOAUT K UHCYIUHOPE3NCTEHTHOCTH,
PE3UCTEHTHOCTM K JIENTUHY, TMMNEePrIMKeMIY, QUCIUNnae-
MUU 1 apTepuranbHoi runepteHsnn (Al) [15]. Mpwu cnngpo-
Max nunogunctpodum notepa MKK n yBennueHme maccol
BMCLIEpasibHOTO XMpa AEMOHCTPUPYIOT TOT e natodmsno-
NOTNYECKN MEXaHU3M Pa3BUTUS UHCYMHOPE3NCTEHTHO-
CTV OJHOBPEMEHHO C HapylleHnem meTabonuama TI. He-
CMOTPS HA pa3nuume B YPOBHAX NIENTUHA U afUMNOHEKTUHA
npu BUCLEPANIBHOM OXMPEHUW (LeHTpanbHaa pPe3nCTeHT-
HOCTb K NENTVHY) 1 NUNOAUCTPOdPUAX (HEXBaTKa CUHTE3a
M3-33 CHVXXKEHWA MacCbl agunounToB), oba COCTOSAHUA CO-
NPOBOXAAIOTCA BbIPAXKEHHOW WHCYIMHOPE3NCTEHTHOCTDIO,
KOTOpasi BO3HVKAeT BTOPWMYHO BCJIeACTBUE U3ObLITOUYHON
ceKkpeuny agMnoLUmTOB U SKTOMMYECKOTO HAaKOMJIEHWA XKuUpa
B MEYEHU, CKENETHBIX MbILLLIAX U APYIUX TKAHAX — MULLEHAX
WHCynuHa (Tabn. 2) [16].

PA3HOOBPA3UE KIMHUYECKOW KAPTUHbI,
METABOJIMYECKUE U OPFTAHHbIE HAPYLLEHUSA,
XAPAKTEPHbIE ANl HACNEACTBEHHbIX
NUNOAUCTPOOUN

OfHVM 13 Haunbosiee PacnpPOCTPAHEHHbIX MeTabonnye-
CKUX HapYLUEHWA NPW HACNeACTBEHHbIX NUMOAUCTPOPUAX
ABNIAETCA HapylUeHUe YrneBogHOro obmMeHa, KOTopoe Mo-
XKET BapbMpOBaTb OT NpeanabeTa A0 4EKOMMEHCUPOBAHHO-
ro C[l BcnencTBme BblpaXKeHHOM UHCYNIMHOPE3NCTEHTHOCTY.

MN3-3a cHUKeHMA obbema XKUPOBOro Aeno passuBaeTca [T,
NPOVCXOANT SKTOMMUYECKOE OTNIOXKEHME NUNUAOB B KNETKax
neyeHun (MAXBI1) 1 MbiLeYHOW TKaHW, YTO BEAET K NHCYNK-
HOPE3NCTEHTHOCT WM KOMMEHCATOPHOW FUMNEePUHCYNNHe-
MU,

Ajluni N. n coasT. nposenu uccnegosaHue [171], B KOTO-
poe 6binu BKNoYeHbl 23 naunenTa (22 ¢ CMJT, 1 ¢ MM/, 78,3%
N3 HUX — >KEeHLWMHbl B Bo3pacTe oT 12 go 64 nert). Y Bcex
BKJTIOUEHHbIX MauuneHToB 6bin nnbo CL (82,6%), nmbo npe-
anabert (17,4%) ¢ pa3nuyHol cTeneHblo KoHTpons. CpeaHee
3HaueHne MNKNPOBAHHOTO remMornobuHa (HbAk) COCTaBu-
no 8,6+£1,9%. 19 naumneHToB (82,6%) mMcrnonb3oBann caxa-
pocHmXatowme npenapatbl. 10 nayneHToB (43,5%) ncnonb-
30Bani KOMOVIHUPOBAHHYIO Tepanuio ¢ AByMA unu 6onee
cpeactBamn. VIHcynuHoTepanuio ucnonb3osann 12 nauyu-
eHTOoB (52,2%), 1 9 13 3TUX NauMeHToB TpeboBanocb bonee
100 eguHuL, B aeHb. LecTb nauveHToB (26,1%) ncnonb3osa-
N BbICOKOKOHLIEHTPUPOBaHHbI MHCYNnH U-500.

Akinci B. n coasr. [2] o6cnepnosann 230 naumeHTos ¢ [T
n M, y 58,3% u3 Hux 6bin BbisiBReH CLl nnn MHCynnHopesu-
CTEHTHOCTb. ABTOPbI OTMETU/IM, YTO Y MHOT X MaLMEHTOB B UX
Bblbopke CI Obin AMArHOCTUPOBAH 3HAUYUTESIbHO PaHblLUE,
yeM UM 6bin noctasneH auarHos «[JT» unan «J1», utTo Takxke
YKa3bIBAaeT Ha HEOHXOAMMOCTb MOBBILIEHVA OCBELOMIIEHHO-
CTW O CMHAPOMAX NIMNOANCTPOdUM Cpean MeauUMHCKOro Co-
obuecTsa.

