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PAHHAA MAHVNOECTALMA N NPOIrPECCUPYIOLLEE MHOTOKOMIMOHEHTHOE

TEYEHVE CUHOPOMA MAKKbIOHA-OJIBPANTA-BPANLIEBA Y AEBOYKU 9 JIET:
KNWUHUYECKUWN CNTYYAU U OB3OP JINTEPATYPbI

© A.B. Tvpw', M.A. Kapesa?, H.B. Maka3aH? E.H. laBbiropa’

'CypryTckuii rocygapcTBeHHbI yHuBepcuteT, CypryT, Poccus
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CnHpgpom MakKbloHa-Onbpainta-bpaliuesa (cuHgpom MOB) — oueHb pefikoe MynbTUCMCTEMHOE 3aboneBaHue, Npo-
Asnawoweeca ¢nbpo3HoN gncnnasnent KocTel, NATHaMK LBeTa Kodpe-c-MonokoM, runepdyHKUmelr pasnnyHbiX SHAO-
KPWHHbBIX ene3 u pAagomM natosiornin Apyrnx cuctem opraHusma. Mbl npuBogMM onucaHue KAMHWYECKOro ciy4vas
TAXKEeNoro nporpeccupyioulero teyeHna cuHgpoma MObB y gesoukn 9 net. C 3TUM ArMarHo3om feBoyka Habnopaetca
€ 2,5 rofa, koraa 6biin BbiABNEHbI NATHa LBeTa kKode-c-MOJIOKOM, nonnoccanbHasa ¢ubposHasa gncnnasus, nepnde-
puyeckoe npexaeBpeMeHHOe NoNoBoe pa3BuTME Ha GOHe 3CTPOreH-cekpeTupylowen KACTbl ANYHNKA, MHOTOY3/10-
Bow 306. B npouecce guHamuyeckoro HabnwgeHMA OTMeYanocb nNpekpalleHne akTMBHOIo pocTa pebeHka Ha PoHe
nebopmaunin KOCTHON CUCTEMbI C MHOXKECTBEHHbIMU MOBTOPHBLIMU NepesioMaMy KOHEeYHOCTEN; NporpeccupoBaHmne
nebopmaummn yepena co CTEHO30OM KaHanoB 3pUTENIbHOrO HepBa U yXyAWeHUem ocTpoTbl 3peHus; pa3sutue CTI-
runepcekpeunn, runodochateMmyeckoro paxmta, Taxmkapauun. Mo Kaxpaon M3 SHAOKPUHHbIX AMCOYHKLMIA Obina
Ha3HauyeHa COOTBETCTBYlOWanA CynpeccMBHan/3amecTuTenbHan Tepanuva. B ctatbe nprBeaeHbl anropuTmbl obcnepno-
BaHMA AEBOYKN B AUHAMUKE, KpUTepuun BbiIGOpa NOKOMMOHEHTHOWN TaKTUKWU BefleHnA 1 0bcyxaeHne ocobeHHocTeNn
TeyeHuA BCeX NPOABNEHUI CMHAPOMA.

KJTIOYEBBIE CJZTIOBA: cuHdpom MakKetoHa-Onbpatima-bpaliyesa; kucma audHuka; pubposHas ducnnasus; CTl-eunepcekpeyus; MHO20Y3/10-
80U 306; MUPeoMOKCUKO3; 2unoghochamemus; 2unogpocpamemudeckuti paxum.

EARLY MANIFESTATION AND PROGRESSIVE MULTICOMPONENT CURRENT OF MCCUNE-
ALBRIGHT-BRAITSEV SYNDROME IN A GIRL 9 YEARS OLD: A CLINICAL CASE AND LITERATURE
REVIEW
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McCune-Albright-Braitsev Syndrome (MAB syndrome) is a very rare multisystem disease manifested by fibrous bone dys-
plasia, coffee-and-milk colored spots, hyperfunction of various endocrine glands and a number of pathologies of other
body systems. We present a description of a clinical case of a severe progressive course of MAB Syndrome in a nine-year-
old girl. With this diagnosis, the girl is observation of the girl began when she was 2.5 years old, when spots of coffee-and-
milk, polyosseous fibrous dysplasia, peripheral premature sexual development against a backdrop of estrogen-secreting
ovarian cysts, multinodular goiter were detected. In the process of dynamic observation, it was noted that the child’s
active growth stopped against a backdrop of deformities of the skeletal system with multiple repeated fractures of the ex-
tremities; progression of skull deformity with stenosis of the optic nerve canals and deterioration of visual acuity; devel-
opment of STH hypersecretion, hypophosphatemic rickets, tachycardia. Appropriate suppressive / replacement therapy
was prescribed for each of the endocrine dysfunctions. The article presents algorithms for examining a girl in dynamics,
criteria for choosing a component-wise management tactics and a discussion of the features of the course of all manifes-
tations of the Syndrome.

KEYWORDS: McCune-Albright-Braitsev syndrome; ovarian cyst; fibrous dysplasia; STH hypersecretion; multinodular goiter; thyrotoxicosis;
hypophosphatemia; hypophosphatemic rickets.

AKTYAJIbHOCTb

CnHgpom MakKbioHa-Onbpanta-bpaniueBa (cuHgpom
MOB) — ouyeHb pefKoe MyNbTUCMCTEMHOE 3abofieBaHme,
npospnswleeca ¢$MOPo3HON Aucnnasnen Kocten, nAT-
HaMu LBeTa Kode-C-MONMOKOM, runepdyHKLmen pasnuu-
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HbIX SHOOKPUHHbIX Xene3 n pAAOM NaToIorn ApPYyrux
cnctem opraHmsma. CMHAPOM Ha3BaH B 4YeCTb Bpaven
Oynnepa On6pavita n [JoHoBaHa [xopaxa MakKbioHa,
KoTopble B 1937 r. BnepBble onncanu nayneHToB C AaH-
HoW cumntomaTukon [1, 2]. 3a 10 net go atoro, B 1928 r,,
pycckui xmpypr bpanues Bacunun PomaHoBUY BnepBble
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npeacTasun noagpobHoe onucaHme ¢uMbPO3HOM Aucnna-
311, B CBA3M C YEM B PYCCKOWN TpaHCKpunuuu 3abonesa-
HUe HocuT 1 ero pamunmio Toxe [3]. PacnpocTpaHEHHOCTb
cnHgpoma MOB n3yyeHa B oTAenbHbIX CTpaHax M COCTaB-
nsaet ot 1:100 000 go 1:1 000 000 [4]. CnHgpom MOB oby-
CNOBJIEH COMaTUYeCKUMMK MyTaumamm B reHe GNAS, koau-
pytlowem cTuMmynupytouyto anbda-cybbeanHuuy G-6enka
(Gas) [5]. G-6enku cocToAT U3 Tpex cybbeanHnL (anboda,
6eTa, ramma), ux GyHKUUA — nepefatb CUTHasM OT aKTUBU-
POBaHHbIX TPAHCMEMOPAHHbIX PELLENTOPOB K KETOYHOMY
anpy. PasHoBugHocTb anbda-cybbennHny G-b6enka onpe-
JenseT OT peLenTopoB Kaknx rOPMOHOB byfeT ocyliecT-
BNATbCA Nepefaya curHana. Yepes cTuMmynmpyoLlyio anb-
da-cybbepuHnuy G-6enka B KneTkax OpraHoOB-MULLEHEN
nepegaerca curHan ot naparropmoHa (MTrl), Tnpeotpon-
Horo ropmoHa (TTl), ropMOHa poCTa-pUNU3NHI-TOPMOHA
(TP-PT), niotenHn3mpyiowero ropmoHa (J1), ¢onnukyno-
ctumynupytowero ropmoHa (OCl), agpeHOKOPTUKOTPON-
Horo ropmoHa (AKTT), menaHOLMT-CTUMYNNPYIOLLErO rop-
MoHa (MCT), rnokaroHa, Ba3onpeccuMHa, KaTexonammHoB
(B-appeHopeuenTopsbl). AKTUBMpYOWan MyTaums GNAS
NPUBOAMUT K peuenTop-He3aBncrMmon aktuaumm Gas, Bbl-
3blBasg HEKOHTPONMpPYEMYK TunepdyHKUMIO Pas3fiNYHbIX
OpraHoB 1 TKaHen.

MN3BeCTHbIMM KOMMOHeHTaMn cuHgpoma MObB AB-
nATCA MATHa UBeTa Kode-c-MonoKoMm, ¢ubposHasn
ONCnnasua KOCTeW, 3CTPOreH-cekpetTupyowme KUCTbl
AVYHNKOB Y A€BOYEK, TeCTOTOKCUKO3 U/UNnM Makpoop-
XUAW3M Yy MaJibuMKOB, TUPEOTOKCMKO3 U/UN MHOTFOY3-
nosoii 306, CTI/nponakTuH-rnnepceKkpeums, BpoXKaeH-
Hbin AKTI-He3aBNCKMMbIN FMNepKoOpTULUN3M BCNeacTBme
rmnepnnasuu petanbHOM KOPbl HAAMOYEUYHUKOB, MONNMbI
racTPOMHTECTUHANIbHOTO TPaKTa, HeOHaTasbHbIA Xore-
cTas, Taxukapaua [6-8]. NpeayragaTb TAXKECTb TeYeHMA
N KONMYECTBO KOMMOHEHTOB CMHAPOMa HEBO3MOXHO —
myTauma B GNAS npu cuHppome MODB comatnueckas,
T.e. BO3HUKaeT CHayasa B OHOW K/IeTKe Ha PaHHMX 3Ta-
nax smbpuoreHesa 1 nepepaerca B Nocyegyouem Kno-
Ham 3Tonm knetkm [5,9]. 3To NpmMBOAUT K HenpepacKasye-
MOW MO3auMYHOCTU pacnpefeneHus MyTaHTHbIX KIeTOK
Mo opraHam M CMCTEMaM W BbICOKOW BapuabenbHOCTU
KITMHNYECKUX NPOABNEHNN.

Y cnHgpoma MOB MOXHO BblgennTb 0COOEHHOCTU, KO-
Topble OOYCNaBNMBAT TPYOHOCTV NPU BEAEHUWN NaLuveH-
TOB: BO3MO>KHOCTb Pa3fIMYHON COYETAEMOCTN KOMMOHEHTOB
C MaHndecTaumen B pasHble NePUOAbl KU3HW, PUCK TAXe-
JIOro NPOrpeccupyoLEero TeYeHnsa OgHOTO NN HECKOMNbKKX
KOMMOHEHTOB CUHAPOMA, C/IOXKHOCTU OnpefeneHns Tak-
TUKN BEAEHUA MO KaXOoMy U3 NposiBNEHMI 3aboneBaHus,
BOMPOCHI BbIOOPa afjeKBaTHOW MeMIKaMEeHTO3HOW Tepanuu
N OLEHKN 3PPEKTUBHOCTU M 6E30MaCHOCT NPOBOAUMOTO
nevyenus. lNpeacTtaBneHHoOe Hamy HabnofgeHve AEeBOYKU
B TeueHwue 7 NeT C MPOorpeccupyrowum Te4eHnem npakTmnye-
CKM BCEX U3BECTHbIX KOMMOHEHTOB MOXET OKa3aTbCA LieH-
HbIM MCTOYHUKOM MPAKTUYECKON MHPOpMaUMM MO STOMY
3aboneBaHNI0 ANA NPAKTUKYIOWEro Bpaya-AeTCKOro 3HAO-
KpriHonora.

OMUCAHUE CNYYAA

[eBouka, 9 nert, ¢ 2,5 roga HaxoauTcAa nof HabnoaeHnem
C AnarHosom cuHgpom MOB.

Mpo6nembl s3HAOKpUHONOrMK 2022;68(2):72-89

doi: https://doi.org/10.14341/probl12847

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 73

MaHudecTtauuma n ocHoBaHMA A NOCTAaHOBKW AnarHosa

BnepBble fgeBouka Obina ob6cnegoBaHa B Bo3pacTe
2,5 ropa B CBsI3U C 3MM3040M KPOBSHUCTbLIX BblAENIEHNIA, CO-
MPOBOXAABLUNXCA YBENMYEHEM MOJOYHbIX Xenes. Toraa,
npy NepBOM OCMOTpPe, 06paTUNM Ha cebs BHUMaHME NATHA
uBeTa Kode-c-MONIOKOM 1 yTrHasA noxopka. MNaTHa oTmeua-
NNCb C POXAEHUsA, YTMHasA NoxodKa NPOosBUIacb C NepBbIX
waros B 11 mec. Mpy nepBuYHOM 06CNeOBaHNY MO MECTY
XKUTeNbCTBA Obifi OBGHapY»KeHbl MOBbLIWEHHbIA YPOBEHb
3cTpagvona (658 nmonb/n) npu gonybepTaTHbIX 3HAYEHUSAX
rOHaJOTPOMHbIX FTOPMOHOB (Ha Npobe ¢ BycepenMHom max
BblOopoc JII 0,54 Ea/n, max Boibpoc OCI 7,94 En/n), onepexe-
HMe KOCTHOro Bo3pacTta Ha 2,5 roga (cooTBeTcTBOBan 5 ro-
Zam), axorpaduyeckre NpmusHaKkm KACTbl MPABOro ANYHMKA,
HUBENMPOBABLUENCA K MOMEHTY KOHTponbHoro Y3U yepes
2 mec. Torga »e MPT ronoBHoOro mosra n peHtreHorpadus
HVXHUX KOHEYHOCTeN BbiABUIM ouyarn ¢rubpo3Hon awuc-
nnasmm (Of]) uepena, 6egpeHHbIX KOCTEN, KOCTEN FONEHMN.
[lononHutenbHo Npw nepsuYHOM obcnegoBaHUm Obin 06Ha-
py»eH MHOroYy3/10BOI HETOKCMYECKUI 306: Npy HE60NbLLOM
obLlem obbeme WUTOBUAHON Xenesbl (2,7 cm®) onpepens-
NINCb TMNEepP- U TMNO3XOreHHble 06pa3oBaHus, camoe 60nb-
Loe 13 KOTopbIX 661110 3 CM B AUameTpe.

