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JliTeibHOE HAOI0IEHHe 32 peOeHKOM ¢ cuHapoMoM Padcona—

MenaenxoJia
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OnucaH cAayyain cuHapoma PabcoHa—MeHaenxonra y Manbumnka. CuHapom PabcoHa—MeHAeHx0AAQ, KpaiiHe peAKo BCTpevato-
wascs popmMa MHCYAMHOPE3UCTEHTHOCTU, MMEET TsKeAoe TedeHue. B mupe K HacTosiemMy BpeMeHH onucaHo He boaee 50 cay-
4aeB AAHHOrO CMHAPOMA. PacnpocTpaHeHHOCTb ero Hen3BeCTHa, Tak Kak CAydau, 3aKkaHuMBaloWMeCs A€TaAbHO B PaHHEM BO3pac-
Te, HEPeAKO OCTaIOTCSl HeAUarHOCTUPOBaHHbBIMK. Hanboree NaTOrHOMOHNUYHBIMM MPU3HAKAMK SBASIIOTCS HEFPOMAHbIIA aKaHTO3 U
rMnepKepaTo3 KOXHbIX MOKPOBOB B 0BAACTM €CTECTBEHHbIX CKAAAOK, OTpaXkalolme MHCYAMHOPE3UCTEHTHOCTb. CaxapHbii Anabet
y AeTeit C CUHAPOMOM PabcoHa—MeHAeHXOAAA pa3BMBaAETCS B AETCKOM BO3PacTe M UMEET AABMAbHOE TedeHUe, HYTO NPOSIBASIET-
CS1 4aCTbIMM 3MM30AaMM KETOALIMAO3A. TsxkeAast MHCYAMHOPE3UCTEHTHOCTb Y NMaLMEHTOB C CMHAPOMOM PabcoHa—MeHaeHxoAAa
NPensTCTBYeT AOCTMXKEHMIO KOMMEHCaUMKU caxapHoro amabera. XpoHM4eckas FAIOKO30TOKCMYHOCTb Y TaKMX A€Ter MPUBOAWUT K
NPOrpeccupoBaHMIo AMABETUUECKUX OCAOXKHEHWUI U K paHHel MHBaAMAM3aUMK. B AMTepaType npeAcTaBAeHbl €AMHUYHbIE CAYYan
NPOAOHIMPOBAHHOTO HADAIOAEHMS 32 NaUMEeHTamMn C CUHAPOMOM PabcoHa—MeHAeHXO0AAa.

Karouesbie caroBa: cuHapom PabcoHa—MeHAeHX0AAa, MHCYAMHOPE3UCTEHTHOCTb, CaxapHbli AnabeT, HabAloAeHMe, KAMHUYeCKMIA
CAy4Yan.
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A case of Rabson—Mendenhall syndrome in a boy is described. Rabson—Mendenhall syndrome is an extremely rare form of insu-
lin resistance and is characterized by a severe course. To date, less than 50 cases of the syndrome have been reported around the
world. Its prevalence is unknown because cases ending in death at early age often remain undiagnosed. The most pathognomonic
features include acanthosis nigricans and hyperkeratosis of the skin in the area of natural folds, which reflect insulin resistance.
Diabetes mellitus in children with Rabson—Mendenhall syndrome develops in childhood and has a labile course, which is
manifested by frequent ketoacidosis episodes. Severe insulin resistance in patients with Rabson—Mendenhall syndrome prevents
compensation of diabetes mellitus. Chronic glucosotoxicity in these children leads to progression of diabetic complications and

to early disability. The literature reports single cases of long-term follow-up of patients with Rabson—Mendenhall syndrome.
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Cunapom PabcoHa—MeHaeHXxosu1a, PeaKo BCTpe-
yamomascs @opma HMHCyIMHope3ucteHTHocTu (MP),
UMeeT TsDKeJIoe TeueHME, MPOMEXYTOUHOEe MEXIy Jie-
npeyayHusmoM U MP tuna A [1—3]. Cunapom Pabco-
Ha—MeHIeHxo1la — ayTOCOMHO-PEeIleCCUBHOE pac-
CTPOMCTBO C TepeMEeHHON 3KCIpecCUBHOCThIO [4, 5].
IlepBoe omucanue cuHapoma B 1950 r. mpencraBui
E. Mendenhall, 3atem B 1956 1. S. Rabson, KoTopbIM
OBLIM OTKMCAHBI e11Ie HECKOJIBKO CITyyaeB 3a00JIeBaHUS Y
JIETEM CO CXOXKeN KIMHUYECKON KapTUHOM [6].

