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AHHOTaLHusA

Lenb: nokasatb pasHoobpasne u TAXeCTb KNMMHUYECKON CUMMTOMaTMKN PpeaKoro HacrneacT-
BEHHOro 3abonesaHna — cuHgpoma bapoe — bugnsa y nesoyku 14 ner.

MaTtepuanbi n meToabl. [1poBeeH peTPOCNEKTUBHbIV aHanNM3 aHaMHECTUYECKUX CBEAEHUN,
TedyeHusi 3aboneBaHus, NabopaTtopHbIX U UHCTPYMEHTAarbHbIX AaHHbIX, @ TAKXe NPOBOAMMOW
Tepanuu nauneHTkn 14 net ¢ cuHgpomom bapaoe — buans.

Pe3ynbTtathbl. Y naumeHTkn 14 neT ¢ HacneacTBeHHbIM cMHapomom bapae — Bugns (nonu-
OaKTUNus, oTcTaBaHe B yMCTBEHHOM Pa3BUTUN, MPOrPECCUPYIOLLEE OXXUPEHME, MUTMEHTHas
peTnHonaTus) BbiBEeHa BPOXXAEHHAs aHOManus pa3sutust NovYek — rmnonnasns u gucnna-
318 €AVHCTBEHHOM MPaBOW MOYKM, OCITOXKHEHHAsA XPOHMYECKUM BTOPUYHBLIM MuenoHedpu-
TOM, C pa3BUTUEM XPOHUYECKOW Oone3Hn nodek. B aHanm3ax mMo4yu BbisiBIieHa NENKOLUTY-
pusi, baktepuypus n npotenHypus. Ha Y3 noyek axo-npusHakm oM Py3HbIX U3MEHEHWN
napeHxXnmbl MPaBOW MOYKW, NeBas Moyka He onpegensercs. 3aknyeHne ANHaAMUYECKON
peHocumHTUrpacdmm: n3obpaxeHme feBON MOYKM LOCTOBEPHO He BuM3yanuaupyetcs (pes-
KOe CHWXeHMEe PYHKLUN UM OTCYTCTBUE MOYKM), COXPaHEHHAsA bunbTpaumMoHHasa pyHKUmMs
N YMEpPEHHOE CHUXEHME 3KCKPETOPHOW byHKL MM NpaBor noykn. Ha dooHe aHTnbakTepmans-
HOW (LedTPMAKCOH) U CUMNTOMATUYECKOM TEpanuu KynMmpoBanicb CUHAPOM UHTOKCUKaLIMK,
nenkounTypus, 6akTepuypusi u NpOTENHYPUS.

3akntoyeHue. [peacrasneH KNMHNYECKMI criydan cuHgpoma bapae — bnansa ¢ BpoxaeH-
HOW aHOManuewn pasBMTUS MOYeEK (C HapyLeHneM (PyHKUMK), HO C HOPManbHbIM CTPOEHUEM
BHYTPEHHMX NOMOBbIX OPraHOB U MOMOBbLIM pas3BuTMeM. B ganbHeriwem ns-3a passutms Xpo-
HM4YeCcKon 6onesHn NnoYvek naumeHTke HeobxoaAnmMo nony4yaTb cneynanm3mpoBaHHyo Hedpo-
NOrMYecKyto NOMOLb, a Takxe HabnaaTbCs y SHAOKPUHOMOra, Tak Kak BbICOK PUCK pa3Bu-
TS caxapHoro guaberta 2-ro Tuna.

KnrouyeBble croBa: HacneaCTBEHHbIN CUHOPOM, OXWUpeHue, nonngakTunuda, aucnriasuna
noyek
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KAMHUYECKWHM CAYYAM / CLINICAL CASE

BARDET — BIEDL SYNDROME WITH CONGENITAL KIDNEY
MALFORMATION IN A 14-YEAR-OLD GIRL
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Abstract

Aim. To show the variety and severity of the clinical symptoms of a rare hereditary disease —
Bardet — Biedle syndrome — in a14-year-old girl.

