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Cungpom MeTumHcoHa-IMundoppa (Hutchinson-Gilford Prog-
eria Syndrome), unu nporepusi (CEHW/bHbIA NannM3M) — WUCK/HO-
YUTENbHO pPefKoe reHeTudeckoe 3abonieBaHue AeTei ¢ KAMHUYecC-
KUMK YepTamMu NpexseBpeMEHHOr0 CTapeHus.

Briepeble 3TOT CUHAPOM O6bli ONMUCaH ABYMS aHIINACKUMM
Bpayamm — XWpyprom, oTanbmMonoroM W AepMatosiorom J.
Hutchinson (1828-1913) B 1886 r. u H. Gilford (1861-1941) B
1897 r. TepmuH “nporepma” K 3TOMy CUHAPOMY BrepBble NpuMe-
Hun Gilford B 1904 .

YacToTa 3aboneBaHUs COCTaBfsieT | Ha 8 M/IH HOBOPOX[eH-
HbiX (De Busk. 1972). K HacTosiLLeMy BpeMeH! B MUPOBOM NnTe-
patype onmMcaHo okoio 70 MauWeHTOB C 3TUM CUHLPOMOM.

3TMonorma nNporepun HescHa.

leHeTnyeckas Mofenb HacnefoBaHWA HeW3BEeCTHA B CBA3N C
KpaiiHeli pefKOCTbIO BCTPEYaeMOCTW CUMHAPOMA W OTCYTCTBUEM
noTomcTBa y 60/bHbIX. OfHaKO MCCefoBaHNs 3apy6exHbIX yuye-
HbIX (2-4. 7] NO3BONAKOT rOBOPUTb O CrOpPafUYecKolr AOMUHAH-
THOI MyTalWM Kak reHeTW4ecKoli OCHOBe [aHHOr0 CUHApOMa.
OTmevaeTcs BAMAHME BO3pacTa OTLa KakK BO3MOXHON MPUYUHbI
HOBbIX MyTauuii. Tak, CpefHWA BO3pacT OTLOB cocTaBnseT 35-37
ner.

AyYTOCOMHO-PELIECCUBHBIA TUM Hac/efoBaHWA CUHAPOMA Tak-
e 06cyxaaetcs B nutepatype [7, 8. 11]. 3TOT TN HacnegoBaHUA
6bin BriepBble NpeanonoxeH Gabr v coasT. B 1960 r. npu onwuca-
HUWN [BYX MOHO3UIOTHbLIX CECTep, a BrepBble COOOLLMI O CeMeit-
HOM cnydyae mporepuu Paterson B 1922 r., XOTS onucaHue [ByX
60/1bHbIX OpaTheB ObIIO HEMOMHLIM U 6e3 hoTorpaduii.

KnnHnyeckas KapTuHa Nporepum npescTasieHa CUMITOMaMu
NPOrpeccupyoLLEro NPeXAeBPeMEHHOr0 CTapeHus.

[JeTn poxaatoTcs HopManbHbIMU, MO K 1-My oAy >XM3HWU Hab-
NI0JaeTca BblpaXeHHasd 3aflepXkka pocTa M macchl Tena. KoHeu-
HbIli pocT B cpegHeM fgocTuraet 100 cMm. B nepBble rofpl Xu3HK
pasBuBaeTCs TOTa/lbHas anoneums. Koxa TOHKas, NIOCHALLascS,
cyxas, TyroHataHyTas (Ha KWUCTAX W CTonax, HaobopoT, MOpLLu-
HuCTas). B HMKHEN yacTy XmBOTa U Befpax KOXHble M3MeHeHVs
HanoMnHatloT cknepogepmuto. C BO3PacTOM MOSBNAKTCA KOPUY-
HeBble MUIMEHTHble NATHA. [OTOBble W CaNbHble XXenesbl aTpo-
thupytoTca

IMOLKOXHBIA >XMPOBOW CNOV MOMHOCTLK OTCYTCTBYET, 3a MC-
KNtoYeHVeM N106KOBOM 06nacTu. Ha yepene BblpaXeHa MOLKOX-
Has BeHO3Has ceTb. HoTam AMCTpO(MYHbIE, NA0OTb 40 annasvu.
3y6bl MPOPe3bIBAOTCA C 3aePXKKOIA, aHOMaNbHO PacroNOXeHbl, C
paHHMM paspyLUeHNeM KaK MOMOYHbIX, TaK U MOCTOSAHHbIX 3y60B.

XapakTepeH Bug nnua: ¢ 3K30(DTalbMOM, FOHKUM KOBOBMA-
HbIM HOCOM, OO/bLUMM MO3FOBbIM ¥ MafblM /INLEBLIM Yepernom.
"0Nn0C TOHKWIA.