Ovncnunupgemma y naunmeHToB C HaCNeACTBEHHbIMU NN-
noguctpodusamu xapaktepmsyercs [T U HU3KMM YPOBHEM
NMNONPOTENHOB BbICOKOW nnoTtHoctk (JIMBI). Y HekoTo-
pbiX MaLMEHTOB OTMEYAITCA KpalHe BbICOKME 3HauyeHus
TT 1 XUNOMMKPOHEMUSA, UTO MPUBOAUT K pPeuuanBupyto-
WM NPUCTYNaM OCTPOro NMaHKpeaTuTa, IMNEMUN CETYATKMY,
a Takxke 06pa30BaHKI0 TyOEPO3HbIX U SPYNTMBHbIX KCAHTOM.
Y HEKOTOPbIX NALNEHTOB HabNIOAANNCh NOCKNE KCAHTOMbI
Ha NafloHAX N NOAOLIBEHHbIX NOBepxHocTaAX cton [1, 18]. Tl
0ObIYHO UMEET NIETKYI0 WJIN YMEPEHHYIO CTEMeHb TAXeCTM
npu CMNJ1 n, BEPOATHO, UTPAET PONb B paHHEM Pa3BUTUN aTe-
POCKNIEPOTUYECKMX CEePAEYHO-COCYAUCTBIX 3aboneBaHum
(ACCC3) [11].

I npucyTtctByeT 6onee, uem y 70% nauueHToB c Bl
1 pa3BUBaeTCA B OCHOBHOM B MO3HEM AETCKOM U MOAPOCT-
KOBOM BO3pacTe 1 TONbKO B pedKux cilyyadx B MiaageHye-
cTBe [8].

Ta6nuua 2. CpaBHeHMe MeTaboIMYeCKOro CMHAPOMA NPY 3K30reHHO-KOHCTUTYLIVIOHANbHOM OXUPEHNN U CUHAPOMAX IMNOANCTPodGUN

3K30reHHo-Koucwrryumonaanoe OXXNpeHune

CuHgpombl nunoauncTpodpun

Bblpa)KeHHOG yBennyeHume )KI/IpOBOI7I MaccCbl

3HaunTENbHOE CHUXEHME )KVIpOBOVI TKaHN

Yem 60sibLUe N30bITOUYHASA XKUPOBas Macca, Tem bonee
Bblpa)keH GeHOTNM MeTaboNNYeCcKoro CMHaAPoOMa

Yem 60sibLE CHUXKEHME KNPOBOW MaccChl, TeM bonee
Bblpa)keH GeHOTNM MeTaboNNYeCKoro CMHAPoOMa

NHcynuHopesuncTeHTHOCTH/C

MeTtabonmyecknin cuHapom (HapyLeHue yrneBofHoro oomeHa, I'l, H13KMI yposeHb JIMBI1, cTeaTto3 neueHu, acanthosis
nigricans, CIMKA, abgomunHanbHoe oxunpexue, Al)

JINNOTOKCNYHOCTb

Mpumeuanune. AT — apTepuanbHas runepteHsus; JINBM — nunonpoTengpl Bbicokol nnotHocty; CI1 — caxapHbiii anabet; CNKA — cHApoM NONNKNACTO3-

HbIX ANYHUKOB; C[1 — caxapHbiil anabeT, [TT — runepTpuranuepmaemus.
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Lazarte J. n coaBT. onpegennnn pacnpoCcTPaHEeHHOCTb
Taxenon MM n naHKpeaTtuTa cpegu rpynnbl U3 74 nauuneH-
ToB ¢ CMJ1 [11]. ABTOpbI OGHapYXMK, UTo 0bLias pacnpo-
CTpaHeHHOCTb Taxenon T 1 rocnuTanusaymy No Nosoay
OCTPOro naHkpeatuTa cocTtasuna 5,4 n 4,1% cOOTBETCTBEH-
Ho. Cpegn naumeHToOB ¢ conyTctBytowm CI1 n 6e3 Hero
MefraHa yposHa TI coctaBuna 2,73 n 1,86 mmonb/n COOT-
BeTcTBeHHO. Cpean nauuneHtoB ¢ CMJ1 n CJl pacnpocTpa-
HeHHoCTb Taxenon T (>10 Mmmonb/n) U naHKpeaTuTa Co-
ctasuna 14,3% un 10,7% COOTBETCTBEHHO, MO CPaBHEHUIO
C OTCYTCTBMEM CJIyYaeB JIl0OOr0 U3 OCJIOKHEHUN Y nauu-
eHToB ¢ CIJ1 6e3 guabeTta. 3TO yKa3bIBaeT Ha TO, UTO PUCK
Taxenon ' 1 naHkpeaTtuta npu CrNJT 3aBUCKT OT CcoYeTaH-
HoOro HannuuaA guabeta [11]. PaHee nccnegosatenu nposenu
OLEHKY pacnpoCTPaHeHHOCTM NaHKpeaTnTa Cpeamn nayneH-
ToB ¢ CIJ1, KoTopas coctaBmna 11,9%. B nccnepoBaHunm npu-
HAany yyactre 149 naumenTtos ¢ CIJ1, n3 KoTopbix y 68 6bin
cnn2Tuna [11].

B ykazaHHoOM paHee uccnegoaHum Ajluni N. 1 coasr. B 06-
LWen CNoXHOCTM Y 22 13 23 naumeHToB Obina BbisBieHa [T,
cpenHui nokasatenb 11,9419,7 Mmonb/n. Y wecTy naumneHToB
OblnN OYeHb BbicoKMe nokasatenun TT — 6onee 11,3 mmonb/n.
bonbwurHcTBo (17 MauneHTOB) NPUMHMMANK FMACAUNUAEMM-
yeckme npenapatbl. Peuyausupyowmii NaHKpeaTUT Habnio-
pancay 7 us 23 naumeHTos (30,4%). Y Tpex nauMeHTOB 3n13og
OCTPOro MaHKpeaTtTa Habnioganca npu yposHe TI mMeHee
9 mmonb/n [17].

