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JNlvnoguctpodun — rpynna opdpaHHbIX 3a6oneBaHuUin (Mo pasHbIM NCTOYHUKAM, PacnpoCTpaHeHHOCTb 3aboneBaHNA Bapbu-
pyetca ot 1 go 5 cnyyaes Ha 1 000 000 HaceneHus), KOTOpble MOTYT UMETb Kak HacleCTBEHHbIN, Tak U NPUOBPETEHHDIN
xapakTtep. 3aboneBaHua AaHHOW rpynnbl NPeAcCcTaBAAOT CUMNTOMOKOMIMIEKC, XapaKTepPU3YOLWUNCA Pa3fIMYHON CTEMEeHbIo
NnoTepPU XXMPOBOWN TKaHW: NOSIHOW (reHepann3oBaHHaA NUNOAUCTPOGUA) UM YacTUUYHON (MapumanbHaa aMnognucTpodus),
a TakXKe HernpaBW/bHbIM pacnpefeneHnem NOAKOXKHON XMPOBOW KNeTyaTKKn, MpW YCII0BMM OTCYTCTBMA BAVAHNA annMeH-
TapHoro daktopa 1 Katabonuueckmx coctoaHui. Jinnognctpodrm xapakTepmsyoTca MeTabomyecknmm n3mMeHeHnAMM:
ONCAUNUAEMUERN, HapYLIEHUAMU YINeBOAHOro 06MeHa, MHCYNMHOPE3NCTEHTHOCTbIO, MeTabonmyeckn accouumMpoBaHHOM
Xnposoii 6onesHbio neveHn. OTaenbHO CTOMT 0603HAUUTL PENPOAYKTUBHbIE HAPYLLEHWA, TaK/e KaK CMHAPOM MOJINKNCTO3-
HbIX ANYHWNKOB, 6ecnnoane, HeBbiHalLMBaHME HepeMeHHOCTM 1 Apyrre. YMeHbLUeHWe COAepKaHWA XXMPOBOIN TKaHU B opra-
HM3Me NPUBOAUT K CHUMEHUIO BbIPabOTKM ropMoHa TeNTrHA, KOTOPbIN BANAET Ha HEMPOHbI FrMoTanamyca, perynupyioLime
YYBCTBO rofiofa 1 HacbllWeHWs, a TakXKe YBeNIMYMBaEeT PAcXOA dSHEPrum 3a cHeT CTUMYNALUK TepmoreHesa. [MnonentnHemua
ABNAETCA OCHOBHOWM NPUYMHON MeTabonnyecKnx HapyLeHUI, CBA3aHHbIX C nunoguctpoduein. B HacTosALee Bpema 3aperu-
CTPVPOBaH PeKOMOUHAHTHBIN aHaNor YeloBeYeCKOro enTrHa — MeTPEenenTyrH, YNyJalowmii KauecTBO XU3HU NaLneHToB
NnocpefCcTBOM OCTUXEHNA KOMMeHcaLm MeTabonmnueckmx HapyLLleHIi, yMeHbLeHNaA runepdarnu, a Takxe okasblBasa 6na-
ronpuATHoe BAuAHUe Ha GepTUNbHOCTb.

HNF1A-MODY — caxapHbiii gnabet ¢ ayTOCOMHO-AOMMHAHTHLIM TUMOM HacnefoBaHUsA, acCOLMMPOBAHHDBIA C reTepo3su-
roTHbIMY BapuaHTamu reHa HNF1A, yuactytowero B anddepeHUnpoBKe U GYHKLMOHNPOBAHUN MOAXKENYA0YHON Xene3bl.
[na 3aboneBaHnA xapakTepHbI: Aeb0T B MONoAOM BO3pacTe, NpeobnagaHmne NocTnpaHaManbHOM rMneprimkeMmm, Hannume
rIOKO3ypuK, MporpeccupyioLlee TeyeHre C BbICOKMM PUCKOM Pa3BUTUA MUKPO- U MaKPOCOCYAMCTbIX OCOKHEHUN, 3bdek-
TUBHOCTb Tepanuu npenapaTtamu cynbGOHUIMOYEBHHBI C MOABNEHMEM CO BPeMeHeM MOTPeBHOCTM B Ha3HaUYeHUW UHCYNK-
HoTepanuu.

B naHHOW cTaTbe NpefCcTaBfieH NepBbI B POCccn KNMHMYECKUI Cnyyaid, [eMOHCTPUPYoLWmi 6epeMeHHOCTb NaLueHTKN C Co-
yeTaHuem AByx opdaHHbIX 3aboneBaHuiA: cemeHol NnapuuanbHon nunoguctpodun 4 Tuna u MODY 3 (nepeueHb peaknx
(opdaHHbIX) 3aboneBaHun MuH3gpasa Poccun ot 06 deBpana 2023 r.), nonyyasLien NaToreHeTUYeCKoe neyeHne metpe-
NenTUHOM 0 NOATBepXAeHNA dakTa bepeMeHHOCTU.

KJITOYEBBIE CJIOBA: HacnedcmeeHHble unoducmpoguu; cemeliHas napuuaabHas aunoducmpodgus; caxapHeit ouabem; MODY 3; PLIN1;
HNF1A; 6epemeHHOCMb; ophaHHbIe 3a601e8aHUS; MempenenmuH,; hepmusibHOCMb.

A CLINICAL CASE OF PREGNANCY OF A PATIENT WITH A COMBINATION OF TWO
ORPHAN DISEASES: FAMILIAL PARTIAL LIPODYSTROPHY TYPE 4 AND HNF1A-MODY
ON THE BACKGROUND OF THERAPY WITH RECOMBINANT HUMAN METHIONYL LEPTIN
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Lipodystrophies are a group of orphan diseases (according to different sources, the prevalence of the disease varies from
1 to 5 cases per 1,000,000 population), which can be either hereditary or acquired. Diseases of this group represent a symp-
tom complex characterized by varying degrees of loss of adipose tissue: complete (generalized lipodystrophy) or partial
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CASE REPORT

(partial lipodystrophy), as well as abnormal distribution of subcutaneous fat, provided that there is no influence of alimen-
tary factors and catabolic conditions. Lipodystrophies are characterized by metabolic changes: dyslipidemia, carbohydrate
metabolism disorders, insulin resistance, metabolically associated fatty liver disease. Separately, it is worth mentioning re-
productive disorders, such as polycystic ovary syndrome, infertility, miscarriage, and others. A decrease in the body’s fat
content leads to a decrease in the production of the hormone leptin, which affects the hypothalamic neurons that regulate
hunger and satiety, and increases energy expenditure by stimulating thermogenesis. Hypoleptinemia is the main cause
of metabolic disorders associated with lipodystrophy. Currently, a recombinant analogue of human leptin has been regis-
tered — metreleptin (methionyl leptin), which improves the quality of life of patients by achieving compensation for meta-
bolic disorders, reducing hyperphagia, and also having a beneficial effect on fertility.

HNF1A-MODY is diabetes mellitus with an autosomal dominant type of inheritance associated with heterozygous variants of
the HNF1A gene, which is involved in the differentiation and functioning of the pancreas. The disease is characterized by on-
set at a young age, prevalence of postprandial hyperglycemia, presence of glucosuria, progressive course with a high risk of
developing micro- and macrovascular complications, effectiveness of therapy with sulfonylurea drugs with the emergence
of the need for insulin therapy over time.

This article presents the first clinical case in Russia demonstrating the pregnancy of a patient with a combination of two
orphan diseases: familial partial lipodystrophy type 4 and MODY 3 (list of rare (orphan) diseases of the Ministry of Health
of Russia, dated February 6, 2023), who received pathogenetic treatment with metreleptin before confirmation of the fact
of pregnancy.

KEYWORDS: hereditary lipodystrophies; familial partial lipodystrophy; diabetes mellitus; MODY 3; PLIN1; HNF1A; pregnancy; orphan diseases;

metreleptin; fertility.

AKTYAJIbHOCTb

CvHgpom nunoanctpodrm — 3TO Fpynna KpanHe peg-
Kux 3aboneBaHul, nogpasfendAwowanca Mo 3TUOSIOTK
Ha HacefICTBEHHbIE 1 MPYOOPETEHHbIE GOPMbI, MO CTENEHU
noTepu NOAKOXHOW MpoBon knetuatkn (IMKK) — Ha re-
Hepanu3oBaHHble (nonHoe otcytcTBue KK npakTnueckn
BO BCEX y4yacCTKax JEMOHUPOBaHUA XUpa B OpraHu3Me ue-
noBekKa) 1 Ha napuuanbHble (otcyTcTBue KK 3aTtparusaet
OTAesNibHble YYacTKM Tesla, Hanpumep, BEPXHUE U HUKHUE
KOHeuHoCTK). [Mpr napymnanbHbIx NAUNOAUCTPodUaX Habnio-
JaeTca TakXke HenpasunbHoe nepepacnpegeneHne [MKK
(no abgoMUHaNbHOMY TWMY, MHOFAA MOBbILIEHHOE AENOHN-
poBaHue B 0611acTu LWeK, HAAKIIIUMYHbIX 0bnacTax u np.),
uTO HEeob6Xxo0AMMO yunTbiBaTb NMpU NpoBefeHun anddepeH-
LUManbHOM AMArHOCTVIKY, Hanpumep, C TUMMYHbIM 3K30reH-
HO-KOHCTUTYLIMOHANbHbIM  a6OMUHANIbHBIM  OXUPEHKEM,
rMnepKkopTMLM3MOM, akpomeranven n np. Boiwenepeunc-
neHHble GpeHOTUMMYECKUE M3MEHEHUA BO3HMKAIOT Mpu yc-
NOBMM OTCYTCTBUA MPEALIECTBYIOWErO rofiofaHna Unm Ka-
Tabonnuyeckoro coctoaHma [1-3]. TeHe3 HacneacTBEHHbIX
nunogucTpodunn obycnioBneH myTaLmed OQHOTO U3 TEHOB,
OoTBeuawlmx 3a agunoreHes, AubdepeHLMpPOBKY 1 pery-
nAaumio anontosa agunouutoB. Aeduunt MKK npusogut
B CBOIO ouepenb K AepuumnTy fenTrHa — ropMoHa, y4acTBy-
IOLLero B perynaumMy SHepreTmyeckoro obmeHa, oKasbiBas
AHOPEKCUTEHHOE BNUSHME HA OPraHn3M.