CKeneTHble aHOMa/IMN BK/KOYAIOT Pe30pbumio KNoUnLbl ¢ 3a-
MeLLeHVeM (PMOPO3HON TKaHbIO, Pe30pOLMI0 KOHEeUYHbIX anaHr
KucTeli (aKpooCTeonn3). UCTOHUYEHME AJIMHHBIX TPy6BuaTbIX KOC-
Te 1 pebep, TyronoABWXHOCTb CyTaBOB MasbLeB, YBENUYeHMe
NOKTEBBIX U KOMEHHbIX CYCTaBOB YacTbl acenTuyecKrie HeKpo3bl
ronoBKM GefjpeHHOR KOCTW U BbIBMX Ta306eApeHHOro CcycTasa.

My6epTaT 06bIYHO He HacTynaeT, HapyXHble reHuTanuu ru-
rnonnasuposansl.

VIHTENNeKT CpefHWin Unu Bbille CPeaHero.

[ns fjaHHOro CMHAPOMa XapaKTepHbl PacnpoCTPaHeHHbIW aTe-
POCK/IEPO3 C MOPaXEHVEM KOPOHAPHbIX U Me3eHTepuanbHbIX CO-
Cy[0B. aopTbl, COCYZOB FO/IOBHOrO MO3ra, C runepaMnuaemMumen.
CneflyeT OTMeTUTb, 4YTO 3ab0neBaHWA, XapakTepHble AN HOp-
MaflbHOro npoLiecca CTapeHus (KatapakTta, OnyXonu, caxapHbii
[MabeT), BCTpeyatoTcA Npu Nporepumn KpariHe peako.

[MpOrHo3 415 XXN3HWU HebaronpUATHbINA: NPOAOMKUTENBHOCTbL
XKN3HW KONebnetca ot 7 Ao 28 neT, B cpeHeM cocTasnas 12-13,5
roga [1, 4, 5, 7, 10]. OCHOBHble MPUYNHbI NETa/lbHbIX UCXOLOB —
OCTpPbIi MH(apKT MUOKapaa, 3acToliHas cepheyHas HegocTarou-
HOCTb, MHCY/bTbl. Ha ayToncuu BbISBASIOTCA PacrnpoCTpaHeHHbIN
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aTepockKepos, runonnasna roHafd, WUHorga runonaasna Haano-
YEYHMKOB W 3Ha4yuTeNbHaa runepnaasna TumMmyca, WUCTOHYEHUE
KOPKOBOro cnos KOCTEiA.

Mporepus Kak MOfeNb NMPEXX/AEBPEMEHHOT0 CTApPeHNs U3yyaeT-
Csl B pasHbIX acrnekTax: MeTabo/MYeckoM, roOpMOHaIbHOM, TUCTO-
NOFNYECKOM. UMMYHOMIOMYECKOM, MOJEKY/ISPHOM.

lopMOHa/bHble MccneoBaHus y feTeld [4] BbISBNSOT HOpMasib-
HYI0 HOYHYHO CEKPELIMI0 COMATOTPOMHOr0 rOpMOHa r1nodgumsa, Ho
KpaliHe HW3KWIA YpOBeHb WHCYIMHOMOAOGHOro (hakTopa pocTta
(MDP-1) B nnasve KpoBU. ITO MO3BO/SET MNpeanonaratb Haau-
uve y [aHHbIX 60/bHbIX 6UMoHeakTBnoro nyna CTI B KpoBw,
6o nepudiepuyieckyto PesnCTeHTHOCTb K 3HgoreHHomy CTI.
60 BbIPXKEHHbLIN AeUUNT NUTaHUA. TpexmMecsyHbIA Neprog,
BbICOKOK/IOPUIAHOTO NMUTaHUA He YBeNnuMBaeT ypoBeHb VDP-1
B KPOBU, MO YCKOPSET NINHElHbIA pocT.

Mporepus cunTaeTCs COCTOSHMEM, CBA3AHHBIM C UHCY/IMHOpe-
3UCTEHTHOCTbLIO YMepeHHO cTeneHn. B 1983 r.[9] BnepBble Gbina
onvcaHa [eBoYKa, Y KOTOPOl B 2-/1erMCM BO3pacTe YPOBEHb WH-
CyNMHa B KpoBM HaTtowak coctasnsn 20-40 mkr/gn. B 4 roga
yepes 3 Mec Mocne yAaleHWst KUCTbl ANYHMKA pas3Buiachk runep-
rNIVMKeMUS HaToLwak (4o 250 MKr/gn) € BbICOKMM YPOBHEM WHCY-
nnHa (6onee 2200 MKEL/Mn) n C-nentuga (32,4 nr/mn) B KPoBW.
YpoBeHb remornobuHa A! gocturan 10%. CBs3biBaHWE UHCY/IMHA
C peLenTopamu 3pUTPOLIMOB 6bIN0 B Mpefenax HOPMasibHbIX 3Ha-
YeHWA.