Materials and methods. We carried out a retrospective analysis of anamnestic data, the
course of the disease, laboratory and instrumental data, as well as the therapy of a 14-year-old
patient with Bardet-Biedle syndrome.

Results. A 14-year-old patient with hereditary Bardet — Biedle syndrome (polydactyly, mental
retardation, progressive obesity, pigment retinopathy) was found to have a congenital abnor-
mality of kidney development — hypoplasia and dysplasia of the only right kidney complicated
by chronic secondary pyelonephritis with the development of chronic kidney disease. Urine
tests revealed leukocyturia, bacteriuria and proteinuria. The echo-signs of diffuse changes in
the parenchyma of the right kidney were found during the ultrasound kidney examination. The
left kidney was not determined. The conclusion of dynamic renal scintigraphy: the image of the
left kidney is not reliably visualized (a sharp decrease in the function or absence of the kidney),
the preserved filtration function and a moderate decrease in the excretory function of the right
kidney. Intoxication syndrome, leukocyturia, bacteriuria and proteinuria were relieved against
the background of antibacterial (Ceftriaxone) and symptomatic therapy.

Conclusion. We have described a clinical case of the Bardet — Biedle syndrome with congen-
ital kidney malformation (impaired function), but with the normal structure of the internal repro-
ductive organs and sexual development. In the future, due to the development of chronic kidney
disease, the patient should receive specialized nephrological care, as well as be observed by
endocrinologist due to a high risk of developing type 2 diabetes mellitus.

Keywords: hereditary syndrome, obesity, polydactyly, kidney dysplasia

For citation: Burlutskaya A.V., Savelyeva N.V. Bardet — Biedl Syndrome with Congenital Kid-
ney Malformation in a 14-Year-OId Girl. Kubanskii Nauchnyi Meditsinskii Vestnik. 2019; 26(3):
129—-134. (In Russ., English abstract). https://doi.org/10.25207/1608-6228-2019-26-3-129-134

Submitted 01.04.2019
Revised 22.04.2019
Published 26.06.2019

Beepgenune. CuHgpom bapoe — buana — Ha-
CneacTBeHHasa AnsHuedanbHO-peTUHanNbHas narto-
norusl, NPosIBNSANLASACS OXUPEHNEM, YMCTBEHHON
OTCTanocCTbio, PETUHONATUEW, FMMOrEeHNTaNIM3MOM
1 OpyrMMmu nopokamu passutus. 3abonesaHune Ha-
cnepnyeTcs no ayTocoOMHo-peleccusHomy Tuny. Cum-
NTOMOKOMIMIEKC BNepBble onucaH B 1866 r. [>xoHom
JlopeHcom n Pobeptom MyHOM, KOTOpbIE BbISIBUIU
coveTaHne NMUIrMEHTHOW AMCTpPOoUN ceTyaTkm C ru-
NOreHUTanM3MoM, OXUPEHMEM W YMCTBEHHOW OT-
ctanocTteto. B 1920 r. XXopx bapg n Pobept buanb
AobaBunn K JaHHOMY CUMMNTOMOKOMMMEKCY Monu-
paktmnmio [1, 2]. CornacHoO COBPEMEHHbIM MNpea-
cTaBnenusiMm cuHopom bapoe — Buans BblgeneH

13 paHee obuwero cuHgpoma JlopeHca — MyHa —
bapoe — buansa. na cungpoma JlopeHca — MyHa
XapaKTepHbl Napanfiers, a OXXMpeHue u nonuaak-
TUNUS  OTCYTCTBYIOT. PacnpoCcTpaHeHHOCTb CUH-
OpoMa TOYHO He ycTaHoBneHa. B eauHu4HbIX co-
o6LwweHusax cuHgpom bapoe — Buans Bctpevaetcs
[0CTaToOMHO peako, NonynsiLMoHHas YyacToTa cpeam
HoBopoxaeHHbIX 1:120000-1:160000 [3].