Knaccuueckas Tpraga Npu3HakoB B BUAe MATEH LBeTa
Kode-c-Monokom, neprndeprnyeckoro npexaeBpeMeHHOro
MOMOBOrO Pa3BUTUA Ha GOHE CTPOreH-CEKPETUPYIOLLEN KI-
CTbl ANYHKKA 1 nonnoccanbHon O no3Bonunm ycTaHoBUTb
cuHgpom MOB; Hannune MHoroysnoBoro 306a Takxke mnos-
HOCTbIO YKNaZ|blBaNiOCh B ANArHO3.

AHFOPVITM OGCHeAOBaHMﬂ nonpepeneHna TaKTUKn

BeAeHNA AeBOYKN B ANHaMUNKe

C MOMeHTa NOCTAHOBKW AMarHo3a [eBoYKa HaxoauTcs
nog HabnopeHWem, nosiyyasd MOKOMMOHEHTHOE JIEUEHME;
NPOBOAMTCA perynsapHoe o6cefoBaHME C OLEHKOW TsKe-
CTU TEUYEHMA U CKPUHMHIOM Ha BO3MOHbl€ KOMIMOHEHTDI
3aboneBaHus.

Oco6eHHOCTN TeueHns 3a6oneBaHNA B ANHaAMUKe
Mo KOMMOHEHTaM

GubposHas oucnaasus

C momeHTa BbiBneHua O] Hocuna pacnpoCTpaHeHHbIN
nporpeccupyowmnin xapakrep. 1o gaHHbIM ocTeorammac-
unHTUrpaduy, B 3,5 roga ovarn O] oTMevanncb B KOCTAX
yepena, B NIEBON MNeYeBOW KOCTU, MPaBON NOAB3AOLIHON
KocTu, H6efpeHHbIX KOCTAX, KOCTAX rofieHy, 6e3 BUAUMBIX
fedopmaLun yepena n UCKpMBNEHNA KoHeuyHocTel. C 4 net
CTana 3aMeTHa nporpeccupyrowlas acMMMeTpusa KOCTen
NMLEBOro yepena, pacnpoctpaHanncb ovarn O] B KoHeu-
HOCTAX U KOCTAX Ta3a. OTO NprBeNo B JaJibHEMILEM K MHO-
rOKpaTHbIM MaTONIOMMYECKUM MepesioMaM, YKOPOUYEHUIo
npason Hory, gedopmauram befpeHHbIX KOCTen no Tuny
MacTylIbero Nocoxa, cabneBngHbiM Aepopmaumam KocTen
rofieHu, notepe CNoCoOHOCTM XOAUTb U 3HAUYUTENIBHOMY UC-
KPUBJIEHUNIO MO3BOHOYHMKA, BTOPUYHOMY Ha ¢OHe naToso-
rN HUXKHUX KOHeYHocTel, 6e3 ouaro O/] B No3BOHKax.

C uenblo cTabunusauum nporpeccupyrollen gepopma-
UMM HVXKHUX KOHEeYHoCTen ¢ 3,5 roga geBouKka nepeHecna
pAL KOPPUIMPYIOLWMX OCTEOTOMUIA C METanIo0CTEOCUHTE-
30M, CNOCOOCTBOBABLUMIX YAaCTUYHOMY YMEHDBLLEHUIO Pa3HM-
bl B JJIVIHE HOT 1 BblpaXXeHHOCTH aedopmauuin. Ha MomeHT
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PI/ICyHOK 1 (Ha4ano). PeHTFeHOFpaMMbI N KOMMbIOTEPHbIE TOMOTrPaMMbl HUXKHUX KOHEYHOCTEN 1 NO3BOHOYHMKA B ANHAMKKE.

MaTonornueckne nepenombl B TeUeHNE XKN3HN: NPaBol 6epeHHON KOCTU B 4 rofla, OCHOBHOM ¢panaHrv 2 nanbla NpaBoi cTonbl B 5,2 roga, npaBoi
nneyeBoy KOCTM B 5,6 roAa; NpaBoi 6onbluebepLoBO KOCTM B 5,6 roaa (Yepes 1 mec nocsie npefbiayLLero); neBoi 6eipeHHON KOCTV B 6 1eT. OpToneguyeckmne
XVpypruyeckue nie4eHUs B TeYeHUe XKU3HU: BHYTPMoYaroBas peseKkuunsa oyaros Gprbpo3HoMN AUCnas3nm, MeTaNIooCTeOCUHTES NIEBOU BefjpeHHO KOCTu
B 3,6 NeT; METaNN00CTEOCMHTE3 NpaBoli 6egpeHHoN KOCTH B 4,5 rofja; yaaneHve meTannodukcatopos neBoii 6eapeHHo Koctu B 5,8 neT (HecTabunbHOCTb
METaINIOKOHCTPYKLIMK); OCTEOTOMUA 11 OCTEOCUHTE3 NIeBON GeapeHHol KocTu B 8,6 roaa. PeHTreHorpammbl HVDKHUX KOHe4yHocTell B 6,8-9,7 ropga:
nporpeccupytouiasn aepopmarms 6eapeHHbIX KOCTel Mo Ty NacTyLbero nocoxa, ToranbHas Grubpo3Has nepecTpoiika KOCTHOW TKaHU 6eApPeHHbIX KOCTei
C BM3Yyanv3upyoLyMUCa METaNTIOKOHCTPYKLUMAMY; odary GUOPO3HOI ANCMNA3MU B KOCTAX FONIEHU C NPOrpeccueil B ToTanbHy0 GrOPO3HYI0 NepecTpomnky
KOCTHOW TKaHU U ¢ GopmMMpoBaHMEM cabneBupHon aedpopmauuy KocTeln neson roneHn K 9,2 roga. PeHTreHorpammbl NO3BOHOYHUKa B 7,8 ropa:
Knpockonmos 6e3 oyaros pubpo3HoON Ancnnasum.
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PVICyHOK 1 (npoaon)KeHue). PeHTFeHOFpaMMbI 1N KOMMbIOTEPHbIE TOMOIPaMMbl HUXHUX KOHEYHOCTEW 1 MO3BOHOYHMKA B OVNHaMuKe.
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PucyHok 2. MPT ronoBHOro mo3sra B Tpex cpesax.

Cpe3s 1 — yTonueHune NobHbIX KocTel, obanTepaLms nobHbIX nasyx. Cpes 2 — yTonweHne No6HbIX KOCTeln, o6namTepaumns npaBoil BEPXHEUETIOCTHOMN
Masyxu Cnpasa, UCKPUB/IEHWE HOCOBbIX MEPErOPOAOK, CYXKEHME HOCOBbIX X040B. Cpe3 3 — NPONTO3 riasHbix AGA0K, 06AUTEPALNA BEPXHEUENIOCTHOM
Masyxm Cnpaea, NCKPUBIEHNE HOCOBOW NEPETrOPOAKN.

onncaHua Ciy4yas camocTosTeNnbHas xoabba Bce elle HEBO3-
MOXHa, ObpallaeT BHMMaH/e OTCYTCTBME POCTa B TeYeHue
nocnegHux 2 net. TakTnka BeieHNA Ha IaHHbIN MOMEHT BKJTIO-
YaeT NNaHOBYIO [JafibHEWLY OMNepPaTUBHYI0 KOPPEKLMIO
umetowmxca gepopmaumii. uHammka ouvaroB O HUXKHUX
KOHeyHocTel 1 AedpopmMaua NO3BOHOYHUKA NMPeLCcTaBseHbI
Ha pucyHKe 1.

Momumo gedopmaunn HOr 1 BTOPUYHbLIX Ha STOM PpoHe
M3MeHEeHWI NO3BOHOYHMKA U 3afepxKu pocTa, O] kocten
npuBena K aCMMMeTpun nnua, obnmTepaumm NpuaaTovHbIX
nasyx HOCa 1 CTeHO3Yy KaHaNloB 3pUTENbHbIX HEPBOB (puc. 2).
Ha sTom ¢oHe, no pesynbratam HegaBHEro 06CefoBaHMS,
He OTMEUEHO 3HAUVMMOrO HapyweHus GYHKLUUKU AblXaHUA
1 BOMPOC O NpOBeAeHUM onepaLnin Ha NPUAATOYHbIX Nasy-
xax Hoca (MNMNH) noka He nogHMMancA. o 3peHunio y 1eBOYKU
OTMeYaeTca pacxofslleeca COAPYKeCTBEHHOe KOCornasue,
eCcTb runepmeTponua cslaboi cTeneHyn crnpaea, ceBa —
CMELLIAHHbBIN acTUrMaTU3M 1 amBnnonust cpegHen cTeneHy;
Mo AaHHbIM ONTUYECKOWN KorepeHTHon Tomorpadun (OKT)
MUMeEeTCA YMEeHbLUEHMe TOMLWMHbI CNOA HEPBHbIX BOJIOKOH
cneBa. Tak Kak He OTMeYaeTcA MPU3HAKOB Pe3KOro Hapy-
LUEHWA OCTPOTbI 3PEHUA U KINHUYECKUX JaHHbIX 32 OCTPYIO
KOMMPECCHI0 3pUTENbHbBIX HEPBOB W/MNN KPOBOU3NMAHUA
B ouaru O[], onepatnBHOe neyeHve No NOBOAY CTEHO3a Ka-
HaNOoB 3pUTeNbHbIX HEPBOB TaKKe NOKa He MNIaHNPOBaNoCh.
MpoponxaeTca HabnoaeHre B guHamuKe. [okasatenu npo-
rpeccumn n ocnoxHeHun O] ckeneta B LeNOM B AUHAMUKE
npencTaBneHbl B Tabnuue 1. MNokasaTtenu nporpeccmm ova-
ros O[] uepena 1 NapameTPoOB OLEHKN 3PUTENIbHON QYHK-
U1K B AUHaMUKe NoapoOHO npeacTaBsieHbl B Tabnuue 2.
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loHadomponuH-He3asucuMoe npexxoespeMeHHoe

nosiogoe pazsumue Ha hoHe 3CMpoeH-ceKpemupyouux

KUCm AUYHUKO8

MepBbln 31304 3CTPOreH-CeKPETUPYIOLLEN KNCTbI NPaBo-
ro ANYHMKa B 2,5 roga HMBenupoBasnca 3a 2 mec, Nocse yero
MeHCTPyanonofobHble BblAeneHs OTMevYanucb B 2,9 rofa,
1 Janee B TEYEHUE rofa y AEBOYKM Obliia pEMMUCCUA MO 3CTPO-
reH-cekpetupyowmm kKnctam. C 4,3 go 4,9 rogat anm3opdbl
MEHCTPYaNnonof00OHbIX BbILENEHUA BO3HMKANM MPaKTUYECKM
exemecayHo. lMNpn obcnefoBaHM Ha 3TOM ¢OHe B BO3pacTe
4,5 rofjla 0TMeYasnocb YCKOpPeHne pocTa 1 NPOorpeccns KOCTHO-
ro Bo3pacTa (B 4,5 roga cooTBeTcTBOBaN 9 rogam). 1o AaHHbIM
Y3/ manoro Ta3a Ha TOT MOMEHT onpefenanacb K1cta npaso-
ro ANYHUKA, B aHanM3ax OTMeYasiCA MOBbIWEHHbIN YPOBEHb
acTpaguona (427,47 nmonb/n) Ha GpoHe JonybepTaTHbIX 3Ha-
YeHun roHagoTtponuHos (JIN— 0,216 Ea/n, ®CI — 0,66 Ea/n).
YuuTtbiBaA YacTble 3MM30A4bl IMMNEPSCTPOreHN C Nporpeccuen
KOCTHOroO BO3pacTa, Oblla MHULMUPOBAHA aHTUSCTPOreHHas
Tepanus npenapaTtom GynBecTpaHT B 103e 4 Mr/Kr/Mec, KOTo-
py'o ieBOYKa NosnyyaeTt € 4,5 roa no HacTosLlee Bpems. CTpo-
reH-ceKkpeTupyoLme KACTbI (prc. 3) ANYHMKOB NeproanYeCKn
peuVavBMpYIoT, 00YCNaBMBasa 3MU304bl MEHCTPYanononob-
HbIX BblaeneHni. Ha 3Tom poHe KOCTHbIN BO3pacT Crporpeccu-
posan ¢ 9 go 11,5 roga 3a nepebii rog Tepanuu GynBecTpaH-
TOM 1 fanee — 6e3 3HaUMMOW nporpeccun ¢ 5,7 ropa (puc. 4).
B Tabnuue 3 MOXXHO 03HAKOMUTLCA C ANHAMUKOW NOoKasaTenemn
NonoBoro passutusA. Nokasatenn pocTta B HeN HAMEPEHHO ony-
LeHbl — B JaHHOM CJlyyae Ha TeMrbl POCTa OKa3blBasv BVSA-
HVie 0COBEHHOCTU TeUEHNA HECKOJIbKMX KOMMOHEHTOB 3aborne-
BaHVIA, YTO NOAPOOHO pasbrpaeTcs HUKe.
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Tabnuua 1. QubposHaa AUCNNa3NA CKeneTa: NoKasaTesn B AMHaMUKe

