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Cvingpom bapae-bugna — pepkoe MynbTUCUCTEMHOE ayTOCOMHO-peLieccBHOe 3aboneBaHre, OTHOCALLEECA K CNEeKTPY Ln-
nuonaTtui. XapakTepHbIMU NPU3HaKaMy ABAAIOTCA LEHTPaNbHOE OXMPEHWE U TMNOrOHaAN3M, MUTMEHTHBIA PETUHUT, ANC-
byHKUMA 1 aHOManum pPasBUTUA MOYEBbLIBOAALLMUX MYTEN, NONMAAKTUNNA, 3aflepKKa NCUXMYECKOro Pa3BUTUA U TPYAHOCTM
B 06yueHnn. CMHAPOM ANArHOCTUPYETCA Ha OCHOBAHUM KIMHUYECKUX NPOABEHNIA 1 CUMITOMOB, KOTOpble MOTyT 6bITb Nof-
TBEPXAEHbI MONEKYNAPHO-TEHETUYECKUM TECTUPOBAHUEM.

B cTaTbe 06CyatoTca BONPOChI KIMHUYECKX 0COBEHHOCTEN, AnarHocTukK, anddepeHuranbHOM AMarHOCTUKKM, TPYAHOCTA
1 BO3MOKHOCTH NleYeHnA naumeHTa C NPOorpeccmpyowiM OX1MpeHnem 1 acCoLMMpOoBaHHbIX C HUM PacCcTPonCcTB. CUHAPOM
bappe-bnana BepuounumpoBaH B Bo3pacTe 23 neT Npu reHeTUYeCKOM aHanuse: B reHe BBS1 (NM 024649.5) B 12 3K30He 06-
Hapy»keH naToreHHbln BapmaHT (HG38, chr11:66526181T>G, ¢.1169T>G) B roMO3MIrOTHOM COCTOAHUM.

KJTIOYEBBIE C/IOBA: cuHOpom bapde-budns; ab0oMUHAIbHOe OXUpeHUe; MOHOREHHOE OXUpeHUE; 2UN020HAOU3M; NOYKU; Heghponamus; nue-
MeHMHbIl pemuHuUm; yuauonamuu; 2unocnaodus; 2eH BBS1.

A CASE OF DELAYED DIAGNOSIS OF BARDET-BIEDL SYNDROME
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Olga V. Vasyukova, lldar R. Minniakhmetoyv, Rita I. Khusainova
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Bardet-Biedl syndrome is a rare multisystem autosomal recessive disorder that belongs to the spectrum of ciliopathies.
Typical features include central obesity and hypogonadism, retinitis pigmentosa, renal dysfunction, polydactyly, mental re-
tardation and learning difficulties. The syndrome diagnostics is based on clinical manifestations and symptoms, and it can be
confirmed by molecular genetic testing. The article discusses the clinical features, diagnostics, differential diagnostics, diffi-
culties and possibilities of treatment of a patient with progressive obesity and associated disorders. Bardet-Biedl syndrome
was verified at the age of 23 by genetic analysis: homozygous mutation in the BBS1 gene was detected.

KEYWORDS: Bardet-Bied! syndrome; abdominal obesity; monogenic obesity; hypogonadism; kidneys; nephropathy; retinitis pigmentosa; cili-
opathies; hypospadias; BBS1 gene.

AKTYAJIbHOCTb BbIIBJIEHME U JleyeHre 3abosieBaHMA UMEIDT pellaolee
3HaueHue AnA OCTAHOBKMW MPOrpeccupoBaHUA TAXKeNbIX

CuHppom bappe-bngna (Cbb) — pepkoe MynbTUCU-  OCNOXHEHUN.

CTEMHOE TeHeTM4yeckoe 3abofieBaHMe C KIVHUYECKMMM
yepTamMu OXWPEHWA, MONUAAKTUANEN, MUTMEHTHOW fAe-
reHepauuenn CeTyaTKu, TUMOrOHAAM3MOM, CHVKEHVEM
KOTHUTUBHbIX YHKUWIA, HapyweHuem paboTbl nouek
W Opyrumu rnopokamu passutua. OxnpeHne npu [aH-
HOM 3aboneBaHUN NPOABNAAETCA B PAHHEM [ETCKOM BO3-
pacTe, XapaKTepusyeTcs MPOrpeccupyrlumMm TeyeHrem
n ycyrybnsaeT puck pa3BuTUs caxapHoro gvabeta 2 Tuna
(CO2) n ceppeyHo-cocyanCTbiX OCNOXHeHUn [1, 2]. AKTy-
anbHOCTb Npobnembl 06YCNOBNEHa PEeAKOCTbIO CUHAPOMA
M ero MedJIeHHO MporpeccupyrwmmMm TedyeHnem. PaHHee

InAa nopgTeepxaeHus anarHosa Cbb Heobxoanmo npo-
BefeHNe MONEKYNAPHO-TEHETUYECKOro WKCCnefoBaHus,
OT pe3ynbTaTa KOTOPOro 3aBWCUT TaKTMKa BeAeHUA nauu-
eHTa.

YunTbiBas BblpaXkeHHOCTb oxupeHua npu Cbb, akTty-
anbHO PacCMOTPeHME MYNbTUAUCLUMNIIMHAPHOIO noaxoaa,
BKJ/TIOYAIOLLErO, KPOME MeIKaMeHTO3HOW Tepanuu, paboTy
C SHOOKPUHOJIOrOM, NCUXOJSIOrOM, AVNETONIOrOM U Crieumnani-
cToM neyebHom GusKynbTypsbl. Mocne Gr3KynbTypbl, Meau-
KO-TEHETNYECKOEe KOHCYNbTUPOBaHUE, a Takxe o¢Tanbmo-
nora, Hedponora 1 aHgposnora.
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OMUCAHUE CNYYAA