IMMyHOMOryeckuii acnekT B naTtoreHese Mporepuyt BrepBble
6b1n BblaBMHYT Walford B 1970 r. B 1973-1976 r. Singal n Gold-
stein BbISBUAW OTCYTCTBUE /IMOO PE3KOE CHUDKEHWME 3KCMpeccum
HLA kynbTypoli (hnmbpobnactoB KOXW Yy [eTeil ¢ nporepuen.
BmecTe ¢ Tem [pyrve WMCCNefoBaTeny, aHaiM3vpys 3KCMPeccuio
HLA y geTteii ¢ nporepueli U nx 340POBbLIX POACTBEHHUKOB [2].
HC BbISIBUAM HU KOMMYECTBEHHOIO, HN KayeCTBEHHOro AeduumTa
B akcnpeccun HLA B ¢hmbpobnactax Koxu. Pasnuuve B yactoTe
BcTpevaemocTn psga HLA-aHTUrcMoB y 6OMbHLIX Nporepue w
300pOBbIX HOAEN He AaeT NpaBo B HacTOsLLEe BpeMs rOBOPUTH O
cneumduyeckoi accoumaummn HLA v nporepun B CBA3W C MasbiM
YMCNOM UCCNiedyeMOro maTtepuana.

LinToreHe TYeCKUil aHann3 BbISBUN UHBEPTMPOBaHHYIO BCTaB-
Ky Xpomocombl 1 B 70% KNneTok 6uonTtata KOXu Yy 8-neTHero
Ma/lbymKa C Nporepreil. 3To nepsas onucaHHas aHoOManua B U3y-
Yaemoii rpynne u3 10 geten [4].

BroxumnyeckuMn 1CCesoBaHNAMN MOKa3aHo, YTO OfHWUM U3
61OMapKCPOB CTapeHUs ABNSAETCA MOYeBas 3KCKPeuus ruanypo-
HOBOW KMCNOTbl. B HOpMe y AeTeil 1 NOAPOCTKOB COAepXKaHve ee
cocTaB/feT MeHee 1% OT YPOBHA O6LUMX TNMKO3aMUHOIIMKAHOB
1 yBENMUMBAETCA C BO3pacToM A0 5-6%. Y pgeTeil ¢ nmporepueli
BbISIBIEHO 3HauMTe/IbHOe MoBbiweHve (4o 10-20%) 3aKcKpeuwumn
rMaslypoHOBOIM KUCNOTbl C MOYOM MO CPaBHEHMIO CO 340POBbLIMU
nogsmun [4]. JaHHoe MoBbllleHVe He HabM4aeTcqd HU Npu of-
HOM TreHeTM4YeCcKOM 3ab0/1ieBaHuK, Kpome cuHApoma BepHepa,
nnm “nporepun B3pocnbix” [4]. CunTaeTcsi, YTO rManypoHOBas
KUCNoTa SBNAETCA K/HOYeBbIM (haKTOPOM aHTWaHruoreHesa B
npoLecce CO3peBaHNsA U CTapeHus.

V3yyeHne KynbTypbl (pMOPO6NACTOB KOXW OT MaLMEHTOB ¢
nporepvieli  BbISBSET 3HAYMTENIbLHOE CHUDKEHME  KIEeTOYHOro
pocTa BC/efCTBME MOAABMEHUS MUTOTUYECKOW akTuBHOCTM. C
[Ipyroii CTOpOHbI, 0TMeYaeTCss HOpMaslbHOe pacrpeseneHrie TUMoB
KonnareHa B KOXKe, XapakTepHoe [/ AeTeld, a UMeHHO, npeobna-
[laHve KonnareHa 3-ro Tuna Hag KonnareHom 1-ro Tvna [8].

VIMetoTcs laHHble, >N0 B OCHOBE MPOrepun NeXuT aeduumt
meTabonusma ButamuHa E [7].

Pan wnccnepoBaTeneli CBA3bIBAOT MPOrepui0 C reHeTUYECKM
00YyCNOBNEHHOW OLLIMOKON B CUHTE3e BHYTPUKIETOUHbIX OEKOB.
Tak, MokazaHo, YTO 3PUTPOLUTBLI BOMbHBIX AeTel coaepxkar no-
BbILLEHHYO TepMONIabuIbNyo (hpakumio hepMeHTOB: T/HK030-6-



(hochatacrmaporeHasy u 6-thocorntokonataermnporeHasy |[6].
Lpyrve paboTbl He NOATBEPXKAAIOT 3Ty KOHLUenuuto [3].

[aHHble ofleHe NUH [eTeil ¢ nporepueli kpaiHe Manoyuc-
NEHHbI.

VmetoTcs coobLLeHns 06 YCneLHOM UCMO/b30BaHUN PEKOM-
6GWUHAHTHOrO rOPMOHa pPoCTa, B pesy/bTaTe Yero 6b110 JOCTUTHYTO
yBeNMyeHne CKopocTy pocTa [4].