Penxue reHeTMUecKUe CHUHIPOMBI TIPENCTABISIOT
JUTSI SHIOKPUHOJIOTOB Y TEHETUKOB HECOMHEHHbBIN MHTE-
pec. B Mupe K HacTosiieMy BpeMeHH OIMCaHo He OoJiee
50 cnyyaeB cuHapoma PabcoHa—Mennenxomia. B no-
clIeIHUE NECATUIIETUST UCCIIEIOBAHMSI TIOCBSIIIEHBI TeHe-
TUYECKUM acTieKTaM JaHHOTO CUHAPOMa, ITOMCKY HOBBIX
MyTalluii B TeHe pelienTopa WHCYJIMHA, aHaJIN3y Koppe-
Jgsauun reHotun-deHorun [7—9]. IpuuuHoii P nipu
cuHapome PabcoHa—MeHaeHxo1a SIBISIOTCS MyTalluu
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B T€HE pelenTopa MHCYJIMHA, KOTOPBIN pacroioxkeH Ha
KOpoTKoM 1uiede 19-it xpomocomsl (19p13.2) [10, 11].
Cunapom PabcoHa—MenHneHxosuia uMeeT psia mna-
TOTHOMOHUWYHBIX TPU3HAKOB: 3a7epXKa (PU3nmueckoro
pPa3BUTHSI, AaHOMAJIUST Pa3BUTHST 3yOOB U HOTTEI: TPeXK-
JIEBpeMEHHOEe TIpOpe3bIBaHMe 3y0OB, aHOMAJLHO 0OJb-
1Me 3yObl, IBOMHOM psiji 3y0OB, YTOJIIEHHbBIE HOTTH, UC-
TOHYEHME TIOAKOXHO-KMPOBOM KieTyaTku. Hammaume
9TUX (DEHOTUNTMYECKUX YEPT Yy IeTeil 00YCIOBIEHO Ype3-
MEepHOI cHTHaIM3amuei ot perernropa MDOP-1, a Takke
BJIMSTHUEM BBICOKOI KOHIIEHTPALIMM MHCYJIMHA Ha Kepa-
TUHOLUTHI U epMayibHble (pudbpodactsel [12, 13].
HaubGonee xapakTepHbIMUA MpPU3HAKAMU CUHAPOMA
Pabcona—MeHneHxosu1a SIBISIOTCS TUIEPIUTMEeHTalUs
(acanthosis nigricans) U runepkepaTo3 KOXHBIX TOKPO-
BOB B 00J1aCTH 11I€U, TTOAMBIIIIEYHBIX BIIAIMHAX U MaXO0-
BOI1 00J1aCTH, UTO CBUAETENLCTBYET O Tsikesnoil P [14].
Hapymienust yrnesogHoro ooMeHa y neteil ¢ CUH-
npomoM PabcoHa—MeHneHxoJ/1a pa3BUBalOTCS B I€T-
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CKOM BO3pacTe, YTO IIPUBOIUT K MOSIBJICHUIO CaXapHOTO
nrabeTa, CKJIOHHOTO K YaCThIM 3MU304aM KeToaluao3a
M PE3UCTEHTHOIO K MHCYJIMHOTepanuu [15].

IMonck pa3IMYHBIX MEIMKAMEHTO3HBIX CITOCOOOB
Tepanuu BeoeTcs MOCTOSIHHO. B muTeparype mpusene-
HbI pe3yJIbTaThl MCIIOJIb30BAHUSI BBHICOKMX JI03 PEKOM-
ounantHoro M®P-1 u peKoMOMHAHTHOIO JIENTHHA.
[16, 17]. Y HEKOTOPBIX MALIMEHTOB 3TO YJIYYIIAET COCTO-
sIHME, OJHAKO TaKue IperapaTbl HEOOXOIMMO COYeTaTh
¢ ceHcuTaizepamMu uHcyauHa [18, 19].