B LleHTp neyeHua n NpodunakTMkyn MeTabomyeckmx
3aboneBaHnin 1 oxupenna ML OIBY «HMUWL, sHpokpu-
Honorun» Munsgpasa Poccum (ganee HMUL, sHpoOKprHO-
norunn) obpatmnca nauueHT 23 net (C Mamol) ¢ XKanobamu
Ha yBeJIYeHMe MacChl Tesa, MOBbILLEHHYIO YTOMISEMOCTb,
Xpan, cynoporu, rofoBHble 6onu. N3 aHamHe3a 13BeCTHO,
yTO MOKasaTeNn POCTa U Beca NMpU POXAEHWUN COOTBET-
cTBOBaNN Hopme (poct — 50 cm, Mmacca Tena — 2900 r).
MbILLE€YHOW r’MNOTOHNN B HEO- 1 MOCTHATaJIbHOM Mepuoge
He Habnoganocb. CocaTenbHbIN pednekc Oblal COXPaHEH.
B 4 ropga npoBefieHa xupypruyeckas Koppekumsa rmnocna-
ann. N36blITouHaa macca Tefla oTMeyanach ¢ AOLWKONbHOIO
BO3pacTa 1 HEYK/IOHHO MpPOrpeccrpoBana BnocieAcTBUN.
B 6 net yctaHoBneH gnarHos: «<OxunpeHue Il ctenenn», SDS
MMT=2,7. Torga »ke BblAB/EeHa 3afepXKa UHTenneKTyanb-
HOrO Pa3BUTUA, HapyLIEHME KOHLUEHTPaUUM N BHUMaHUS,
CHUXKEHMEe OCTPOTbI 3PEHNS, TOJIOBHbIe 6onn. B 15 net gun-
arHOCTMPOBAH MMMNOroHAAOTPONMHbIN FTMNOrOHaAN3M, O4Ha-
KO Ha3HaueHune 3aMeCTUTENIbHOW Tepanun TECTOCTEPOHOM
He npoBognnocb. MnHuMMmanbHbIA Bec nocne 18 ner —
114 kr (B 20 neT), MakcMmanbHbin — 136 Kr (Ha MOMeHT
ob6palyeHnn). HacnencTBEeHHbIN aHaMHe3 OTAroLeH: y 6a-
OYLUKM MO MaTEPUHCKOW NNHUK — oxxmpeHune n CA2. N3 oco-
6eHHOCTeN 0bpasa XKU3HU: pU3nYecKas akTUBHOCTb — Mo-
BCeAHeBHas xoabba, paboTa Ha cTpolike (pa3Hopabounii);
peXnm nUTaHnAa — 3-pasoBbli, Y>KUH NO3LHWNA, NAOTHbLIN
C NpeobnafaHriem nerkoycBosiemMblx yrneBogos. PaHee na-
LUMEHT He MnoJiyyan cCrneuuanu3vpoBaHHON MeAMLMHCKON
NMOMOLLM MO KOPPEKL MM Maccbl Tena.

O6beKTUBHO 06paLLaNy BHUMaHWE NOANAAKTUINA Nanb-
LUeB pyK, M3OGbITOYHO pa3BUTas MOLKOXKHO-KMPOBAA KIeT-

Ta6nuua 1. MokasaTtenn nabopaTopHbIX NCCefoBaHMIN HA MOMEHT obpalleHns

yaTKa No CMelaHHoMmy Tuny, poct=179,5 cm, Bec=134,9 Kr,
OKPYXHOCTb Tanun=135 cm, UMT=41,9 Kr/m? KOXHble no-
KPOBbl HOPManbHOW OKPACKM 1 BNA>KHOCTU (CTPWIA, akaHTO-
3a He OblsI0); OBOMIOCEHME MO MYXCKOMY TUMY; apTepurasb-
Hoe gaBneHue (Al) 120/80 Mmm pT.CT., NynbC 78 ya/MuH.

Ha ocHoBaHMM anob, aHaMHeCTUYEeCKUX CBedeHUN,
JaHHbIX ocMoTpa nNpeanonoxeH Cbb, nposegeHo koMnnekc-
Hoe obcnepgoBaHune B HMIL sHOOKprHONOM MK, B TOM Ynche
MONEeKYNApPHO-reHeTMYeCcKoe uccsiegoBaHme. [laHHbIX 3a Ha-
nnMymMe rMnoTMpeosa, rMneprnponakTMHEMUA He MOyYeHOo.
He BbISIBNEHO CHMXEHWA YPOBHSA 00LLIero TeCTocTepoHa Me-
TOAOM TaHAEMHOW MacC-CnekTpoMeTpun — 37,4 HMONb/N
n JIr 4,0 (2,5-11,0) Ea/n. B Guoxnummnyeckom aHanmse Kpo-
BW VMIMENMCb MPU3HAKU AUCIUNUOEMUN: MOBbIWEHME 0O-
LWero xonectepuHa go 6,6 mmonb/n, xonectepuHa JIMHI
go 4,9 MMOonb/n; ymepeHHOe MOBbllEHNE MeYEHOUHbIX
TpaHCaMMHa3; aHHbIX 33 HaNn4Yre HapyLeHW YrNeBoAHOro
obMeHa He nonyyeHo (Mo pe3ynbraTam NepopanbHOro rMo-
KO30TOJIepaHTHOrO TeCTa yPOBEHb IIOKO3bl KPOBM HaTOLLaK
cocTtaBun 4,3 mmonb/n, yepes 120 MUH — 4,8 mmonb/n; rn-
KWPOBaHHbIN remornobnH — 5,1%). B o6LeKNnHNYeCKom
aHanv3e KpoBM NPU3HAKOB aHeEMUY He nonyyeHo. Ounbrpa-
UMOHHasA GYHKUMA MOYEeK COXPAHEHA, YPOBEHb MUKPOab-
6yMVHa B MOUY€ COOTBETCTBOBAJI HOPMAsIbHbIM 3HAYEHUSIM.

Pe3ynbTaTbl FOPMOHAJIbHBIX U BMOXUMMYECKUX NCCTefo-
BaHWI NpeacTaBsieHbl B Tabnvue 1.

Mpw Y3W opraHoB 6ptoWIHOM NOMOCTU UMENNCH NPU3HA-
KU rernatomeranuu, yMEpPeHHOro pacwmpeHusa BOPOTHOM
BEHbI, YBEJIMYEHUS PA3MEPOB XKENYHOro ny3bips, Anddys-
HbIX W3MEHEHWUA NOMXeNyAOUYHON >Kenesbl (1MnomMaTos);
No AaHHbIM Y3 nouek, CTPYKTYPHOW NaToNornm 1 aHaToMu-
YecKMX aHOManui He BbIABIEHO; pe3yfbTaTbl SNEKTPOKap-
AVOrPaMMbl 1 dXoKapanorpadumn COoTBETCTBOBAJIM HOPME;