MaToreHeTMYeCcKn OMpaBAaHHLIMY CHMATAIOTCA Tepanus BUTa-
MuHOM E gns BocnonHeHws ero gedmumta (Ayrex v MUran,
1974) n ycuneHHoe 6en1KOBOe MUTaHue.

3HaUNTENbHbIA UHTEPEC NpeAcTaBnseT efUHCTBEHHOE B NINTe-
patype coobLieHne 06 aopTOKOPOHAPHOM LUYHTUPOBaHUM W
TPaHCNOMWUHANBHON  aHrmonnacTuke y 14-neTncii AeBOYKM C
nporepuein (5]. B 7-netmem Bo3pacTe ona nepeHecna 2 anu3oga
TPaH3VMTOPMOM NPaBOCTOPOHHEN remunaernn. AHruorpagus Bbl-
SBUNA nonHyto OKK/IKO3UKO BHYTPEHHEN COHHOI apTepun Cnesa.
MepBble NPUCTYNbl CTEHOKAPAUM MOSBUANCL Y Hee B 7-1CTMEM
Bo3pacTe, a B 11 neT feBouka nepeHecna MH(apKT Muokapaa. B
14 neT, Ha hoHe 20-30 3MM300B CTEHOKApPAMM B CYTKM, Kopona-
poaHruorpagusa BbisiBuna 60-100% aTepoCKIepo3 KOPOHapHbIX
apTepuid. Yepes 2 nof nocne onepawyn aopTOKOPOHapPHOrO LUYyH-
TUPOBaHMA MPUCTYNbI CTEHOKapAMM BOOGHOBWUAMUCL. [Mpu Kopo-
napoanrvorpagum otmevanacb 90% 06CTPYKUMSA AWUCTaIbHOMO
aHacToMo3a. B cBA3W C 3TWM Yy [eBOYKM NpOu3BeAeHa TpaHC/o-
MWHaNbHas 6anoBHas KaTeTepu3alys MecTa CTeH03a, C MON0XU-
TeNbHbIM 3hHEKTOM.

MpuBOAMM ONMcaHne COBCTBEHHOMO KMHUYECKOrO Chyyas.

Bonb nas H., 3 net 9 mec., noctynuna B LeTCKOe OTAefe-
Hue QHL, PAMH c anobamu na oTcTaBaHuWe B pocTe W Macce,
CHVDKEHHbIN anneTuT, 06/bICeHWe, Pe3KYHO FOMI0BHYHO 60/b.

3 aHamHe3a >Ku3Hu: feBOoYKa OT 1-i1 6epemMeHHOCTW, MpoTe-
KaBLLEN C TOKCMKO30M MEepPBOIA NMOMOBUHbI, C YrPO30i BbIKUAbILIA
na 5-6-i negene. Poabl Ha 38-i Hepene, B FO/IOBHOM Mpej/iexa-
HuK. 3akpuyana cpasy, acthukcm He Habnoganock. OLeHKa coc-
TOSHMA Mo Lwkane Anrap 8 6annos. Macca Tena npu poXxaeHUn
3100 r, onnHa - 54 cm. Mocne poXxaeHus oTMevanach kedasore-
maToMa 06enx TeMeHHbIX 06nacTeil. K rpyau npunoxeHa Ha 2-e
CYTKM XXM3HW, cocaa akTUBHO. M3 poaunbHOro foma BbinvcaHa
B CPOK.

PaHHee pa3BuTWe: AEepPXXWUT roNnoBy € 1 Mec XXW3HW, CUauUT C
6 Mec XW3HW, xoauT ¢ 1 roga 2 mec, 3ybbl NosBUAMCL B 1 rog
1 mec, rosopuT ¢ 1,5 net. 'pyaHoe BCKapMamBaHue - fo 1 roga
8 mec.

MepeHeceHHble 3a60neBaHNS: AnUCNNasna Ta306epeHHbIX Cyc-
TaBoB (B 1 MEC >KW3HW), ABYCTOPOHHWUIA BPOXAEHHbIA BbIBUX
Gemep (amarHoctmpoBaH B 6 MeC >KM3HW), CTOMAaTWT, Nerkas
thopma (B 3 roaa).

ANnepronornyeckunii aHamHes He OTATOLLIEH.

HacneacTBEHHOCTb MO HW3KOPOC/IOCTM He OTArolleHa. Matb
24 net, pocT 165 cM, POACTBEHHUKM CO CTOPOHbI MaTepyu: 6abyLu-
Ka - poct 157 cm, fgesyuika — 180 cm, Teta - 168 cm. Orey, 26
net, pocT 176 cM; POACTBEHHWKM CO CTOPOHbI OTLA: Gabyllika —
poct 157 cm, gegywika - 170 cm. OTArolleHa HacneACcTBEHHOCTb
no caxapHoMmy Ana6eTy Il TMna, KOTOpbIA NMeeTcst y 6abyLlKn co
CTOPOHbI 0TUA K'Y NpababyLUKn co CTOPOHbI MaTepu. OTAroLleHa
HacnefiCTBEHHOCTb N0 GPOHXMANbHON acTMe, TsHxenas opma Ko-
TOPO MMeeTCa Yy NpajefyLUKy CO CTOPOHbI MaTepu 1y ABOKOPOA-
HOW NpababyLKM CO CTOPOHbI MaTepu.