CnekTp 3aboneBaHWin HauMHaeTca C 6ecCMMNTOMHOrO
HAKOMJIEHMA »KMpa B renatoymTax (CTeatos) U MOXET MNpo-
rpeccupoBaTb Ao creatorenatuta ¢ ¢ubposom umnu 6e3
M Jaxke uMpposa v renatouennionapHoro paka [18, 19]. Me-
Tabo/IMUYECKM aCCOLMNPOBAHHAS XKMPOBasA 6oNe3Hb NevyeHu
(MAXBIT) — uacto BCTpeuatouleeca 3abosnieBaHue neyve-
HW Yy NaLUEHTOB C HACNeACTBEHHbIMU NIUMOAUCTPOPUAMN.
82% naumeHTOB, y4yBCTBOBaBLUMX B McciepoBaHum Safar
Zadeh E. [19] umenn MAXBI1. ABTOpbI OLEHMBaNM CTeneHb
¢unbpo3a neueHn no pesynbratam broncuu, bonee TAXenan
CTeneHb oTMeyanacb y naymeHtos ¢ BIJ1 2 Tnna.

Lidtke A. n coaBT. npoBenu nccnegosaHve [20] ¢ uenbto
onpepeneHns PacnpoCTPaHEHHOCTM CTeaTo3a NeYeHn y na-
umneHToB ¢ CIMJ1. ABTopbl 06CnegoBany 18 NaLUeHTOB U3 LWe-
ctn cemeri ¢ CMJT 2 Tna — y Bcex 6bina AUarHOCTUPOBaHa
MAMBIT (cTeaTo3) no AaHHbIM ¥Y3M neyeHn n nogTBepXaeHa
[aHHbIMK 6Uoncum neveHu y 2 naymneHtos. Cpeau yyacTHU-
KOB 3TOro uccnegoBaHus y 14 n3 18 naumeHToB Obifo Bbl-
AIBNIEHO HapyLUeHVe yrneBogHoro obmeHa (npeguabet/Cll),
ay 16 13 18 nauneHToB Oblna OOHapyXeHa AMCAUNMaeMUs
lIb, IV unu V Tuna no ®pepepurikcory. NMpegnonaraercs, uto
3T meTabonnyeckue Hapywenusa (Tl 1 HapyLweHne yrie-
BOOHOro OOMEHA), acCoOUMMPOBAHHBbIE C WHCYIMHOPE3W-
CTEHTHOCTbIO, UTPAIOT OCHOBHYIO POJib B MHOFOhaKTOPHOM
naTtoreHese cTeaTO3a MeYEHMW. DKTOMUUECKOE OT/IOXKEHeE
XMpa B TKAHAX — MULLEHAX WHCYNVHA, TAaKNX KaK MeyeHb,
CKefeTHble MbIlWLbI U GeTa-KNeTKY, CNOCOBCTBYET TAXKENoNn
WHCYNIMHOPEe3NCTeHTHOCTH, Habntogaemon npw CMJT[21].

OcBefOMNIEHHOCTb Bpayen-KkapanonoroB O CUHAPO-
Max HACNeACTBEHHbIX NUNOAUCTPOOUIN MMeeT KpalHe
BaXXHOEe 3HauyeHue AOnA [AaHHOW KOropThl MauMeHTOB.
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CeppeuHo-cocyancTble 3aboneBaHNA 3HAYUTENBHO CHU-
MalT KauyecTBO KM3HU NauUUEHTOB M MOTYT MPUBOAUTb
K neTtanbHOMy mMcxopdy B paHHeM Bo3pacTte. CBoeBpeMeH-
HaA NOCTaHOBKA AMAarHo3a cnocobcTeyeT 6osee TwaTesb-
HOMY HabniofgeHuo, NPodUNAKTUKE 1 BbIABIEHUIO NATO-
Nnornn cepaevyHo-coCyamnCToN CUcTeMbl Ha 6oniee paHHKX
sTanax. B nccnepgosannn Mosbah H. n coast. ¢ yuactuem
109 nNauMeHTOB C HacNeACTBEHHbIMU NUMOANCTPOPUAMM
y 4 n3 10 NaumneHTOB C MLIeMUYecKon 6onesHblo cepaLa
ny 6 13 13 naunMeHToB C HapyLWeHNAMMN CepaeyvyHoro puT-
Ma AMArHoO3 CMHAPOMA NUnoaucTpodum 6ol yCTaHOBIEH,
COOTBETCTBEHHO, Yepe3 14 u 4 roga nocne cepgeyHo-co-
cypucTtoro cobbitua [13].

B nutepatype umeetca meHee 20 nybnukauuin o6 nme-
HeHuAX B paboTe ceppua y naumeHToB ¢ BITl, pa3mep BbI-
60pKM He npeBbiwaeT 10 NMaUMEHTOB. 3TN KUCCNeAOBaHNSA
MoKasanu, 4to Hanbonee YacTbiMU CePAEYHO-COCYAUCTBIMU
3aboneBaHnAMY 6b1 ANCHYHKLUSA XKENYLOUKOB, TMNepTPo-
dura mrmoKappa, cuctemHan Al, a Takke mopdosiornyeckme
Hecneundunyeckne ¢GMOPO3HbIE N3MEHEHUAMN B MUOKap-
ne [7, 22]. Mpwn rucTonornyeckom 1UccrnefoBaHnUn obpasLoB
TaKXe OblnN BbIsIB/IEHbI NMATONOMMYEeCKMe N3MEHEHUSA KOPO-
HapHbIX apTepuii, B page cyiydaes npossasowmecs nHbap-
KTOM Mr1oKapgaa [22].