B HacTosulee Bpemsa C LENbld MNATOreHeTUYeCKoro ne-
YeHUs NUNOANCTPODUIA 3aPErNCTPUPOBAH PEKOMOMHAHT-
HbII aHANoOr YenoBEYECKOro fenTuHa — METPENEnTUH,
YAYUYaloWNA KavyecTBO KM3HW MaLUEHTOB MOCPELACTBOM
OOCTUPKEHMA KOMMEHCAUUM MeTabonmuyecKnx HapyLueHWH,
LeHTPaNbHOrO BO3AENCTBMA HA HEPBHYIO CUCTEMY, YMEHb-
weHus runepdarny, a TakkKe O6MAaronNPUATHOIO BUAHUA
Ha $epTUNbHOCTb. B CBA3M C yBenMUeHnem BbIABAAEMOCTU
W PacnpOCTPAHEHHOCTM CMHAPOMOB nunoauctTpodun Bpa-
Uy Pa3NINYHBIX CNeLuanbHOCTEN JOMXKHbI 6bITb HGOPMUPO-
BaHbl O OCOOEHHOCTAX BeleHUsA 1 fleYeHUs faHHOW Korop-
Tbl NauuneHToB. Ocoboe 3HaueHre UMeeT KOMMETEHTHOCTb
Bpayel B BOMPOCax leYeHUs NaLMEHTOK PENPOAYKTUBHOIO
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BO3pacTa C CUHAPOMOM NUnoancTpodnm 1 NHGOPMNPOBaH-
HOCTb O BAINAHWW NENTUH-3aMeCTUTENbHON Tepanummn Ha pe-
rynAaunio penpoayKTVBHOM CUCTEMDI.

HNF1A-MODY — caxapHbiii gnabet (C[l) ¢ ayTocOMHO-
LOMUHAHTHBIM TUMOM HACNefoBaHMWsA, acCOLUMNPOBAHHbIN
C reTepo3uroTHbiMu BapraHTamu reHa HNF1A, kogupyowe-
ro renatouuTapHbIi AaepHbIn ¢pakTop 1A, HEO6XOAMMbIN
ana anddepeHUNPOBKN 1 GYHKLUMOHMPOBAHMA MOAXenNy-
[IOUHOW »enesbl. [1nA 3aboneBaHNs XapaKTepPHO Hauyano
B MOAPOCTKOBOM W/IM MOJIOAOM BO3pacTe, npeobnagaHve
NOCTNPAHAVANBHOW TUMEPrTIMKEMUM, HanMume [oKo3y-
pun paxke Npu KOMMEHCUPOBAHHOM YFIEBOAHOM OOMeHe.
HNF1A-MODY umeeT nporpeccupyiollee TeyeHne C BbiCOo-
KUM PUCKOM Pa3BUTUA MUKPO- U MAaKPOCOCYANCTBIX OCIIOX-
HeHW. Y 60oNblWMHCTBA NauneHToB 3$deKTNBHaA Tepanus
npenapaTtamu cynbGOHUIMOYEBHBI C MOABIIEHNEM CO Bpe-
MeHEeM NOTPebHOCTY B Ha3HAYEHUUN MHCYNIMHOTEPANUU.

B maHHOWM cTaTbe nNpeacTaBneH nepsbin B Poccnun knu-
HUuYyecknn cnyyar naumeHTkm ¢ C[ BcneacTteme cemen-
HOW napuuanbHon nunoguctTpodum 4 Tuna (reteposu-
roTHbIN BapuaHT ¢.1210-1delG B reHe PLINT) B coueTaHumn
¢ HNF1A-MODY (BapuaHT c.1699G>A B reTepo3MroTHOM
coctosaHun B reHe HNF1A), nonyyaBLuel natoreHeTu4yeckoe
neyeHne MeTpeNenTMHOM A0 NOATBEPKAEeHUA PpaKTa bepe-
MEHHOCTWU.

KINUHUYECKUIA CNYYAN

MaumenTka O., 35 neT, ¢ cemenHON NapunanbHON NUno-
anctpoduent 4 Tvna BCeacTBrE FeTePO3NrOTHOMO BapraHTa
c.1210-1delG B reHe PLINT n HNF1A-MODY Bcnepnctsue re-
TepO3UroTHoro BapmaHTa c.1699G>A B reHe HNFTA nocty-
nuna B otaesneHue Tepanun anaberta M'HL PO OIrey «HMUL
sHpoKpuHonorum» M3 PO B nioHe 2024 1. Ha 8- Hegene ¢u-
3MON0rNYeCcKom 6epeMeHHOCTM C XKalobaMu Ha MOBbILLEHNE
rnukemun go 20,0 MMOnb/, U3XKOry, YyBCTBO ronofa.

M3 aHamHe3a n3BecTHo, uTto B 1999 ., B BO3pacTe 11 ner,
nauveHTKa oTMeTIa GeHOTUNNYECKUE N3MEHEHNA (MYCKY-
NINCTbIE PYKN Y HOTU NPU OTCYTCTBUM aKTUBHOWN GU3NUYECKO
Harpysku).
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B 2003 r., B BO3pacTe 15 neT, naymeHTKa ambynaTopHo 06-
cnepoaHa B OI'bY «<HMWL, sHgokpuHonorun» M3 PO, guarHo-
CTMPOBAHO HapyLUeHWe TONEPAHTHOCTM K IIOKO3€e MO pesyJib-
TaTaM NepopasibHOro rMOKO30TONEPAHTHOrO TecTa (FMrKeMma
HaTowak — 4,5 Mmmonb/n, yepes 120 mmuH — 10,5 Mmmonb/n).
Bbbina nHMUMMpoBaHa nepopasibHaA caxapoCHMXKaloLwan Tepa-
nua meTpopmmHOM no 850 Mr 2 pasa B ieHb, NpYHMMana B Te-
yeHue 2 feT, 3aTeM OTMEHMIIa CAaMOCTOATENbHO. B TO ke Bpema
Ha OCHOBAHWUM anob Ha HeperynApHble MeHCTpyauumn (me-
Hapxe ¢ 11 neT), npy obpalLeHnn K MTMHEKONOTY Obin AMarHo-
CTUPOBAH CUHAPOM MONMKMUCTO3HbIX ANYHUKOB (CIA), mo no-
BOAY KOTOPOro naumeHTKa AJIMTENbHO Nojlyyana pasfiyHble
KOMOVHMPOBaHHbIe opanbHble KoHTpauenTuebl (KOK). B atot
Ke nepuog BpeMeH NaumneHTKa 6bi1a BriepBble rocnmTanmnsu-
poBaHa C AnarHo3om «OCTpbI NaHKpPeaTUT», BNOCIeACTBUAN
NPOVCXOAWIIN EXXerogHble roCnuTann3aumm B CBA3n C 060-
CTpeHUAMN naHKpeaTuTa (6onee 20 NpUCTYNoB, NOCIEQHWN
B deBpane 2023 r.). OgHOBPEMEHHO C 3TUM, MO AaHHbIM Y3/
OpraHoB GPIOLIHON NONOCTY, ObiNv BU3Yan3npoBaHbl U3Me-
HeHVIA MeYeHM Mo TUMY KUPOBON NHOUNBTPALUN.

C 2006 1., B BO3pacTe 18 nieT, B GUOXUMUYECKOM aHaNm3e
KPOBW BMepBble BbIABNEHA ANCAUNUAEMUA (TMNepTPUriun-
uepuaemuns), HasHadanacb Tepanus ¢prubpatamm n CcTaThHa-
MM, KOTOpasa NpuHUManacb HeperynapHo. MakcrmanbHbIN
YPOBEHb TPUMNLEPULOB 3a BeCb nepuop HabnopeHus,
€O CnoB, 73 mmonb/n (MeguUMHCKaa QOKYMEHTaUA He npe-
JOCTaBJIeHa).

B 2007 r., B BO3pacTe 19 neT, B CBA3M C 3adMKCUPOBAHHBIM
MoBbILIEHVEM YPOBHSA apTepuanbHoro AaeneHus (ALl) 6bina
WHULMMPOBaAHA aHTUIMMNEepPTEH3MBHAA Tepanua (B pasHoe
BPEMS Ha3HayanuMcb Npenaparbl U3 rpynn MHrMOUTOpPbI aH-
rMOTEH3MHNpPEBPaLLatoWero ¢epmeHTa /6110KaTopoB peLen-
TOpo aHrnoteHsuHa Il (AMO/BPA)), BnocneactBum — B KOM-
6uHauum ¢ B-6nokaTopamu, a Takxke AUYpPeTrKamm), CO CJI0B,
C OOCTVIXKEHMEM LienieBbIX 3HaYeHnn A/l

B 2009 r.,, B BO3pacte 21 roga, npu rocnutanmsayunm
B CTaUMOHap Mo MOBOAY OCTPOro anneHauumTta 6bin aw-
arHoctupoBaH C[1 2 tuna (C[2) (ypoBeHb rnioKo3bl Mnnas-
Mbl — 20 mmonb/n). Mo aaHHbIM 06cnegoBaHuii ot 2010 r.:
aHTWTena K rnyTamataekapbokcunase (GAD) 0,46 En/mn (me-
Hee 1,0), K OCTPOBKOBbIM KNeTKaM MOAXKeNy[OUYHON ene3bl
(ICA) — oTpuuaTenbHble, SHOOTEHHAA CeKpeuusa UHCYNHA
coxpaHeHa (C-nentug — 1,31 HF/MN), MUKNPOBAHHBIV Te-
MOT06U1H (HbAk) — 9,5%. HasHaueH rnumenupug 2 mMr/cyr,
Ha ¢oHe nprema B TeueHne 6 Mec. NoKasaTenn rMMKemMnn
He ynyJywunucb. B ¢BsA3u ¢ yuem gosa rmumenupuga Obina
yBenuyeHa go 3 mr/cyT, fobasneH nHcynnH getemup 14 Eg
Ha Houb 1 meTdopmnH 1000 Mr Ha HOYb.