Mokasarenu 3HaueHune EaviHMLbI N13MepeHns PedepeHcHbIt HTepBan
TectocTepoH (BIXKX-MC/MCQ) 37,4 HMOSb/N 10-35
nr 4,0 En/n 2,5-11,0
MponaktnH 376,3 MEn/n 94-500
T 1,4 mMe/n 0,2-3
25(0OH)D 15,8 Hr/Mn 30-100
[nioko3a 4,3 MMOJb/N 3,1-6,1
Mmoko3a OI'TT 120 muH 4.8 MMOSb/n MeHee 7,8
[MVUKMPOBaHHbIN FreMornobuH 51 % 4-6
Benok obLwmin 72,2 r/n 64,83
KpeaTuHuH 68,9 MKMONb/N 50-98
ACT 56,1 Ea/n 5-34
ANT 88,9 En/n 0-55
Kanbuui 2,4 MMOJTb/N 2,1-2,5
AnbOyMUH 471 r/n 35-50
XonecTtepuH o6y, 6,6 MMOJb/N 3,3-5,2
XonectepuH JINHN 4,9 MMOnb/n 1,1-3
Tpurnuuepuabl 1,4 MMOJTb/N 0,1-1,7
MoueBas Kncnorta 346,3 MKMOJb/N 142-339
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Tabnuua 2. MokasaTenn nabopaTopHbIX UCCNE[OBaHNI B AMHAMIKe Yyepes 3 MecAua

Mokasartenn 3HavyeHune EpanHunLbl nsmepeHuns Pe¢depeHcHbIN nHTepBan
25(0OH)D 18 Hr/Mn 30-100
ACT 91,5 En/n 5-34
AT 544> En/n 0-55
XonecTtepuH o6, 6,7 MMOJb/N 3,3-5,2
XonectepuH JIMHIM 54 MMOJb/N 1,1-3
XonectepuH JTTBI 0,986 MMONb/N 0,9-2,6

6uovMneaHCHbIN aHanyM3 cocTaBa Tesia Ha annapate In Body
770: % »upoBon TkaHn — 44,4 (10-20), >KnpoBas TKaHb —
59,9 Kr (136bITOK XKMPOBOW TKaHN — 32,4 Kr = 24,4%), macca
CKefnleTHoON MyckynaTypbl — 43 Kr, Towaa macca — 70,9 Kr,
6e3XnpoBasd macca — 75 Kr.

Mpu ocmoTtpe 0OdTaNnbMONIOrOM YCTAaHOBEH [MArHO3:
«Mwnonuna cnaboi creneHn oboux rnas, CMellaHHbIN acTur-
MaTM3M, aHrMonaTusa CeTyaTKW, OMTMYEecKaa HenponatuA
(He NpoBogunack anekTpopeTuHorpadua)». Mo pesynsratam
nprvema MeanLUUHCKOro NCMXosora 1 NpoBeAeHA NAaToNCu-
XOJIOrMYeCcKoro 06cnefoBaHMsA Y MauueHTa OTMEeYanucb
obLee NCcMxmyeckoe HegopPa3BUTUE, NPOABNAIOLLEECS B UH-
TeNeKTyanbHON HeJOCTaTOYHOCTM, HELOPA3BUTMM SMOLN-
OHanbHON chepbl, BOCMPUATMA U BHUMaHMA. B xope obcne-
[10BaHUSA BblABMIEHbI NPO6GSIEMbl KOHLEHTPALMM BHUMAHWS,
OTBNIEKAEMOCTb, NpeobsiafaHNe KOHKPETHOrO MbIW/EHUSA
Hag abcTpakTHbiM. Co CIOB MaTtepw, AaHHble Mpobnembl
UMENUCb C paHHero AeTcTBa. B COBOKYNHOCTM BbiABNEHHasA
CMMMNTOMATNKa COOTBETCTBOBANA KapTWHE onuroppeHnve-
CKOro NaToncmxonorniyeckoro CUMNTOMOKOMIJIEKCa.

YunTbiBas HanmMume xpana Bo CHe NPOBEeAEHO Kapanope-
CNUpPaTopHOE MOHUTOPUPOBAHUNE, KOHCYNbTMPOBAH COMHO-
NIOroM: AVArHOCTMPOBAH CMHAPOM OOCTPYKTMBHOINO anHod
CHa nerkom crenenun taxectn: AT (MHOeKC anHoO3-runon-
HO3) = 13,8 (Npn HOpMme #0 5 anm3/yac), NHAEKC aecaTypa-
uun — 11,3 anm3/yac, cpegHUin ypoBeHb catypaumnmn 93%.
PekomeHOOBaHO CHUMKEHME KMPOBOW MacCbl Tefla C KOH-
TPONbHbIM 06CNIeAOBAHNEM B AVHAMUKE.

MonyyeHbl NONOXKMTeIbHbIE Pe3ynbTaThl MO AAHHbBIM aH-
KETHOro onpocHmka Mopns.

Takum 06pa3om, Ha OCHOBaHMM XKanob, KIUHUKO-a-
HaMHeCTUYeCKUX CBeAeHW, MauueHTy YCTaHOBNEH Aua-
rHo3: «MopbuagHoe oxnpenme (MMT=41,9 Kr/m?), CMHOPOM
bappe-buansa, metabonuueckn accounmnpoBaHHas XMUpPoBas
60ne3Hb NeveHn (cTeaTorenaTuT), ANCIUNUOEMUA, CUHOPOM
O6CTPYKTVIBHOIO anHO3 CHA JIErKOW CTEMEHW, aHrMonaTus
ceTyaTKkKu, OnTMYeckas HenponaTusa, MNONMAAKTUIWA; he-
éuumT BUTammHa D, mmnonua cnaboii cteneHn oboux rnas,
CMELAHHbBIN acTurMaTnam». MIHMUMMpoBaHa Tepanus npe-
napatom Opnuctat B go3e 120 mr 3 pasa B CyTKW, CKOp-
pPeKTUpPOBaH BUTAMWHHbBIM CTaTyC HacbIWaolwen [o3om
Konekanbundepona, paspabotaH VHAMBUAYANbHBIA MaH
ABUraTeNnbHOM akTUBHOCTY, AaHbl PEKOMEHZaLMN No Hy Tpu-
TUBHOW NoaaepKKe nog HabnogeHnemM cneumnanmcTos.