MaTonornuyeckmne
Bospacr, wo, @[ yepena o v pedpopmanyna Nedopmaunsa nepenomel Onepauvu Ha HIKHUX
rogbl | Mmonb/n P KOHeuHocTel NO3BOHOYHMKA P . KOHEUYHOCTAX
KOHeuHocTel
2,5 YTrHasa noxoaka
Ouarun O[] B KOHEYHOCTAX
BbiABneHa
33 260 BbIAABNEHDI MO CLUUHTUrPaduu.
no cymHTMrpadun
YTrHasa noxoaka
BHyTpmnouarosas
pe3eKums oyaros
¢$unbpo3HoM ancnnasmu,
Moasunacb BuamMmas MpaBoi 6egpeHHO METannoocTeocnTes
4,5 521 A YTuHas noxopka Y Ap nesoi 6egpeHHom
nedbopmauus yepena KOCTW B 4 roga.
KOCTW B 3,6 roga.
MeTtannoocteocuHTe3
npaeow 6egpeHHoON
KoCTn B 4,5 roga
MCKT: HeogHOpOAHOCTb
CTPYKTYpbl KOCTeln
PYKTYP MepBble Npr3HaKn
yepena, € IoKasibHbIMU
nedopmaunn 6egpeHHbIX
YTONLEHNAMMN .
5 468 . KOCTeN No TUMy NacTywbux
oTzenbHbIX KOCTel; .
NOCOXOB, YKOpOUeHvie NpaBoi
NOMHasA 1 YacTUYHasA
HOMM Ha 3 cM
obnuTtepauua MMNH;
cyXeHwue KaHanos 3H
OcHoBHoW danaHru
2 nanbua npason
YKopoueHue npaBoi HOrm cTonbl B 5,2 roga. YpaneHwve
Ha 3 cm, fedopmauuma MpaBoin nneyeson MeTannopukcatopos
58 423 ChipkeHve 3pers OS 6epeHHbIX KOCTeil Mo Tuny KOCTW B 5,6 rofa. nesoi 6egpeHHoN
! nacTylbnX NOCOXOB. Mpason KoCTM B 5,8 roga
MpekpalyeHne 6onbLiebepLoBO (HecTabunbHOCTL
CaMOCTOATENbHOW XOAbObI KOCTW B 5,6 rofja METaSINIOKOHCTPYKLN)
(4yepe3 mecay nocne
npenblayLLero)
6.4 632 JleBoi 6epgpeHHO
! KOCTW B 6 neT
MCKT: oTp. AMHaMuKa
Mo oyaram HUXKHeln BUAMMbIE
7,2 753 yentoctu n MMH. Npu3HaKn
CHuxeHune 3peHuns OD, Kndockonmosa
OS — 6e3 avHaMuKK YKopoueHwue npaBoli Horu
Ha 3 cm ycyrybneHue
MCKT-KocBeHHble nepopmaumn 6efipeHHbIX
NPV3HaKN KOMNPEeCcun | KoCTel No TNy NacTyLubux
3pUTENbHbIX HEPBOB. NOCOXOB.
Henb3a nckniountb OTCyTCTBME CAMOCTOATENBHON ©
X
OTeK 3pUTeNbHbIX X0nb0bI <
HepBOB C 0beunx z
79 977 3
CTOpPOH. KT npu3Haku T
ranmopuTa, cbeHomanTa 2
m
cnpaBa Q
OKT: OS: nctoHueHmne S
HepBHbIX BOJIOKOH. el
©
0oCTpoTa 6e3 JUHAMUKK z
8
YKopoueHune npaBou Horn O
OKT: OS: ncroHyeHune Ha 5 cm, ycyrybneHve Ef OcteoTomusn
87 1235 HepBHbIX BOJIOKOH. nedbopmauumm 6egp. kocTein g 1 OCTEOCHHTE3 NEeBOA
! OcTpoTa 3peHuna no TNy NacTyLbUX MOCOXOB. 2 6epeHHON KOCTn
6e3 grHaMuKn OTCyTCTBME CAMOCTOATENbHON 3 B 8,6 rona
X0AbObI S
(7]
o
S
OKT: OS: cHukeHue . é‘
O HEDBHbIX YKopoueHue npaBon
9,2 1148 t P Horu Ha 3 cm OTcyTcTBMe

BONOKOH. OcTpoTa
3peHus 6e3 ANHaMUKN

CaMOCTOATENbHOW XOAbObI

CokpaueHuna: MCKT — mynbrucnupanbHasa KomnbloTepHaa Tomorpadus; 3H — 3putenbHbii Heps; MMNH — npupgatouHble nasyxu Hoca; A3H — anck
3puTenbHoro Hepea; OKT — onTuueckas korepeHTHas Tomorpadus; KN — komnblotepHas nepumetpus; RNFL — retinal nerve fiber layer, cpeHss TonwmHa
C/1051 HEPBHbIX BOJSIOKOH MO Kpalto AncKa.
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Tis 0.6

PucyHok 3. Y3 opraHoB mManoro Tasa, BbinosHeHHoe B 9,2 roaa. B npaBom AnYHUKe BU3yann3upyoTcs ABE KUCTbI; IEBbIN ANYHKK 6€3 0CO6eHHOCTEN.

Ta6nuua 3. [InHaMnKa nokasaTenei nosioBoro pa3smTus

Bospact 32 nr oC Monosoe MeHcTpyanonopo6Hbie KocTtHbin Tepanusa
JAaHHble Y3U OMT pa3sBuTune, BblfieNIeHNA HAa MOMEHT BO3pacT, no nosogy
B rogax nvono/n  Ep/n  Ep/n
Tanner o6cnepoBaHnA Bropgax nnne
Martka 30 x 19 x 30 mm, M-9XO 0,34 cm.

25 LLIM 26 mm. B INA aHaXx0reHHoe 657 054 794 OnviH ann304 He3a4oNro 5 .
aBacKynsipHoe obpasoBaHve 11 cv?’. [0 MccnefioBaHuA
1191 2 cm® ¢ donnmkynamm 3—-6 Mm
Matka 40 Mm X 12 MM X 20 MM,

33 M-3X0 0,1 mw. 1151 1,5 cm3, 1161 1,8 v 58,9 PIBII B2,5rogane29roga 6,5 -
Matka 35 MM X 20 MM X 23 MM,

45 M-3XO 0,2 mm. LLIM 24 mm. MNA: 4275 0216 066 B2 P B2,5r,2,9 net,c4,3 roga oo 9ner QyneecTpaHT
MMOKOCTb-coflepXKaLLiee 0bpa3oBaHme 4,9 rona — NpakKT. exxemecAa4yHo 4 mr/Kr/mec
5,2mn, 19 1,7 cv®
MaTtka 39 MM X 24 MM X 15 MM,

M-3X0 0,3 cw, M4 npencranen B2,5r,2,9 net,c4,3 ropgapo DynBecTpaHT
5 KMAKOCTb-COA. ABYXKaMePHbIM 282 0,216 0,66 B2P1 11,5
5 4,9 rona — NpaKT. eXkemMmecAYHo. 4 Mr/Kr/mec
obpazosaHvem 7,8 mn, J171 0,8 cm
¢ donnukynamm go 0,5 cm
MaTKa 25 MM X 19 MM X 12 MM
! B2,5r,2,9 net,c4,3 roga 1o
R 3 ST, 2, ,C4,
58 MIXO02cw A3 v c ponmakynom 69 0216 066  B2P1  49rosa— NpaKT.exeMecauHo, 15 Dyneectpant
0,8 cm. J14: 1,1 cm® ¢ menkummn 4 Mr/kr/mec
c4,9 po 5,8 roga He OTMeYanoch.
donnukynamm
Matka 43x24x15 cm, M-9XO 0,2 cm, B2,5r,2,9net,c4,3rogano P
6,4 A 3,0 cv?, ponnukynbl g Ao 0,6 cm. 88,6 0216 0,66 B2P1 4,9 rona — NpaKT. eXKemMecAaYHo, 11,5 Y P
4 mr/Kr/mec
N1 2,7 ev® ¢ ponnmkynamm go 0,7 cm B 6,1 roga ogHOKpaTHO
Martka 42x25x18 mm, M-2XO 0,2 cm.
MA NnpeacTaBneH XmMaKoCTb- B2,5,29rona, c4,3 no49rona DyNBECTOaHT

7.2 cofepaLim obpazoBaHmeM 2044 0216 0,66 B2,P2 NPaKTUYeCcKn exemMecayHo, B 6,1, 11,5 4 1)\//|r I /Ni:c
pasmepamut: 3,9x2,5x1,8 cm. J19 0,6 cm® B6,6,87,1roga
¢ donnukynamm g oo 0,6 cm
MaTKa 41x24x18 mm, M-9XO 0,2 cm.

MA npeacTaBneH XMaKoOCTb- B2,5,29rona, c4,3 no49ropa DynBecTpaHT

79 copeprKaLim obpasoBaHnemM 101,3 0,216 34 B2,P2 NPaKTUYeCKN exemMecayHo, B 6,1, 11,5 4 x“_ I /N‘t)ec
pa3mepamu: 2,1x2,0x1,9 cm.J1A 2,8 cv® B66,87,1,B7,3roga
¢ donnukynamm grametpom Ao 0,6 cm
MaTka 30x24x17 mm, M-9XO 0,3 cm.

A 9,6 cv®, onpenenseTcs XUAKOCTb- B2,5,29rona, c4,3 no49rona DynBeCTRAHT

87 cofiepkaLLiee 0bpazoBaHme 4,2 M. 427,2 0216 0,66 B2,P2 NPaKTUYeCKn exemMecayHo, B 6,1, 11,5 Y P

4 mr/Kr/mec
J1A 6,2 cm3, onpenenaeTca XuMaKoCTb- B6,6,87,1,87,3,88,1roga
cofiepkaLLiee obpasoBaHue 2,0x0,7 cm
MaTKa 4x28x16 mm, M-9XO
3
:i:;piie;zef:c'gi?‘ec M)K'a NX B2,5r,2,9 ner, c4,3 po 49 rona QynBecTpaHT

9.2 A A AepKaLly 2519 0.216 14 B2,P3 NPaKTUYECKN exxeMecayHo, B 6,1, 11,5 Y P

06pa3oBaHNA AMaMeTpom 2,5 cm 4 mr/Kr/mec

1 grametpom 1,5 cm. J1A obvem 4,1 cv,
¢ donnukynamm grametpom Ao 0,5cm

B6,6,87,1,873,88,1,887roga

CokpalyeHus: 32 — actpaguon; CK. pocta — ckopocTb pocTa; NMIMP — nepudepuueckoe npexaeBpeMeHHoe nosoBoe passutue; LM — weiika matky; MNA —
NpaBbli ANYHUK; JTA — NeBbIN ANYHUK.
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PuUcyHOK 4. PeHTreHOrpaMmbl KUCTEN PyK: AMHaMKa KOCTHOTO BO3pacTa U COCTOAHUA KOCTel NpeAnieubs n KUCTein pyk ¢ 5,8 no 9,2 roaa.

ToTtanbHaa ¢pubpo3Has NepecTporika NACTHbIX KocTel 1 danaHr nanbues, ovarn Ol n gedpopmauma KocTeln npeanneybs, NPM3HaKM Havyana CMHOCTO3a
B KOHLIEBbIX dasiaHrax npaBoi pyKu.
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lunepcekpeuyua CTI

C Hayana HabnogeHWA 6a3anbHbIV ypoBeHb CTI onpene-
nanca B npegenax 1-2 Hr/mn npu UOP-1, BapbrnpoBaBLLEM
ot 132 no 278 Hr/mn co 3HayeHuamu SDS NOP-1 o1 +1 go +3
COOTBeTCTBEHHO. NoBbiweHHasa cekpeuna CTT 6bina nog-
TBEPXKAEHa B 5 neT no pesynbratam npoObl C rOKO30M
Ha nogasneHue CTT, n ¢ 5,3 roga geBoyka nonyyaet aHanor
comMaTocTaTMHa AnnTenbHoro aenctema (okTpeotmg). Ha-
yanbHaA go3a coctaBnAna 10 mr/mec. Mpyn KOHTPONIbHOM
obcnepnoBaHum yepes 6 mec, B 5,8 roga, obpallano BHUMa-
HUe BblpaXKeHHOE CHMXEeHME TEMIMOB POCTa, ypoBeHb NDP-1
cocTaBnAn 82,7 Hr/mn, 6azanbHbli CTT 6bin 0,74 Hr/mn. [lo3a
npenapata 6bina cHxeHa go 7,5 mr/mec. Ha 3tom ¢oHe
B TeUYeHMe csiefyioLlero roga CKopocTb pocTa yiyJlimnach.
Mpu obcnefoBaHum B 7,2 roga BHOBb OTMEYanocb YMeHb-
LeHne TEeMMOB POCTa, ycyrybunace gedopmauus yepena,
otcyTcTBoBano nopasneHne CTI Ha npoGe C rOKO30M.
B cBA3M npusHakamu gekomneHcaummn no CTI-rmnepcekpe-
UMM [o3a OKTpeoTMaa 6biia BHOBb MOBbILIEHA, CHavYana —
o 10 mr/mec, a B nocnegymoulem, K 8,6 roga, no TeM e rnoka-
3aHuAM, — o 15 mr/mec. Mo gaHHbIM MPT rofioBHOro Mo3ra
B AUHAMVKe NPU3HaKOB afleHOMbI rmnodrisa He OTMeYaeTcs.