DTOT MalueHT ObUI OMMCAaH HaMHU paHee, OIHAKO
ATOT KJIMHMYECKUI Cllydail SIBISIETCSI YHUKAJIbHBIM B
Poccuiickoit @enepanin, a pe3yabTaThl TPOJOHTUPO-
BaHHOI'O HAOMIONEHMS 3a NMAalMeHTaMU C CUHIPOMOM
Pabcona—MeHneHxoia B MUPOBOIi JIUTepaType IMy-
onukyroTes kpaiiHe penko [20, 21]. [ToaTomy MbI cuuTa-
€M 11eJ1eCO00pa3HbIM MPUBECTH AaHHbIE TUHAMUYECKO-
ro HabmomeHus 3a namueHToM. CTpeMUTEIBHOE MPOo-
IpeCcCUpOBaHME OCJIOXHEHUI caxapHOro nuabeTa Tpe-
OyeT yrIy0JIeHHOTO U3yYeHUs TaTOTEHETUIECKUX MeXa-
HusmoB P npu cunapome Pabcona—MeHneHxoJa.

Onmcanne cirydas

IMamuenT P., noctynua B Bo3pacte 17 JeT B 1eTCKOe
supokpuHoiornyeckoe JII'KB Craspormonsg. Maabunk
oT 6-i1 6epeMeHHOCTH (1-51 GEpEMEHHOCTh 3aKOHYMIACH
pOXIeHNEeM MajbuiKa, KOTOPHI yMep B Bo3pacTe 3
MecC, IPUIMHA CMEePTU HEM3BECTHA, 2-51 — POXICHUEM
3I0POBOM TOUYEPH, 3- — POKIEHUEM 300POBOTO CHIHA,
4, 5-9 — BBIKMBILIAMU B pAHHKUE CPOKU, 6-51 — MpeXKIe-
BPEMEHHBIMU POJaMHM B 35 Hex.).

Pomutenn SBISIOTCS TBOIOPOTHBIMU OpaTOM U Ce-
CTPOIA, JAPTUHIIBI TTO HALTMOHATBHOCTH, M3 OTHOTO Celle-
Hus B JlarectaHe, XpOHMUYECKUX 3a00IeBaHMIT HE UMEIOT.
Matepu Ha MOMEHT POXIeHUsT pebeHKa ObuIo 34 Tona,
oty — 37 jieT. Y Matepu MaJlburKa yMep pOIHOi Opat B
BO3pacTe 3 Mec, y OTIa — ABE POIXHBIE CECTPhI YMEPJIU B
Bo3pacte 2 1 3 JIeT, MpUIMHA CMEPTU HEM3BECTHA.

BepeMeHHOCTh, CO CJIOB MaTepu, MIpoTekajga 0e3
ocobeHHOCcTeil. Macca Tena pebeHKa MpU POXICHUU
coctaBmia 2150 r, nnmrHa 41 cM, ollgHKa 1o 1Kaie Am-
rap 7/8 6amnoB. M3 pomuibHOTO JOMa MaJIbYMK BBITTH-
caH Ha 7-¢ CYTKM B YIOBJICTBOPUTEIHHOM COCTOSHUM.
Ha rpymHoM BcKapMIMBaHMU PeOCHOK HAXOMUJICS 0
3 Mec, 3aTeM MaTh JOKapMJIMBajla MIaAeHIIA IeTbHBIM
KOpOBBUM MoJIOKOM. Ha miepBoM roay y pedbeHKa oT™Me-
yajach IjIoxast IprOaBKa MacChl Tela, MOIKOXKHO-KH-
POBOIA CJION OBLT UICTOHUYEH, KUBOT HapacTas B 00beMe C
S5-MecstayHOrO Bo3pacta. C 8 Mec MmosIBIIach OTEYHOCTh
KHCTE, CTOII, TUIIEPITMTMEHTAIINST KOXKHBIX TIOKPOBOB,
BHaAYajie B 00JIaCTH IIIEH, TTOCTIC TOIa — B €CTECTBEHHBIX
CKJIaKaX KOXU. MaJlbuYiK 9acTo 00Jie MPOCTyIHBIMU
3aboyieBaHusIMuU, OpoHxutamu. I[locie roga poaurteau
00paTwIM BHUMaHUE Ha 3aIePXKKY MHTEJICKTYaIbHOTO
U TICUXOPEUYEBOTO Pa3BUTHSI.