CwuHgpom Bappoe — Buansa xapaktepusyetcs Bbl-
PaXXeHHbIM KNHU4Yeckum nonmmopduamom. [lpe-
MMYLLECTBEHHO coyeTaloTcs 3 wnu 4 npusHaka
(HenonHas chopma), pexe 5 npusHakoB (MorHasi
dopma). OCHOBHblE CUMMATOMbI — 3TO MUIMEHTHbI
PETUHUT ¥ Apyrne nameHeHus cetyatku (93%), oxu-
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peHue (90%) n ymctBeHHas otctanoctb (87%). lNMo-
nmpakTunua obHapyxmsaeTcst Y 60—70% 60onbHbIX
[1, 3]. N3 nopokoB pa3BUTUS BHYTPEHHUX OpraHoB
Yalle BbISBNSIOTCA AedeKTbl pa3BuTna nodek (nonu-
KUCTO3, rMnonnasusl), pexe Nopoku cepaua [2, 4, 5].

PeTvHonatns nosBnsdeTcd BCreacTBME OTNOXe-
HWUSI MUTMEHTa Ha nepudepun cetyatkm u B obna-
CTU cocKa 3puTenbHOro Hepaa. lNMporpeccupytoLime
M3MEHEHUs1 Ha ceTyaTke MPUBOAAT K MoTepe 3pe-
Hus kK 20—25 rogam (6onee 70% BONbHbIX CAEMHYT).
Kpome TOro, BcTpeyarTcsa apyrme aHoMarnumu: atpo-
s 3pUTENBHBLIX HEPBOB, MaKynsapHas AucTpodms,
HMcTarMm, Katapakrta u MukpoodTansm [2].

OxupeHve Yalle HauYMHaeTCa yXXe Ha NepBoM rogy
XKM3HU 1 NPOrpeccmpyeT o4eHb BbICTPO, MPaKTUYECKU
BCeraa passuBasicb 0 3-1 U 4-14 cteneHn [6-8].

YMCTBEHHasi OTCTanocTb MNPOSIBNSAETCA OT Jer-
KO CTeneHn A0 NOMHON rmy6bokon uamotmmn. Tspke-
nas gopma onurogpeHnn, kak npasuno, npucyLla
nMuam ¢ nonHeiM HabopoMm NpU3HaKOB paccMmaTtpu-
Baemor natornornn. CHMXKEeHne MHTennekTa MoxeT
coyeTaTbCsa C peyeBbIMU paccTpoMcTBaMu, cnac-
TUYECKOW napannernen, CyaopoXxHbiM CUHAPOMOM,
MO3XEYKOBBIMU 1 SKCTpanupamuaHbIMu HapyLLEeHN-
amMu. B To xxe BpeMsi npn 3TOM CUHAPOME HE UCKITHO-
YeH U HopMarnbHbIA MHTENNeKT [1, 7].

MmnoroHagnam Habrogaetcs y 74—85% 60mnbHbIX
MYXYUH Uy 45-53% >xeHLmH. OH BO3HUKaET B pe-
3ynbrate NepBUYHON HEAOCTATOYHOCTM NOMOBbIX Xe-
nes3 vnu B peaynksrare MOHWKEHHOW NPOJyKUMK ro-
HaZOTPOMHbLIX FTOPMOHOB. [INs MY>XYMH XapaKTepHbI
€BHYXOWHbIN BU, pe3Koe OXXUPEHME, TMHEKOMACTUS,
Marble pasmMepbl AMYEK U HAPYXHbIX NMOMOBbLIX Opra-
HOB, POCT BOS10C Ha fI00OKe Mo XXEHCKOMY Tuny. Y XKeH-
LWUMH MOFYT MOSTHOCTBIO OTCYTCTBOBaTb BTOPUYHbIE
nonoBble MpU3HakW, HabngaTbCcs ameHopest U u-
nonnasus rnoroBbIX OpraHoB. BmecTe ¢ Tem B psge
CryyYaeB BO3MOXHO HOpMaribHOe MorioBoe pas3sButme
CO CNocobHOCTbLIO K AeTopoxaeHuto [1, 2, 7, 9].