3a BeCb nepuog HabnoaeHUs Temnbl POCTa Y AEBOYKM Ba-
pbUPOBaNM: B HEKOTOPbIE Mepropl POCT Obin B Npeaesniax Hop-
Mbl, NEPUOANYECKUN TeMMbI POCTa CHXanucb fo 0,5 cv/rog,
1 ¢ 7,2 roga 3HauMmowm npubaBKu B pocTe He oTMeYaeTcs. B Ta-
6nuLe 4 NPUBOAATCA CBOAHbIE faHHbIE B AVHaMIKe BcexX dak-
TOPOB, CMNOCOGHBIX OKa3blBaTb BVAHME HA CKOPOCTb POCTa.

lamonozusa wumosudHoU Xese3bl

Mpu nepeBom obcnenoBaHny B 2,5 rofa y AeBoYKM Obin
BblIB/IeH MPaBOCTOPOHHUI MHOIOY3/10BOM 3YTUPEOUAHbIN
306. B guHamuKe ¢ 4,5 roga oTMeyanacb TeHAeHUMA K CHU-
XeHn CBOOOLHOIO TMPOKCUHA (T4CB) NPU HOPMASbHBIX
nokasatenax TTI n ceob6ogHOro TpunoaTUpoHuHa (T3cB).
B 7,8 roga 6bin yCTaHOBNEH BTOPWYHbIV TMMOTUPEO3 U UHN-
LUMUPOBaH NpuUeM JIEBOTUPOKCUHA HaTpusa. Mopdonornye-
CKNe N3MEHEHUNSA B TKaHU LUIUTOBUOHON Xene3bl, N0 AaHHbIM
Y3 B AMHamuKe, oCTaBanucb 6e3 3HaUYMMbIX U3MEHEeHUN
B TEYEHUWe BCero nepuoga HabniogeHus. B Tabnuue 5 yka-
3aHbl laHHble MOPGOPYHKLMOHANIBHOTO COCTOAHUSA LWTO-
BMAHOW Xene3bl B AHAMUKE, Ha pUCYHKe 5 — Y3-KapTuHa
LLNTOBUAHOW »ene3bl Ha MOMeHT 0bcnieqoBaHmA B 9,2 roaa.

3.7cm/1.1/29Hz

Tis 0.0
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Tunepgocpamypus

lMnepakckpeumsa ¢ocpopa cTana oTmevaTbcs ¢ 5,8 roga.
B 3Tom BO3pacTe 6bla MHULMMPOBaHa Tepanus npenapa-
Tamun pocdopa B KOMOUHAUUK C aNibdPaKkanbLUMg0NIOM, KOTO-
pylo AeBouka nonyyana B TeyeHue 2 net. B 7,8 roga B cBA3mn
C 3XO-MpU3HaKaMmn YIJIOTHEHMA YalleYHO-TOXaHOUYHOW CU-
CTeMbl 1 OMaceHUsIMU BO3MOXKHOMO Pa3BUTUA HedpoKasb-
LUMHO3a Tepanua ¢ocdopom Obinla NpUoOCTaHOBNEHa. B aun-
HamVKe ypoBeHb ¢ocdopa nporpeccrpyrolle CHUXaeTCs.
B Tabnuue 6 npeacTaBneHbl AaHHbIE MO NMokasaTtensam ¢oc-
¢dopHOro obMeHa B ANHaMUKeE.

Taxukapous

Meprioanyeckn y AeBOYKN OTMEYAeTCA TeHAeHLMA K bec-
CUMMTOMHOW TaxmKapaum 6e3 gpyrux HapyLeHuin co CTOPo-
Hbl CEpLIeYHO-COCYAUCTON CMCTeMbI. Tepanus agpeHo61oKa-
TopamMun He Ha3Hayanacb. B aguHamunKe yacToTa ceppeyHbix
coKpalleHun coctaenana: 112 ygapos B MUHYTY B BO3pacTe
2,5ropa, 90 ygapos B MuHyTY B 5,8 roga, 94-96 yaapos B Mu-
HYTYy B BO3pacTHOM UHTepBane 7,2-9,2 roaa.

Tekywjee cocmosiHue

Ha gaHHbIN MOMEHT Yy [EeBOUYKN — BbIPa’KEHHbIN KU-
dockonnos, pedopmauns GefpeHHbIX KOCTEN Mo Tumy
nacTylWbUX NOCOX0B, cabneBuaHaa gedbopmauus Kocten
NeBON roneHu, acMMMETPUA ANMHbI HUXHUX KOHEYHO-
CTell, yMepeHHana fgedbopmMauus KOCTell NMLEBOrO Yepena,
NPenMyLLEeCTBEHHO 3a CYET SIeBON NIOO6HOM KocTu. Tsaxe-
noe teyeHne O KOHEYHOCTEN MOBAUANO Ha couuanb-
HYI0 aKTMBHOCTb M KauyeCTBO XW3HM — CaMOCTOATESb-
HaA xofAbba HEBO3MOXHA, OrpaHUYeHbl CMOCOBHOCTU
K camoyxopy. O6bnutepauua ¢rnbposHbimu maccamm MMH
0o6ycnaBnMBaeT YacTble peunanBbl CUHYCUTOB C COXPaH-
HOWM CMOCOBGHOCTbIO K HOCOBOMY [AbIXaHWIO B Mepuopbl
pekoHBanecueHunn. Ouarn Of] B MO3roBol Yactu yepe-
na NpuBenu K CTEHO3Yy KaHaNoB 3puUTeNibHbIX HEPBOB, 6e3
KT- n MP-npr3HakoB KoMMNpeccuun 3puTeNnbHbIX HEPBOB,
HO CO CHVXEHNEM OCTPOTbl 3peHna S>D 1 ymeHbLeHnem
TONWKMHbI HEPBHbIX BOMOKOH MO KPato AMCKa 3pUTeNbHOro
HepBa c/ieBa.

DCTporeH-ceKpeTupyLme KNCTbl ANYHNKOB Nepuoau-
Yeckn peunanBUpPYIOT, ANA NpedynpexaeHnsa npexaespe-
MEHHOTrO 3aKpbITVA 30H POCTa Ha GOHE TMMNepP3CTPOreHnm

11L-D/SMP M 10
37cm/11/29Hz Tis 00

PucyHoK 5. Y3/ wToBMAHOM Xenesbl, BbINONHEHHOe B 9,2 roaa.

Bm3yan|/|3|/|pOBaHa npasad [onAa ¢ MHOXeCTBEHHbIMN aH3XOTreHHbIMU 06pa3OBaHI/IF|MI/I (KapTI/IHa «ronnaHackoro Cblpa») N NHTaKTHaA fieBaAd AonA.
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Ta6bnuua 4. Nokasatenn POoCTa 1 NapameTpoB., CNOCOGHbIX OKa3aTb Ha Hero BAVAHWE', B AUHAMKKe

Minep-
Minep-
n - |
okasarenu pocta docda scTporeHemma CTI-runepcekpeuus ®u6posHas aucnnasus (OAO)
TypvAa
5
g & | ¥
- g g E g
2 £ m = 3 s o x ¥
g : £ S| & | 2 Sl = m z z 53
= g r Q = = T s c a . c Z
= H (LA 5| S E H = = 5 ] = 5= s 0
Sl 8 S| Gl gl F| 3| 8| | T |E| 8 s - g8 gz
2 % o g =g 5| E a o T Y -3 E 6 d .. o % o2
2 8 8|2 8% . Elnil g 58 E |2 & = E53 $X | &8
Q| a w| U | wd a|lFElmE| | & | = (] =| O =) ceg? o= g E
25 657 5 - - 2.2 - -
33(1007 | 16 16 |82| 589 | 65| - |1327| - | - | . |Bewenewa - - -
o cumHTUrpadum
Ha neBou
MNosBunacb 6enp. KocTn
45| 112 | 172 |105| 28 | 14 |89|4275| 9 | % |omrs| 16 | - | - |BMAMen npaoi beap. |8 36 rona. -
mr/mec nedopmaums KOCTV B4 roga Ha npasoi
yepena 6enp. KocTn
B4,5roga
MCKT:
HEOAHOPOAHOCTb
CTPYKTYpbI KOCTel
5 (1145| 12 | 25 | 36 | 14 (89| 282 |15 4 |2067| 35 |1.2| 10 |uepenayronuena -
Mr/Mec Mr/MeC. | OTAENbHbBIX KOCTEN;
obnutepaums MMH;
Cy’KeHVie KaHasloB
3H
nanbLa npason
cTonbi B 5,2 net. .
. Ha neBo
4 7,5 | CH/XeHue 3peHun MPaBoi nes. 6efpeHHoON
58| 115 | 067 | 05 |-544| 1,2 |76| 69 |115 82,7 0,7 - 4 KOCTW B 5,6 neT. -
Mr/mec wmr/mec. | OS - KOCTU
npaeov 6onblue-
N B 5,8 roga
6epLoBOIi KOCTU
B 5,6 roga
4 75 neson
64| 118 | 018 | 53 |-084 | 1,3 |67 | 886 | 11,5 139,8 38 i’ 6enpeHHoI -
Mr/mec Mr/Mec.
KOCTW B 6 neT
MCKT: oTp.
IMHaMVIKa Mosiene-
4 10 O OYaram HIPKHeN HVe npu-
72112151024 | 37 | -24 | 1,2 |77]2044 11,5 234 | 06-6,7| 1,1 yenocty n MNMNH. 3HaKOB
mr/mec mr/mec.
CHuxeHne Kndpocko-
3peHna OD, OS — nno3a
6e3 ANHaMUKIN
MCKT-KocBeHHble
NpW3HaKN
KoMnpeccum o
3pUTENbHbBIX =
4 10 HepBOB, :E
7911229013 25 |-3,79 | 1,1 |71101,3| 11,5 wilvec 1777 3,1 05 e otek 3H(?) c obenx P
" | ctopoH. OKT: 2
OS: ncToHueHne E
HEPBHbIX BO/IOKOH. 5
OCTpOTa 3peHns 2
6e3 AuHaMMKIN &
<
OKT: 0S: N &
Ha neBom =
4 15 MCTOHYeHMe GeapeHHoi s
8,7 11229 |-1,15 - - 0,99 |71|4272 115 280,8 34 - HEpPBHbIX BOSIOKOH. 9]
mr/mec mr/mec KOCTW =
OcTporta 3peHna a
B 8,6 net S
6€e3 AVHaMUKK g
OKT: OS: cHuxeHune g—
4 TONLYMHBI e
921229 | 0,7 2 -5 1094 /80|2519|115 /e 1654 1,02 - HepPBHbIX BO/TOKOH.
OcTporta 3peHna
6e3 ANHaMMKIN

CoKpaueHus: 32 — sctpaguon; CK. pocta — ckopocTb pocta; MCKT— mynbtucnvpanbHas koMmnbloTepHaa Tomorpadus; 3H — 3putenbHbiin Heps; MMH —
npupaToyHble nasyxum Hoca; OKT — onTuueckas KorepeHTHas Tomorpadus, cTana JOCTYMHa K BbIMOSIHEHWIO € 7,9 neT

' Tunepactporexus, runepcekpeuna CTT n Of] KOHEYHOCTEN N MO3BOHOYHMKA — MapamMeTpbl, MOTEHLMANbHO OKasblBaloLme BAvsAHMe Ha pocT, Of] uepena
He MMeeT OTHOLUEHUA K JIMHEHOMY POCTY, HO NpuBeAeHa B Tabnuue, Tak Kak nporpeccua O[] uepena moxeT ycyrybnatbca Ha GoHe AeKomneHcaumm
no CTI-runepcekpeyumn.

2 C MOMeHTa BbIAIB/IEHWA YKOPOYEHWA NPaBOii KOHEYHOCTU POCT M3MEPASICA MO NPaBOi KOHEYHOCTH.

3Toka3zaTtenn obmeHa dpocdopa 1 Hopmbl NOAPOOHO NPeAcTaBNeHbl B Tabnuue 6.