AHamHe3 3aboneBaHus: € 2-MecA4YHOro Bo3pacrta 3aMeyeHbl Y-
NOTHEHME KOXHbIX MOKPOBOB ¥ NOAKOXHOW XMPOBOW KeTHaTKK,
NOCHALLAACA KoXa Ha 6efpax, XMBOTE, AroAvuax, LmMaHo3 HOCO-
ry6HOro TpeyronbHuKa. B 3-mecs4HOM BO3pacTe AuarHoCTMpOBa-
Ha nerkas opma cknepogZepmun. Mpu uccnegoBaHnn GuonTata
KOXW BbISBNEH TWMEPKEpaTo3 3MNuUTeNMAa U YMepeHHbI CKnepos
fepmbl.  KOHCyNnbTMpOBaHa [epMaTonioroM: AuarHo3 CKIepogep-
MUK 6bin CNAT, 60/bLUe AaHHbIX, CBUAETENLCTBYIOLLMX O CK/epo-
nepme. Monyyana neveHve NpeLHW30/10HOBOM Masblo B TeYeHue 3
MeC C YMepeHHbIM 3(eKTOM — 6AeCK U MNAOTHOCTb KOXHbIX
MOKPOBOB YMeHbLUMANCL. B Bo3pacTe 1 roga nosemiach BeHO3Has
ceTb na ronose. OTmeyanacb runotpodua M-LU creneHn. Hes-
ponaTonor AMarHOCTUPOBan MNepuHaTaibHY 3HLeganonaTuio,
KOMMeHCMpoBaHHY0 rugpouedanuio. B 1 rog 7 mec feBoyka
Oblna BrepBble KOHCYNbTUPOBaHa 3HAOKPUHOMNOIOM: AMArHOCTU-
poBaHa 3afepXXka (PU3NYECKOro pasBUTMS CMELLAHHOrO reHesa.
Macca Tena 7800 r, KOCTHbIA BO3pacT COOTBETCTBOBa/ Macrop-
THomy. B 1 rog 10 mec Havanv BbinafaTb BOMOChI Ha rosnose. B
1 rog 11 mec BnepBble KOHCY/IbTMPOBaHa FeHETUKOM, MOCTaBneH
auarHos: “CuHgpom [eTumHcoHa-I'vwndopaa”. [eBouka Oblia
obcnefoBaHa B CTauMoHape MO MeCTY XXUTENbCTBa: POCT 73 CM,
macca 7900 r. Ha 3KI: meTabonmueckne M3MeHeHWs MUOKapaa

BbonbHaa H.

XKenyJouKoB, Harpyska na feBblil xenygoyek. ®oHoKapamorpa-
(hna BbISBUNA CUCTONUYECKUI LIYM B 4eTBEPTOM Mexpebepbe y
NeBOT0 Kpas rpyfAuHbI, He CBA3aHHbIA ¢ ToNamu, CpegHei amnam-
Tyfbl, 3aHUMarowwmii 1/3-2/3 cucTonbl, BepeTeHo06pasHbIii Nno
thopme. B 3-neTHem BO3pacTe y pebeHKa MosBMIACh FO0BHas
60nb. pn ynbTPasByKOBOM WCNEA0BaHUM MeYveHn 0OHapy>XeHo
MOBbILLEHNE 3XOTEHHOCTV MapeHXMMbl MO BCEMY Cpe3y 3a CYeT
NNOTHBIX MENIKUX 3X0-curHanos. Ha SKI coxpaHsnmcb rmnokeu-
Yyeckvie n3MeHeHVst B Muokapge. Ha ®KI™ natonormyeckuii wym
3apernmcTpupoBaH He 6bi1. B BMOXMMMYECKOM aHalm3e KpoBM OT-
MeYasiocb MoBbileHVe ypoBHsi ACT go 48,5 E/n. B 3-netnem
BO3pacTe AeBOYKa Mosyyana feyeHvie TMpeougnHom (1 mec), au-
akap6om — 0,08 r/cyT (3 Kypca no 5 gHei), acnapkamom - 1 Tab-
NneTka B CyTKW, hepmeHTamMu (MaHKpeaTuH, 3CCEHLMaC, Kapeun).

[LaHHble obcnegosanns B OHLL PAMH. XpoHonornyeckunii Bos-
pacT 3.9 roga. Poct 81,2 cm. KoathpmumeHT cTaHAapTHOro OT-
KnoHeHus (SDS pocta) - 4,35. Macca Tena 9,5 kr. PocT cuas
48,5 cM, KOI(PUUMEHT “BEPXHMIA CCrMenT/MMKNNIA CermeHT”
1,48. OKpYXXHOCTb ron0BbI 49 cM.