Mpn KOHTPONMBbHOM BU3UTE NauUMeHTa uyepe3 3 Mmecs-
La OT Hayana Tepanum OTMEYEHO CHUXKEHME MaccCbl Tena
Ha 11 Kr, OKPYXHOCTb Tafiuy YMeHbLUUACh Ha 9 CM, OCTUT-
HYT afleKBaTHbIl YpOBeHb BUTaMmmHa D, ogHaKo coxpaHs-
NOCb MOBbILEHWE NEYEHOYHbIX TPaHCaMMHA3 1 HapyLleHne
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nunugHoro npoduns (Tabn. 2). C uenblo UCKIOYEHNs ce-
MENHON rmnepxonecTepUHEMNN NALNEHT HanpaBeH K Nn-
nugonory. Mo gaHHbIM 6MOMNeAaHCHOrO aHanr3a cocTaBa
Tena OTMeYeHa MOJNIOKUTENIbHAA AMHaMKKa cofepaHua
XKMPOBOW TKaHM 6e3 NoTeEPY MbILEYHOW MACChl: YMEHblLue-
HUe MaccCbl XMPOBOW TKaHW Ha 10,7% — 11 Kr; yBennyeHune
MaccCbl CKeneTHOW MyckynaTypbl Ha 1,2 Kr. [lonyyeHbl pe-
3yNnbTaTbl MNOJSIHOrO CEKBEHMPOBAHMA 3K30Ma NMyTeM Macco-
BOro napannenbHoro cekBeHupoBaHua (MINC, NGS): B reHe
BBS1 (NM 024649.5) B 12 3K30He OGHapy»KeH paHee onu-
CaHHbIN B nuTepatype BapuaHT (HG38, chr11:66526181T>G,
¢.1169T>G) B rOMO3UIOTHOM COCTOAHMW, NPUBOJALLUN
K aMUHOKNCIIOTHOW 3ameHe p.Met390Arg c rnybuHon no-
KpbiTa 128x (rs113624356), 4To NO3BONMNO FEHETUYECKMN
BepuduumnpoBatb cuHapom bapge-bugna (BBS1: HG3S,
chr11:66526181T>G, c.1169T>G).

lNpuHUMaAa BO BHUMaHMe Hanuume CMHAPOMA, NauueHTy
JaHbl peKoMeHAauumn No AUHaAMMUYECKOMY KOHTPOJIIO YPOB-
HA TeCTOCTepOHa BHe 3aBMCMMOCTU OT Tekyuwero VMT, pe-
rynsapHomy yrny6neHHomy ob6csiefioBaHuIo y opTanibmosiora
(pnA oueHKM NPOrHo3a oCTPOTbI 3PEHUA NPY Havane pPa3Bu-
TWA MUTMEHTHOIO PETUHUTA).

OBCYXAEHUE

B HacToslee Bpemsi CBeAEHUs O PaCNpPOCTPAaHEHHOCTU
3aboneBaHna 3HauMMo BapbupytoT. COrnacHo mMccnepoBa-
Huio Melluso 1 coaBrT, pacnpocTtpaHeHHocTb CBB B mMupe
coctasnaet 1:100 000-160 000 HoBOpOXAEHHbIX. [JaHHbIe
MoKasaTesiv MOryT 6bITb BbillE B CTPAHAX, B KOTOPbIX BbICOK
YypOBeHb 6/IM3KOPOACTBEHHbIX 6pakos, Tak 1:36 000 cpeawn
apabckoro HaceneHusa B Kyeente, 1:13 500 cpepu 6epyu-
HoB, 1:6900 B okpyre [Ixaxpa, 1:18 000 B HbtodpayHaneHze
n 1:3700 Ha Qapepckmx ocTpoBax [3]. Yawe gmarHos ycra-
HaBNMBAETCA B AETCKOM WM NOAPOCTKOBOM Bo3pacTe [4].
Mo3gHas gmarHocTka CBb moxeT 6biTb 0OOyC/IOBNEHA He-
CcneuneuUHOCTLIO CMMIMTOMOB M HEQOCTAaTOYHOW OCBEOM-
NEHHOCTbIO Bpauel o0 3aboneBaHnn. OCHOBHblE TPYAHOCTY
CBA3aHbl C TeHETNYECKOW reTEPOreHHOCTbIO CMHAPOMA, TaK
KaK KIIMHMYeCcKas CUMMTOMaTMKa MOXET NPOABATLCA B He-
NOSIHON Mepe Yy pa3HbiX NauMeHTOoB. Yalle BCero CMHAPOM
AMarHocTmpyot odTanbMONIOr NPy NOABMIEHNN OCJIOXKHE-
HWUIA CO CTOPOHbI 3pUTENIbHOrO annapata (guctpodus cet-
yaTKu), Hedposorv 1 yposnory, B nepuoge HOBOPOXKAEHHO-
CT OBGHaPY>KUBAKTCA KUCTbl, aHOManuUnM PasBUTUA MOYeEK
(ancnnasma noyek, rMOMepynocKnepos n TyOynonHTepCcTu-
umanbHbIi ¢pubPO3), MOryT ObiTb BbIABMIEHbI HAPYLUEHWA
KOHLIEHTpauun Moy (Monvypusa 1 NONMAUNCKA), HEBPOJIO-
rv (HapyLleHmne KoopguHauuu, atakcmsa, cygoporu) [5-71.
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CerogHAa wnaeHTUUUMpPOBAHO 6Gonee 28 pasnMUHbLIX
reHOB KaK MPUYVHHbIE WM BOBJIEYEHHbIE B MaTOreHes
CBB. 311 reHbl KogupyloT 6enkn BBSome, yvacTBytowme
B GOpPMMPOBaHUN U GYHKLUOHUPOBAHWUN PECHUYEK, Lie-
NIOCTHOCTb KOTOPbIX UMEET peLlatoliee 3HaUYeHne B pery-
NAUMN CUTHANOB, CBA3aHHbIX C SHEPreTUYeCKUmM obmMeHOM
n annetutom. [lepekTol B pecHMYKax MOryT NMpUBOAUTb
K LUIPOKOMY CMEKTPY KIIMHMYECKMX MPOABMEHWI, BKITIOYAs
OXMpPEHUe, caxapHbll anabet n gpyrve metabonuueckne
HapyweHua [8].