B 2011 r., B BO3pacTe 23 fieT, npu 06CeoBaHNN Ha Npen-
MET Hanuuma Mno3gHuUX ocnoXHeHuin CI 6biia Bnepsble
OVarHoCTMPOBaHa AWCTaNibHaA AuabeTnyeckas MONNHEN-
ponatus. B 2017 r., B Bo3pacTe 29 neT, 6biia BNepsble Ana-
FHOCTMPOBaHa HenponndepaTUBHAA PETUHONATAS, AAHHbIX
3a AnabeTmyeckyio HepponaTrio paHee NosyuyeHo He 6bI1o.

B 2018 r. uckniouveHa cemenHas runepxonecTepuHeMums.
YunTbiBas peHOTUNMUYECKNE OCOBEHHOCTU MAUMEHTKN (aT-
NeTUYeCcKoe TeNOCNOXEHNE, pPesibePHOCTb WUKPOHOMXHbIX
MbILLL, MHOXECTBEHHble KCaHTOMbI, acanthosis nigricans
NoAMbILWEYHbIX U NIOKTEBbIX obnactei, cTpun 6enoro use-
Ta Ha rpyan M >KMBOTE, YCUJIEHME BEHO3HOro PUCYHKA
Ha HWXKHMX KOHEYHOCTSAX), AaHHble NPOoBeAeHHbIX 0bcneno-
BaHWI, a TaKKe CeMeHbI aHamHe3 (NogobHble M3MeHeHuA
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BO BHELUHOCTU (MYCKYNMCTble PYKM N HOTM) UMENNCh Y Ma-
Tepu NaLMeHTKN, KOTopasa yMmepna B Bo3pacTe 62 fieT OT UH-
dapkTa MroKapgaa; y 6abyluKkn no maTeprHCKON NMHUK 6bin
anarHoctupoBaH CJ12, HacneaCTBEHHOCTb MO OTLOBCKOM
NIVHUW He M3BECTHA), Y MauneHTKU Obina 3anopo3peHa ce-
MeliHasA napumanbHasa nunoguctpodum.

B 20.07.2020 r. naumneHTKa obcnefgosaHa B Meguko-reHe-
TMYECKOM Hay4YHOM LeHTpe nM. ak. H.IN. boukoBsa. B pesynbra-
Te MacCOBOrroO NapasnnenbHOro CeKBEHNPOBAHNA KaCTOMHOM
naHenun n3 60 reHoB ObiN BbIABNIEH F€TEPO3MTOTHbIN Bapw-
aHT B reHe nepununuHa PLINT: NM_002666.4:c.1210-1delG
B reTepo3nroTHOM COCTOAHUN. Hannumne gaHHOro reHeTnye-
CKOro BapmaHTa 6bl10 MOATBEPXKAEHO C MOMOLLbIO MPAMOro
aBTOMAaTNYECKOro cekBeHUpoBaHua no CaHrepy. Ha ocHo-
BaHun KpuTtepmeB ACMG (2015 r.) n pykoBoacTsa no nHTep-
npeTauun JaHHbIX MacCOBOrO NapasnnenbHOro CeKBeHUpPOo-
BaHUsA [4] AaHHbIN BapuaHT Obll OLEHEH KaK MaTOreHHbIN
(kpuTepnn PM2, PVST1, PP5). A Takke HykneoTuaHas 3ame-
Ha NM_000545.6:c 1699G>A B reTepo3uUroTHOM COCTOAHMUN
B reHe HNF1A. B 6a3e gaHHbIX MyTauuii B reHax 4enoBeka
(The Human Gene Mutation Database (HGMD) onucaH Kak
naTtoreHHbIn y naumenTos ¢ C] MODY3.

MNocne reHeTMUeCKOro NOATBEPXKAEHNA AMarHo3a nauu-
€HTKa Ha MPOTAXEHUN HECKOJIbKUX NEeT N0 HaCTOALMIA MO-
MEHT HaxoAWUTCA NMoj ANHaMUYeCcKum HabniogeHvem B MHL|
PO OIBY «HMWL, snpgokpuHonorum» M3 PO ¢ anarHosom
«CaxapHbll guabeT BCneacTBMe CEMENHON MapuuanbHON
nunognctpodmm 4 Tuna n HNF1A-MODY».

Mpwn obcnegoBaHun B nioHe 2021 1., B Bo3pacTe 33 fieT,
6bIn onpeneneH ypoBeHb NienTnHa 2,87 Hr/mn (3,70-11,10)
1 Npou3BefieHa PeHTreHoBCKas AeHcTomeTpus Total Body,
B XOfie KOTOPOW NPu OLIEHKE »KMPOBOW TKaHW NOyYeHbl cre-
Jyiowe nokasartenum: NpoLeHT TKkaHeBon — 21,6%, NnpoueHT
pernoHapHbii — 20,8%, BUCUepanbHbIN XUp — 642 T, Xu-
poBada macca — 13,715 . (B HacToALLEee BpeMA TOUYHbIE ANa-
FHOCTMYECKME KPUTEPUI HE YCTaHOBAEHDI).

Bo Bpema rocnutanmsauyum 8 THL PO OIBY «HMULL
SHAOKpUHonorum» M3 PO B uioHe 2021 r. 6bI1 NpoBeaeH
MeOULVHCKUA KOHCUIMYM, NO pe3yfbTaTaM KOTOPOro, yuu-
TbIBasi HaNIMUMe NporpeccrpyoLlero opdaHHoro 3abonesa-
HUA, BBICOKUIA PUCK OCIOXHEHWI, HU3KYI0 3G dEeKTNBHOCTb
KOHCEPBATMBHOIO JieYeHMs, PEKOMEHOBAHO Ha3HayeHue
naToreHeTMYeCKon Tepannn aHanoromM nenTuHa — MeTpe-
NenTUHOM.

12.05.2023 r. B [BY3 MO «banawuxnHckass obnactHas
60MbHULA» Oblla UHULUUPOBAHA NMaToreHeTMYecKas Tepa-
Nnns METPENEenTUHOM, 6bifIo BbiMONHEHO 30 UHBEKUUI Npe-
napara, nocnegHasa nHbekuma ot 11.06.2023, nanee no Tex-
HUYECKUM NPUYMHAM NaLMeHTKa npenapar He nonyyana.

B uione 2023 r. nauneHTKa 6bia rocnuTannsnMpoBaHa
8 M'HL, PO OI'bY «HMWL sHgokpuHonorum» M3 PO ¢ guarHo-
30M:

OCHOBHOe 3ab6oneBaHue: «CemenHas napumanb-
Has nunoguctpodua 4 Tuna (reTepo3UroTHbIN BapuaHT
¢.1210-1delG B reHe PLINT)» [Kog no MKB-10: E88.1];

OCNOXKHEeHNA OCHOBHOro 3aboneBaHua: «CaxapHbil
AvabeT BCieAcTBME CEMENHON NapumnanbHON NMNOANCTPO-
¢un 4 Trna B coyetaHnn ¢ HNF1A-MODY (reTepo3nroTHbii
BapuaHT c.1699G>A B retepo3nroTHOM COCTOAHUW B reHe
HNF1A). Ancnnnngemusa, runepTpurnuuepuaemms. Heanko-
rofibHas XnpoBas 60n1e3Hb NeyeHn. XpoHNYECKNIA NaHKpe-
aTUT, PEMNCCUNA»,;
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OCNIOXKHEeHUA caxapHoro guab6era: «Henponvdepatns-
Has guabeTnyeckas peTMHOMATUA NpaBoro rnasa. Mpenpo-
nudepaTnBHan AnabeTnyeckan peTMHOMNATUSA JIEBOTO rasa.
[uncTanbHaa grabeTryeckaa NonVHeNponaTysa, CeHCOpHas
dopmax;

conyTcTByoume 3aboneBaHua: «unepToHMYecKas
6onesHb Il ctaguu, 1 cteneHn Ha ¢oHe Tepanuu, puUCK
CCO 4. Muonusa cnaboii cteneHn oboux rnas. udodysHas
¢$nbpOo3HO-KMCTO3HaA MacTtonatusa. Kncta npaBoi Mmosiou-
HoW Xene3bl. MoyeKkaMeHHas 60ne3Hb: KOHKPEMEHT JIeBOW
noukun. Kucta npasown nouku. XbM C1A1. Jlunoma/mnodu-
6poma neBow ronieHn. HapyleHme MeHCTpyasibHOTO LUKIa
penpogyKTMBHOro Bo3pacta. CMHAPOM MOMAMKUCTO3HbIX
ANYHNKOBY.

Ha MoMeHT rocnntanmMsaumm naumeHTka nosyyana MHo-
rOKOMMOHEHTHYI0 NeKapCTBEHHYIO Tepanuio:

«  TMNOMMMKEMUYECKasa: MWHCYNMH mmaprud 300 Ef/mn
65 E[l, vHCynuH acnapT + HUKOTUHaMuG + apruHuH
no 30-50 Eg n3 cootHoweHuna YK 1 XE:5-10 E[l, nonon-
HuTenbHo 5-15 EJl Ha KOppeKuuio runeprivkemum.
PaHee caxapocHmXalowasa Tepanusa 3HauMTeNIbHO Ba-
pbupoBanacb ¢ 2010 go 2023 r., B TOM uncne B BUAYy pe-
Knaccupukaumm gmarHosa Ha CZ1 1 tTuna (CA41) B 2012,
nocnefoBaTeNlbHOCTb M3MEHEHU CaxapocCHMXKatoLwen
Tepanuu NpoAeMOHCTPUPOBaHa B Tabnuue 1, ogHako fo-
CTVYb KOMMEHcaLMm yrineBogHoOro obMeHa He yiaBanocb
Ha BCEM MPOTAXKeHUN 3aboneBaHms;

+ aHTMrMnepTeH3uBHaA Tepanusa: no3apTaH 100 mr/cyT, am-
nogunuH 10 mr/cyT;

« runonunuaemMmyeckas Tepanuvsa: ¢deHodubpat 145 mr
Ha HOYb, po3yBacTaTH 20 M Ha HOYb;

+  KOMOVMHMpOBAHHAA  3CTPOreH-reCTareHHasi  KOHTpa-
LenTMBHaA Tepanua: STMHuUN3CcTpagmon 30 MKr + apo-
CMVPEHOH 3 Mr.