MnepTpoduueckas Kapanmommonatusa ABNAETCA XOpOo-
LLIO U3BECTHbIM NpoABNeHnem cnHapoma BIT1 n BcTpevaetca
y 20-25% nayueHToB. CpegHnin BO3pacT AMAarHOCTUKM Kap-
anommonatin npu cuHgpome Bl coctasnsaet 20 net. Me-
XaHM3M BO3HUKHOBEHUA KapAnoMmnonaTum He AceH. OgHUm
N3 BO3MOHbIX BapWAHTOB Pa3BUTUA MATONOMMN ABAAETCA
Bblpa’K€HHaA VHCYNNHOPE3NCTEHTHOCTb. [Tpegnonaranoch
TaKXXe NpAMoe NNMNOTOKCUYECKOe BO3LENCTBME HA Kapano-
MUOLMTBI, XOTS OTIIOXKEHME XKIMPa B MMOKApAE YETKO He Oblno
NPOAEMOHCTPUPOBaAHO. MIHTEPECHO, YTO KapAauommonaTus
Yawe BcTpeyvaetca npu BIJ1 2 Tuna, Toraa kak metabonu-
Yyeckue HapyLlLEeHMs, B TOM YMCIie TUNEPVKeMUs, 0ObIYHO
6onee BblpaXkeHbl y naumeHToB ¢ BIJ1 1 Tmna, uto nossonser
NpeanonoXnTb BKaL APYroro MexaHn3mMa, He CBA3aHHOro
C rmnepuHcynuHemmen [23].

Cpeau npoaHanu3MpPOBaHHbIX HaMU NMTEpPaTYPHbIX
JaHHbIX npu BIJ1 1 Tna nccnegosatenn coobwatoT o ru-
neptpodunyeckon Kapguomuonatum (4 u3 21 naumeHTa
(19%) B nccnegosaHny Van Maldergem L. n coast) [24],
runeptpodun nesoro xenygouka (10 m3 19 naumen-
ToB (53%) B uccnegosaHum Lupsa B. n coast.) [25], MBC
(1 n3 19 naumnenTtoB (5,3%) B uccnegosaHum Lupsa B.
1 coaBT. [25] 1 3 13 16 (18,37%) B uccnegosaHum Akinci B.
n coaBT. [26]); npu BIJ1 2 Tna o runepTpodunyeckon Kap-
anomuonatum (11 3 45 naymentos (24,4%) B nccnenoBsa-
Hum Van Maldergem L. n coasrt.) [24], AT, Kanbundukauuu
AOPTaNbHOrO KJanaHa, runeptpodunm neBoro xenygouka
(11 (50%), 2 (9,1%) n 12 (54,5%) 13 22 NaLNeHTOB COOTBET-
CTBeHHO B uccnegosaHum Guedes do Régo A. n coasrt.) [7],
CMepTU OT cepAeyYHOn HegocTaTouyHoCcTU (3 13 45 nauym-
eHTOoB (6,6%) Van Maldergem L. n coast.) [24]. MauueHTbI
¢ BT 4 Tvna npegpacnonoXeHbl K CEpbe3HbIM aPUTMUAM
(10 u3 30 3aperncTpupoBaHHbIx cnyyaes Bl 4 Tmna), Ta-
KUM KaK KaTexonaMuHeprmuyeckas nonmmopdHasn eny-
JoukoBaa Taxukapauna (KIMPKT), anutenbHbIin MHTepBan
QT, 1 6bINK COObLEHNA O BHE3AMHON CMEPTK, BEPOATHO,
BTOPWYHOWN MO OTHOLWIEHUIO K >KENYyAOYKOBbIM apuUTMu-
am [1, 7].
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Ona naunenTtos ¢ CIJ1 HapyLweHNa CO CTOPOHbI cepaey-
HO-COCYAUCTON cucTeMbl Hanbonee nNoApoOOHO OMMCaHbl
ona mytaumn B reHe LMNA (CMJ 2 trna) Kak Haubonee
pacnpocTtpaHeHHoro tuna CIJ1. B nccnegoBaHum Andre P.
n coasT. [27] u3 35 naumentoB ¢ CMJ1 2 Tuna y 10 (29%)
ObUIN CEPAEUHO-COCYANCTbIE HapyLIeHUs, CPEAN KOTOPbIX:
aTpMO-BEHTPUKYNsipHble 61oKaabl 1 1 2 ctenenu (3 u 4 na-
LMeHTa COOTBETCTBEHHO), 6/10Kafa NeBO HOXKM NyyKa [1ca
(nonHaa vnu HenonHasAa) — 6 NaUMeHTOoB, Y 4 YyYaCTHMKOB
uccnepoBaHus Obifl UMMNNAHTMPYEMbIA KapanoBepTep-ae-
bubpunnatop, xenygoukosble aputmun (1 cnyyal Hey-
CTONYMNBOW »KenyaouKOBOWN Taxnkapaum n 1 — ycTonymBomn
Xenygoukoson Taxukapgum). Hegele R.A. u coast. onucanu
y nauuenToB ¢ CMJ1 2 Tvna 3HaunTenbHO 6onee yactoe BO3-
HuKHoBeHue VBC (cTabunbHaa 1 HecTabunibHasA CTeHOKap-
ovs, NHOapKT MMOKapha, aOPTOKOPOHApHOE LWYHTUPOBa-
HUe) NO CPaBHEHNWIO C KOHTPOnbHOW rpynnon (34,8 n 5,9%
COOTBETCTBEHHO). CpefHMIN BO3pacT NOCTAHOBKM AMArHO3a
MBCy naunenTos ¢ CIJ/1 2 Tvna coctaBmn 46,5+3,8 ropa [28].