B nccnepoeaHun Elawad v gp. npenctaBneHa cepus
KIUHUYECKUX CJTyYaeB NO3AHO AmarHoctuposaHHoro CBB.
Bo3pacT nauneHToB Ha MOMEHT NMOCTAHOBKU AMarHo3a co-
cTaBnan 16 net (Quctpodus ceTyaTkm, nocTakCcuanbHas no-
NUAAKTUNNA, OXKUPEHME, TPYAHOCTA B 0OyUYeHNN, 3aJepX-
Ka pasBuUTUS, KaTapakTa), 18 net (auctpodus ceTtuatKy,
nocTakcranbHas NONMAAKTUNNA, OXKUPEHNE N YMCTBEHHASA
OTCTanocCTb), 38 net (3agep)kka YMCTBEHHOrO pPa3BUTUA,
MUTMEHTHBIA PETUHUT U aTPOPUA 3PUTENIBHOTO HEPB3,
OXUpPEeHNe, TMNoroHaansm) n 50 net (oXXMpeHne, NNrMeHT-
HbI PETVHWT, MOCTaKCManbHaa NONUAAKTUANSA, aHOMANUK
Pa3BUTUSA MOYEK, CaxapHbI anabet n runeptpodus neeo-
ro »eJslyfouka), Uto CBA3aHO C No3AHeN 06paLlaeMoCTbio,
HECBOEBPEMEHHOW AMArHOCTMKOWN N HecneundpuyHoCTbio
cumnTomosB [9].

OnarHo3z CBb ycTtaHaBnuBaeTca B MnepByl0 ouyepefb
KMHWYECKN MO COBOKYMHOCTU MPU3HAKOB. [InAa nepBuy-
HOW AMArHOCTVKU MMEIOTCA OCHOBHbIe MPU3HAKU 1 BTO-
pocTeneHHble. K OCHOBHbIM OTHOCATCA: MONUAAKTUIINS,
MUTMEHTHBIA PETUHUT, OKMPEHME, 3afiep>KKa YMCTBEHHO-
ro pasBuUTKA, MMNOTMPEO3 U TMMNOrOHaAN3M; K BTOpPOCTe-
MeHHbIM: aTaKCWA, HapYyLEHNE KOOPANHALMM 1 PEYEBOrO
pa3BuTMA, GpaxmnaakTUIMs, caxapHblii auabet, noTteps
cnyxa, $nbpo3 neyeHun, NOPOKM Pa3BUTUA CepAaLa 1 Apy-
rme ceppeyvyHo-cocygucTble aHomanuu. [ns nocTaHOBKU
AVarHo3a AOCTAaTOYHO Hanuuma nnbo ueTbipex OCHOB-
HbIX, INOO TPex OCHOBHbIX 1 ABYX BTOPOCTEMNEHHbIX Npu-
3HakoB [6, 10]. Kpome Toro, Cbb cnegyet paccmatpuBaTtb
Y HOBOPOXJEHHOIO UM MofAa CO CTPYKTYPHbIMU aHOMa-
NMAMU NOYEK, MOPOKaMM PA3BUTUA MOYEMNOJIOBON CMCTe-
Mbl /NN NONVAAKTUNEN, MOCKObKY 3TU HAXOA4KN MOTYT
6bITb eANUHCTBEHHbIM cBUAeTenbcteom Cbb B faHHO BO3-
pactHon rpynne. LleHTpanbHOe OXMpeHne — 3ameTHbIN
paHHUI nNpur3Hak Cbb, 06bIYHO pa3BUBAETCA HA MEPBOM
rogy *usHu. MpusHakyn anucTtpodpun nanoyko-konbouko-
BOWN gmcTtpodumn (cBeTo60A3Hb, CHMUMXEHNE OCTPOThbI 3pe-
HUA 1 NOTepA CNOCOHBHOCTY pa3nunyaTthb LiBETA) N XPOHMYe-
cKovi 6onesHn nouyek (Monuypus 1 NOAUAUNCKA) 0ObIYHO
06HAPYKMBAIOTCA K LIKOJIbHOMY BO3pacTy, B TO Bpems
Kak MpU3HaKy rmnoroHagmsma (oTcyTcTeue nybepraTHo-
ro pa3BuUTWA) MOTYT OblTb BbISIBIEHbI TO/IBKO B PaHHEM
nogpocTkoBom nepuoge [7, 11]. AKTyanbHO npoBefeHune
MOJIEKYNIAPHO-TEHETNYECKOTO NCC/IefOBaHNSA, B TOM YNC-
ne c uenbto AnddepeHLmanbHON ANAarHOCTUKIM C APYTMHA
HacneACTBEHHbIMY CUHAPOMaMK, Hanpumep, AfbCTpema,
Mpagepa-Bunnu, nepBnUYHON LUUNANAPHOW AUCKUHE3NEN,
BBUAY CXOXeCTU pafa KIAUHUYECKNUX npossneHui. Oud-
depeHUManbHan AMarHOCTNKA AaHHbIX CUHAPOMOB BaXHa
N5 onpefeneHns NMpPOrHo3a B OTHOLWEHUN OCJIOXKHEHW
N MOHUTOPUHra ux coctosHusa. CornacHo HegaBHO nepe-
CMOTPEHHBIM EBPOMENCKMM KpUTEPUAM YCTaHOBKM Auva-
rHo3a CBb c yueTom pe3ynbTaToB MONEKYNAPHO-reHeTu-
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YeCKOro TeCTMpPOBaHMA, AMarHo3 BO B3POC/IOM BO3pacTe
BbICOKOBEPOATEH MPMW COYETaHMM MOJIOXKUTENIbHOrO pe-
3yfbTaTta TeCTa, PeTUHaNbHOW AUCTPOOMM U elle OfHOro
OCHOBHOrO MNpu3Haka (oXnpeHue, NOAMZAAKTMAMA WK
noyeyHble aHoManuu/gncyHKUUA); KN, €CNIN FTeHeTu-
yeckoe TeCTUpPOBaHWE HeJOCTYMHO, MPU Hannuymmn BCex
yeTblpex OCHOBHbIX MPU3HAKOB; NN, €CNIN FTeHeTUYecKoe
TeCTUPOBaHME HeJOCTYMHO, NPU HaNUuMM PeTUHaNbHOM
anctpodun, Kak MMHUMYM 2 OCHOBHbIX 1 MUHUMYM 2 [0-
NOSIHUTENbHbIX MPU3HaKa (FTMNOroHagusMm, MUKPOMNEHUC,
aHOCMKA/TUNOCMMIA, HapPYLLUEHME MCUXOPEYEBOro pasBu-
T™7a) [12].