MamMeHeHuss Kuctem u CTOon XapakTepusytoTcs
yBEMMYEHMEM 4YMUCna nanbueB (monuaaktTunus),
BO3MOXHO COYEeTaHWe CO CcpalleHWEM COoCedHUX
nanbueB (CMHOAKTUAWSA) U UX yKkopodeHuem (6pa-
xnaaktnnus). B psige crnyyaeB oTMeyaeTcs TONbKO
OpaxuaakTunus.

[narHoctuka JaHHOro HacnedCTBEHHOMO CUHAPO-
Ma, Kak NpaBuIio, He NpeacTasngaeT 3aTpyaHeHui [10].
Cneuncpryeckoro neveHns Het. OXupeHne Koppuru-
PYIOT Ha3Ha4YeHneM OUETbI, NONUAAKTUINIO YCTPaHS-
0T onepaTuBHbIM NyTeM. PaspaboTaHbl MeToapl npe-
OyNpeXaeHnst NporpeccMpoBaHNS CHUXKEHUS 3pEHNS
BCMeacTBMe NUrMEHTHOW AereHepaumm ceTHaTku.

Tak kak 3aboneBaHue cunTaeTca penkMm, 3To noby-
[JMNo Hac NoAennTbcs COOCTBEHHbIM HAbNIOAEHMEM.
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Lenb uccnedoeaHusi: nokasaTb pasHoobpasume
N TSXKECTb KIMHMYECKOW CUMNTOMATMKU PEeaKoro
HacneacTBeHHOro 3abonesaHnst — cuHgpoma bap-
ae — buans y gesoukun 14 ner.

Matepuanbl U metoabl. [lpoBeneH peTpocnek-
TUBHbIM aHanuM3 aHaMHECTUYECKMX CBEeOEHUNn, Te-
YeHus 3aboneBaHud, nabopaTopHbIX N UHCTPYMEH-
TanbHbIX AaHHbIX, @ Takke MPOBOAMMOWN Tepanuu
nauueHTkn 14 net ¢ cuHgpomom bapge — buans,
KoTopas Habnoganack B ceHTsabpe 2018 r. B ne-
anatpudeckom otaeneHnn MBY3 «[leTckas ropoa-
ckasi knuHuyeckas 6onbHuua Ne 1» . KpacHogap.
OT othmumanbHbIX NpeacTaBUTeENen NauMeHTKN no-
Nny4YeHO NUCbMeHHOe [06poBONbHOE NH(OPMUPO-
BaHHOe cornacue Ha nyonvkaumno onMcaHus KnmHu-
Yyeckoro cny4yas 1 nybnvkauuto potomatepmarnos.

Pesynstatbl U obcyxpeHus. [laumeHTka H.,
14 neT, BNepBble NOCTynuIa B negnaTtpuyeckoe oT-
aenedve MBY3 «[leTckas ropogckas KNMHu4eckas
oonbHMua Ne 1» B ceHTsOpe 2018 roga ¢ »anoba-
MU Ha cnabocTtb, 60onb B XXMBOTE, AUCKOMAOPT MNpuU
MOYeNCNyCKaHUN, NMOBbILEHNE TemnepaTtypbl Tena
no 38 °C.