Ha BaXKHOCTb TLIATENIBHOrO KapAMosiormyeckoro obcne-
[LOBaHMA NMaLMUEHTOB C HAaCIeACTBEHHbIMU NUNOAUCTpodUs-
MM yKa3blBaeT NCCIIe[OBaHKe, B KOTOPOM Y ABYX MaLMEHTOB
6bIJ10 3aPErNCTPUPOBAHO HAPYLLIEHKE MPOBOAMMOCTU CEPA-
La, YTO NPUBENO K NeTasIbHOMY UCXOAY Y OfHOIO U3 HUX, He-
CMOTPA Ha NpeLweCcTBOBABLLYIO MMMAAHTaLMIO KapanoBep-
Tepa-gedubpunnatopa [29].

Hepepko ¢ p[uMarHOCTMKOW HACNeACTBEHHbIX NUMNO-
BNCTPOOUI MOTYT CTONKHYTbCA BPaun-rHEKONOMM Npu 06-
CfleloBaHNM »KEHLUH, Habnogaowuxca no nosogy CMKA
unn 6ecnnogusn. CUNTAeTCs, YTO TMNEPUHCYNIMHEMNSA, BTO-
PVYHaA MO OTHOLIEHWIO K UHCYNMHOPE3UCTEHTHOCTM, CTU-
MyJIMPYET TEKA-KNETKM K BbIPabOTKE aHAPOreHOB 1, KpOMe
TOrO, CHMXKAeT BblpabOTKy rnobynuHa, CBA3bIBAIOLIErO MO-
nosble ropmoHbl (TCMIN) B neyeHn, YTO NPUBOAUT K MOBbI-
LUEHUIO YPOBHA CBOOOLHOMO LIMPKYNMPYIOLLEro TeCTOCTEPO-
Ha [30, 31].

Y »eHwwuH ¢ Bl yacto BCcTpevatoTca cnegyowme KNnHn-
yeckme NPoABNEHNA: YMEPEHHbIV TMPCYTH3M, KIUTOPOMera-
NS, HeperynapHble MeHCTpyauun, a y HEKOTOPbIX Habio-
JaeTca nepBuUYHAsA WM BTOPUYHASA aMeHOpes, CHUXeHne
deptnnbHocTn n CMKA [5, 8, 18, 27, 28]. Xota onybnuko-
BaHHble aHHble CKyAHbl, y AeTel ¢ [J1 MmoryT HabnogaTtbca
paHHee agpeHapxe, UICTUHHOE NpeXAeBpPeMEHHOEe NONI0BOE
CO3peBaHne UIn LeHTpasbHbIA rMnoroHaansm [5, 18]. Myx-
UnHbl € BIT1 MOryT umeTtb HOpMasnbHYIO PenpoayKTUBHYIO
CNOCO6HOCTb, OAHAKO Y OAHOro MaLveHTa 3aperncTpupo-
BaH Cylyyai Tepatosoocnepmum [8].

Hanbonee yacTon rmHEKONOrMYeCcKom NaTonormen y xeH-
WuH ¢ nunoguctpoduamn asnsetca CMKA, ¢ npegnonarae-
MOW PacnpOCTPaHEHHOCTbIO B ITEPATypPe NPUOAN3UTENIBHO
16-54% [32]. B MHOrOLEHTPOBOM NPOCMEKTUBHOM Habnoaa-
TeNbHOM 1ccieioBaHnK, NnpoBeaeHHoM Akinci B. n coaBsT. [33]
cpenu 24 naumeHToB ¢ CIJ1 ynbTpa3ByKoBble NPU3HAKK MNONK-
KUCTO3HbIX ANYHMKOB UMENNCb Y 9 13 12 XKeHLWMH penpoaykK-
TUBHOrO BO3pacTa.

Opyrne ruHekonornyeckne/akylepckme OCIOXKHEHUS,
KOTOpbIe Yalle BCTpeyvatoTca y naunenTos ¢ CMNJ12 Tvna, uem
B o6Leln nonynsaumu, BKoyaT 6ecrinogue (28%), rectauu-
OHHbIN Anabet (36%), BbikuAabiwwm (50%), a Tak»ke SKNaMncuio
v rmbenb nnopa (14%) [34].
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Taknm o06pasom, ponb MMHEKONOra MOXeT ObiTb OUYeHb
LIeHHOW B ANArHOCTUKE CUHAPOMOB NNMNOANCTPODNN Y XKEH-
LVH.

Hnabetnyeckan Hedpponatua (OH) npeacrasnset cobomn
BEOYLLYIO MPUUYMHY TEPMUHANIBHON CTagun XPOHUYECKOWN
6one3Hn nouek (XBI) B obwein nonynsauymu. MNockonbKy
WHTEHCVBHOCTb U MPOAOIKUTENbHOCTb  FUMEPHINKEMUN
ABMAIOTCA OCHOBHbIMU W3BECTHbIMU MaTOreHETUYECKUMU
dakTopamy [H, MOXHO 6b110 Obl OXUAATb, UTO Y NaLUeH-
TOB C CMHAPOMasibHbIMU popMamMm arabeTa, OTHECEHHbIMY
K «gpyrum cneumouueckum popmam guabeta», reHes nato-
noruu nouek byfeT CBA3aH C AMabeTNYeCKUMN HapyLLeHUs -
MU, MOCKOJbKY 3TV NaLMEHTbl XapaKTEPU3YIOTCA KPanHUMM
bopmMamn MHCYIMHOPE3UCTEHTHOCTU 11 MOTYT UMETb THXe-
Nyio TMMNEPriIMKEMUIO B TeUeHNe aninTenbHoro nepuoga. Og-
Hako Kraccuuyeckas [IH y naymeHTOB C HacneACTBEHHbIMU
nunoaucTpodusmMmn BCTPeUaeTcsa peako, HO y HUX Habnoga-
loTcA Apyrve 3aboneBaHus noyek [35].