“MNepBbin pesynbrat CTI 6bi1 0,6 HI/MA, HO yunTbIBaA NoBbiweHHbIM CTT, 6bino pelweHo NposecTn Npoby Ha nogasnexmne CTI, B xofe KOTOPOI 6a3anbHbIN
CTr 6bIn 6,7.
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Tabnuua 5. MoppodyHKLMOHANBHOE COCTOAHME LWMTOBUAHOM Xenesbl B AUHAMMKe

Mpuem
MegukameHTO3Hasn npenaparos
Tepanus o noBoAy ¢ NOTeHUaNbHbIM
$yHkumn LK adpdekTom
T3cB, Ha pyHKuuio LK
nmonb/n
(3,8-7,2)

Mokasarenn GpyHKUMN LWNTOBNAHON
»Kenesbl, CbIBOPOTKa KpoBMN

Y3U wutoBuAaHOM Xenesbl

Bospacr
ropbl TTT,
mkMe/n
(0,64-5,76)

T4cB, nmonb/n
(11,5-20,4)

06wwmi
obbem,
i

O6bemHble 06pa3oBaHNA

25

0,88

2,7

B MPaBoOW Aone rnepaxoreHHoe
0bpa3oBaHUe C YETKIM HEPOBHbIM
KOHTYpoMm 29,68x13,1x11,42 Mm,
rMNoaxoreHHble 06pa3oBaHus 8,2x2,59
1n6,15x3,41 mm

33

0,53

14,5

6,6

44

B MPaBOW f0N1e MHOXeCTBEHHble
06pa3oBaHuA ArameTpom ot 0,7cm

[0 1,7CM, C YETKUMUN KOHTYpamy,
YMePEHHO MOHUMEHHOWN 3XOreHHOCTY,
C XKMAKOCTHBIMY 30HaMU

4,5

0,49

91

6,1

45

B MpaBoW aone B B/3 pa3mepamu:
1,0x0,8x0,6 cm B B/3—cp/34 0,6cM

n gnametpom 0,5cm; B cp/3-H/3-
KOHrTIomMepar 13 fiByx 0bpazoBaHuii
pa3mepamu: 2,2x1,6x1,0 cm, Bce

C YETKVMM KOHTYPaMW, N303XOreHHbIe,
C>KMAKOCTHbIMM 30HaMW, BCe

C BblpaXKeHHOWN Nepu- 1 yMepeHHON
WHTpaHOZyNAPHON BacKynapu3aLuen.

0,98

9,5

6,73

6,0

B npasow gone B B/3 p. 1,3x0,8x0,7 cm,
C YETKMMM KOHTYPaMU N303XOreHHOE;
C XKMAKOCTHbIMY 30HamMu B B/3-cp/3- .
0,6 1 0,5 CM, CMeLLaHHOW CTPYKTYpbI,

C YETKMM KOHTYpamu; B Cp/3—H/3—p.
2,5x1,0x1,6 cm, KOHrIoMeparT u3 ABYX
06pa3oBaHWit: C YHETKUMU KOHTYpamMm,
N303XOreHHbIe C XXMAKOCTHBIMU
30Hamu; npu LK Bce obpasoBaHms

C nepwvi- U yMepeHHo
WHTpaHOAYNAPHON BacKynapusauunen.
EU-TIRADS 2

MopteepxaeH CTI-
runepcekpeuus,
Ha3HaueH
oKTpeoTna

10 mr/mec.

58

0,69

6,1

6,0

B NPaBoW OJ1e N303XOreHHble
06pa30BaHWIsA C KUAKOCTHBIMY
30HaMV, C YETKUMMU KOHTYpamm:

B B/3 — p. 1,2x0,9x0,9 cm, B cp/3-H/3
o 3afiHell NOBEePXHOCTN —
KOHrriomepartHoe, p. 2,5x1,0x0,9 cm,
TaKKe — MHOXKeCTBeHHble 0,6-0,8 cm.
EU-TIRADS 2

[lo3a okTpeotnaa
CHUKeHa Ao

7,5 Mr/mec. B cBA3n
C 3aiePXKKoM pocTa

6,4

0,73

71

B NPaBon fjone B B/3 pa3mepamu:
1,6x1,4x1,0 CM, C YETKUMU KOHTYpamu,
CMeLLaHHOW CTPYKTYpbl, B B/3-Cp/3
AvameTpom 0,6CM 1 ArameTpom

0,5 cm, 06a CMeLLaHHOW CTPYKTYpbl,

B cp/3-H/3 pa3mepamum: 2,6x1,4x1,0 cm,
C YETKMMM KOHTYPaMU, CMeLLaHHOW
cTpykTypbl. EU-TIRADS 2

7,2

1,1

109

6,4

7,7

B MpaBOW jose No BCen fone
onpefensanTCcA MHOXECTBEHHbIE
AHIXOreHHble 0bpa3oBaHnA
AvameTpom ot 0,6 cm o 1,6 cm, YacTb
M3 HUX — C TOHKUMW NEPErOPOKaMM.
EU-TIRADS 2

[lo3a okTpeoTnaa
yBenunyeH Ao

10 mr/mec. B CBA3U
C flIeKOMMNEeHcaumen
no CTI-
runepcekpeLmm

79

1,1

91

52

7,0

B NPaBoW fjone Mo BCew gone
OnNpefenanTCA MHOXECTBEHHbIE
aH3XoreHHble 06pa3oBaHMs
AvameTpom ot 0,7 cm o 1,7 cm, YacTb
13 HUX — C TOHKUMU NeperopoaKkamm.
EU-TIRADS 2

MHunummnposaHa
Tepanua
NEeBOTVPOKCMHOM
HaTpua 25 MKr/cyT

8,7

0,47

79

51

83

B MpaBOW forne No BCen fgone
onpefensaTCA MHOXECTBEHHbIE
AHIXOreHHble 0bpa3oBaHnA
AvameTpom ot 0,8 cm o 1,9 cm, yacTb
13 HUX- C TOHKMI NeperopoaKamu

JleBOTMpPOKCUH
HaTpwa 50 MKr/cyT

[lo3a okTpeoTnaa
yBefimyeHa o

15 mr/mec. B cBA3U
C leKoMneHcaumen
no CTI-
runepcekpeLmmn

9,2

0,004

10,2

6,2

89

B MPaBOW fone No BCen fone
onpeaenalTCcA MHOXECTBEHHbIe
aH3XOreHHble 0bpa3oBaHnA
AvameTpom ot 0,6 cm o 1,8 cm, YacTb
13 HUX — C TOHKMMM Neperopogkammn

JleBOTMpPOKCMH
HaTpuA 75 MKr/cyT
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Ta6bnuua 6. luHammka napameTpoB obmeHa pochopa 1 neueHms runopocpatemmun

Mpenapar pocpopa, mr/kr/cyT

e Sk e ISR el
A (+anbdakanbumpon 0,25 mMKr/cyT)
1,6
(1,10-1,95)2 13
3 (1,25-2,10)% 82 (1,15-2,44)8 6es3 Tepanun
(0,81-1,94)°
1,4
(1,00-1,80) 1,27
4> (1,30-1,75)* 89 (1,15-2,44)5 6e3 Tepanumn
(0,81-1,94)°
1,4
(1,00-1,80)% 1,18
> (1,30-1,75)* 89 (1,15-2,44)5 6e3 Tepanum
(0,81-1,94)°
1,2
(1,00-1,80)* 0,88
>8 (1,30-1,75)* 76 (1,15-2,44) 35 mr/Kr/cyT
(0,81-1,94)°
1,3
(1,00-1,80) 0,87
64 (1,30-1,75)" 67 (1.15-2,44)° 25 mr/Kr/cyT
(0,81-1,94)°
1.2
(1,00-1,80)° 0,65
72 (1,20-1,80)* 77 (1,22-1,6)5 25 mr/kr/cyT ABYCTOpOHHee ynnoTHeHune YJ1C
(0,81-1,94)°
11
(1,00-1,80)° 0,84
79 (1,20-1,80)* 7 (1,22-1,6) OTMeHa Tepanuu ABycTOpOoHHee ynnoTtHeHne YJ1C
(0,81-1,94)°
0,99
(1,00-1,80)° 0,84
87 (1,20-1,80)* 71 (1,22-1,6) 6e3 Tepanuu
(0,81-1,94)°
o He3HaynTenbHoe 2-CTOPOHHee
(1,00-1,80)3 0,75 Pe
92 (1,20-1,80)* 80 (1,22-1,6)° YNIOTHEHME BHYTPEHHEI CTPYKTYpbI
(0:81 -1 :94)5 ' ' 06eunx novek

'9%TRP — Tubular reabsoption of phosphate, gons peabcop6umu pocdaTtos U3 noyeuHoro unbTparta, Hopma 85-95%.

“TmP/GFR — Tubular maximal reabsoption rate of phosphate to GFR, MakcuManbHbI ypoBeHb TybynapHoi peabcopbumnm dpocdatos K CKO.
3IpaHuubl pedepeHcHbIX 3HaYeHn pocdopa ¢ yueTom nona, Bospacta no Soldin SJ et all, 1997 [31].

“TpaHunubl pedepeHcHbIX 3HaueHnin dochopa ¢ yueTom nona n Bospacta no Lockitch G. Et al [33].

5 IpaHuLbl pedepeHcHbIX 3HaYeHn pocdopa ¢ yueTom nona, Bospacta no Soldin SJ et all, 1999 [32].

®HopmanbHble 3HaveHusa ana TmP/GFR ¢ yuetom nona v BospacTta no Payne R.P, 1998 [34].

7 [lo3a Ha3HayeHa C yYeTOM peKkoMeHAyeMbIX HauasbHbIX 03 Tepanuu [12] u ¢ yueTom copepkaHusa Gocdopa B NprMeHseMOM Npenapate, rae Ha

3 Kancynbl npenapara npuxoanTca 450 mr pocdopa.

npofomKkaeTca  NieyeHne  ¢ynBecTpaHToM B fo3e
4 mr/kr/mec. OTMeHa Tepanuu nnaHUpyeTcAa nocne Ao-
CTUXKEeHUA nacrnopTHoro Bo3pacta 11-12 net (c yyeTom
KOCTHOro Bo3pacTa). Mo nosogy CTI-runepcekpeunn npo-
BOAUTCA Tepanua aHajoromM COMAaTOCTaTMHA, [03a Kop-
pekTupyetca no ypoHio CTI u UOP n B HacToAwee Bpe-
mMA coctasnaet 15 mr/mec. JleueHne CTI-runepcekpeuun
MOXWU3HEHHOe, OTMEHA Tepanuu 4peBaTa ycyrybneHviem
nporpeccmun ¢pubposHon ancnnasum yepena [10]. MHoro-
y3/10BOV 306 C yMepeHHbIM NpeBbILeHeM HOPMbl 06LLero
o6bema WUTOBUAHON Xene3bl 1 6e3 oTpuLaTeNbHOWM ANHA-
MUKW 3XO-XapaKTEPUCTMK Y3/1I0BbIX 0OPAa30BaHM NoKa no-
3BONIAET MPUAEPXKUBATLCA HabnogaTenbHOM TakTMKK. u-
nodocdateMma NoCTeNEHHO HapacTaeT. Taxnkapamsa HOCUT
YMEpEHHbIV XapaKTep 1 B HacTosllee BpemMs He Tpebyet
Ha3HauyeHus 6eTa-6nokaTopoB. MpononxaeTca AgMHamuye-
cKoe HabnogeHue.

OBCYXAEHUE

Manndectauua cnHgpoma MOB B nepBble rofbl »Ku3-
HN — HepepkKasa Ans 3Toro 3abonesaHus cutyauus. KnuHu-
yeckune NPOABNEHNA NPU POXAEHUM N B NepBble MecAlbl
M3HU OMUCaHbl ANA NATEH LBeTa Kode-C-MOIOKOM, Heo-
HaTafIbHOrO XOJIeCTa3a, TUPEOTOKCUKO3a, runepdyHKUUn
dbeTanbHOM KOpbl HAAMOYEYHMKOB ¢ pa3Butmem AKTI-He3a-
BMCMMOTO rMNepKopTULN3MA, NPeKaeBPeMeHHOro NosioBo-
ro passutus 1 ¢pubposHom gucnnasum [8, 11-13]. B Hawem
cflyyae Ha NepBOM rofy »KM3HW y OeBOYKM, CKopee BCero,
yXe VMMeNnUCb KOMMOHEHTbl CMHAPOMA, XOTA KAMHUYECKU
APKUM NPr3HAKOM, BbIABUBLLUM 3a6051eBaHUe, CTana runep-
bYHKUMA AMYHKMKA, CMTPOBOLMPOBABLIAA MEHCTPYanonofo6-
Hble BblgeneHuna 1 Tenapxe B 2,5 roga. imeswmeca go storo
NPOABEHNA OXUAAEMO He NpuBeKkanu K cebe BHYMaHMSA:
HapyLUeHVe NoxodKn y pebeHKa NepBbIX JIET XKN3HU MOXET
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ObITb CBA3AHO C UenbiM pAfom 6onee pacnpoCcTpaHEHHbIX
opToneanyeckmx npobnem AeTCKOro BO3pacTa, a NATHa LBe-
Ta KOde-C-MOJIOKOM BCTPEYaloTCA cpean 340pPOBbIX AeTel
N pacLeHUBaOTCA Kak 3HauyMMble, Kak MpaBuio, Npu BbiAB-
NeHNN JpPYyrnx NaTOrHOMOHUYHbBIX MPU3HAKOB CUHAPOMasb-
HOW naTonoruu. 3anofo3puTb Xe Yy pebeHKa nepBbiX NeT
XM3HW MHOroy3noBol 306 npu 3yTnpeose N HebOsbLIOM
obbeme LWNTOBUHOW Xene3bl 6bIno Obl elle CNoXKHee.

Takum 06pa3om, y JEBOUYKM OCHOBAHMEM s MOCTAHOB-
Ku pgumarHosa cungpom COB ctano couetaHne nepudepu-
YeCcKoro NpexaeBpPemMeHHOro NoaoBOro pasBUTUA U NATEH
uBeTa Kode-c-MOJIOKOM, TOFAa Kak MMeBLUMECA B TO BPeMms
apyrue KomnoHeHTbl — Ol 1 MHOroy310BOW NPaBOCTOPOH-
HUIN 306 — ObINW NOATBEPXKAEHDI MO Pe3y/ibTaTam NepBOro
CKPUHWMHIA Ha BO3MOXHble NposAB/ieHns 3aboneBaHus.