BbC npepcTtaBnAeT cobol MOSHOCTbIO MEHETPAHTHOEe
ayTOCOMHO-peLleccBHOe 3aboneBaHme C  PasfUYHOM
SKCMNPEeCCUBHOCTbIO. MaeHTMdMUMpoBaHO 26 reHoB BBS
(BBS1-BBS26) n HecKonbKo reHoB-moandukaTopoBs. [Ba
OCHOBHbIX reHa, BoBneyeHHbIXx B BBS, — BBS1 v BBS10, —
npucyTcTBytoT 6onee yem B 20% cnyyaes B mupe, B EBpo-
ne — okono 40-50% [12]. AunarHo3 Cbb nauveHTam c Ba-
puaHTOM B reHe BBST 06bIYHO yCTaHABNMBAETCs MO3[HeE,
yeM Npu BapuraHTax B reHe BBS10, uto o6bsicHAeTCs 6onee
MAFKUM GEHOTUMOM M MO3A4HUM HayasoM JdereHepauuu
cetyaTku. OnurcaHbl KOMMayHA reTepo3uroTHble BapuaH-
Tbl CAalTa cnnancuHra B reHax BBST v BBS10 [13, 14]. OgHun
U Te e MyTauuu (y 6patbeB 1 cecTep) Uiy Hanuuve mMyTa-
LU B OOHOM 1 TOM e reHe MOTyT MPUBOAMUTb K pa3HbiM
deHoTUNam (pas3nmuHomy Habopy MPOABMEHWIA UKW pa3-
HOMY BO3pacTy MaHudecTauuu). [na ganbHenwero aHa-
N3a reHoTUN-PEeHOTUNMUYECKUX KOPPENsauui cpean oeTen
1 B3pocsbix ¢ Cbb TpebyeTca HakoneHue 60MbLUEro KOnu-
yecTBa AaHHbIX ANUTenbHoro HabnwogeHus [15].

B nutepatype coobLiaeTcs 0O WMPOKOM CMEKTPe noyeu-
HbIX aHOManun npu BBS, BKNouUaa XpPOHMYECKylo 6one3Hb
Nnouek, NapeHXMMaTo3Hble KUCTbl, OAHOCTOPOHHIOK areHe-
3U10, ANCMA3MI0, MOYEYHbIE KAMHM U MYy3bIPHO-MOYETOUHN-
KoBblll pedniokc [11]. HapylweHne GyHKLUN NoYeKk MOXeT
6bITb BbI3BAHO KaK NEPBUYHBIMY (HanprmMep, KNCTO3Has 60-
ne3Hb NoYek), Tak 1 BTOPUYHbIMU MPUYMHaMK (apTepuanb-
Has rMnepTeH3us, caxapHbll anabeT n apyrue). MNoyeyHas
HEAOCTAaTOYHOCTb ABNAETCA Hamboriee 4acTor MPUYMHON
cmepTun nayuneHToB ¢ CBB, coctaBnaa 25% cmepTten K 44 ro-
Zam [16]. Bce 310 TpebyeT TWATeIbHOrO MOHMTOPUHIa CO-
CTOAHUA NauueHTa C LeSiblo CBOEBPEMEHHOMO BbIAABIEHUA
MOYEYHON MNaToONOrMU U NPeRynpPeKAeHUa TAXenblX, ne-
TaslbHbIX NCXOA0B.

Y Hawero nauveHTa obpallano BHMMaHWe nporpeccu-
pylollee OKUpeHMe C AOLKONbHOIO BO3pacTa, 3ajeprkka
WHTENNEKTYaNbHOro Pa3BUTUA, HapyLIeHNEe KOHLEHTpauun
U BHVMAaHWUs, CHUXXEHME OCTPOTbl 3peHus, FOfIoBHble 6oy,
M O06bEKTUBHO — nonupgaktunna. He 6bino BpoxaeHHbIX
AHOManuni BHYTPEHHUX OPraHOB M MUIMEHTHOIO PeTMHUTA,
UTO ABNAETCA XapaKTepHbIM AnA naymeHToB ¢ Cbb. Hannune
BelyLlero KIMHMYeCKOro Npm3Haka — OXUPEHMA, a TakxKe
pPEBEPCMBHOIO TUMNOroHaansma, Tpebosano anddepeH-
LManbHOM ANArHOCTUKU NPEenMyLLeCTBEHHO C CUHAPOMOM
Mpapepa-Bunnn. N3BecTHO, 4TO MbilleYHAA TUMOTOHKA,
BANNOCTb COCAHUA, HU3KUA POCT, Hannume onpepeneHHbIX
$bEeHOTMNUYECKNX MPU3HAKOB B BUAE NNLEBOTO AUCMOpPdUr3-
Ma — BblcokocneunduyHbl ana cuHgpoma lpagepa-Bun-
nu. Mpy 3TOM He NCKMKYEHO Hannuve Apyrux Luanonatun
CO CXOXMMU NPU3HaKaMuy, KOTOpble TakKe ciegyeT YUuTbl-
BaTtb [17].
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WccnepoBaHus nokasany BbICOKYIO PacrpOCTPaHEeH-
HOCTb  VHCYNIIHOPE3UCTEHTHOCTM U1 MeTabonmnueckoro
cuHgpoma y nauymeHToB ¢ CBb no cpaBHeHuio ¢ obLer no-
nynAumen, YTo CornacyeTca C NOBbILEHHON cepaeyvyHO-CoCy-
ANCTON CMEePTHOCTbIO, Pa3BUTUEM HapPYLUEHWI YTNIeBOAHOIO
obmeHa [18]. B uccnegosaHmm Tomlinson v coaBT. oTMeYaeT-
CSl, UTO HapylUeHne MeTaboNMYeCKUX NPOLECCOB, TakMX Kak
WHCY/IMHOPE3NCTEHTHOCTb U AUCTUNULEMUA, TaKXe CBS-
3aHO C gedeKTamy pecHUYEK 1 ABNAETCA BaXKHbIM 3BEHOM
natoreHeza CBbb [8]. HecmoTpsa Ha OTCyTCTBME OOLUIMPHBIX
CTaTUCTUYECKMX [iaHHbIX, ObUIN BblAENIeHbl HEKOTOPbIE TEH-
peHuuun deHotnna-reHotTuna. BBS1, no-suanmomy, cBA3aH
c 6onee MArkMM SHAOKPVHHBIM 1 METaboNNYECKUM PpeHOTH-
nom, uem Bce gpyrue gedektol reHoB BBS. ConyTcTBytowume
3ab0neBaHNA NPU HaNMUYMK NATOFEHHbIX BAPUAHTOB B reHe
BBS1 6b1nv 06Hapy»KeHbl C TAKOW »Ke YacTOTOW, Kak 1 y vy,
C OXMpEeHMeM, B TO BPeMs KaK Npu Apyrux reHoTunax va-
cToTa 6bina Bbiwe. OXupeHne 1 rmnoroHagnsm npu BBST
BCTPEYAlOTCA peXke, YeM Yy naumeHToB ¢ BBS2 wnn BBST0.
Y HuX Takxe HabnogawTcs 6onee HU3KME YPOBHU WHCY-
NMHope3ncTeHTHocTn (6onee HuU3kMn HOMA-IR) n meHee
BblpaXKeHHOE BUICLiEPANIbHOE OXUPEHUE, YEM Y MALIMEHTOB
c BBS10, y koTopbIx HabnoaaeTcs TEHAEHUUS K MOBbILIEH-
HOW MHCYNMHOPE3NCTEHTHOCTU (6onee Bbicokuin HOMA-IR)
1 NOBbILIEHHOMY YPOBHIO TpUMnLepungos. BBS4 6bin ceA3aH
C Hanbonbluen pasHuuen B MMT no cpaBHEHWMIO C NauueH-
Tamn 6e3 BBS. BBS9 cBsizaH C ryneprivkeMmen n NHCynm-
HOPE3UCTEHTHOCTbIO. [1N1A penpoayKTUBHbIX PacCTPOWCTB
He 6bifIo 0O6HApPYKeHO NocefoBaTENbHON Koppensauun de-
HoTun-reHoTmn [12].