PebeHOK B Bo3pacTe 4 jieT KOHCYJIBTUPOBAaH TeHETH -
koM. Kapuorun 46,XY. Tlpu o0OciaenoBaHNM BbISIBJIEHBI
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TUIEPIIIMKEMHMsI, THIIePXOJECTEPUHEMUST, TUTIEPKOPTH -
LIM3M, TUTIepUHCyIuHemus; pu Y3 — npusHaku re-
MaTOMErajluy C MOBBIIIEHUEM 3XOIUIOTHOCTU TIeUeHU U
nomxkenynmouHoi kenesbl. LITX-tect (onpeneneHue
KOHIIEHTpallMU TJIMKO3aMUHOIJIMKAHOB) 0€3 OTKJIOHEe-
Huit. [Tocne KoMILJIEKCHOTo 00cienoBaHusI ObLTa Ha3Ha-
YyeHa Tepalivsi, OTHaKO Mama JiedeHue He TIPOBOIIIA.

B Bo3pacre 9 jieT y maliMeHTa BbISIBJICHO 3HAUUTE b~
HOE TMOBBILIEHUE TIIIOKO3bI KPOBU 10 29,3 MMOJIb/I U
uHcyarHa kposu 10 400 ME/mn. Y3U: neueHs yBeu-
YyeHa B pa3Mmepax ¢ AMhGY3HBIM TTOBBIIIIEHUEM 3XOILIOT-
HOCTH TapeHXuMbl 0e3 ¢ubdpo3a U CKiIepoIacTuye-
ckux uaMeHeHuit; Y3U mouek: npusHaKu LJIOMEpPYJo0-
Hedputa; DKI': cuHycoBasi Taxukapaus, HapylleHue
MPOILIECCOB PEMOISIPU3ALIMM MUOKap/a JIEBOTO XeJy-
nouka. [Tociie Ha3HaYEHMST SHIOKPUHOJIIOIOM COOTBET-
CTBYIOILIETO JIeYeHUsI Oblla Ha3HaUeHa MOBTOPHAsT KOH-
cyJbTalus yepe3 3 Mec, HO Mama B TeueHue 4 JIeT He
obOpamiasach K CIenMagdcTaM, a PeKOMEHIOBaHHbBIE
Tpernaparhbl MCIOJIb30BasIa HEPETYJISIPHO.

B Bo3pacrte 13 et pebeHOK ObLT BHOBb TOCITUTAIM-
3UpPOBaH B 3HIOKPUHOJOTUYECKOE OTAEIeHUe C auabde-
THYecKUMHU Kajobamu. I[Ipu obcienoBaHUM BBISIBIIEHA
BBIpaXKeHHAas KETOHYPUsI, B CBSI3U C YeM PeOeHOK HaXxo-
JIWJICS B OTIEJICHUM MHTEHCHUBHOM Teparnuu; TIMKUPO-
BaHHBII TeMorioouH coctasist 14,1%. B mepuon npe-
ObIBaHMS B CTallMOHApE CIielaIrcTaMy ObUTA TUarHO-
CTUPOBaHbI AMA0ETUUYECKHME OCJOXHEHUSI CO CTOPOHBI
OpraHoOB-MUIIIeHeil (OKYIMCT — AuabeThdecKast Hermpo-
JudepatuBHas petruHonaTtuss OU, HeBposior — cocyau-
cras 3HUedanonaTus, noauHeponarust Ha poHe CJI).
[MpoBoawiack Teparnusi BHICOKMMHU J03aMU WHCYJIMHA,
OIHAKO JIoKHOro agdekTa He Habmogan0Cch. KeToH-
ypusi KynupoBaHa Ha 4-e¢ cyTKu. PeGeHKy Ha3zHayeHa
KOMOMHUpOBaHHAas Tepanus (aeTeMup + cruodop), 4yTo
TPUBEJIO K CHYDKEHMIO TJIMKEMUHM J10 9,6 MMOJIb/ 1.