MNocne ycTaHOBNEHNA AmMarHosa AeBoYKe CTanio NPOBO-
ONTbCA perynsapHoe o6cCeloBaHNe HAa BCE KOMMOHEHTHI
no anroputmy obcnefoBaHuaA, pa3paboTaHHOMY C YYeToM
3apyOeXHbIX peKoMeHZauni Mo AWArHOCTVKE U BeAEHUIO
cuHgpoma MOB, pesynbtaTtoB CO6CTBEHHOrO OMbiTa Befe-
HUA JeTen ¢ 3Tm 3aboneBaHMEM U C YY4ETOM NHAUBMAYATb-
HbIX 0cobeHHOCTeln faHHoro cnydas [6, 14, 15]. CKPUHUHT
BK/toYaeT nccnegoBaHue O[], SHOOKPUHHBIX rnepdyHKLMNA
N HESHOOKPWHHBIX NPOABAEHUN.

Ona guarHoctnkn O moryT ncnonb3oBaTbCA pasnuny-
Hble BU3yanu3upyowme Metoabl B 3aBUCUMOCTU OT Lenen
uccnepoBaHus. OcTeoraMMacUUHTUIPaduUa MpUMeEHsEeTCA
andA oueHkun Hannuma O] B cnyyasx, Korga AmMarHo3 yCTaHOB-
JIeH Mo ApPYrum KOMMOHEHTaM U HeM3BECTHO, BOBNIeYEHa v
KOCTHaA TKaHb B MAaTONOMMYeCKNn NpoLecc nnun Het. Takxe
3TOT METOf, MOXeT ObITb UCMONb30BaH, korga Of] BbisiBneHa
B OQHOWN-HECKONbKUX KOCTAX C MOMOLLbIO APYrMX METOLOB
NccnenoBaHUs U HEOOXOAUMO OLEHUTb Hanuumre npoLecca
B OPYIMX KOCTAX CKeneTa (Kak 3To 6b110 B ONKCbIBAEMOM CJ1y-
yae). XoTs ocTeOraMmacUHTArpadursa yCnewHo onpeaenser
BCE 0Yary noBbILIEHHOO HaKoMeHus pagnodapmMnpenapa-
Ta, AaBas NpeACTaB/eHne 0 PacnpoCTPaHEHHOCTU NpoLiecca
®[1, B HacTOSALLEE BpeMSA B CBOEN MPAKTMKE Mbl BCe 6osblue
NCNONb3yeMm ero, CKopee, A NOATBEPKAEHNA/NCKIIOYEHMA
O, yem OnNA OLEHKN PacnNpPOCTPaHEeHHOCTM npoLecca y na-
LUMEHTOB C YCTaHOBMeHHON paHee OfI, n npyMmeHAem 3TOT
MeTOA Y AeTen No JOCTUKEHUU MK BO3pacTa 5-6 net npu
OTCYTCTBUM JaHHbIX 3a oyaru Of] K sToMy BO3pacTy no apy-
rMmMm MeTofam mccnefoBaHuA. Mbl NPULLK K TaKOW TaKTUKe
Mo HECKONMbKUM npuynHam. Bo-nepBbix, ocTeorammacuyiH-
TUrpadua AEMOHCTPUPYET TOKaNM3aLmMio 04aroB, HO He AaeT
npepcTaBneHns 06 Ux KIMHUYECKOW 3HAYMMOCTV, @ 3HAUUT,
YTO MOCJIE BbISIBNIEHMS 0YaroB B GQYHKLMOHANbHO 3HAUMMBbIX
obnacTax (B nepByto ouepeb Yeper, MO3BOHOYHMK, HUXKHUE
KOHEUYHOCTM) BO3HNKHET HEOHXOAMMOCTb NPOBECTM AOMON-
HUTesIbHOeE JlyyeBOe 006CeloBaHKe, NPY TOM YTO CaM MeTof
yKe HeceT NlyyeBylo Harpy3sKy. Bo-BTopbix, nosyyeHvie oTpu-
LaTeNlbHOro pesynbTaTa B NepBble rofbl XXM3HU He JacT OcC-
HoBaHUA NckNounTb O] Kak BEPOATHLIN KOMMOHEHT, TaK Kak
ovaru O] moryT noABNATLCA OTCPOYEHHO, K 5-6 rogam [16].
MNepcnekTMBHOM anbTepHaTUBOW OCTeOraMMacUMHTUIpa-
dun moxet 6bITb MPT Bcero Tena — metop 6e3 nyyeson
Harpy3ku 1 no3onsAwLmin oueHUTs odarn O] ¢ mopdono-
rMYeckon, a He GYHKLMOHaNbHOW TOUKM 3peHns. Ho B nio-
6om cnyuyae oblyee ncciefoBaHNe BCEro CKeneta ans pe-
LweHuA Bonpoca o Hannuun/otcytctemm Of] pekomeHgyeTca
npoBoauTb nocse 5-6 net [16]. NMoatomy, ecnu 6bl feBOYKa
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13 OMKMCbIBAEMOrO HaMu Cllyyas ronana Ha obcsiefioBaHve
BMNepBble cenyac, B Bo3pacTe 2,5 roga, TO TakTMKa Mo Aua-
rHoctnke O[] HemHoro 6bl oTnMyanack. B nepeyio ouepenb
6b110 6bl MPOBEIEHO UCCNIEROBAHME YIPOXKAEMBIX MO Mepe-
NoOMaM KOCTeW CKeneTa, rge Hanmume unm oTCyTCTBUE Ova-
roB O] MOXeT NOBNMATb Ha TaKTUKY BEAEHMA: HUKHME KO-
HEYHOCTW, NMO3BOHOYHMK 1 yepen. ccnegoBaHme KocTen
Ta3a, HVXKHMX KOHEYHOCTEM M MO3BOHOYHMKA NpoBenu Obl
C NMOMOLLbIO PeHTreHorpaduy B NPAMON NPoeKunn, Toraa
kak MPT ronoBHoro mosra (nog HapKko3om € y4eToM BO3pac-
Ta) WM MyNbTMCNMPANbHAA KOMMblOTEPHaA Tomorpadus
(MCKT) uepena 6bin1v 66l MpoBefeHbl TONbKO B Cllyyae BU-
OMMbIX Aedopmaunii Yyepena, U/vnm AaHHbIX 3a NaToONIOrMio
3peHus N/unu cnyxa, u/vnm nogo3peHre Ha obnuTepauuto
MMH no anobam 1 pe3ynbTaTaMm OCMOTPa COOTBETCTBY!O-
WMX CNeumanmcToB.

OnAa oueHkm ouaroB O] yepena B mocnegHee Bpems
Mbl CTanu vawe npumeHATb MPT ronoBHOro mosra: no 371o-
My MEeTOAYy MOXHO onpeaenutb npucytcTeue ovaros Of,
BOBJIEYEHHOCTb B MAaTONOrMYeCKMi NpoLecc KaHanoB 3pu-
TeNbHbIX HEPBOB, C/TYXOBbIX KaHA/IOB U KOCTEN BHYTPEHHEro
N CpefHero yxa, OoLeH/NTb KOMMPEeCCUIo 3pUTesibHbIX HEPBOB,
Hanvmuve apeHombl runodmsa npu CTl-runepcekpeunn.
MP-aHrnorpadus TakxKe MOXET NMeTb 6OMbLUOe 3HaUYeHne
B cnyyaax O[] yepena Agna CBOEBPEMEHHOrO BblABIEHUA
aHomanuii cocynoB Ha ¢oHe B[, yrpoxatoLwuyx no passu-
Tuio KposousnuaAaHui [17]. MCKT, ¢ opyron CTOPOHbI, yxe
JeTanbHO OMMCbIBaeT JIOKanM3aumi U pPacnpoCTpaHeH-
HocTb ouaros O] n HeobxogMMa B Cllyyae peLleHus Bonpo-
ca 06 onepaTVIBHOM BMeLLaTeNbCTBE Ha KOCTAX JILEBOrO
UM MO3roBoro Yepena. Bonpoc 06 onepaTtnBHOM neyeHun
paccmaTpmMBaeTCA YenioCTHO-INLEBbIMA /WU HENpPOXK-
pypramv npy 3HaYMMbIX HapyLeHnaX GYHKUMA HOCOBOO
LbIXaHWs, cnyxa, OCTPbIX U/Un H6bICTPO NPOrPeCcCcpyoLLNX
HapyLleHNAX 3peHns Ha GOoHe KOMMpeccuy KaHanoB 3pu-
TeSIbHbIX HEPBOB, HbICTPO NPOrpeccur o4aros ¢ Gopmrpo-
BaHMEM coLManibHO Henpuemsiembix aedbopmannii, ocTpbIX
COCTOAHNI NP KPOBOM3NUAHUSX Ha doHe O [18, 19].

MMnepdyHKUMsA roOHag — 4acTbll NMPU3HaK CUHOPOMA
MOBb [6, 14]. Y peBoyeKk OHa NPOABNAETCA NEPUOANYECKAM
BO3HVMKHOBEHMEM 3CTPOreH-CeKPETUPYIOWMX KUCT AWNYHW-
KOB, NPOBOLMPYIOLLMX 3NN304bl BblAeNEeHN 13 MOOBbIX My-
Tel 1 YBENIMYEHUS MOJIOYHBIX >Kefe3 C 00paTHbIM Pa3BUTUEM
[6, 14]. KucTtbl, Kak NpaBuio, HUBEMPYIOTCA CaMOCTOATENb-
HO B TeYeHue HeCKOSIbKUX Hepenb. Noka ecTb KUCTa ANYHN-
Ka — MOBbIWEH YPOBEHb 3CTPOreHOB M eCTb NPOABNEHUA
MONOBOro Pa3BUTMA, Kak TONbKO KNCTa HMBENMpOBanacb —
Npu3HaKM NOJIOBOrO Pa3BUTMA TakXKe CXofAT Ha HeT. Takoe
BOJIHOOOpPa3HOe TeuyeHue MpPeXAeBPEMEHHOIO MOJI0BOIO
pa3BUTVA — XapaKTepHasa 0CO6eHHOCTb cmHgpoma MOB, Ko-
TOpas OTMeYasnacb 1 B ONMCbIBaEMOM HamMu criyyae. Npu Bbl-
ABNEHUN NePBOro 3Nn304a 3CTPOreH-CEKPETUPYIOLLEN KUCTbI
ANYHUKA B 2,5 roga 6bisia BbibpaHa HabnogaTenibHas TakTUKa,
TaK KaK OCTaBaNloCb HEV3BECTHbIM, OyZlyT M OTMEYaTbCA y fie-
BOYKM YacTble peLmarBbl KUCT B Byayliem, uto notpebosano
6bl HA3HAYEHUA AaHTUSCTPOTrEHHON TEPANUU, UNU >Ke SNN30pbl
rMNepaCcTporeHny 6yayT BO3HMKaTb AOCTAaTOYHO PefKo, UTo-
6bl He METb KITMHMYECKOTo 3HauyeHus (TO eCTb He OKa3blBaTb
3HAYMMOTO BAMAHUA HA TEMMbl NPOrPeCcCUn KOCTHOTO BO3-
[pacTa 1 KOHeYHbIN pocT). Yke K 4,5 rofa cTano o4eBUAHO, YTO
rMnepdyHKUMA ANYHMKOB HOCUT aKTVBHBIV XapakTtep, 06y-
CnaBnMBas YacTble 3N130A4bl MOBbILEHNA 3CTPaamMona Kposu
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1 NPOrpeccuio KOCTHOro BO3pacTa Ha 3Tom ¢oHe. Takoe ak-
TVBHOE TeueHue nepudepryeckoro MPeXAeBPEMEHHOMO
nonosoro pa3sutus (NMMP) — c nporpeccupyowmm onepe-
»KEHVEM KOCTHOrO BO3pacTa Ha ¢poHe yacTbix 3MM3040B -
NnepaCcTPOreHeMUN — sIBMIIOCh MNOKa3aHMeM A/ HazHaYeHus
aHTMaCTporeHHom Tepanuu. [15]. K coxaneHuto, oTcyTcTByeT
TapreTHaa Tepanus, KoTopas npefotBpatuna Obl nosene-
HMe SCTPOreH-CEKPETUPYIOLMX KUCT, HO €CTb BO3MOXXHOCTb
1 fake BbIOOP MaTOreHeTUYEeCKOro fIeYeHus C LieSiblo TOPMO-
»KEHVA TEMIMOB NPOrPeccyt KOCTHOTO BO3PACTa 1 YNyyLlIeHs
KOHEYHOro pocTa.