OTMeuatoTCs APKO BbIPaXKEHHbIE YepTbl CUHApPOMa [eTYMHCO-
Ha - Twungopga: 1) kpynHas ronosa C AMCMPOMOPLMOHaTIbHO
60/bLIMM MO3rOBbIM YepernoM 1 MasbIM 1LEBbIM. BAaBneHHOCTb
BUCOYHbIX KOCTel; 2) BblpaKeHHas BEHO3HasA CeTb Ha ro/ioBe:
3) ToTanbHas anoneums; 4) y3kuii, aeopMMpPOBaHHbIV HOC C UC-
TOHYEHVEM KOXW Ha HeM, LuaHO3 HOCOryGHOro TPeyrofibHMKa;
5) UCTOHYEHME KOXM Ma TY/OBULLE, KOHEYHOCTAX, MOPLUMHUC-
TOCTb KOXM Ma NafloHAX U CTYnHAX. CKepoLcpmMonofobnbie ns-
MEHEHUS KOXW Ma >XUBOTe, CMUHE W AroguMuax — ovaru Aenur-
MeHTauum gvavetpom 0,5-0,7 €M, MHOXECTBEHHbIE, YMNIOTHEH-
Hble. JlenurmeHTaums coCKoB; 6) NOAKOXHAsA XXMPOBas KieTyaTka
passuTa cnabo, pacnpefenieHa paBHOMEPHO; 7) rMnonaasus Hor-
Te KUCTe u CTON; YTO/LLEHVE MeX(ananroBblX CyCTaBoB U
KOHLEBbIX (hanaHr KWCTel v CTOM; BapyCHas [eBuaumns BepXHel
TPeTV Npeanneynii, KopoTkas Lwes (CM. pUCYHOK).

O6nacTb cepaua BM3yanbHO He M3MeHeHa. TOHbl cepiua fc-
Hble, PUTMUYHbIE. YacoTa cepaeyHbIX cokpalleHuin 104 ypapa B
MuHyTY, AL 80/50 MM pT.cT. [blXaHve Be3nKyIspHOe, XPUMOB
HeT. 3eB YNCTbIA. XKMBOT MArKWiA, 6e3601e3HEeHHbIN. MeYeHb He
yBe/NMYeHa, ceneseHka He nasbnupyetca. CTyn perynspHblii.
[u3ypuyecknx pacctpoiicTs neT. Cumntom [lacTepHaukoro ot-
puuaTenbHbIi ¢ 06emx CTOPOH. DHAOKPUHHbIN CTaTyC: LUTOBUL-
Hasd >kenesa He YBeNMYEHa, CUMMNTOMOB HapyLUeHWUs (yHKLUK
HeT. CUMMNTOMbI TMMNOKOPTULIM3Ma OTCYTCTBYIOT. 0N0BOI CcTaTyc
npeny6epTtatHbIii: Ax 0, P 0, Ma 0, Me 0.

[laHHble nabopaTopHO-MHCTPYMEHTaMbHbIX WUCCAeAoBaHNA. O6LMiA
aHa/m3 kposu: Hb 132 r/n, ap. 4,41 +1012/n, ug. nok. 0,9, n.
7,7+109/n, n. 1%, c. 33%, 3. 2%, numdg. 57%, mown. 7%; CO3
3 MM/Y. BMOXUMUYECKNIA aHaNM3 KpPoBW: 6enokK 72 r/n, MoveBMHa
4,9 MmMonb/N, KpeaTUHUH 33,4 MKMOAb/N, 6unanpyonH 16,4 mmons/n,

25



Tpurnuuepnapl 0,45 MMonb/n, XonecTepuH o6WMiA 4,5 Mmonb/n,
a-xonectepuH 1.18 mmonb/n, 0-xonectepuH 3,2 MMOb/A, anoA-
1-1,30 r/n, ANT 115 E/n. ACT 23,2 E/n, weno4Has gocgarasa
233 E/n, HeacTeputnLMpoBaHHbIe XXMPHbIe KncoTbl 0,84 Mmonb/n,
KanbUuiA MOHM3MPOBaHHbIM 1,24 MMonb/n, Kanuid 4,2 mMaks/n,
HaTpuii 139 makn/n. docop 1,44 mmons/n, xnopugsl 100 Mmonb/n.
nukemuuecknii npounb: &+ — 6,5 Hmonb/n, 12 4 —
5,7 Hmonb/n, 14 4 - 3,9 HMonb/n, 18 4 — 6,6 HMonbL/N, 21 4-
4.6 HMonb/n. O6WWMIA aHanM3 MouW: MAOTHOCTb — 1024, cnefbl
6enka, nerkouuToB 8-12 B none 3peHus.