[TaneHT TOCE BBIICYITOMSIHYTOM TOCITATAIM3a-
LMK JUTUTEIBbHO He o0palliajics 3a MeIUIIMHCKON MOMO-
mpto. Crienyroliiee ero oopalleHre K SHAOKPUHOJIOTY B
Bo3pacte 16 j1eT ObUIO 00YCIIOBJICHO YXYIIIIEHUEM 3pSHUST
(Co ¢JI0B MajibuMKa, OTCYTCTBOBAJIO 3pEHHE CO CTOPOHBI
MpaBoro rinasza). PebeHoOK ObLT OCMOTPEH OKYJIUCTOM U
HampaB/ieH Ha KoHcyiabTanuio B CaHkT-IletepOypr.
B mocnenytoliemM MaJb4MK FOCIUTAIM3UPOBAaH B 9HIO-
KpHMHOJIoTMYecKoe oTnejeHre KinmHuku Cankr-Iletep-
OyprcKoro rocyapCTBEHHOIO MeAMaTpUIeCKOro MeIu-
LIMHCKOIO YHUBEPCUTETA, Tie ObLI TOATBEPXKICH IHa-
THO3: caxapHbIii IMabeT, WHCYJIMHOPE3UCTEHTHBIM B
CTPYKType cuHapoMa PabcoHa—MeHneHxosia, TsoKe-
Jloe, ITUTETbHO HEKOMITEHCHpPOBaHHOe TeueHue. I1po-
Be/IeHa KOPPEKIIMS Tepallik, YMEHbIIIeHa 1032 MHCYJIU -
Ha TIPOJUIEHHOTO JEHCTBUS, WHCYJIMH KOPOTKOTO Jeii-
CTBUSI PEKOMEHIOBAH TOJIKO IPY IOBBIIIEHUU TJIMKE-
Muu 6osee 15,0 MMOITB/JT iepes; OCHOBHBIMU TTpUEMaMu
MUILIK, Ha3HauYeH MeT(OPMUH B 103€ 2 I/CYT.