OfHako, HecMoTpA Ha MHOFOKOMMOHEHTHYI0 neKap-
CTBEHHYIO TEPAMNKIO, MO Pe3yNibTaTamMm BUOXMMUNYECKOTO aHa-
NM3a KPOBW BbIIBIEH XWJE3, YTO He MO3BONMIO OLEHUTb

PricyHOK 1. BHewwHUI BUA N1a3Mbl KPOBY MALMEHTKM MO OKOHYaHWUN
npoueaypbl niasmadepesa.

Apyrve nokasaTenu aHanm3oB KpoBuW. B cBA3M C BbICOKMM
PUCKOM pa3BUTUA OCTPOrO MaHKpeaTuTa (>kanobbl Ha Mo-
MEHT rocnmntanansaumn Ha 6onu B XUNBOTE, TOWWHOTY, aHaMHe-
CTnyecCKkne aaHHble O MHOTOKpaTHbIX O60CTpeHI/IFIX naHKpe-
aTWTa, TeKyLWMI xunes), npoeedeH 1 ceaHc nnasmadepesa,
BHELUHWI BMA Mjia3mbl KPOBM MO OKOHYaHUW npouenypobl
npuBefeH Ha puUcyHke 1.

Ta611|/|ua 1.MocnepoBaTenbHOCTb U3MEHEHMIN CaXapOCHVXKaloLLen Tepanunm 1 oLieHKa ee 3¢¢EKTVIBHOCTM C MOM€EHTa NOCTaHOBKW AMarHo3a «Caxap-

HbIln AnabeT»
3¢ PeKTMBHOCTb
Hara CaxapocHumKaowan Tepanus Tepanmm
2010 ropg, mumennpng 2 mr/cyT HbA1c —9,5%
2010 o mumennpng 2 mr/cyT — 3 mMr [laHHble He
+ MeTtdpopmmH 1000 mr/cyT,
(4epes 6 mec.) npeaocTaBeHbl
+ nHCcynuH getemnp 14 Eg Beuepom
2011 rog OTtmeHeH MeTGOPMIH HbA — 7.4%
mumennpug 3 mr — penarnuHng 10 mr/cyT le
2012 rop, Bba3uc-60nt0CHan MHCYNMHOTEPanNUsA NOCPEACTBOM LLNPUL-pyYeK HbA, —8,0%
2017 rop HenpepbiBHaA MHCyNnHOTepanusa Npu NOMOLLM MOMMOBOW HbA1C-9,3 %
WHCYNMHOTEepanuu
2018 ro ba3sunc-60/0cHaA MHCYNMHOTepanuA NOCPeaCTBOM LMPUL-PyYeK fannble He
A Y P peA pulpy npegocTaBfeHbl
2019 rog + OanarnudnosnH 10 Mr/cyT C nocneayioLlen OTMEHON Yepes HECKOJIbKO HbA1C-7,3%

MecAleB (AuckomdopT Npy MOYEnCnycKaHum)

Mpumeuanme. HbA, — rNKMPOBaHHbIN remoroonH.

CaxapHbIii anabert. 2025;28(3):305-315
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YunTbiBas He3pPEKTUBHOCTb MPOBOAVMON MHOFOKOM-
noHeHTHOW Tepanun, 13.07.2023 r. 8 THL, PO OI'bY «HMUL]
SHOOKpUHonorum» M3 P® noBTOpHO Obiil NpoBeAeH Meau-
LUUHCKUIN KOHCUINYM, COTNTAaCHO KOTOPOMY PeKOMEH0BaHO
WHULUNPOBATb NleYeHne MeTpenenTuHom. JlenTrH-3amecTu-
TeNibHas Tepanuis B PeryisipHOM PeXXMMe HauaTa B CeHTAOpe
2024 .

C wiona 2023-ro no AHBapb 2024 rr. B HMULUK nm. ak.
E.N. YazoBa M3 PO npoBoaunncb perynapHbie npoueaypbl
nmnuaHon GunbTpaunn. B CBA3M CO CTOMKMM CHUXKEHUEM
YPOBHA TPUIMNLEPUAOB A0 3—4 MMOSb/N NpoBefAeHne Tepa-
neBTUYeCKoro adpepesa NpeKpaLleHo B AHBape 2024 r.

[vHaMrKa nabopaTopHbIX MOKa3aTenein OTHOCUTESIbHO
npuema naTtoreHeTMyeckon Tepanuu MNpepcTaBfieHa B Ta-
6nuue 2.

BecHomn 2024 r. nauneHTKa CaMoCTOATENbHO NpeKpaTuia
npuem nporectepoHa n KOK, Ha ¢poHe uero HacTynuna 6epe-

KINUHUYECKII CINYYAN

MeHHOCTb (Mo AaHHbIM Y3 OMT o1 03.06.2024 1. Y3-npur3Ha-
KU nporpeccupyolleil MaTouHo 6epemMeHHOCT 6 Heplenb
5 gHel), BBAAY Yero Tepanusa MeTpenentTuHom Obina npuo-
CTaHoOBJIeHa (NocnefHAA NHbEKUMA MeTpenenTHa BbIMos-
HeHa 27.05.2024 r.).

MpuHMMas BO BHUMaHUe 6epeMeHHOCTb U OTCYTCTBME
KOMMeHcaLuun oCHoOBHOro 3abonesanus, B THL PO OrbYy
«HMWLU sHpgokpuHonorum» M3 PO 6bina npon3BeneHa
KoppeKkuna Tepanuu, BKOYawoWasa yBennyeHue A[Oo3bl
WUHCYJINHA [JUTENIbHOrO [eNCTBMA, YTOYHEHa NoTpe6-
HOCTb B NPaHAMaNbHOM MHCYJIMHE B Pa3HOe BpeMsA CYTOK,
C Lenblo KoppeKkuun runeprinkeMmnyecknx cCoCTOAHUN
B HOYHble Yacbl PEKOMEHAOBAHO BbIMOJIHEHME WHDBEK-
umn YKL, MNMpuHuMmaemasa paHee aHTUrMnepTeH3MBHaA
Tepanus Obifla CKOPPEKTNPOBaHA, UHNUUUPOBAHa Tepa-
NMA aHTUTMNEPTEH3UBHbIM MPEenapaTtom LeHTPasbHOro
OeNcTBUA MeTunponon, Ha ¢oHe uero nokasatenu A[

Ta6nuua 2. [InHammka meTabonunyeckrx nokasatenen Ha GoHe NPOBOAUMOrO fleYeHNs

s N . - -
s c c = ]
= g u ) = s z
£ 8§ | E E | 2 g :
£ T T T s - & .2
- . s s s % E - Q. = T E a
P g &= &= &= I E A 2 R § 5
< E 53 | 53| §2 | §2 | E5 | o2 £8¢
2 S 2 5 IS ¢35 £ 5 s S S | ©® s
- & | §2 582 58 58 &§ $S& &2z
T V] =< £ x £ X< S 2 = ¥s | U |< &5
10.2019 73 4,1 2,449 0,678 2,48 65,4 108 0,78
06.2021 11,1 1,37 7,32 2,01 0,52 15,6 64,9 108 1,49
07.2023 8,8 - Xunes - 23,1
CaxapocHuKalowan Tepanua: nHCynuHd rnaprud 300 E[I/mn 65 Eg Beuepom,
WHCynuH acnapT 40-50 EA nepea 0CHOBHbIMY NpueMamu Nuwwu, gononHutensHo 4-10 Ex
ANA KOppeKuny rmneprimkeMmm
NHnymauyma Tepanum meTpenenTmHoOMm
09.2023 5 - - 5,60 1,35 0,5 13,24 65,5 105 -
12.2023 s E: s
) F E T - - 3,82 2,28 0,55 4,09 69,4 98 -
(mo ceaHca) gs 8
U B =
@ )
(12'2023 1885 - - 163 | 086 | 042 | 167 | 614 | 113 -
nocne ceaHca) | 2 RS
Q
01.2024 v - - 0,86 0,42 1,67 - - -
CaxapocHuKalowan repanua: nHCynuH rnapriH 300 E[l/mn 30-40 Ep Beuepom,
WHCYNUH nr3npo 20-30 Ep nepef 0OCHOBHbIMU NpremMamu, UCXOAA N3 pacyeTa yrneBOJHOro
05.2024 koadouumenta 1XE:3 Ep nepep 3aBTpakom 1 obegom, 1XE:2,5 Ef nepen y>KNMHOM,
' JononHutenbHo 2-8 Ep ana Koppekumm runeprinkemmnm
MNocnepHAA NHbEKUMA MeTpenenTuHa (0OTMeHa B CBA3M C HaCTymJIeHnem
6epemeHHOCTN)
8,0 . 3,5 2,0 0,69 18 608 | €M 463
MEeHNMO
06.2024 CaxapocHmKawowana Tepanua: MHCynuH rnapruH 300 E[l/mn 45-55 Ep Beuepom, MHCYNUH
nu3npo 40-50 Ex nepes OCHOBHbIMM MpYemMamMm, UCXOAA U3 pacyeTa YrieBogHOro
koapouumerTa 1XE:6 Ep, nepep 3asTpakom n o6egom, 1XE:5 Eg nepen yXnHom,
fgononHutenbHo 6-15 Ep ana koppeKkummn runeprinkemmm
09.2024 - - 6,36 2,6 0,52 15,1 546 | empu i
MEHNMO
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PI/ICyHOK 2. DeHoTMNMYECKME OCOBEHHOCTU nayneHTKn 0.