opMoHanbHOe 1CCNefoBaHne Kposu: KopTuszon 321,4 Hmonb/A,
00LWMIA  TpUnoATUPOHMN 2,48 MMONbL/N, 0OWWIA  TUPOKCUH
100,0 Hmonw/n, TTE 2,10 MKEA/N, nponakTnH 248,0 MKEL/N,
Nr 1,60 E4/n, ©CIr 5,50 Ef4/o, 17-okcunporectepon 1,5 Hr/mn.
ComMaTOTpOnHbIA FOPMOH MNa (hOHE CTUMYALUMOHHOM Mpobbl C
knotenwrom: 0 muH — 1,7 Hr/mn, 30 MvH — 15 Hr/mn, 60 MyH
- 2,3 Hr/mn, 120 mun - 71,0 Hr/mn, 150 MuH - 29,3 Hr/mn.

[OopMOHa/bHOE  MCCNEfoBaHWE MOuM:  CBOOOAHbLIA  KOPTW30N
1115,0 HMonb/N Ha 1 T KpeaTMHMHa (KpeaTuHuH 0,24 r/n). [e-
rMapoanmangpocTepoH-cynbdaT — cnefpl.

MokasaTenu rymopanbHoro ayTouMMyHuTeTa: Yy 60/MbHOro
pebeHKa He BbISB/IEHO aHTUTEN M K TUPeOrnoby/mHy YenoBeka,
HW K MWUKPOCOMa/bHOMY aHTWUreHy TUPCOLMIOB, HU K MOBep-
XHOCTHbIM aHTUreHaM KeTOK afjeHormnousa n KneTok Kopbl
HaMo4Ye4HNKOB KPbICbl.

BwmecTe ¢ Tem y MaTepy pebeHka 06Hapy>KeHbl aHTUTeNa K noBep-
XHOCTHbIM @HTUreHaM K/eTOK afieHorunogusa Kpbichl, a 'y 6abyLuku
N0 MaTepPUHCKON NMHUN — cnabo MOMOXUTENbHAA peakums na Ha-
NNYMe aHTUTEN K MUKPOCOMaTbHOMY aHTUIeHY TMpeouyToB npu
OTCYTCTBUW @HTUTEN K APYTUM U3yYaeMbIM aHTUreHam.

PeHTreHorpagmyeckoe uccnefoBaHWe: Ha  peHTreHorpaMme
yepena v KWUCTEW CTPYKTypa KOCTell He n3MeHeHa. dopma n pas-
Mepbl TYPeLKoro ceana obblyHble. COCYANCTbIA PUCYHOK KOCTEN
cBofa ycuneH. AudihepeHLMpoBaHUe CKeneTa COOTBETCTBYeT 12-
15 mec. HorTeBsble (hanaHru fethopmMmMpoBaHbl, TPeYrobHOW (hopMbl.
Ha peHTreHorpamme cTon OTMe4aeTcs He6GONbLUOE YMIOTHEHVE
CTeHoK arteria dorsalis pedis.

KomnbloTepHas Tomorpadusi FONOBHOrO Mo3ra: Ha Cepuu
KOMMbIOTEPHBIX TOMOrpaMM W3MEHEHWs MAOTHOCTU MO3r0BOWA
TKaHW He BbIABNEHO. XKeny[oukoBas cucTeMa He W3MeHeHa.
XvasManibHas LUMCTepHa paclumpeHa. Heckonbko paclumpeHa
MeXnonyLllapHas Lenb. [aHHbIX, CBUAETENbCTBYHOLWMX 06 06b-
€MHOM MNpPOLIecCe r0/I0BHOIO MO3ra, He BbISB/IEHO.

OKI: YCC 120 B MUHYTY, pUTM CWUHYCOBbIA. DNEeKTPO3HLe-
thanorpamma: Ha (hOHe YMEepPEHHbIX ANPPY3HbIX U3MEHEHUA OU-
OPUTMUKKN C NpPU3HaKaMn AnaHLedanbHOM 3anHTePecoBaHHOCTY
OTMEYalTCa MNPU3HaKM MppUTaLMN  CTBOMOBO-AM3HLEDATbHBIX
CTPYKTYP C NErkMM akLUeHTOM CrpaBa, B TeMEHHO-3aTbl/IOYHOW
obnact. 3Ixo03HuethanorpaMma:  3X0-nynbcauns  HeycTon4nBO
ycuneHa fo 55%, CMeLleHUs CpefuHHbIX CTPYKTYpP HeT, ferkoe
pacumpeHmne 111 xxenygouka (80 6 MM), BEHTPUKYAPHBIA UHAEKC
YMEPEHHO Bbllle HOPMbl. 3aK/4YeHMe: CMeLLEeHNs CPeaUHHbIX
CTPYKTYp He BbIiBIEHO. PacLumpeHvie 60K0BbIX XenyA04KOB.