Yepes 6 mec mociie BosBpalieHus: u3 CaHKT-
[TerepOypra malMeHT rOCMUTAIN3UPOBAH B dHIOKPH-
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HoJjiornyeckoe otnejaeHue CTaBpomnosisi B CBSI3U C XYy -
IIEHUEM COCTOSIHUS Ha (hOHE HeCTaOMIbHBIX ITOKa3aTe-
JIeil TIoKo3bl KpoBU. JlMarHocTupoBaHa BHEOOJbHUY-
Hasl THeBMOHMSI B BEpXHEN 10J1€ TTPaBOro JIETKOT0; Mpo-
BOAUJIACh aHTUOaKTepualbHas Tepamnusi (aMOKCHUIIWJI-
JIUH, UedTpUaKCOH), OTXapKuBalolllas Tepamnus
(amOpokcoJ1, uHrajasguuu ¢ 6epoayanom). [auueHtom B
OTIEJEHUU ObLI MOJYyYeH KOHTAKTHBI TEePMUUYECKUIA
OXOT MepeaHeil OPIOIIHON CTeHKM (peOeHOK MPUCIIO-
HUJICS K OTONMUTENbHOI OaTapee). [IpuunHoOii oxora,
BO3MOXHO, SIBJISIETCS AuabeTuyeckasi IOJMHelporna-
TUSI, 3HAYWTEJIbHOE YTOHYEHME KOXHBIX ITOKPOBOB B
00J1aCTH KMBOTA 1 BBICOKUIA 00JIEBOI MOPOT.
Hacrosimas rocnmramusanus B Bo3pacte 17 et (uepe3
1 mec nocje npeaprayuieit). I[1pu mocTymieHnu xaao0bl Ha
JKaXIy, 4acToe MOYEHCITYCKaHUE, CHIKEHUE OCTPOTHI
3pEHUSI U cTyXa, 00J1b B ylIaX, 3aePXKKY POCTa U MOJI0BOTrO
pa3Butvs. Ha MOMEHT IMOCTyIIeHUsI peOeHOK IoJTyyaeT
MHTEHCU(UILIMPOBAHHYIO MHCYJIMHOTEPANUIO (AeTeMup +
acrapr), cyrouHas mosa mHcyimnHa 128 EJI/cyt, co cioB
MaMbl, TIpUEM IIpernapaToB MeThOpMUHA HEPEryJIspHbII
(B 3aBUCUMOCTH OT ITOKa3aTesel INMUKEMUN).
OODbeKTHBHBIA CTATYC HA MOMEHT OCMOTpa: oOilee
COCTOSIHUE TSIKesnoe, 00YCI0BIEHO OCHOBHBIM 3a00J1e-
BaHueM. InunHa tena 104 cm (—10,3 SDS), macca tena
22 xr (3,33 SDS), poct UMT 20,4 xr/m? (—0,36 SDS).
TenocnoxeHue TUCIIPONIOPLIMOHATBLHOE 3a CUET YBeJIU-
YEHHOIo B pa3Mepax >XKMBOTAa, KOPOTKOU Ileu, cruda-
TEJIbHBIX KOHTPAKTYP JIOKTEBBIX CYCTaBOB, OTHOCUTEb-
HO KpYIMHBIX JamoHel u cror. Ha mepenHeit OpronrHoii
CTEHKE OXKOT'Y B CTanuu pereHepauyu (puc. 1 Ha up. BKeii-
Ke). M130bITouHasg Koxka B ob1acTu JagoHei u ctor. ['u-
MepTPUX03 CIUHBI, KOHEYHOCTel. Bojiockl Ha ronose
YyepHble, XecTKue. PaciipocTpaHeHHbIE y4acTKH HETrpo-
HUIHOTO aKaHTO3a B 00JIaCTH 1Ier, MOIMbIIIEYHbBIX BIla-
IIUH, JOKTEBBIX CTMOOB, B OKOJIONYMOYHOU 001acTH,
MaxoBbIX CKJIaaKax (puc. 2 Ha nB. BKJIeiiKe). [ToakoxXHO-
JKMPOBOM CJIOKi paBHOMEPHO MCTOHYEH. MpblllieuHast
cucTeMa pa3BUTa cj1abo, 0COOEHHO Ha KOHEYHOCTSIX.
DeHOTUI: MaKpOKpaHUsI, YEPThl JIMIA KPYITHbIE,
I'POTECKHbIE, Y3KUI JIOO ¢ 3amaBIIMMU BUCOYHBIMU 00-
JIaCTSIMU, HU3KMIA POCT BOJIOC Ha JI0Y, B 00J1acTH OaKeH-
Oapa u 1eu, IUpoKue OPOBU, BeEepoOOPa3HOE PACXOXK-
neHue OpoBei y ocHoBaHUsI. [J1a3a riyboKo mocaxeHbl,
[JIa3HOW TUMEPTeJOpU3M, MepuopoOUTabHasl IMOJTHOTA
TKaHel, YIJIolleHHas: U IIMpoKasl CIIMHKa Hoca ¢ pac-
INUPEHHBIM KOHYMKOM, IIUPOKKE HOCOBBIE XOIbI, TyObI
TOJICTbIE, CKJIamyaThle, SI3bIK 10JIbYaThlil, TUMepIuIa3ust
COCOYKOBOTO CJI0$ S13bIKa, TUIIepILIa3usl JeCEH, abBeo-
JISIpHbIE AYTU IIMPOKUE C ABOMHBIM DPSIIOM 3yOOB Ha
BEpXHE YeTI0CTU, Pe3libl KPYyMHbIe, MHOXECTBEHHbBIMN
Kapuec, YaCTUYHas aJlOHTUsI BepXHEel U HUXKHEeH yesto-
CTeli, HeMpaBWIbHbBINA MPUKYC, YMEPEHHass MaKpOorHa-
Tus1 (puc. 3 HA UB. BKJeEiKe). YIIHbIE PAKOBUHBI KPYyTI-
HbI€, MSITKUE, PACIION0OXeHbl HU3KO0. COCKOBBIN I'UITep-
TEJOpU3M, TpyIHasl KJIeTKa KOPOTKasi, KPbLIOBUIHbIE
JIonaTKu, KUGOCKOIMO3 IPYAHOTO OT/IE/IA TO3BOHOYH K-
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Ka, CIVIAXEHHBIM ITOSICHUYHBIN JIOpA03, IIOCKOBAJIb-
ryCHasl YCTaHOBKa CTOIl. [wumepkepaTo3 JagoHell u
CTOTI, B 00JIACTU ITITOYHOI KOCTU — JIEPMOIIATHSI B BUJIC
oTc/IoeHus anuaepmuca (puc. 4 Ha 1B. BKJeiike). OHU-
Xonuctpodus (puc. 5 Ha 1B. BKJeEiKe).