CornacHo AaHHbIM NUTEPATYpPbl, MpY 06CNefOBaHMM
nauymenToB ¢ BIJ1 mnun MIJT yacto gnarHoCcTMpyoTCa Xpo-
HMYeckme 3aboneBaHUA MOYEK, NPOABAALWMEC NpoTe-
WUHYpWen, cpean KOTopbix Haubonee pacnpocTpaHeHbl
¢doKanbHbIN  CerMeHTapHbIN  rnomepynocknepo3 (OCrC)
M MembpaHo-nponudepaTBHbIA  FMOMepPYNoHeGPUTUT
(MMrH). C ppyroi ctopoHbl, cBasb mexay CIMJ1 n 3abonesa-
HUAMW NoYeK Oblia 3340KYMEHTPOBAHA B OYEHb HEMHOTUX
cnyyvasx [36].

OTU faHHble COMNAcyTCsA C pe3ynbraTaMy UCCiefoBa-
Husi Javor E. u coaBT. [37], B KOTOpOM 6bli 06C/ieqoBaHbl
25 nayvenToB ¢ [T1 (7 c MM wn 18 ¢ BIT1). Y 88% 6bina guarHo-
CTPOBaHa MUKpPoanboymuHypus (>30 mr/cyT), y 60% — ma-
KpoanbbymuHypua (>300 mr/cyT) n'y 20% — npotenHypus
HedppoTUueckoro ananasoHa (>3500 mr/cyT). Y 23 (92%) na-
LMeHTOB Habniofanca MOBbIWEHHbI KINPEHC KpeaTMHUHA
(>125 mn/Mnn/1,73 m?). 7 n3 25 obcnegoBaHHbIX NaLMEHTOB
6blna npoBefeHa 6roncma Noyek, No pesynbTaTaM KOTOPOW
y 4 nauyuneHTtoB 6bin gnarHoctuposaH OCIC, y 2 — MIMMH
ny 1 naumeHTa — npm3sHaku JH.

MaToreHe3 NopaXeHns NoYeK NPy HaceaCTBEHHbIX Jn-
noancTpodusax ocTaeTcs HeACHbIM. Bo3MoXKkHas naToreHHas
cBA3b Mexay myTaumamu LMNA n BosHukHoeHnem OCIC
cBA3aHa C TpaHchopmumpyowmm ¢akTopom pocTa-6eTal
(TGF-f31). Y TpaHCreHHbIX MbILLE, CBEPXIKCNPECCUPYIOLLNX
aKTMBHbIN yenoBevecknii TGF-B1, passmBaeTca pubpos ne-
YeHu, a TaKXKe MTOMepPYIOCKNEPO3 U CUHAPOM, NMOAOOHbIN
nunoguctpoodumn. Ceepxakcnpeccuss TGF-B1 B nogounTax
MOXeT MPUBECTU K MOJOLUTONEHNN U TTOMEPYSIOCKIEPO-
3y. bbIno BbICKa3aHO MpeAnoNioXeHre, UTO laMyHbl A-Trna
Heo6XoAVMbI ANst MHIMOUPOBaHUs Nponudepaunn prbdpoob-
NacToB MyTeM KOHTPOJA aKTMBALMY FeHOB, CTUMYINPYEMBbIX
TGF-f31 [38-411.

Cneunduryeckne N3IMEHEHWA BHELIHEro BUAa 1 Gurypsl,
06ycnoBieHHble NUNOANCTPodren, NoYTH BCeraa ABNATCA
NPUYNHON COUMANBbHON CTUrMaTU3aLn NALMEHTOB 1 OQHON
13 BegyLwuUx NPUUYUH 415 06paLLeHUs 3a NCUXONOrMYeCcKon
NOMOLLbHO.

B uccneposaHun, nposegeHHom Ajluni N. n coasrt. [17]
c yyactmem 22 nayuentos ¢ CMJT v ogHmum naumeHTom ¢ MI1/1,
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pacCcTpoONCTBO HaCTPOeHwus, Tpebylollee nprema NeKapcTs,
6b1710 BbIABNEHO Yy 12 nauymeHToB (52,2%). lenpeccrsa 6bina
Hanbonee pPacnNpPOCTPAHEHHBIM MCUMXMATPUYECKUM 3abore-
BaHVeM, NpucyTcTByoWmMM y 10 nauyneHToB (43,5%). Y wectn
MaureHTOB Oblna BbIABNIEHA TPEBOXHOCTD (26,1%), y 0gHOro
nauveHTa 6bi1Io GUMNoNAPHOE PaCcCTPOMCTBO, a elle y OfHO-
ro 6biNI0 HeYCTaHOBNEHHOE MCUXMATPUYECKoe 3aboneBaHye,
[Ns IeYEHUs KOTOPOTO OH PaHee NPVIHUMAM aHTUMCUXOTMYe-
CKoe cpepcTBo. XpoHuyeckas 6onb npucytctBoBanay 78,3%
naumMeHToB 1, Kak coobLaeTcs, 6bina Bbi3BaHa coveTaHWeM
apTpwuTa, 6bonen B cnnHe, GubpOMManTmn 1 MMONATUN.