Moaxoppbl K neveHnto CBb TpebyoT mynbTUgMcUunIn-
HApHOM KOMaHAbl CNeuuanunucToB, COCToAWEN M3 negua-
TPOB, SHAOKPMHOJIOFOB, aHAPOJIOrOB, FTMHEKOJSIOrOB, Aue-
TOJNIOroB, MCMXOJIOrOB, HeEGPONOroB, XNPYProB-opTONeaos,
Kapauonoros, 0$pTanbMON0Oros, CTOMaToNIOroB, JIOronesios
M ayguonoroB. TakTKa BefeHWA OaHHbIX MaLMeHTOB 3a-
Knoyaetcs B moandukaumm obpasa XKU3HU, CHUKEHUN
XMPOBOW MAcChl Tefla U KOPPEKLMY FOPMOHAJTbHBIX Hapy-
weHuin. HeT gaHHbIX 06 OTAINMYHBLIX OT OKa3blBaeMbIX MpU
3K30reHHO-KOHCTUTYLIMOHAIbHOM  OXKUpPEeHUn 3dpdeKTax
dapmakoTepanun, goctynHon B Poccun (opnuctat, cmby-
TpamuH, alTil1: nuparnytug, cemarnytug, Tup3enaTua).
CrneumanbHble KOHTPONMPYeMble WUCCNIefOBaHUA C UC-
Nofib30BaHMEM [aHHbIX NpenapaTtoB Yy naumeHToB ¢ BBC
He npoBoAMNNCh. MNepcneKkTVBHbBIM GpapMaKoNormyecKum
areHTOM fBJIAETCA CETMENaHOTWA, aroHUCT pelenTopa
MenaHoKopTuHa-4 (MC4R) [19]. HegaBHO ony6nnkKoBaHO
pPaHAOMU3MPOBAHHOE MHOTOLEHTPOBOE ABONHOE Clenoe
nnauebo-KoHTponupyemoe uccrenoBaHue 3 ¢asbl C yya-
ctmem 32 nauumeHTtoB ¢ Cbb; 32,3% B BO3pacte =12 net
¢ Cbb pgocturnm no KpariHen mepe 10% CHMXeEHMA MacChl
Tenla nocsie 52 Hepenb nevyeHusa cetmenaHoTngom. Cpep-
Hee cHuxeHne MMT coctaBuno 9,1% (B Bo3pacTe >18 nerT)
n cHxeHue nonudarum Ha 30,5%. He 6b110 HUKaKnMx cy-
WECTBEHHbIX M3MeHeHun A, nunuaHoro npoduns unm
YPOBHS T/10KO3bl, @ Hanbosiee PacnpoOCTPaHEHHbIMW MO-
604YHbIMM 3PPeKTamn, CBA3AHHBIMU C MpenapaTom, Obinu
runepnurMeHTaLma Koxu (U3-3a akTuBauum peLenTtopa
MENaHOKOPTUHA 1 Ha MenaHouuTax 1 nocneayoLein Bbipa-
6OTKUN MenaHnHa) 1 peakumn B MecTe nHbekummn [20]. XoTa
Ha CerofHAWHNI AeHb 6apuaTpuyeckas xupyprus sasnaet-
cA 6e3onacHbIM 1 3GPEKTUBHBIM METOLOM JIEUEHUS OXU-
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KINUHUYECKII CINYYAN

peHnA C NoATBEPXAEHHbIMU [LONATOCPOYHBIMUA KINHUYE-
CKMMU NpenmyLlecTBamMu, B onybiMKoBaHHOW nutepaType
MMeeTCcA OTHOCUTENIbHO HEMHOIO UCCNefoBaHWi, N3yyato-
WMX ee BANAHNE KOHKPETHO Ha nauuneHToB ¢ Cbb, n oHun
OrpaHMuMBAIOTCA OTAENbHLIMUA KINHUYECKMMN ONMUCAHUA-
MM U HebONMbWNMK CEPUAMU CITyYaeB, B KOTOPbIX dddek-
TUBHOCTb BMeLLaTeNbCTB COMOCTaBMMa C Habniogaemon
NP 3K30reHHO-KOHCTUTYLIMOHANIbHOM OXMpeHun [21].