AHamHe3. PeGeHOK OT BTOpoM OepeMeHHOCTH,
BTOPbIX CPOYHbIX podoB. epBbi pebeHOoK — CblH
OT Jpyroro otua, 300poBblii. bepemeHHOCTL npoTe-
Karna Ha ¢hoHe yrpo3bl MpepbiBaHUst U OCTPOro pe-
crnvpaTtopHoro 3aboneBaHuss B MEpPBOM TpPUMECTpe,
XPOHUYECKOW TMMOKCUM nnioga BO BTOPOW MOMo-
BMHe. Poaunack Yyepes ecTeCTBEHHbIE POOOBbLIE MYTH
¢ maccomn 3800 r n poctom 52 cm. lNpn poxgeHuu
y OEBOYKM MMEETCS LLIECTOM MarneL, Ha KACTAX U CTOo-
nax. B ncMxomoTopHOM pa3BuTMK pasBmBanachk C oT-
CTaBaHMEM: Ha4ana cagutbcs B 12 mec., xoauTb —
15 mec., roBoputb — 5 neT. [1o HacToALEro BpEMEHM
UMEET TPYAHOCTWN B YTEHUU U NUCbME, OTCTAET B YM-
CTBEHHOM Pa3BUTUU, XOOUT B KOPPEKLMOHHYIO LLKO-
ny. Becerga passuBanacb ¢ OTCTaBaHWEM B (pusnye-
CKOM pasBuUTUN 1 ¢ N36bITkOM Macchl Terna. OcobeHHo
3aMeTHO OXWpEHWe CcTarno nporpeccMpoBaTtb Mo-
cne roga. Ha BTOpom rogy »W3HW LIecTble nanbLbl
Ha KUCTSIX U CcTonax yaanedbl. B Bo3pacTte 2-x net
reHeTMKOM MOCTaBreH AuarHo3 — cuHapom Jlopen-
ca — MyHa — Bapge — buansi. Habniogaetcs y od-
TanbMoriora no NpUYMHE MUIMEHTHOW PETMHOMATUK
N NPOrpeccupyoLLen MMonum Taxenom crenexu. MNo-
rIoBOE pa3BuTUE MO BO3pacTy, MeHapxe B 13 nert.

Kanobbl cO CTOPOHbI MOYEBLIBOAALLMX MNYTEN
N U3MEHEHMS1 B aHanmaax MoYM paHee He BbIsiBMs-
NCb 1 NOo 3TOMY NoBoAy He obcnepgoBanacbk. Oko-
o Mecsila Hasaf, nepeHecna ocTpoe pecnupaTtop-
Hoe 3aboneBaHuwe, nony4vana CUMMNTOMATUYECKYHO
Tepanuio. B TeueHve Hendenu nepep rocnutanusa-
LiMen oTMevanunch anusobl nogbema temnepartypsbl
Tena oo 38 °C, ctana »anoBaTbCs Ha 60nn B XMUBO-
TE W HEMPUSITHbIE OLLYLLIEHNS MPY MOYENCIYCKaHNN.
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Puc. 1. BHewHutl 8ud nayueHmku.
Fig. 1. The appearance of the patient.

HaHHble 06BLeKkmusHo20 ocmompa. Npu ocmo-
Tpe, B NepByto ovepeab, obpallanu Ha cebs BHUMa-
HWe oTCTaBaHue B M3NYECKOM pPasBUTUM U Bbipa-
XeHHoe oxupeHue -1V ctenenn (puc. 1).

PocTt naumeHTkn 6bin 142 cm, macca — 86 «r,
n dursnyeckoe pasBUTUE PaCLEHEHO KaK HU3KOEe
N OgucrapMoHMYHOE 3a cyeT oxupeHusi. Kpome
TOro, UMenu MecTo MHOXECTBO CTUIM Au33MOpu-
oreHesa, bpaxugaktunus (puc. 2 a, 6). B obnactu
MMU3MHLIEB Ha KUCTAX M cTomax oTmevanucb rfo-
cneonepaumoHHble pybubl BCrieacTBue yaaneHus
LLIEeCTbIX NanbLeB.
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Puc. 2 a. Bpaxudakmunusi kucmedu.
Fig. 2 a. Brachydactyly of the hands.