B apceHane aHTM3CTpOreHHoOW Tepanunu, NpUMeHAemMon
npu cuHgpome MODB y geBouek, B HacTosALee BpeMsa MOX-
HO BblAenvTb ABe Tpynnbl npenapaTos: 6nokaTtopbl 6uo-
CUHTe3a 3CTporeHa (MHrMGUTOPbI apomMaTtasbl — JIETPO30/1)
M aHTAarOHUCTbl 3CTPOreHOBbLIX peLenTopoB (dynBecTpaHT,
TamoKkcmoeH). Peluas Bonpoc 06 aHTUSCTPOreHHoW Tepa-
MK, Mbl OPUEHTMPOBANIUCD HA JOCTYMHbIE HA TOT MOMEHT
pe3ynbraTbl ONyO/IMKOBAHHbIX 3apyOeXKHbIX NcCiefoBaHNI.
Ha mMOMeHT Ha3HauyeHus neyeHus 66110 JOCTYNHO GonbLue
JaHHbIX 06 3¢PeKTNBHOCTN 1 He30MacHOCTU NPYIMEHEHNA
¢dynBectpaHTa. Mo netposony 6biNM AaHHble KCCNenoBa-
Hus ot 2007 r., npoBegeHHble Collins M.T. et al. (National
Institutes of Health, NIH, CLLIA), cornacHo KoTopomy Ha poHe
nleyeHmA ynyJLanca pocToBOW MPOrHO3, HO, C APYrom CTOpo-
Hbl, ObIIN CJlyYan yBeNMYeHNs B 06bemMe ANYHUKOB U OfMWH
Crlyyal nepekpyTa KICTbl Ha GOHe npuema npenapata (n=9,
CpefHni BO3pacT Ha MOMEHT Havana Tepanuu 3-8 net, npo-
OOMKNTENbHOCTb Tepanun 12-36 mec.) [20]. TamokcudeH
ABNAETCA HEMOJIHBIM aHTAarOHUCTOM 3CTPOreHOBbLIX peLen-
TOpOB — 6MOKUPYeT 3bPeKTbl SICTPOreHOB Ha XOHAPOLUTHI
1 MOJIOYHbIE >Kefle3bl, HO onocpeayeT Ux AeNCTBME Ha SHAO-
meTpun [21]. MprnmeHeHmne ero npu cuHgpome MOB nokasa-
1o 3¢PeKTBHOCTbL B BUE TOPMOXKEHUA NPOrpPeccnn KocT-
HOro BO3PacTa, HO, C APYroi CTOPOHDI, JIEYEHNE UM [OMKHO
NPOBOANTLCSA C OCTOPOXKHOCTBIO BBUAY PUCKaA rMnepniasmm
N nepepoxgeHusa sHaometpus [22, 23]. Mo dynsecTpaHTy
B 2012 r. 66110 ony65MKoBaHO nccnenoBaHne 30 LEBOYEK,
noJiyyaBLINX Tepanuio B go3e 4 Mr/Kr/mec B TeueHue rofa,
Mo pe3ysibTaTamM KOTOPOro OTMEYanoch 3HAUMMOE CHIIXKEHNE
TEMMOB MPOrpeccMm KOCTHOrO BO3pacTa Mpu OTCYTCTBUM
cepbe3HbIx N060YHbIX 3ddekToB [24]. Vicxoaa n3 3Trx AaH-
HbIX, 17 AEBOYKM Obla BbibpaHa Tepanus GpynBecTpaHTOM.
B HacToALlee BpemA Mbl pacrnonaraem pesynbratamu 6onee
ONUTENIbHOTO UccneaoBaHus 3GpPeKTUBHOCTY 1 6e3onacHo-
T netposona npu cuHapome MODB (npoBefeHHOe Takxe
NIH, CLLA), koTopoe no3BonseT pekoMeHAoBaTb 3TOT Npe-
napat npu MHULMALUN aHTUICTPOreHHOW Tepanun no no-
sogy nMMP Ha ¢oHe cungpoma MOB. UccnenosaHuve 6bino
ony6nukoBaHo B 2016 I. 1 OEeMOHCTPUPOBANO BbICOKYHO
3$dEKTUBHOCTL NIeTpo3o/a B MyiaHe GNOKMPOBaHWA MpPo-
rpeccum KOCTHOro Bo3pacta 6e3 oTMeueHHbIX MOOOYHbIX
3¢bdeKTOB 1 6e3 N3MEHEHUI MO pa3Mepam MaTKn 1 obbemy
ANYHMKOB (N=28, cpefHUI BO3pacT HAa MOMEHT Hayasa Tepa-
numn 4,6+1,7, cpepHAa AnUTenbHOCTb Tepanuu 4,1+2,6 roaa).
Hun ognH 13 npenapaTtoB cpean NOKas3aHUM K NPUMEHEHMIo
He nmeeT anarHo3a nlllP, B cBA3M C yeM Ha3Ha4vyeHne neve-
HUA BO3MOKHO TOJIbKO PeLleHneM KOHCUmyma/BpayebHom
KOMMCCUU C yYacTUEM SKCNepTOB defepasibHOro YpoBHS.

OueHrBasi 3HEKTUBHOCTb aAHTUICTPOrEeHHOW Tepa-
nuun npu cnHgpome MOB, HegOCTaTOYHO MonaraTbCA NMLLb
Ha Temrbl MPOrpPeccumn KOCTHOMO BO3PAcTa, Tak Kak BO3MOX-
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KNUHUYECKIMI CNYYAW

HbIM BapuaHToM TeyeHus NP moxeT 6bITb fonruii nepu-
Of OTCYTCTBMA 3MM30[0B rmnepscTporeHnn. B atom cnyuvae
TOPMOXKEHVE MPOrpeccM KOCTHOro Bo3pacTa M MOnoBOro
pa3Butus OyaeT 00ycnoBrieHO He 3GPeKTUBHOCTBIO Neve-
HWA, @ AINTENbHBIM NepuoaoM pemuccumn. Ha npotakeHnn
BCeX 7 neT HabnogeHns JeBOYKe MPOBOAUIIOCh PErynapHoe
Y31 opraHoB Manoro Tasa C OLeHKOW YPOBHSA 3CTPaamona,
MVHVMMYM pa3 B nonrofa. 3a 3T0T Nepuog 3CTPOoreH-cekpe-
TUPYOLWME KACTbl AVMYHNKOB BbIABAANNCH PEryNApHO, Toraa
KakK KOCTHbI/ BO3pacT nepecTan NporpeccnpoBaTtb yepes
rof nocsie Hayana tTepanuu (CM. puc. 4), YTo Mbl paccmaTpu-
BaeM KaK [oKa3aTeNibcTBO 3¢ deKTMBHOCTM Tepanum dyrnse-
CTpaHTOM.

OnHamnuyeckoe Y3M manoro Tasa Ba)KHO He TOJSIbKO
ONA [eBOYEK, MONyYaloLWmMxX aHTUICTPOreHHy0 Tepanuio,
HO 1 ana geten 6e3 neyeHunsa nlrP. Bo-nepBbix, anv3oabl rv-
Nep3CTPOreHNy MOryT He COMPOBOXKAATLCA APKUMMU MPOAB-
NEHNAMU, KOTAA He3HAUMTeNIbHOE HamnpsXKeHe MOJIOUYHbIX
Xenes 1 6enoBatble BblAeNeHNsA U3 MOJIOBbIX MyTel NPOXo-
AT He3aMeyeHHbIMU. B 3Tux criyyaax nnaHoBoe perynapHoe
Y3/ BbISBUT CyOKNMHUYECKME 3CTPOreH-CeKpeTupyioLime
KUCTbI, M NOC/IEAYIOWNIA aHaNU3 cCepum Takux NCCiefoBaHnn
JacT 06beKTUBHOE MOHMMaHKe akTUBHOCTU TeueHus nllMP.
Bo-BTOpbIX, aHaNMN3 BCEX C/TyYaeB KUCT ANYHNKOB B AUHaMK-
Ke MMeeT 3HayeHne Npu onpegeneHnm nokasaHum K uuct/
oBapuakTomun. Knctol npu cuHgpome MOB, Kak npasuino,
ObICTPO HVBENVPYIOTCA, HO eCTb C/lyyan UX AJITESIbHOM
nepcmcTeHuuu; perynapHoe Y3/ no3sonaer oTAnYnTbL Op-
raHM30BaBLUMECA KUCTbl C HM3KMM LIAHCOM CaMOCTOATENb-
HOrO HMBENMPOBAHNA OT MOBTOPHbIX SNMU3040B HOBbIX KUCT
U pewmnTb BOMPOC O HEOOXOAUMOCTU LUCTIKTOMUU. B 3a-
BMCMMOCTW OT pacnpeesnieHna MyTaHTHbIX anfienen KUCTbl
MOTYT BO3HMKaTb B O4HOM 60 B 060X ANYHUKaX; NP JO-
Ka3aHHOM OJJHOCTOPOHHEM XapakTepe rnunepdyHKLMN ecTb
BO3MOKHOCTb NMPOBECTV OBAPUIKTOMUIO, YTO MOXKET NMETb
3HauyeHVe 41 XKEHLLWH, Y KOTOPbIX aKTUBHaA runepdyHKUus
roHabl HapyLLaeT OBYNALMIO N NPEeNATCTBYET 3auaTuio [25].
Moka3aTenbHO, YTO B OMMUCbIBaEMOM CJlyyae Gonee pefkoe
nposegeHue Y3 morno 6bl NpUBECTU K JIOXKHOMY 3aKJlio-
YyeHuo 06 OLHOCTOPOHHEM XapaKTepe npotecca: 6osbLyo
YacTb 3MNU30J0B KUCTbl BbIABAAAUCL B OCHOBHOM B Mpa-
BOM AWYHMKE, OfHAKO OAWH CNlyyall ABYCTOPOHHUX KUCT
B 7,9 roga onpoBepr BEPOATHOCTb OAHOCTOPOHHEN runep-
bYHKUUM rOHAZ Y IEBOYKM.

MaTonormna wmToBMAHOW Xenesbl npu cmHgpome MOB
MOXeT MPOABAATLCA MHOTFOY3/10BbIM 3060M W/Unu TUPeo-
TOKCMKO30M. Y [1€BOYKM MHOrOY3/10BOW 300 onpeaenssncs
yXe ¢ 2,5 roga *un3Hu, Ho GpYHKLIMOHANIbHAA aKTUBHOCTb LUK-
TOBUZHOW Xene3bl HUKOrAa He Gbina nosbiweHa. HanpoTtus,
4,5 rogay feBoYK/ OTMEYaeTCA CHMUXEHHbIN T4CB Npu HOP-
MaJibHOM ypoBHe T3cB 1 HM3KoM ypoBHe TTI, yto 6osnbLie
COOTBETCTBYET BTOPUYHOMY TMNOTUPE03y. MOXHO Obio 6Obl
npegnosnaratb, YTO OH Pa3BWCA Ha GOHe Npuema aHasnora
COMATOCTaTMHA, HO BCE e U3MEeHeHMA B TUPEOUAHOM Mpo-
¢dune ctann oTmMeuyaTbCsa elle [0 Ha3HAYeHVA OKTpeoTuaa
(tabn. 6). BoamoxHo, gedopmauus runodusa Ha GoHe Pu-
6pPO3HON ANCMIA3MU MOra NPUBECTU K GYHKLMOHANIbHOM
He[OCTaTOYHOCTU TMPEOTPODOB, XOTA ONMCAHMI NOJOOHO-
O OCJIOXKHEHMA CPeAU OnybIMKOBAHHbIX CllyYaeB CMHAPOMA
MOB HaigeHo He 6bino. Dxorpaduryeckne N3MeHEHUs Wn-
TOBUAHOW Xene3bl Npu cnHapome MOB pa3Hoo6pasHbl, Kak
npasuno, LOOPOKAYECTBEHHDI, HO MOTYT UMETb TEHAEHLMIO
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CASE REPORT

K Mporpeccupylowemy yBeiMYeHMIO B AuHamuke. Y fe-
BOYK/ MHOXECTBEHHbIE KMCTO3Hble 0Opa3oBaHWA MNpuBe-
nm K GoOpMUPOBaHUIO XapakTepHon ana cuHgpoma MOB
3X0-KapTWHbI «rONNaHACKOro cbipa» (cM. puc. 5). C MomMeHTa
UX BbIIBNIEHUA He OTMeYanocCb 3HAYMMOWN OTpULATENIbHOWN
OVHAMWKN HU NO pasMepam, HU MO IXO-XapaKTepucTukam
06pa3oBaHniA, B CBA3M C YeM MPOAJOKAETCA HabnogeHue
3a MOPPODYHKLMOHANBHBIMU MapamMeTpaMmn LUTOBUAHON
Xernesbl B AUHaMUKeE.