HaxoA4MNUCb B Mpefenax ueneBblXx 3HauyeHui. K Tepanuu
nobasneHbl donuesan Kncsiota 400 mKr/cyT, Kanua nogug
200 MKr/cyT, peKoOMeHA0BaH npuema Konekanbumdepona
500 ME/cyT.

B THL, PO OIbY «HMWL, sHpokpuHonorun» M3 PO npo-
BeZeH MeAUNLVHCKUA KOHCUANYM, MO pe3yNibTaTaM KOTOpO-
ro, yumtbiBas Hanuume H6epeMeHHOCTM CPOKOM 8 Hepfernb,
HeCMOTPA Ha HaNmuve TAXKENOoro, MPorpeccrpyioLlero op-
¢daHHOro 3aboneBaHMA NPUHATO pelleHne NPUOCTAHOBUTD
naToreHeTMYeCKylo Tepanuio aHaJIorom JienTrHa — MeTpe-
NENTVHOM BMJIOTb A0 pofopa3spelueHus. MNprHrMasa BO BHU-
MaHMe BbICOKUN PUCK OCNOXHEHWI, B TOM YmncCiie OCTPOro
MaHKpeaTnTa, HU3KYl 3QHEKTUBHOCTb KOHCEPBATMBHOMO
NeYeHus, a Takxke NPOTBOMOKAa3aHWe K NpruemMy Takmx Knac-
COB MMMNOAUMNUAEMMNYECKNX MPENAPATOB, KaK CTaTuHbI 1 ¢u-
6paTtbl B BUAYy G6epemeHHOCTU, AN Koppekuun metabonu-
YECKMX HapyLeHU [0 MOMEHTA BO30OHOBIEHUS Tepanuu
METpPeNenTUHOM LiefiecoobpasHO NMpoBefeHre CYMMNTOMA-
TUYECKON Tepanuu, B TOM YNC/le CEaHCOB JIMMONPOTENHOBO-
ro adepesa (nunvgHoli nnasmodunsTpaumn). na pewenus
BOMPOCa O NepPMOANYHOCTU ceaHCOB adepesa Obiia Npose-
[eHa KOHCYnbTalus Kapguosora, creuvann3vpyioLlerocs
Ha ANCAUNUIEMUSX, PEKOMEHI0BaH KOHTPOJIb NoKa3aTtenen
NMNNZHOIO CrieKTpa ¢ yactoton 1 pas B 2 Hegenw.

MayuneHTKa 6bTa NpepynpexaeHa O BO3MOXHbIX pU-
CKax gna nnopa (nepvHaTtanbHaA CMEPTHOCTb) U OTCPO-
UeHHbIX HebnaronpuATHbIX MOCNeACTBUAX AJiA HOBOPO-

CaxapHblin gnabet. 2025;28(3):305-315
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KOEHHOrO (MOpPOKM pPa3BUTUA), CBA3AHHbIX C 3a4YaTUEM
pebeHka Ha oHe Npriema MeTpeNenTrHA U aHTAaroHWCTa
peuenTopoB aHrMoTeH3uHa ll, nponHbopmupoBaHa o Bo3-
MOXXHOCTW Pa3BUTUA MOPOKOB U deTonaTmi naoga B CBA-
31 C geKoMneHcaunen yrineBogHOro 06MeHa Ha MOMEHT
HacTynneHna GepemMeHHOCTW, CBA3AHHOW C OTCYTCTBMEM
NMOArOTOBKU K GepemMeHHOCTM Ha nperpaBujapHOM 3Ta-
ne, a Takke npegynpexaeHa 0 BO3MOXHOM JaNbHenwwem
YXYALWEHUN COCTOAHNA KOMMEeHcaumm AMnugHoro obmeHa
C nocniefyoLWwmmM BbICOKMM PUCKOM Pa3BUTUA OCSTIOMKHEHNI,
CBA3aHHbIM C BpPEMEHHOW OTMEHON MNaToreHeTU4eCcKon
Tepanuu Ha nepuopg rectaunn. NprvHMMaa BO BHUMaHue
COCTOAIHME 3[0POBbA NAUMEHTKM, C LUeNbio MUHUMN3ALUK
BO3MOXHbIX PUCKOB PEKOMEHAOBAH MyNbTUANCUUMNINHAP-
HbI NOAXOA K BefeHMI0 6EPEeMEHHOCTH, a TakXKe NpurBep-
MKEHHOCTb K Ha3HaYeHHOW Tepanuu.

Ha momeHT okTabpsa 2024 r.: 6epeMeHHOCTb 25-26 He-
gena (puc. 2), nauMeHTKa cobnogaeT Bce npeanucaHHble
pekoMeHaauumn Bpaven. 3aprKCMpoBaHa MONOXKUTENbHASA
TEHAEHUMA B [OOCTWXKEHWW LEeNeBbiX MNokasaTenen yrne-
BOAHOro obmeHa (puc. 3), 0QHAKO Y NMaLUEHTKM OTMEUYEHO
yXyALUeHue noKasaTesien MMnmagHoro obmeHa (Tpurnvuepu-
bl 10-16,0 mmonb/n), B BMay 4vero 10.10.2024 r. B Hayuo-
HaNlbHOM MeAMLMHCKOM MCCIe[oBaTeIbCKOM LIEHTPEe aKy-
LWepCTBa, MMHEKONOMMN 1 NEPUHATONIONNA M. aKafemMuka
B.W. KynakoBa BbIMOMHeEH ceaHC NMNOMNPOTENHOBOrO Mnnas-
Madepesa.

Diabetes Mellitus. 2025;28(3):305-315
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MNT 18 okT.

7,8

S~
u nioko3a mmvons/n 35
0
Makc. 6,3 52 57 57 57 59 59 68 70 72 103 9,7 76 66 54 61 63 67 71 7.8 65 57 61 64
MuH. 49 47 56 54 56 57 58 59 68 67 69 79 71 57 48 57 53 51 59 71 58 54 55 58
2 0C 02:00 04:00 )6:00 8:00 10:00 12:00 14:00 16:00 22:00 00:00
Cb 19 okT.

7,8

o —

W‘QW

u [nioko3a mmons/n 35

Makc. 6,7 57 54 51 54 58 58 60 59 62 82 78 87 75 57 87 86 81 83 86 79 73 75 78
MuH. 59 53 51 47 48 57 56 55 58 58 63 67 71 51 50 67 82 66 68 76 74 67 67 7.2
2 00:0C 02:00 04:00 06:00 8:00 0 12:C 14:00 16:00 8 20:00 22:00 00:00
BC 20 okT.
©

08 _Mm

g Mioko3a wmmons/n 3’:_
Make. 70 68 61 56 61 64 59 61 74 7,0 84 101 65 51 49 57 47 61 82 93 89 79 58 51
MUH. 69 62 56 56 57 58 54 56 62 68 7,1 68 38 47 46 50 38 42 63 87 84 58 54 40

PucyHok 3. Nokasatenu yrneBogHoro obmeHa nauneHTkun O. Ha poHe KoppeKUUn MHCYNMHOTEpanuu.

OBCYXXAEHUE HOBHbIMMW MPUYNHAMM CMEPTHOCTN Cpean JaHHOW KOropTbl

CviHgpombl nunoancTpoduii acCoUMNPOBaHbl C MOJTHOM
VN YaCTUYHOW MOTeper NOAKOXHOWM »KUPOBOW KNETYaTKMK,
KOTOpasA ABNAETCA MECTOM CUHTEe3a NielTUHa — rOPMOHa,
OTBETCTBEHHOrO 3a Perynaumio SHEPreTUYeCckoro romeocTa-
33, MeTabonv3Ma U MMYHHOW peakuumn brarofapsa cBoemy
BO3€MCTBMIO HA LIEHTPAsbHYO HEPBHYIO CUCTEMY U nepude-
puueckue TKaHu. IMeHHO runonenTrHeMus, o6yCnoBNeHHasn
NPAMOI 3aBUCUMOCTbBIO CTeMNEeHN NPOAYKLUMM FOPMOHa OT CO-
JepXXaHuUs XNPOBOW TKaHW, ABNIAETCA NPUYNHON MeTabonu-
YECKMX HaPYLLIEHUN, CBA3AHHbIX C nunogucTpoduen [5].

MeTtpenenTuH ABNAeTCA NpenapaTtom NaToreHeTUYeCckon
Tepanuu, WUCMNofib3yeMon MNpU reHepann3oBaHHOW NUMO-
anctpodurm, a TakKe y NauueHToB C MapuuanbHOW nuno-
ancTpodmeli, y KOTOPbIX CUMITOMATUYECKOE JIEUEHME He MOo-
3BOJSINIIO JOCTMYb afieKBAaTHOTO METabONNUECKOTO KOHTPOJIS
3aboneBaHus [6]. [aHHbI Npenapat aHaJIornMyHo AeNCTBUIO
SHAOrEeHHOro NenTrHa BAUAET Ha SHepreTuyeckue npouec-
Cbl NyTEM MeXaHW3MOB, HanpaBfIeHHbIX Ha KOPPEKLMIO Hapy-
LUEHWI YINIEBOAHOTO (CHMMXEHME TNIOKOHeoreHe3a B NeYeHn
W >KNPOBOW TKaHW, yCUNeHWe YTUN3aLUN I0KO3bl B CKeneT-
HbIX MbILILAX) Y IUNNGHOTO (YCUNeHNEe OKNCIEHNA KUPHbIX
KMCNOT, yMEHbLUEHME SKTONMNYECKOrO HaKoMIeHMA NMNngoB
B MeyYyeHu 1 MbllLax) 0OMEHOB, a TaKKe KOHTPONA Haf YyB-
CTBOM roJiofia NOCPeACTBOM BO3LENCTBUA Ha fyroobpasHoe
AApO B rMnoTanamyce, NoAaBnAa CeKPeLM0 OPEeKCUTeHHbIX
HerponenTuaoB Y CTUMYNIPYA CEKPELMIO aHOPEKCUTEHHbIX
HenponenTtugos [7]. bnarogapa onmMcaHHbIM Bbllle Mexa-
HU3MaM JeNCTBUA npenapaTa yaaeTca JOCTUYb KOppeKunn
MeTaboNMUYecKux HapyLLIEHWI, HUBENUPYA HEraTMBHOE BU-
AHNE [I0KO30- U IMNMOTOKCUYHOCTI Ha OPraHn3M naumneHTa,
1 NOBbICUTb Ka4yeCTBO M NPOAOIKMUTENIbHOCTb U3HN TaKMX
nauneHToB. Bonpoc BNnAHMA Ha NPOAOIKNTENIbHOCTb XKN3-
HY MAUVEHTOB C IMNOANCTPOGUAMMN COLMANBHO 3HAYUM, OC-
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MauMeHTOB SBMAITCA KapAMOBACKY/APHble 3aboneBaHuA
(kapguomuonaTy, nHGapPKT MUOKapAa, pasfiMuyHble Hapy-
WeHMA puUTMa ceppgua), peunamMBupylowme naHKpeaTuThl,
3aboneBaHNA NeyeHy, B TOM YMCIie LMPPO3, KOTOPbIA MOXET
OCNOXKHATbCA FeMOppParnyeckum CUHAPOMOM U renaTtouen-
nonAapHaa KapuuHoma. [oMumMo TAXenblX OpraHHbIX OC-
NOXHEHUI BaXKHO MOMHWTb, YTO GEHOTUMN TaKUX MALMEHTOB
BAINAET Ha UX SMOLMOHANbHbINA GOH, NOpOoXAas HeyAoBNeT-
BOPEHHOCTb B COOCTBEHHOWM BHELWHOCTY 1 CymuupanbHble
MbICnn [6].