Puc. 2 6. Bpaxudakmunusi cmon.
Fig. 2 6. Brachydactyly of the feet.

Puc. 3. U30bpaxeHue rnoyek 8 pezynbmame OuHamu-
Yyeckol peHocyuHmuepacguu.
Fig. 3. Kidney image (dynamic renal scintigraphy).

Mpn obweHun peBoyka Obina 3acTeHuMBas,
HEMHOroCnoBHas, 4acTo 3aTpyAHsAnacb C OTBETOM
Ha MpOCTbIe BOMPOCHI, U OTMEYarcs CKyaHbIN Crio-
BapHbI 3anac npu 6ecepe. Npy 3TOM naumeHTKa
ymena cebsi obcnyxusaTtb, HO BCe fAenana nog npu-
cMoTpom maTtepu. Co CTOPOHbI BHYTPEHHUX opra-
HOB Mpu OM3nKaNbHOM UCCMNEAOBAHUN N3MEHEHWI
He BbIsiIBIeHO. 3a BeCb nepuoa HabnogeHus B OT-
OEeneHnn 3nNn3ofoB apTepuanbHOW  TMNepTeH3um
He 3aperunctpupoBaHo, Al 610 B npenenax 95/55—
120/70 mm pT. cT. OTEYHbIN CUHAPOM OTCYTCTBOBAI.
[MonoBoe pa3BnTUE COOTBETCTBOBAIIO BO3pacTy, Mo-
nosas gopmyrna — Mag3, Ax3, P3, Me2.
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[aHHble NabopaTopHbIX U UHCTPYMEHTaNbHbIX
MeTogoB oGcrefoBaHuUs

B pesynbrate o6cnenoBaHns BbISIBNEHbl NPU3Ha-
Ky OCTporo 0akTepmanbHOro BocnaneHus: B aHanu-
3€ KPOBM HEWTPOMUNBbHLIA NENKOLMTO3 (MenKkoum-
Tbl — 15,9%10%/n, HenTpodunbl 82%) 1 NOBbILLEHNE
CPB — 46,72 wmr/n (Hopma go 5,00 mr/n). B aHa-
nnM3ax MOYM M3MEHEHUS, XapaKkTepHble ansa bakre-
prvanbHOro BOCMAanNMTENbHOIO MpoLecca B MovKax:
nevkountypust (B obuiem aHanusze moum — 10—
15 B n/3p, B npobe Heunnoperko — 16000 B 1 mn),
DakTepuypus (yponaToreHHas KulievHasi nmarnodka
1000 KOE B 1 mn), npotenHypus (konebaHus 6en-
ka B ogHow nopuun moum 0,3—1,0 r/n, noteps Gen-
ka 3a cyTkn — 1,5 r). Kpome TOro, oTMeyanocb CHu-
XXEHME KOHLIEHTPALMOHHON (PYHKLMM MOYEK B BUAE
rmnon3octeHypum (konebaHus ygenbHOro Beca
B npegenax 1004-1008) u asotemuss (MoyeBUHa
9 MMonb/n, KpeaTHUH — 164,0 MKmonb/n).

MokasaTtenu GMoXMMmn4eckoro aHanuaa KpoBu: 6u-
nupybuH, TpaHcamuHasbl (AT, ACT), Tpurnvuepu-
abl, rmoko3a (4,7 mmone/n) 6binv B npegenax Hop-
MarnbHbIX BEMUYMH.

WccnepoBaHne KpoBM Ha TOPMOHbI:  MOBbILLE-
Hue C-nentuga go 5,710 Hr/mn (mpy Hopme 1,100—
4,400 Hr/mn); a Takue nokasaTenu, Kak WHCYMWH,
NPONakTVH U FTOPMOHbI TUPEOUOHOrO NPOdUNS OKa-
3anucb B npeaenax pedepeHcHblx 3HadeHun. B aaH-
HOM crnyyae, yBenuyenne C-nentuga MOXeT ObiTb
BCNeACTBUE OBYX MPUYMH: 3TO CHWDKEHME (DYHKLMN
noyek (T.k. C-nentug meTabonuanpyetcst B no4kax)
N nporpeccupytollee oxuvpeHve (kak paHHUI npu-
3Hak gebtota caxapHoro guabeta 2-ro Tmna).