ToHbl cepalia MpuUriaylieHHble, putMuuHbie, YCC
100 yn/MuH. AyCKyJabTaTUBHO: IbIXaHUE B JIETKUX XKECT-
Koe. 2KMBOT yBe/IMueH B pa3Mepe 3a CYeT BhIpaXKEHHOM
rernaToMerajiuu. PacxoxaeHue mpsiIMbIX MBIIIILL XKUBOTA.
Ilynounast rpeika. Pasmepnl mneueHu 1o  Kypiosy:
13,0+12,5+11,0 cm. CeneseHnka He yBenumveHa. Hapyx-
HbIE TI0JIOBBIE OPTraHbl Pa3BUTHI TIPABUJILHO T10 MYKCKO-
My THUITy, MOILIOHKa CKJamyaTasi. BTopuuHbie IMojoBble
MPU3HAKKM COOTBETCTBYET 2-1i cTanuu 1o TaHHepy.

JlaboparopHoe o0cliefoBaHKe: aHeMUsI JIETKOI cTere-
a1, COD 65 MM/4yac, o0IIMiT aHAIM3 MOYM Oe3 MaToJIo-
MM, TUIIEPXOJIECTEPUHEMUsI (XoJIecTepuH 6,9 MMOJIb/T),
CK® 76,4 mi/muH. [TukupoBaHHBI reMoriioouH 15,0%.
MAY — otpuuarenbHo. [Ipoba 1o 3uMHUIIKOMY: CyTOU-
Hblil guype3 1710 mi, aeBHo# 710 M, HouHoit 1000 mt.

IIpu Y3U: ymepeHHO BbIpaxkeHHbIe AUDDY3HbIE
M3MEHEHUST MapeHXUMBbI TICUeHH, IT0YeK ¢ MpU3HaKaMU
OTEYHO-UHMUIBTPATUBHBIX U3MEHEHMIA.

DnekTpoHelipoMuorpadusi KOHEYHOCTEe: IpU3Ha-
KU HeliponaTuu (aKCcoHomaTuu), n. medianusdex./sin.,
n. tibialispost.dex./sin.

V3U cepnia: yBeauyeHue IMOJOCTU JIEBOTO Mpe-
cepaus, TunepTpodrss MUOKapaa JeBOro KeJyaodka ¢
MpU3HAKaMU YMEPEHHOM BHYTPUXKEIYI0YKOBOW 00-
cTpyKiuu. HemoctaTouHOCTh MUTpPaJbHOIO KJlallaHa.
HesHnauurenbHast aopTajbHasi HEAOCTaATOYHOCTD, YCKO-
peHMe a0pTaJIbHOIO KPOBOTOKA. J1OTIOJIHUTEIbHBIE XOP-
IIbI B TMOJIOCTH JIEBOTO Xesynouka. I1pu 1BeTHOM JOII-
miep OxoKI cenrtaabHbIX Oe(EKTOB HE BBISIBICHO.
OKT': cunycosas taxukapaus ¢ YCC 105 yn/munH. Hop-
MasibHOe nojioxeHue D0C.