YnbTpasByKoBOE MCCNELOBaHME: LLMTOBUAHASA XKenesa: TUMMYHO
pacnonoXxeHa, KOHTYpbl POBHbIE, CTPYKTYpa romoreHHas. Mpasas
nong 2,3x1,1x0,9 cm, cneBa — 2,4x1,2x0,9 cm, To/nWMHaA nepe-
weika 0,4 cMm. O6bEM LLMTOBUAHON >Xenesbl 2,55 M. Hagnoveu-
HVKW: He yBenuuyeHbl. OpraHbl Manoro Tasa: pasMepbl MaTku u
SWYHMKOB  COOTBETCTBYHOT ~ BO3pPaCTHOM  Hopme.  Marka:
3,1x1,3x1,1 cm, npaBblii ANYHUK: 1,6%1,2X0,8 cM, NeBbIA AnY-
HUK: 1,4x1,2x1,0 cm. MNMeyeHb: yBenuyeHa npasas fons — 8,5 cwm,
nesas fons 2,6 cM. CTpyKTypa napeHX1Mmbl rOMOreHHas, BHyTpu-
neyeHOYHble MPOTOKM He paclLuMpeHbl. BopoTHas BeHa He pac-
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LnpeHa. XKenyHblin Ny3blpb KOHKPEMEHTOB He COAePXMT. Moyku:
Tonorpadus He W3MeHeHa, pa3Mepbl B Mpefenax BO3PacTHOW
HOpMbI. CTPYKTYpbl XOpoLo AudhepeHUMpoBaHbl, 6e3 ruapo-
He(hpOTUHECKUX N3MEHEHWUI N [OCTOBEPHbIX 3XO-NPU3HAKOB [0-
NONMHUTENbHBIX 0OBEMHbIX BK/IHOYEHWA. [MapeHXuma roMOoreHHa,
TO/NLWWMHA Ce COOTBETCTBYET BO3PACTHONM HOpME.

KoHcynbTaums okynmcTa: MOTOPHO-3PaYKOBbIX HapyLUeHWl He
BbISiBNEHO. MNepefHWIA OTPe3oK 1 cpedpbl 6e3 natonoruun. nasHoe
[HO: AMCKWN 6/1ejHO-PO30BblE, COCYAbl YMEPEHHO pacLUMpeHbl,
NOJIHOKPOBHbI, M3BWUTbI MO BCEN MPOTSAXEHHOCTU ceTyaTku. Cet-
yaTka Ha nepudepun paspsieHa, HebonbLUMe OTeku. 3ak/tode-
HVie: MOBbILIEHNE BHYTPUYEPENHOro AaB/eHNns.

KoHcynbTaums HeBponaTonora: Cy6KoMMencupoBatlHbl rnapo-
ueanms Ha poHe CKyAHON LepebpasibHON CUMMTOMATMKN.

KoHcynbTaums gepmaTonora: Alopecia totalis. PekomeHi0BaHbI
KypCbl NledeHns npenapatamu, Yny4liatowmMn MUKPOLIMPKYS-
umo (TpeHTan, Tpokcesasun), nonmeuTamuHbl (Bj, b, BA, BIL5
A, E); Hapy>KHO — BTVpaHue C MaccaXkeM ronoBbl refis 9KToBeru-
Ha, rens TpokceBasuHa, gnmckenga, Ol. Ricini.

YunTbiBas MMeIOLLMECH B nUTepaType AaHHble 06 3aheKTnB-
HOCTU NMPUMEHEHUS1 TOPMOHa poCTa y AeTein ¢ nporepuein [4], ans
YBEIMYEHNS INHEAHOrO pocTa AeBOYKE Obll HazHayeH MPOGHbINA
3-MeCsiUHbIA KypC NeveHnss PeKOMOUHAHTHbIM FOPMOHOM pocTa
yenoseka “SAIZEN” (ARES-SERONO). HegenbHas go3a cocTa-
Buna 15 Ef/m2, cyTouHas fosa — 1 E[l, NOAKOXHO, eXeLHEBHO,
7 pa3 B Hefento.

JleyeHvie PeKOMEHOBaHO MPOBOAMTL MOJ KOHTPONEM F/MKe-
MWW U CYTOYHOR NHOKO3YpUN.

IMoMMMO ropmMoHa pocTa, AEeBOYKE Ha3HA4YeHO NeyeHune, peko-
MeHZ0BaHHOe [epMaTtosioroM, W MOSIHOLEeHHOoe 6GenkoBoe nuTa-
Hue.

Takvum 06pa3om, npeacTaB/eHHbIA MaTepyas, OCHOBaHHbIA Ha
[laHHbIX aHaMHe3a, Xanob, pesynbTaTax KIMHWYECKOro obcnefo-
BaHMA 1 NabopaToOpPHO-UHCTPYMEHTa/IbHbIX UCCNefoBaHWi, noa-
TBEPXAaeT Hamume y pebeHka K1acCU4eckoro cuHapoma [et-
YmHCcoHa- M'mndopaa (nporepun).
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