K. Cook n coaBT. npoBenu nccnegoBaHne, OLEHMBa-
owee BAMAHME Tepanuu MeTpenenTMHOM Ha KayecTBO
>KN3HM MauMEeHTOB C reHepanu3oBaHHOM M MapunanbHOn
nunognctpoduamm. AHanms 6asnpoBasncs Ha AaHHbIX Me-
OVUMHCKMX KapT MauneHTOB, MOJlyyaBLNX leueHne B Te-
yeHre 12 mecALEeB, a TakKe Ha pe3yfbTaTax onpoca 30-
poBbIx fO6poBosbLEB. MI3yyanncb n3mMeHeHUs CUMNTOMOB
[0 1 Moc/ie Tepanunu, a TakXe UX BIUAHME Ha KaueCTBO XU3-
HWU. B 3KcnepumeHTe 340pOBble PECNOHAEHTbI BblOUpanu
Mexgy rMnoTeTMYecknMy npoounamu 340pOoBbs, Pasnu-
YaOLWMMKCA NO CTENEHN HapPYLWEHWU N NPOJOSIMKUTENbHO-
CTU XN3HW. T faHHbIe ObIIN CONOCTABMIEHbI C KIMHUYe-
CKMMW NMOKasaTeNsaMu A51a pacyeTa NpupocTa KaueCcTBEHHO
CKOppPEeKTUpPOBaHHbIX net xun3Hm (QALY) — nokasaTtens,
OTpax<aloLlero NPOoJOIKUTENIbHOCTb M KauyecTBO KU3HW,
C YUYETOM YfyuLleHWA, JOCTUTHYTbIX BGnarogapsa nevyeHuto.
PesynbraTbl nokasanu npupoct QALY: Ha 0,313 gna reHe-
pann3oBaHHoM ¢opmbl 1 0,117 ana napuymanbHon. Takum
obpa3om, Tepanua METPENenTUHOM COKpaTuia paspbiB
MeXJy COCTOAHMEM MaLMEHTOB, He MOJlyyalowmux natore-
HeTU4YeCKoe neyveHune, N ngeanbHbIM 300POBbEM NpUMep-
HO Ha 59 1 31% cooTBeTCTBEHHO [5].

OOHUM U3 XapaKTePHbIX MPOSBNEHWI nunoancTpoduii
agnsaetca ClA, o6yCNOBNEHHbIN BblPaXXeHHOW WUHCYNINHO-
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PEe3NCTEHTHOCTbIO, ABNAIOLWENCA KIIOYEBbIM MeANaTOPOM
06pa30oBaHNS KUCT AWYHUKOB U MPUUYMHOW Ype3mMepHONn
npoayKkumn aHgporeHoB AnyHukamu. CIMA conposoxaa-
eTCA TaKUMU KINMHUYECKUMU NPOABAEHNAMY, KaK HapyLue-
HUS MEHCTPYasIbHOTO LUK/a U PENPOAYKTUBHAA ANCOYHK-
uus, obycIoBfIeHHaA XPOHNYECKOW aHOBYNALMEN, OQHUM
M3 MeXaHM3MOB Pa3BUTUA KOTOPOW ABMAETCA Bbl3BaHHaA
WHCYNIVHOM MpeXaeBpemMeHHas GonKynapHasa aTpesuns
1 oCTaHOBKa AnddepPeHLNPOBKA Ha YPOBHE aHTPaIbHOMO
donnukyna [8, 9]. Mommnmo cTumynupytoLero BbipaboTKy
aHAPOreHOB BAUAHWA UHCYNVHA Ha TeKa-K/eTKM 3a cyeT
noBblWeHHON akKTuBHocTn P450c 17 (17arnpgpokcuna-
3a/17,20-nnasa), B ANYHMKAX MMEIOTCA peLenTopbl MHCY-
nuHonofgo6bHoro ¢aktopa pocta 1 (M®P-1), n3bbitouHoe
BO3[ENCTBME WHCYNMHA Ha KOTOpPble MOXET MpUBOAUTb
K pa3BuTuIO runepaHgporeHun [9, 10, 11]. B runepaHapo-
reHnu, oOyCNOBMIEHHON WHCYNMHOPE3UCTEHTHOCTbIO, OT-
[eflbHOe MeCTO OTBOAWTCA WHIUOMpPYIOLLeMy BIVAHMUIO,
OKa3blBa€MOMY UHCYNIMHOM Ha CUHTe3 rnobynunHa, CBA3bI-
Batowero nonosble ropmoHbl (I'CIMIN), npuBoasa K ysenu-
UEHMI0 KOHLEHTPaLMmM CBOOOAHbIX aHAPOreHOB U, Crefio-
BaTe/IbHO, AelcTBuio nepudepnyeckoro aHaporeHa [9].
N3BeCTHO TakKe, UTO MHCYNWH ABnAeTca GpakTopom, CTu-
MYUPYIOLWNM CEKPEeLUMI0 aHOPOreHoB, B 4YacTHOCTM Te-
CTOCTEPOHA, CTUMYNMPYA SKCNPECCUio peuenTopoB K ro-
HagOTPONUH-PUAU3NHT fopmoHy (THPI) B runoduse, uto
ycunusaet Bblopoc JII [12]. B HayuHOM nutepaTtype npuso-
OATCA faHHble, NOATBEPXKAAOWME rEeHETUYECKY TEOPUIo
CNA, ogHako cpeamn npeanosniaraembix FreHOB He OTMEYEHO
BapVaHTOB, OTBETCTBEHHbIX 3@ Pa3BMTUE CUHAPOMOB NMMO-
ancrtpodun [8].

B ctatbe H. Mosbah, n coaBT. npnBoaATcA gaHHble, UTO
MMEHHO »afiobbl TVHEKONOrMYeckoro xapaktepa (60%
ONPOLUEHHbBIX KEHLUMH 3aABUAN O HEPEryNAPHbIX MEHCTPY-
aumsx, 24% — o HapyLlleHUsaX GepTUIIbHOCTN) MOTUBUPYIOT
naumeHTOK 0bpalLaTbCA 3a KOHCYbTaLMen K cneyuanictam.
NHbOPMMPOBAHHOCTb Bpayel-rMHEKONIONOB O CMHAPOMAX
nnogucTpodunn NpUBOANUT K BEPHOMY AMArHOCTUYECKOMY
NMOWUCKY U BMOCNEACTBUN KNUHUYEeCKOMY AnarHosy [13]. B nu-
TepaTypHom 0630pe M.C. Vantyghem, 1 coaBT. feMoHCTpu-
pyloTCA AaHHbIe O TOM, YTO Y NMaLUEHTOK C nunoguctpodu-
AMK YacToTa 6ecnnoaunsa Obina Bbille, YeM Y »KeHwwuH ¢ CrA
C aHanornyHoim VIMT, a ypoBeHb aKyLepCKMX OCTIOMKHEHNN
6bl1 He TONbKO BblLLe, YeM B 00LLE MOMYNALMK, HO U BbILLe,
yem y nauueHTok ¢ CIMA 6e3 nunoguctpodum [14].

MoMMMO OnMCaHHBIX Bbille MexaHn3mMoB pa3sutua CI4,
ele OAHMM MEXaHM3MOM ABAAETCA MMMNONIeNTUHEMMA, KO-
TOpaa COBMECTHO C HU3KMMMK YPOBHAMU aQUMOHEKTMHA
VN MHTEPNEeNKNHA-6, @ TakXKe MOBbIWEHHbIM COAEepPXKaHU-
eM B KpoBu dpaKkTopa Hekposa onyxonu -anbda (PHO-a)
CNoCOOCTBYET  YCMJIEHUIO  UHCYNIMHOPE3UCTEHTHOCTU
y NaUMeHTOK C nunoanctpodusamn 1 NpuUBOAMUT K noTepe
NynbCMpyloWen cekpeuum roHagoTPOnMHOB, YTO BAMUAET
Ha HeperynspHyl ctumynauuio JII, Heobxoanmoro Aans
HOpMasibHOM PaboTbl penpofyKTUBHOW cuctemsbl [8, 15].
JbdeKT BNUAHMA HU3KOTO YPOBHA NIENTVHA Ha yNbTpaau-
aHVNYeCKNI PUTM CEeKpeLr rOHafoTPOMNMHa Obli JoKasaH
B XOA€ JKCMepMMeEHTa Ha KMBOTHbIX, @ TakXKe Ha KJeTKax
ANYHNKOB YesloBeKa, MOABEPrINXCA BO3AENCTBUIO NIENTH-
Ha in vitro [11, 16]. DK30reHHoe BBefeHVe NenTHA MOXXeT
BOCCTaHOBUTb dpepTunbHOCTb, ogHako M.C. Vantyghem,
1 COaBT. NPMBOJAT AaHHbIE, UTO HE TOJNIbKO HU3KMWIA YPOBEHb
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NENTUHA, HO U TUNEPAENTUHEMUS CMOCOBCTBYET CHUMKEHUIO
depTunbHocTK [14].