KoncyabTamu cnermamctoB. OTOJIapUHIOIOT: OCTPhIA
JIBYCTOPOHHUII THOMHBINM MOCTIeP(OpPaTUBHBIN Cpe-
HUI OTUT; KapIMUOJIOr: BTOPUYHAsS TUIlepTpodrIecKast
KapaIMOMHUOIIaTHsI B COCTaBe OCHOBHOTO 3a00JIeBaHUSI,
obcrpykTusHas gopma, HK,, ®K.. Bropuunas apre-
pyajbHas TUIIEPTEH3UsI; OKYJIUCT: AuabeThyecKast 1mpo-
nugepatuBHasg peruHonatusi OU. CocTtosiHue mnocie
MMaHPEeTUHAIBHOM JIa3epHOM KOAryJissiiuyd CETYaTKU Jie-
BOTO TJla3a, YaCTUYHBIN reModTanbM. uabeTuueckas
KaTapakTa, OCJIOXKHEHHasi 000uX IJ1a3, OOJIbIIIe CIIpaBa.
Ortcioiika ceT4aTKy IpaBoro Ijiasa.

B otmeneHuy mainueHTy MpoBeleHa 3aMeHa Ipo-
JIOHTMPOBAHHOIO WHCYJMHA, YMEHbIIIEHa CyTOYHast
J103a MHCYJIMHA: Ha3HAaYeH MHCYJIWH MMPOIJICHHOTO JIeii-
CcTBUSI mapruH B no3e 24 EIl/cyT, no3a acrnapta yMeHb-
meHa o 25 EJl/cyr. Takum obpa3oMm, cyTouHasl no3a
MHCYJIMHA ObLTa YMeHbIIEHA MOYTU B 2,5 pa3a 1 cocTa-
Buia 49 EJl/cyt. O4eBUIHO, UTO pa3iMyHbIe Bapyualuu
JI03bl MHCYJIMHA HE AaBajiv MOJOXUTEJIbHOTO pe3yJ/ibTa-
ta. [Tokazareu IJIMKeMUU Mepel BBITUCKOW U3 CTallv-
oHapa: 30,9—16,4—20,8—27,9—22,4 MMOJIb/1I.
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[MalvieHT BBIMMCAH MO MECTY XUTEIbCTBA C PEKO-
MeHaauusMu. OQHAKO B HACTOSIIEE BPeMsi OH BHOBb
HaxOIUTCSI B CTALIMOHAPE B TSIKEJIOM COCTOSIHUU, 00Y-
CJIOBJIEHHOM  CTPEMUTEIbHBIM MPOTPECCUPOBAHUEM
JI1abeTUYECKUX OCIIOXHEHUN U MPUCOSIUHEHUEM UH-
TEPKYPPEHTHBIX OaKTePUATbHBIX MPOLIECCOB B pa3iny-
HBIX OpraHax.

OO0cyxaenune

Hacrogiumii KIMHUYECKUI cllydyail SIpKO IeMOH-
CTPUPYET OTCYTCTBUE KOMITEHCALIUU CaXxapHOro auaode-
Ta, HECMOTpPS Ha BCE MOITLITKA ONTUMU3UPOBAThH Tepa-

CASE REPORT

nuio. HeoGXxoaumo paciuupsite 3HaHUSI O MOHOT€HHBIX
(dopmax caxapHoro nuabeTa y AeTeil ¢ LIEJbI0 paHHENH
KOPPEKLUU TepareBTUYECKON TAaKTUKMA B OTHOLICHUU
caMUX MalMEHTOB U MPOTHO3UPOBAHUU 3a00JIEBAHUST B
MTOKOJIEHUSIX.

JOITIOJTHUTEJIbHASI THO®OPMAILIU S

Coraacue namuenTa. [TanueHT 106pPOBOJIBHO TToAIMCAT MHGOP-
MHUpPOBaHHOE coIllacue Ha MyOJIMKAIMIO MEepCOHATbHOW MEeIULIMH-
cKoii mHbopMalMy B 00e31M4eHHOo (popme B xKypHalie «ITpobdieMbl
SHIOKPUHOJOTHI».

KondaukT unTepecoB. ABTOPHI 3asBJISIIOT 00 OTCYTCTBUM KOH-
(bukTa MHTEPECOB.
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