3akntoyeHne Y3M noyek: axo-npusHaku anddys-
HbIX M3MEHEHWIA NapeHXUMbl NPaBo No4dkK, fesas
no4yka B TUMMYHOM MECTE U MecTax BO3MOXXHOM an-
CTOMUW He onpeaensieTcs.

CIIUCOK AUTepaTyphl

B pesynbrate Y3WM opraHoB OpOLLIHONM MONOCTH
BbIsiIBNEHbI renaTtocnieHomeranuss n anddgysHble
N3MEHEHUS NMapeHXMMbl MEYEHN Y NOOXKeNyg04HOW
xenesbl.

3aknioyeHre JUHaMUYeCKON peHOoCUMHTUIpaduu:
n3obpakeHve NeBON MOYKM LOCTOBEPHO HEe BU3Y-
anuaupyertca (pes3koe CHWXeHue YHKUUU unm oT-
CYTCTBME TMOYKM), COXpaHeHHas unbTpaLmoHHas
YHKUMA M YMEPEHHOE CHWXEHUE 3SKCKPETOPHOMN
PYHKLMN NpaBom noykm (puc. 3).

Mpn npoeegeHun Y3W opraHoB Mamnoro Tasa
CTPYKTYPHOW NaTonormm He BbISIBIEHO.

Takum 06pasom, y naumeHTkn 14 net ¢ HacnencTt-
BeHHbIM cnHapomoM bapae — bruans BeisierieHa Bpo-
KOEHHas aHOManusi pasBUTUS MOYEK — rMnonnasuns
M gucnnasvs eQuHCTBEHHOW MpaBoOW MOYKW, OCHIOX-
HEHHas1 XPOHMYECKMM BTOPUYHBLIM MMENOHEDPUTOM
1 C pasBUTMEM XPOHNYECKOWN DOMNE3HM MOYEK.

B oTaeneHuu naumeHTka nonyyana aHTubakte-
pvanbHylo (LedTpUakcoH) U CUMMTOMATUYECKYHO
Tepanuio, Ha 9TO (POHE KymnMpoBanuCb CUHAPOM
WHTOKCUKALMW, NEVKOLMTYpUS, GakTepnypusi 1 npo-
TENHYpUS.

3aksroveHue. [JaHHbI FreHETUYECKUIA CUHOPOM SAB-
NSIETCA PeOKUM, U KITMHUYECKUIA CryYal MHTEPECHbIN.
Y AeBouky BbisiBreH cuHapom bapoe — bugnsa (no-
NMOAKTUNNS, YMCTBEHHAs OTCTanoCTb CpeaHen cTe-
neHu, MporpeccupyloLlee OXUpeHue, MNUIrMeHTHas
pPETUHONATKS) C BPOXXOEHHOW aHOManuen pasBuTus
noyek (C HapyLLleHneMm gyHKLMK), HO MPU 3TOM UMeeT
MECTO HOpMaribHOE CTPOEHNE BHYTPEHHNX MOMOBbIX
OpraHoB 1 MonoBoe pa3BuUTME COOTBETCTBYET BO3pa-
CcTy. B panbHenwem ms-3a pasBuUTUS XPOHUYECKON
OonesHn Moyvek nauueHTke HeobxodMMO Mony4aTb
crneumann3mpoBaHHy0 HEPONOrMYECcKyto NMOMOLLb,
a Takke HabngaTeCca Y SHAOKPMHOMOra, Tak Kak Bbl-
COK PUCK pa3BUTUSI caxapHOro anabeta 2-ro Tmna.
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