MopgobHble HapylleHUsi MOTYT MPUBOAUT K KpalHe ce-
pbe3HbIM NOCNEACTBYAM, B TOM YMCIIE K MOMbITKaM Cyuuuaa,
B CBAI3U C YEM CBOEBPEMEHHAsA NCKXONIOrMyeckas u ncuxma-
TPUYECKas NMOMOLLb UMEET BaXKHOE 3HaueHune ANiA 3TUX na-
LIMEHTOB.

OCHOBHbIE MPU4YUHbI CMEPTU

OCHOBHbBIMM NPUYMHAMWN CMEPTX NaLUMEHTOB C Hacnep-
CTBEHHBIMY JIMMOAUCTPOPUAMN  ABNAIOTCA 3aboneBaHus
cepdua (KapavomuonaTua, ceppeyHas HeJOCTaTOUYHOCTb,
MH)APKT MMOKapaa, apuTMUsl), NeuyeHn (neyeHouHasi Heflo-
CTaTOYHOCTb, »KeNyJOUYHO-KMLLIEYHble KPOBOTEYEHUs, rena-
TouennNApHaa KapumHOMa), MoYeyHasas HeJoCTaTOUYHOCTb,
OCTPbI NAHKpeaTuT 1 cencuc [5, 9.

B nccnepoBanmu Lima J. n coaBT. n3 20 naymeHToB
(12 eHWwmH n 8 MmyunH), ymepLumx ot BI'J1 B nepuog c 1997
no 2017 rr., cpegHN BO3pacT HAa MOMEHT CMepPTU COCTaBUIN
27,1£12,4 roga. Bo3pacT cmepTy KeHWwuH 6bin 6onee mo-
NIOAON, YEM Y MY>KUMH (25,2+12,5 npoTtms 29,9+12,6 roaa,
p=0,41). Oxxngaemaa NPOAOIKUTENBHOCTb KN3HWU KCChe-
gyemon nonynAumn coctasuna 62,9+4,8 roga. ABTOpbI
npeacTaBunn Knaccudrkaumio NpuYrH CMepTu, pasgenuvs
MX Ha 3 OCHOBHbIE TPYNMbl: UHPEKLMY, 3ab0N1eBaHNA Neve-
HU 1 NpoYMne NPUYMHbI (BKNOYAA OCTPbIN NaHKpeaTuT, Nno-
YeuHyl HefoCTaTOYHOCTb 1 BHE3aMHY CMepTb/UHapKT
Muokapga). Y 7 yenoBek (35%) 6biia 3aperncrtpmpoBaHa
CMepTb U3-3a MHPEKUMOHHOro npouecca. Hanbonee pac-
NPOCTPAHEHHOW NPUYNHOW B 3TOM KaTeropmm cTasna nHes-
MOHUA, KOTOPas pa3Buiach y YeTbipex naumeHToB. Y ABONX
Habnofanach AbixaTenbHas HeLOCTAaTOYHOCTb. OfVH nauu-
€HT 13 UHPEKLUMOHHONM rPYNMbl CKOHYaNCs OT LessiionnTa
npaeoro 6eapa, BO3HUKLIEro Ha ¢pOHe HEMONHOIo pPa3pbi-
Ba MbILULbI U CENTUYECKOro apTpuTa. Ewle cemb naymeHToB
(35%) ymepnu oT 3ab60neBaHUN NEYEHN U UX OCIIOXKHE-
HUI. Tpoe 13 HUX NOrMbMN OT KPOBOTEUEHUSA U3 BEPXHUX
OTAE/I0B XeNyAOoYHO-KULLIEYHOrO TPaKTa, BbI3BaHHOIO Linp-
po30M MeyeHu. YeTbipe nauueHTa nmenn Tsxesnble 3a6o-
NeBaHUA NeYeHN N CKOHYaANNCb OT NEeYEHOUHOW HeaoCTa-
TOYHOCTW. [1Ba MaumeHTa ymepnu BHe3anHo; No AaHHbIM
BCKPbITMA OAHOrO M3 HWX, Obl1 AMArHOCTMPOBAH OCTPbIN
UHPapKT MroKapaa. OQuH NaLMeHT CKOHYascs oT OCTPOro
naHKpeaTuTa, MPUYNHON CMEePTM eLle ABOMX CTana noveu-
HaA HeJoCTAaTOUYHOCTb [42].

Gupta N. u coaBT. uccnegoBany NPUYMHBI CMEPTU Na-
umeHToB ¢ BIJl, AnarHOCTMPOBaHHbIM B AETCKOM BO3pac-
Te. 13 15 yyacTHuKoB nccnepgoBaHua 6 (40%) CKoHYanucb
OT pecnunpaTopHOn UHPeKunn, a 1 — OT NepuToHuTa [42].
Rheuban KS. u coaBT. onucanu KnuHn4Yeckun cnyyaim cmep-
TU MauMeHTa OT NepPUTOHWTa M CenTUUemMuMM B BO3pacTe
23 net [43]. [IBe 13 4eTblpex 3aperncTpupoBaHHbIX CMep-
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Tel, o KoTopbix coobuwanu Bjornstad PG. n coaBT, Takxe
6bIIM CBA3AHbI C UHEKUUAMU NErknx; cpefHuin Bo3pacTt
Ha MOMEHT cmepTun cocTaBun 32 roaa [44]. Hsu RH. n coaBsT.
npeacTaBun daHHble O 16 negmaTpuyecknx naumeHTax
¢ BIJ1 Tvna 2 B TamBaHe. Tpoe m3 3TUX NALMEHTOB CKOHYa-
nncb B cpepHem B Bo3pacte 10,9 roga: oguH OT apuUTMnu,
Apyron — OT ABYCTOPOHHEN MHEBMOHUW, a TPETUN — NO He-
N3BECTHOW npuymnHe [45].