JNleuenne CIA ocywecTBNAETCA COrNacHO MeXayHa-
POOHBIM WM NOKAJIbHBbIM KAWHUYECKUM peKOMeHAaLUAaM,
B COOTBETCTBUM C KOTOPbIMM B JIeYEHUMN AAHHOTO CMHAPO-
Ma MPUMEHAITCA WHCYIMHOCEHCUOMNN3UPYIOLLME METO-
Obl Tepanuu, Takne Kak CHUXKEeHMe Maccbl Tena nan npuem
MeTdopmuHa. OcHoBHOWM NuHuen nevenuss CMA ABnsetcs
ropMmoHanbHaa Tepanuna KOK, ogHako npuMeHeHue npe-
napaToB JaHHOW Trpynmnbl OrpaHUYEHO Yy NaLMUEHTOK C NOA-
TBEPXKAEHHbIM AUArHO30M CMHAPOMA NMNogMcTpodUm, Yto
006YyCNOBIEHO BAVSAHMEM 3CTPOrEHOB Ha PUCK Pa3BUTUSA TU-
nepTpuUrMuepuaeMmm N Kak crieacteme nocnegHem — naH-
KpeaTuTa M MaHKpeoHekpo3a [6]. CornacHO MeXayHapoa-
HbIM KOHCEHCyCaM MO BeAEeHNI0 NaLneHTOB C CUHAPOMaMK
nunoguctTpodun [6], C UeNblo KOPPEKLMN HAPYLIEHWNIA MEH-
CTPyanbHOro UuKia pekoMeHA0BaHO MpUMEHEHKe npena-
paToB NporecTareHOBOro pAfa; 4NA KOHTpauenuuu cnegyet
paccMOTPEeTb BO3MOXKHOCTb MCMOMIb30BaHMA TONIbKO npore-
CTVHOBbBIX UM HEFOPMOHaJIbHbIX NpenapaTos. MNpn Heobxo-
OVMOCTW 3aMeCTUTeNIbHON Tepanun 3CTporeHamu, cnegyet
MCMONb30BaTb TPaHCcAepMarnbHble GOpPMbl, UTO ABASETCA
npeanoyTUTESIbHBIM BBUAY OTCYTCTBUA MeTabonusma B ne-
YeHU AaHHOW rpynnbl NPenapaTtoB M MeEHbLIEro BAUAHMA
Ha Tpurnuuepuabl [6, 17].

MauuneHTKaM C HacneaCcTBEHHbIMU NUNOAUCTPOdUAMU
0CO6EeHHO BaXHO MPOBOAWTL NPErpaBrAaPHYI0 NOArOTOB-
Ky C LeNblo CHUKEHMA TreCTauMOHHbIX Y SMOPVOHANbHbIX
pucKoB. CHUKEHHbI YPOBEHb SHAOMEHHOrO NIenTHa Npu-
BOAUT K HapyLLeHWo pepTnnbHocTU [7]. COrnacHoO MHCTPYK-
UMM K MeTpenenTuHy, MMEIOTCA AaHHble O MOBbIWEHWN
bepTunbHOCTY Ccpean MPUHMMALWMX AaHHbIA Npenapat
NauMeHTOK 1 YBeNMYEeHUN ClyyaeB He3anaHMpPOBaHHOM
6epemeHHOCTN. Takoe BNUAHKE Ha PENPOAYKTUBHYIO GYHK-
L0 XKEeHLUH O0BOYCIOBIEHO BO3AENCTBUEM METPENENTUHA
Ha cekpeuwuto JII [18]. JlenTMH 3a cYeT NOBbIWEHUA SKC-
npeccnm KuccnentMHa — HenponenTuaa, yyacTByloLle-
ro B nmpoueccax SHAOKPUHHOM Perynaumm penpoaykumum,
OnocpeaoBaHHO NPUBOANT K ycuneHunio cmHtesa MHPI B me-
AvanbHOM 6a3afibHOM OTAene rMnoTanamyca, 3a CHET Yero
nosblwaeTca BbicBoOOXAeHMe JII 13 nepenHen OONU ru-
nodu3a, YTo B CBOKO ouepeb OKa3blBAET CTUMYUpYOLLee
BAUSIHME Ha BbIPAabOTKY MOMIOBbIX CTEPOWAOB, YCTPaHsAA
NPOABAEHNA TMNOrOHafOTPOMHOrO rMnoroHagmnama [12].
MomyMO BbllLEeyNOMAHYTbIX 3PPEKTOB, NENTUH OKa3biBaeT
npsMoe BNMAHKE Ha pa3BuTre GoIMKyna, oounTa 1 M-
O6pPVOHa, a TakXKe Ha PeLenTUBHOCTb SHAOMeTpMA [16]. Mo-
NYYEHHble B XOAEe SKCMepuvMeHTa [aHHble MoKasanu, YTo
Yy MBbILLEN, UMEKLWMX HU3KYID GEepTUIbHOCTb, OXMUPeHMe
U NOATBEPXKAEHHDbIN fedULUNT NenTrHaA, HEBO3MOXHO Oblfo
WMHAYLMPOBaTb OBYNALMIO HEeMeAMKAMEHTO3HbIM MNyTeMm
(nmetoTepanmsa, HanpaBneHHasA Ha YMEHbLUEHUE XUPO-
BOW TKaHM U CHMXEHWE MHCYNMHOPEe3NCTEHTHOCTM). Boc-
CTaHOBMTb GEPTUIBHOCTD U 3ayaTb MOTOMCTBO YAAnocb
TOJIbKO Ha pOHe BBeeHUA IK30reHHOro NeNTUHa. Temu xe
aBTOpaMu MNPUBOJATCA AaHHble O NaLMeHTKax C rmnoTtana-
MWYECKOW ameHopeei, BBeAeHWe NenTnHa KOTOPbIM Npu-
BEJI0 K BOCCTAHOBJIEHMIO OBYNATOPHbIX MEHCTPYasibHbIX
ymknos [16].

3apybexHble aBTOPbI NYOGNVKYIOT pe3yribTaTthbl, MOJyYeH-
Hble B X0[e NPOBOAUMBIX in Vitro ncciiefoBaHWi, UTo Ha GoHe
Tepanun MeTpenenTMHOM YBenMuMBanacb HOUYHaA ceKkpe-
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uma JI, B TO Bpemsa Kak gHeBHaAa KoHueHTpauua JII He u3-
MeHsnack. MoMrMMo 3Toro, 0TMeuanocb BO3PacT-3aBUCMMOE
yBenunyeHue MHPI-cTumynupoBaHHoro Bbibpoca JIT [12]. Og-
Hako B nccnegosaHum C. Musso, 1 COaBT. NOfyyYeHbl JaHHbIe
O HE3aBUCVMOM BIMSIHMM NIENTVIHA Ha rMnoTanamo-rnnopu-
3apPHO-TOHAZIHYI0 OCb: OTCYTCTBUE KAKUX-TMOO U3MEHEeHW
B YpoBHaAx 6a3anbHoro JII, bonnukynoctumynmpyoLuero
ropmoHa (PCI) nnu cootHoweHun JIIN/OCT Ha doHe rogoBoi
Tepanuu meTtpenentuHom [10].

Taknum 06pa3om, MeTpenenTMH CNocobCTBYeT BOCCTa-
HOBJIEHNIO GEPTUNBHOCTU 3a CYET KOPPEKLUMW NHCYTIMHOPE-
3UCTEHTHOCTY, TMMEPAHIPOTrEHUN U YNYULIEHUA CeKpeunn
JIT' y naymneHTOK € cMHApoMamu nunoguctpodum [12].

OpHako HeCMOTpA Ha NpUBeLEHHbIE Bbille HayyHble ny-
6/1MKaLMK, [OCTOBEPHbIX faHHbIX O BANAHUM MeTpenenTuHa
Ha TeyeHue GepemMeHHOCTU 1 COCTOSIHUE 30POBbs BblHA-
LUMBAEMOro njiofa KpanHe Mano. PaHee 6binn 3aperncrTpu-
pOBaHbl Cllyyay MePTBOPOXAEHUA U MPEXKOEBPEMEHHbIX
POLOB Cpean XEHLUMH, MOJSyYaloWyX MaTOreHeTUYeCKyHo
Tepanuio JaHHbIM NpenapaTom, KOTopble NMOATBEPXKAANNCH
3KCMNEPVIMEHTAIbHBIMU [AHHBIMWA Ha XMBOTHBIX MOZENsX.
BrnocnenctBum KoppenAauMoHHasa 3aBWCUMOCTb He Obina
noaTBepPKAeHa, OAHAKO PUCK SMOPUOTOKCUUYHOTO, GETOTOK-
CUYHOTO U TEPATOreHHOro BAMSAHMA Mperapata He MOXeT
6bITb LienMKoM uckntoueH [18]. B HayuHoli nuTepaTtype paHee
6b11 ONY6NMKOBAH KIMHUYECKUI CJTyYal CMOHTAHHOTO 3a4a-
TUA Y MONIOZOW NALMEHTKN C BPOXKAEHHOWN reHepann3oBaH-
HOM nunogucTpoduen, anNUTeNnbHOe BPEMA HaxogdAwencs
Ha Tepanuv MeTPeNenTUHOM M NPOJOIIKMBLLEN ee Ha Npo-
TAX>KEHMM BCETO CPOKa rectauyun. ABTOPbI CTaTbU YTBEPXKAa-
I0T, UTO Tepanus MeTPEeNenTVHOM He TOJIbKO He OKasana
TepaTOreHHOro AeNCTBYA, HO 1 Yydlinia MeTabonmueckuii
KOHTPOJIb BO Bpems bepemeHHOCTU. Icxofom aHHOMO K-
HUYECKOro Cllyyas ABISETCA POXKAEHMWE XUBOro pebeHkKa.
OpHako MaKpocomusa Niofa, Pe3BMBLIAACA B CIeACTBME He-
YAOBJIETBOPUTENBHOIO MMKEMUYECKOTO KOHTPONA BO Bpe-
M5 6epeMeHHOCTU NpuBena K pofOBOMY TPaBMaT/3My HO-
BOpoOXAeHHoro [16].