MNpwn neyeHumn runoroHagmnsma y naumeHTosB ¢ Cbb Bax-
HO YuYMTblBaTb BO3MOXHYIO HEUYBCTBUTENbHOCTb K TeCTo-
CTepOoH-3amMecTuTeNnbHoN Tepanun. B pabote Koscinski n ap.
aBTOPbI OMUCHIBAT PENPOAYKTUBHYIO ANCOYHKLMIO Y My>K-
unH ¢ Cbb 1 nogyepKMBaOT CNOXHOCTb JIeYEHUS TUMNOro-
Hagu3Ma y JaHHOW KOoropTbl NauueHToB [22]. B nuTtepaType
onuncaH cnyyval peBepCcMBHOMO rMNoroHaagn3mMa y nayueHTa
c Cbb. BnepBble gMarHoO3 rmnoroHafoTPOMHbIA FMNOroHa-
[r3M, 3aflep>KKa MONMOBOro pa3BMTNA YCTAHOB/EH NaLMEHTY
B BO3pacTe 16 fieT, NpPOBOAUIIOCH JIeYeHMEe KOPOTKUM Kyp-
com XI'Y 1 3amecTuTenbHas Tepanus TeCTOCTEPOHOM — 6e3
s3¢deKTa, B panbHeliwem npu obcnegoBaHnn B Bo3pacTe
30 net (6e3 aHAPOreHOB B TeUeHMe 6 NeT) NaumeHT Obii Xo-
pOLIO BMPWAN30BaH, C HOPMasbHbIMK pasMepamun AnYeK.
PeBepcma runoroHagusma noaTBepXKAeHa HOPManbHbIMU
YPOBHAMN CbIBOPOTOYHOIO TECTOCTEPOHA Y FOHAZOTPOMNU-
HOB, a Tak)e rucrtonorven andyek [23]. PaHee 6bI10 NoKa-
3aHO, UTO NofobHasA peBepcua MOXeT Habnopatbea y 10%
nayneHToB C CMHAPOMOM KannmaHa 1 ngmonaTnyecknm ru-
NMOroHaJOTPOMHbIM FMNOroHagnaMom [24]. ABTopbl nccne-
[OBaHVA NPEAMNONOXNUIN, UTO FeHETUYECKNI fedpeKT MOXeT
6bITb NpeofoneH Ha GpoHe CTMMYNIOB OKpY»KatoLLen cpeapl,
HanpumMep, Nocne BO3QeNCTBUNA NONOBbIX CTeponaoBs. MeTa-
60/IMYECKNiA CUHAPOM U ApYrue CBs3aHHbIE C OXUPEHMEM
OCJIOXKHEHWA ClefyeT NleunTb Tak e, Kak B o0Leln nonyns-
umn. B acTeTryeckux Lensax MoXeT ObiTb BbIMOJIHEHO XMPYpP-
rmueckoe yaaneHve fo6aBouHbIX nanbues [25]. TwaTtenbHbIN
MOHUTOPWHI COCTOAHMA MauMeHTa M paHHAA AMarHoCTMKa
MOTYT 3HAUMTENIbHO YNYYLINTb MPOrHO3 U KAauyeCTBO XKMU3HU
niofent ¢ faHHbIM 3aboneBaHmEM.

3AKNIOYEHUE

Pegkoctb CBB obycnoBnvBaeT HeO6XOAMMOCTb HACTO-
POXEHHOCTN CMEeLMAnNNCTOB PasHOro nNpoduis C Lenbio
NpefoTBPaLLEHUA PA3BUTKA OCITOKHEHWI U PaHHEN CMepT-
Hoctu. CTpaTernm obcnegoBaHUA Ans NMOMCKa MALMEHTOB
C JaHHbIM 3a00fieBaHMEM BKIIOYAIOT MEAULMHCKUA 1 ce-
MEeWHbIN aHaMHe3, ¢U3NKasbHbIN OCMOTpP, NlabopaTopHble
N reHeTNYeckme TecTbl. [lpy 3TOM AnarHos cnegyet paccma-
TpUBaTb Y MaumeHTa C JioObIM U3 OCHOBHbIX BbIlLEOOO3HA-
YeHHbIX MPU3HAKOB, HalMuMe KOTopbiX TpebyeT nposene-
HWUA yrny6neHHOro o6cnefoBaHMs, NMOMOraeT YCTaHOBUTb
BEpPHbIV AMArHO3 1 CBOEBPEMEHHO HauaTb JleueHue. Y nauu-
€HTOB C MMMNOrOHaAOTPOMNHbIM MMOrOHaAN3MOM BO3MOXKHO
peBepcrBHOe TeueHMe 3ab60NeBaHUs, YTO AUKTYeT Heob-
XOAMMOCTb MepecMoTpa cTaTyca rmnodusapHo-roHagHom
ocu. ITOT GaKT MOyUnsl OTPAKEHNE B EBPOMNENCKNX PEKO-
MeHZaumax no neveHuto n guarHoctuke bbC [12]. bygywne
UCCnegoBaHUA JOSXKHbI ObiTb HampaBsfieHbl Ha YTOYHEHWe
MONEKYNAPHbIX MEXaHN3MOB, JIEXKALLUMX B OCHOBE OXKUPEHNA
1 FOPMOHasbHbIX HapylweHni npu CBB, oueHKy reHoTMn-¢e-
HOTUN accouunaunin AnA MOBbIWEHNA TOYHOCTM MPOrHO3a
pa3BUTUA KOMIMOHEHTOB CHAPOMA.
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CASE REPORT

CcypapcTBeHHOro 3apaHua «MexaHusmbl passBuTUA 3ddeKTa «nnato» no-
CJle CHVKEHWA Macchbl Tefla U peLyanBa OXMPeHUa Y AeTeil 1 B3pOCsbIX:
apanTUBHbIA TEPMOTreHe3, MUOKMHOBbIV NPoduib, NiLLeBoe NoBeAeHue,
MeTabonmyeckune, HyTPUTVBHbIE 11 MPOBOCNANNTENIbHbIE MapKepbl», perv-

AONOJIHUTENbHAA UHOOPMALINA

UctouHunkn ¢puHaHcmpoBaHuA. Pabota BbiMosMHeHa B pamKax ro-

CTPaUMOHHbIA Homep 1023022400038-1.

noTeHumanbHbIX KOH¢J'II/IKTOB NHTEPECOB, CBA3AHHbIX C ny6n|/|Kau|/|e|7| Ha-

KoHGnuKT nHTepecoB. ABTOpPbI eKapripyloT OTCYTCTBME ABHBIX U

CTOALLEN CTaTbM.

YyacTue aBTOpOB. Bce aBTOPbI BHEC/IM paBHbIN BKaf B paboTy: aHa-

N3 AaHHBIX U MX MHTeprIpeTaLmio, HanncaHue ctatbu. Bce aBTopbl 0fo6pu-

nu GurHanbHY BEpCUio CTaTby Nepep nybnukauueri, Bbipasunm cornacue

HeCTN OTBETCTBEHHOCTb 3a BCe aCneKTbl pa6OTbI, nogpasymeBatoLlyto Haa-

nexxaulee nsyvyeHme n pelleHne BoOnpocCoB, CBA3AHHbIX C TOYHOCTbIO NN

[06POCOBECTHOCTbIO NM06OI YacTn paboTbl.

Cornacue naumeHTa. [NaymeHT JO6POBO/BHO NoAnMcan UHPOPMUPO-

BaHHOe cornacue Ha nNy6anKaLuio NepcoHanbHON MeANLIMHCKON MHbOp-

Mauun B obesninueHHon $popme B KypHane «BecTHUK penpopyKT1BHOro

340pPOBbA».
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