DTV JaHHble YKa3biBAOT Ha TO, YTO MHEKLUA, Yalle fe-
rouYHas, ABNAETCA OOHOM N3 OCHOBHbIX NPUYMH cMepTh. YTo
KacaeTcs BO3MOXHbIX MEXaHU3MOB, OOBACHAIOLLMX BbICOKYHO
NPeLpPacnono)XeHHOCTb K MHGEKLUOHHbBIM NpoLeccam B AaH-
HOW rpynne, TO Ha Makpodarax MpUCyTCTBYIOT PELENTOPbI
NEenTUHA, KOTOPbIA aKTUBUPYET darounTapHyo GyHKLMIO
3TUX KNEeToK. Hu3Kne ypoBHU nenTrHa B CbIBOPOTKE y nauu-
eHTOoB ¢ BIT1 MOryT cnoco6cTBOBaTL PAa3BUTUIO U MPOrPeccu-
POBaHNI0 UHGEKLMOHHBIX MPOLECCOB. TakKe BO3MOXHbIMU
MeXaHM3mMamy MOryT ObiTb HAPYLUEHUA B MEMOPAHHbIX Jin-
nMaax WM AUnuaHbiX padrax, uYto MoxeT obneryatb npo-
HWKHOBEHWE BHYTPUKIIETOYHbIX NapasuToB MM MPUBOAUTb
K gedeKTHOW npe3eHTauun aHTireHa. Kpome Toro, ypoBeHb
xonectepuHa JIMNBI Hxe 0,35 MMonb/n accoummnpyeTcs € no-
BbILLEHHOW NPEeAPaCMNoNOKEHHOCTbIO K MHbeKUMAM [46].

3AKNIOYEHUE

[lnarHocTMka HacneacTBEHHbIX nunogucTpodun y na-
LIMEHTOB OC/IOXHAETCA MHOrOO6pasnem CUCTEMHbIX NMPOsB-
neHuin 3aboneBaHna U HeQOCTaTOYHOWN OCBEAOMIEHHOCTbIO
Bpayen obwero npoduna. ObyueHne KINHULMCTOB CUCTe-
MaTVUYeCKOMY BKJTIOUEHMIO aHANIN3a XKNPOBOW TKAHW B CTaH-
JAPTHYIO KIMHYECKYIO MPAKTUKY AO/MKHO CMNOCOOCTBOBATb
YNyULIEHVIO [AWMArHOCTMKMA W Tepanuu nunoguctpoduu,
a TaKkXKe CconyTCTBYOWMX 3aboneBaHni, CBA3AHHbIX C STUMM
cnHgpomamm [13].

OueBuUAHbI HEraTUBHbIE MOCNEACTBUSA 3a[E€PKKM B yCTa-
HOBNIEHWM AMArHo3a fAjia 300pPOBbA MauMeHTa, MPOrHo3a
3aboneBaHnsa 1 3aTpaT Ha nevyeHne. Cpean Bpaven obuiero
npoduns, a 0COBEHHO TaCTPOSHTEPOJIOrOB, MMHEKOONOB,
KapAuonoros 1 TEPANEBTOB, Ba>KHO NMOBbLICUTb OCBEAOMJIEH-
HOCTb O NMEPBUYHOWN AUATHOCTUKE NUNoaMcTpodun, ytobbl
06ecneynTb paHHee YCTaHOBMIEHWE [MarHo3a 1 CBOEBpe-
MEHHOE JleyeHue.

AONOJIHUTENIbHAA UHOOPMALINA

UctouHuk ¢uHaHcmpoBaHua. OuHaHCMpoBaHWe [aHHOW paboTbl
He NPOBOANIOCh.

KoH)nuKT mHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWEN CTaTbM.

YuacTtme aBropos. Oponkosa H.B. — aHanus meanumnHckon fOKyMeH-
TaLuMu nauueHTa u HanncaHme TekcTa; Kokwaposa E.O. — aHanu3 nutepa-
TYPHbIX AAHHbIX, OKOHYaTE/IbHOE YyTBEPXKAEHME ANA Ny6nmnKaLmm pykonmcu;
MuwwmHa E.E. — aHanu3 nuTepaTypHbIX AaHHbIX, PeAakTpoBaHMe TeKCTa
1 yTBEpXKAeHve ansa nyonukauum pykonucy; Llectakosa M.B. — pa3pabot-
Ka KOHLeNuuu 1 Au3aiiHa, aHanus nnTepaTypHbIX AaHHbIX, OKOHYaTeNIbHOe
pefakTUpPOBaHMe TEKCTa 1 YTBEPXKAEHME ANA NyOnvKaLmmy pyKonmcu.

Bce aBTOpbI 0Q06pPVNM GUHaNbHYIO BEPCUIO CTaTby MNepen nybnvka-
Lven, Bbipasunim coriacme HeCT! OTBETCTBEHHOCTb 3a BCe acrneKTbl paboTbl,
rofipasyMeBaloLLyto HaAnexallee n3yyeHve 1 peLeHrie BONpPOCoB, CBA3aH-
HbIX C TOYHOCTbIO U AOBPOCOBECTHOCTbIO NOOOI YacT PaboThI.
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