Ha paHHbI MOMEHT MPOBOAUTCA KIIMHMYECKOe uncche-
posaHue (ClinicalTrials.gov ID NCT05419037), uenbto KoTo-
poro ABAAETCA MOosiyyeHne OOBbEKTUBHBIX JAaHHbIX O Heob-
XOAMMOCTY 1 6e30MacHOCTU MpMeMa rnpenapata BO Bpems
6epeMeHHOCTY, 06 aKyLIEePCKOM MPOrHO3€e OLEHKE YacToThl
METaboSINUECKNX OCNIOXKHEHUIN nunoanctpodunini Ha ¢oHe
OTCYTCTBUS MPrieMa MeTPeNIenTNHA B CPAaBHEHMUU C FPYNMon
MauMeHTOK, MOoMyJyalWwmnx METPENenTUH BO BPEMs BCEro
cpoka rectayuun. lNlomMmmo 3Toro, ogHOM M3 Lenen AaHHOro
UCCNenoBaHUs ABMIAETCA OMNpefdesieHre Hanuuus B opra-
HU3Me JeTel, POXKAEHHbIX OT >KEHLLWH, MOyYaBLIMX MeTpe-
NENTVH BO BPeMsa GepeMeHHOCTY, aHTUTEN K NENTUHY U KX
BO3MOHOI0 OTCPOUYEHHOMO BANAHUA Ha opraHm3m [19].

Mpwn aHanu3e HayyHOW NUTepaTypbl 3a BPEeMeHHOW ne-
puog c 2000 go 2024 rr. He 6blfI0 0OHAPYKEHO HW OLHOMO
CJlyyas OnMcaHWA NMaLUEeHTOK C COYETAHMEM TaKUX PEpKMX
reHeTMYecKnx 3aboneBaHUN, Kak CUHAPOM MNapumanbHOM
nunoguctpodum n MODY3. Mol BniepBble ny6/MKyem onu-
CaHue KIVHUYECKOrO CJlyyasl MauWeHTKW, C COYeTaHuem
3T opdaHHbIX 3aboneBaHnin. CornacHo 0CO6eHHOCTAM Ha-
CrfleloBaHNA, BEPOATHOCTb poxaeHna pebeHKka, yHacneno-
BaBlIEro o6a opdaHHbIX 3ab6oneBaHMA OT MaTepw, PaBHS-
eTcA 25%, Kak U BepOATHOCTb He YHac/e[oBaTb HM O4HOrO
13 OMMCaHHbIX Bbille 3a6051eBaHUN UM O[HO U3 HYX.
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KINUHUYECKII CINYYAN

C uenblo NogaepXaHuA PenpofyKTUBHOIO 340POBbSA
Y NALMEHTOK C TMNoANCTPOMAMM M [OSIKHA OKa3biBaTbCsA
npodeccuoHanbHas aKyLepCcKO-TMHEKONOrnyeckas 1 pe-
NPOAYKTNBHAsA MeAULMHCKAA NOMOLLb creLmannctamu, oc-
BeOMJIEHHBIMYM O TAKOM [IAarHO3e, a TakKe MeANKoreHeTu-
Yyeckoe KOHCYNbTUPOBAHUE MPW HaNMuuM yCrioBUiA ANiA ero
npoBeneHus.

3AKNIOYEHUE

YumnTtbiBaA MHOTOrPAHHOCTb KJIVHUYECKUX MPOSBAEHUI
nmnognctpoduii, BapuabenbHOCTb TepPaneBTUYECKUX TaK-
TUK B OTHOLIEHWUM KOMMEHCALWUM METAabONNUYECKNX OC/TOXK-
HeHWI, HeO6XOAMMO NPOBOANTL Pa3bACHUTENbHbIE Gecesbl
C NauMEeHTKaMKN PenpoayKTUBHOrO BO3PAacTa O NIaHNpPOBa-
HUM GepPemMeHHOCTU, BO3MOXHbIX PUCKAX Kak Afid mMaTepwu,
TaK 1 4N nnoga, o6yCNoBNEHHbIX HE JOCTUXEHMEM MOJTHO-
ro MeTabosniMueckoro KOHTPONs (MPesKnamncus, BblKULbl-
LUK, MAKPOCOMUSA MJI0AA), NoAPO6HO 13naratb MHGopmaLuuio
0 BO3MOHbIX METOAAX UHAYKLMM OBYNSLUN 1 METOLAX KOH-
Tpauenuuu.

BnaronpusaTHoe npoTekaHue GepemMeHHOCTU B Cllyyae
OMMCaHHON HaMK NauUMEHTKM AOCTUIHYTO 6rarofapsa MyJsib-
TUGNCLMNINHAPHOMY MOAXOAY B BEAEHUN TaKoW KaTeropum
6ONbHbIX, B KOTOPOM MPUHKMAaNa yyacTe KOMaHAa cneuu-
annCToB, COCTOALMX W3 SHAOKPUHOMOIOB, KaphMONOros,
NNMNMAONOrOB, aKyLlepOoB-TMHEKOJIOrOB, a TakXe bnarogaps
BbICOKON MOTMBALUW, KOMMIAEHTHOCTW MauUeHTKM, 0by-
C/IOBMIEHHbIMU [OBEPUEM K PEeKOMEeHAALMAM crneuuanu-
cToB. OlHAKO OCTAeTCA PAf BOMPOCOB O PUCKAX W Mosb3e
Kak Ans matepuy, Tak 1 4na Nnoga, BepOATHOCTU OTCPOYEH-
HbIX NMOCNeACTBUI AAHHOW Tepanun U HaNWuMK anbTepHa-
TUBHbIX METOAOB JIEUEHUA MAPLUANbHBIX NUNOZUCTPODUIA.
Heobxoaumbl panbHeiwre KNMHWYECKME WCCNefoBaHUs
B 06/1acTi MONEKYNAPHO-TEHETUUECKNX OCHOB Pa3BUTUS
HacneACTBEHHbIX NNogMcTpoduin, MoHoreHHbIx dopm Cl,
a TakXe AOCTOBEPHO [0KA3aHHOW BO3MOXHOCTU BeAEHUA
6epeMeHHOCTN Ha $OoHe nMpriema naToreHeTUYeCcKon Tepa-
nMn B YCNOBUAX OTCYTCTBUA SMOPMOTOKCMUHOCTU. Mocne
poAopaspeLLeHNs MNAHMPYETCA NPOBEAEHNE FreHETUYECKO-
ro obcnefoBaHuA pebeHka C nocnegyollen nybnnkaumen
OOMONHUTENBHBIX AAHHbIX.

AONOJIHUTENIbHAA UHOOPMALINA

KoH}nuKT nHTepecoB. ABTOpPbI AEKNapupYOT OTCYTCTBUE ABHbIX
1 NOTeHLMasbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWEN CTaTbM.

®uHaHcnpoBaHme. PaboTa Obinia BbiNosHeHa Mo VHWLMATUBE aBTOPOB
6e3 CMOHCOPCKON NOAAEPKKN.

Bknap aBropos: ®ponkosa H.B., PagkeBuy E.P. — aHanu3 megmuux-
CKOM AOKyMeHTaUuu NauMeHTKW, IUTepPaTyPHbIX [aHHbIX W HarnucaHue
TekcTa; Kokwaposa E.O. — paspaboTka KoHUenuuu, aHanus nuteparyp-
HbIX [JaHHbIX, OKOHYaTeNIbHOE yTBEPXAEeHMe ANIA Ny6nnKaummn pyKonmcu;
Bbypymkynosa O.0. — aHanu3 Mosly4YeHHbIX JaHHbIX, HanMcaHne TeKCTa;
Bacunbes MN.A., MrHHMaxmeToB W.P. — aHanu3 gaHHbIX MONeKynapHo-re-
HeTNYEeCKMX aHa/IN30B, PeAaKTMPOBaHME TEKCTa, OKOHYATeNbHOE YTBEepPX-
ZeHue ansa nybnukaumm pykonucy; EpemunHa U.A. — aHanus nutepatyp-
HbIX [JaHHbIX, OKOHYaTeNIbHOE yTBEPXAEeHMe ANIA Ny6nnKaumm pyKonmcu;
LllectakoBa M.B. — pa3paboTka KoHLenuun 1 An3aiHa, aHanus nurepartyp-
HbIX JaHHbIX, OKOHYaTeIbHOE peAaKTMpPOBaHMe TeKCTa U yTBepXKAeHe Ans
ny6nvKaummn pyKonmcu.
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Bce aBTOpbI 0po6punn QriHanbHy Bepcuio CTaTbi nepeq ny6nauka-
Lvieit, BbIpasunm cornacue HeCTy OTBETCTBEHHOCTb 3@ BCE acMeKTbl paboTbl,
noapasyMeBaloLLyI0 HafieXxalliee N3yyeHme 1 peLleHre BONpocCoB, CBA3aH-
HbIX C TOYHOCTbIO UMM JOBPOCOBECTHOCTbLIO N06OI YacTn paboTbl.

Cornacue naymMeHTKN. ABTOPbl HacToALelN CTaTby NOYYMUAN NUCh-
MEHHOEe pa3peLleHne OT yNOMSAHYTOW B CTaTbe MauMeHTKM Ha nybnuka-
LU0 ee MeJULUHCKMX AaHHbIX 1 doTorpaduin B xypHane «CaxapHbii
[JI/Ia6€T».
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