Ha mMomeHT nepBoro nccnegoBaHusi B 2,5 roga 6biin
yctaHoBnieHbl MMMP, mMHoroysnoso 306 u OA. Opyrue
KOMMOHEHTbI 3ab0fieBaHUA OblLIM BbIsIBNIEHbI NO3fHee, of-
HaKo BO3PacT UX AMArHOCTVKM Heobs3aTeslbHO COBMAfaeT
C BO3pacToM MaHudecTaunm 3TUX KOMMOHEHTOB. AHanu-
3Upys faHHble NMepBOro obcnefoBaHNA, MOXKHO 06paTUTbL
BHUMaHMe Ha 6a3anbHbil ypoBeHb CTI, cOOTBETCTBOBaB-
wnn 2,2 Hr/mn. Takoe 3HaueHune He ucknoyaet, yto CTl-ru-
nepcekpeuma yxe oTMeyanacb B TOT MOMEHT, HO, C ApYyromn
CTOPOHbI, 1 YTBEPXAaTb 3TOr0 Henb3s, He NMeA pe3ynbTa-
ToB CTI-CynpeccMBHOro Tecta U yunTbiBasd BO3MOXKHOCTb
MOBbILLIEHHOW CEKPeLmn FOpMOHa pocTa Ha ¢poHe oTMeuaBs-
LWenca B TOT Nepuog runepactporeHemun [26, 27]. Ceoes-
pemeHHoe BbiABneHne CTI-runepcekpeuun npu cMHapome
MOB umeeT 0cO6EHHO BaXXHOE 3HAUYeHUe B CJlyyasix, Korga
ectb ovarn QO[] B yepene: OTCyTCTBME paHHEro HasHauve-
HUA neyeHusa no nosogy CTI-runepcekpeuun NpUBOAUT
K nporpeccnpoBaHuio O[] yepena ¢ pa3sutrem QyHKLMUO-
HasbHbIX HapyLIeHWi, B NepByl0 oyepelb CO CTOPOHbI Op-
raHoB 3peHua [10, 28]. [loctoBepHble AaHHble O HaNU4un
CTl-runepcekpeunn y AeBOYKM ObiM MOfy4YeHbl B 5 neT.
Ha TOT MOMeHT yxe umenncb Bugmmas gedopmaLus yepe-
Ma u CTEHO3 KaHasoB 3pUTENIbHbIX HEPBOB (CM. Tabnuuy 1).
HauanbHaa fo3a Tepanuu aHasorom coMaTocTaTUHa Obina
He6onblwon — 10 Mr/Mec — HO 1 ee Mbl NPO6GOBaNN CHU-
XaTb, KOrga OTMETUIIN CHUXKEHME CKOPOCTM POCTa Y IEBOYUKU
K 5,8 rofa. Bo3amoXHOCTb TOPMOXKeHMA pocTa Ha pOHe TaKon
[03bl aHasIora COMaToCTaT1HA eLle He BCTpeyanach B Hallen
npaktuke. Kpome Toro, Ha Temnbl pOCTa [EBOYKM MOMN
oKa3aTb BUAHUE HapyLleHre obmeHa dpocdopa n nporpec-
cupytowaa Of HMKHMX KoHeuHocTeln. K Bo3pacTy 5,8 ropa
yXe 6blI0 2 nepenioma KOCTel NPaBon KOHeYHOCTH, chop-
MupoBanacb gedopmauna 6eapeHHbIX KOCTEN MO TUMY Mna-
CTYLbKX MNOCOXOB C YKOPOUYEHUEM NPaBoM HOrM, CaMOCTOSA-
TeslbHble NepeaBMKEeHNA CTaNn NPaKTUYECK HEBO3MOXHbI,
ypoBeHb dpocdopa yxKe nokasbiBas TEHAEHLNIO K CHUXKEHUIO
(cm. Tabn. 1, 4, 6). Tem He MeHee BNMAHNE OKTPEOoTHAA Ha Nn-
HeWHBbIN POCT, BUAMMO, BCE Xe Oblfo, yunTbIBas, UTo Ha poHe
CHU>KEHMA [03bl TeMMbl POCTa ynyywmnnucb. Ho To e Bpems
B AVHaMVKe OTMeYanocb HapacTaHue yposHen NOP n CTT,
nporpeccupoBaHne Ol yuepena n CHMXKEHUE OCTPOTHI 3pe-
HUA. B3BeCMB prCKN BbICOKOW J03bl OKTPeOoTMaa ANia pocTa
N ee NOTEeHUMaNbHYI0 MOMb3y AJisl COCTOAHUA Yyepena, Obin
caenaH BblIbop B Nosb3y nociegHero, 1 fo3a 6Gbiia BHOBb
noBsbileHa, cHa4vana go 10 mr/mec, a 3atem 1 o 15 mr/mec.

Ecnun CTT-runepcekpeuns ycyrybnsaet TeueHne Of] uepe-
na, To rmnopocdatemMma MOXET BHOCUTb BKJIaf B COCTOAHNME
ouaroB NoOON NIoKanm3aummy, Kak nokasan pag nccnenosa-
HuK, npoBegdeHHbIX NIH. AHanu3 35 nayneHToB C CMHApPO-
Mom MOB n nzonnposanHoi O (13 Hux ¢ runeppocdaty-
pvien n=12, ¢ ApyrnmMmn 3sHAOKPUHONATUAMN N=15 1 TONbKO
¢ ®[1 n=8) nokasan, uto y getein ¢ O[] n runepdocdatypuen
nepenomMbl BO3HMKAIOT paHblue 1 yalle, yem y getern ¢ O
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6e3 HapylweHus obmeHa ¢ocdopa [29]. Mo pesynbratam
CPaBHUTENIbHOIO MCCNieloBaHNA 84 MALMEHTOB CO CKONMO-
30M Ha ¢poHe cuHgpoma MOB 1 54 naymeHTOB C CUHAPOMOM
MOB 6e3 natonorun NMO3BOHOYHMKA Obinia BbisiBIIEHa 3Ha-
yrMasa pasHuLUa Mexzay cTeneHbio TaxkecTn O B 2 rpynnax
(12 6annoey naymneHToB 6e3 ckonnosa u ot 34,6 no 64,4y na-
LMEHTOB CO CKOMMO30M) 1 YaCTOTON BCTPEYAEMOCTU [BYX
KOMMOHEHTOB — TUPEOTOKCKKO3a (C TMPEOTOKCMKO30M 6e3
ckonunosa — 20%, C TMPEOTOKCMKO3OM U TAXKENbIM TeYEHU-
em ckonnosa — 78%) n runodpocdatemum (¢ runopocdare-
mMuenn 6e3 ckonunosa 11%, ¢ runodochateMuein n TAXeNbIM
TeyeHnem ckonuno3sa 61%) [30]. Pa3sutue 6a3nnspHON MHBa-
rMHaumy Ha poHe O[] 6b110 OTMEUEHO Npu cuHgpome MOB
y MALUMEHTOB, UMEBLLMX TUPEOTOKCMKO3, runodocdaremuio,
nMnP (nauweHTbl ¢ O yepena — n=158, 13 HUX Gasunsap-
Has MHBarvHauusa — n=12). Kpome Toro, runopocdatemums
MOXeT 006YyC/IOBUTb MbIWEeYHyo cnaboctb, 60neBon CUH-
LPOM, CHUXKEHME TEMIOB POCTa.

C opHOW CTOPOHDI, NPUBEAEHHbIE JaHHbIE [EMOHCTPU-
PYIOT KIUHUYECKYID 3HaumMmocTb runodocdatemun ana
TSXKECTU TeueHnsa cuHgpoma MOB 1 060cHOBbIBaOT Heob-
XOAMMOCTb 3aMeCTUTESIbHOW Tepanuu npenapatamu poc-
¢dopa. C opyroi CTOPOHBI, HENb3si UTHOPUPOBATb MOBOYHbIN
a¢doekT ot npuema pocpopa — HedpoKkanbLMHO3. MprHU-
Masl ero BO BHUMaHVe, Mbl CTPEMUMCA Ha3Havatb ¢ocdop
B YBEPEHHOCTM, YTO MOTEHLMasIbHas MOJMib3a OT Npenapara
nepeBecuT 3HAaYUMMOCTb NO6OUYHOrO 3ddeKkTa. ITO NOAHNMA-
€T BOMPOC — Kakoe cHmxeHne docdopa cunTatb KNnHUYe-
CKM 3HAUUMbIM AN1A MHMLMaLUKU Tepanuu npenapaTtom ¢oc-
dopa. Y B3pocsibix runodpochateMmert CUMTAETCA CHUXKEHNE
docdopa meHee 0,8 mmonb/n. Y getelr ypoeeHb dpochopa
KpOBM KoNebneTcs B pasHble Neprofbl >KU3HW 1, OLleHUBas
€ro 3HauyeHue, Heo6XxoAMMO MPVHUMATb BO BHUMAHWE MOJ
1 BO3pacT. [1pu 3TOM, MO Pa3HbIM NCCNIefOBAHMAM, FPaHULIbI
pedepeHcHbIX 3HayeHun pasnuuatotcs [31-33]. Xota npu-
yrHOWM runodochateMnm ABAAETCA HapyLIeHWe Ha YpPOB-
He MOYeYHbIX KaHanbLeB, Kak BUAHO 13 Tabnuubl 5, NoBbI-
LeHHasn 3KcKpeuus pocdopa ¢ Mmoyor npu cuHapome MObB
He cpa3y npurBena K CHUXKeHuio pochopa KPoBU y AEBOYUKN:
WHIEKC MaKCUManbHoM peabcopbunm docdatoB y AEBOUKU
BapbupyeT oT 71 o 80% c 5,8 roga, Torga kak runogocda-
TEeMUSA MO OJQHOMY M3 TPEX NPUBEAEHHbBIX BAPVAHTOB HOPMbI
BbIABNAETCA € 7,9 roga 1 no AByM 13 TPeX BapraHTOB HOP-
Mbl — ¢ 8,7 roga. K cokaneHuio, Hamu He Obilo NpoBeaeHO
n3HavanbHoe Y3/ nouek fo Hayana Tepanuu, U Mbl He MO-
eM CyanTb O HaNMUYUK SXO-NPY3HAKOB YMJIOTHEHNA Yalley-
HO-NTOXaHOYHOW CMCTEMbI [0 Hauyana mnpuvema npenapara,
HO B NII0OOM CJly4ae C fOMNONHUTENIbHBIM Npriemom pocdopa
MOBBILIAETCA Harpyska Ha MoyeyHbli GUILTP U PUCK NpPo-
rpeccuy Npr3HakoB HedpoKanbLUHO3a pacTet. 3T coob-
pa)keHus NpUBENM K OTMeHe Tepanuu B 7,9 rofa. 3a Bpems
Tepanuu ¢ 5,8 8o 7,9 roga nponsoLen Og1H Nepesiom JIeBon
6eapeHHON KOCTW, MOABUNMCL MPU3HAKA CKOMMO3a, Mpo-
rpeccupoBanu oyarn Of1 uepena; Npu 3Tom NPUCYTCTBOBA-
nun gpyrve ¢akTopbl C AOKa3aHHbIM HeraTMBHbIM AeNCTBY-
€M Ha COCTOAHME KOCTHOW TKaHu — Taxenoe TeueHue O[,
CTT-runepcekpeuma — 4YTo AenaeT 3aTpyaAHUTEIbHON OLeH-
Ky BKnaga Tepanuu docpopom B TeyeHue 3aboneBaHus.
YpoBeHb dpochopa y AeBOUKM MPOJOIKAET CHUXKATbCA 6e3
3HaYMMOW ANHAMMKM MoKa3aTenein peabcopbunn pocdopa,
YTO, CKOpEe BCEro, BHOBb NMOAHUMET BOMPOC O HEO6XO4MMO-
CTV Tepanuu B 6yayLiem.
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3AKNIOYEHUE

CuHgpom MOB — Taxkenoe mynbTcuctemHoe 3abonesa-
HUe, XapaKTepu3yloLleecs NATHaMU LiBeTa Kode-C-MOTOKOM,
®[l KocTel, aBTOHOMHOW 3SHAOKPUHHOW runepdyHKUnen
N pASOM HESHAOKPUVHHbBIX MPOABAEHNUN.

MNepBble KOMMOHEeHTbI cuHagpoma MOB MoryT BO3HUKaTb
Ha 1-M rogy *KM3HW, HO IMArHOCTMKa 3ab0IeBaHNSA NPU STOM
MOXeT ObITb OTCPOYEHA [O MOABAEHUs crneunduyeckmx
KINUHUYECKUX NPOABNEHNN, Cpeli KOTOPbIX — NpexaeBpe-
MEHHOE MOJIOBOE Pa3BUTHE BOIIHOOOPa3HOro TeueHus. Mpu
CNyYaiHOM BbISIBIEHUWN OJHOIO XapaKTEPHOro KOMMOHEHTA
cnepyeT NPOABUTb HACTOPOXKEHHOCTb M OLEHUTb BO3MOX-
HOCTb Hannuua cuHgpoma MOB.

Mpu BbiABneHUn cuHapoMa MOB Heobxogumo cocTa-
B/Tb MHAVBUAYASNbHbIN MNaH BeAeHWA NaLUWeHTa C perynap-
HbIM CKPUHWHIOM [Nl CBOEBPEMEHHOW ANArHOCTUKN HOBbIX
KOMMOHEHTOB.

Kaxxpoe npossneHre 3aboneBaHnNsa NpoTeKaeT CO CBOEW
CTENEeHbIO TAXKECT, KOrAa OAHY KOMMOHEHTbI TPebytoT Tosb-
KO HabniogeHus, Apyrue nogaarTca rnoadepKuBatoLein/
6rnokmpytoLlen Tepanuu. Mpun TAXKENOM TeYUEHNY KOMMOHEHT
3ab0neBaHNA MOXET MPOrpeccrpoBaTh, HECMOTPA Ha Mpo-
BOAVIMbIE MepbI MO NIeYeHNI0 1 MPOdUNIAKTUKE.

@[ npu TAXKENOM Nporpeccupyiollem TeyeHnn obycnas-
NVBAET peLuanBUpYHoLLMe Nepesiombl U AepopMaLmio KOCTel
C PYCKOM Pa3BUTUSA 3HAUUMbIX GYHKLIMOHASIbHBIX HAapYLLIEHWIA.

MNpexgeBpeMeHHOEe MOJSIOBOE pasBuUTUE MPU CUHAPOME
MOB HocuT nepudepryeckmin xapaktep Ha ¢oHe 3CTpo-
reH-CeKpeTupyLWmxX KUCT. [1ns 06beKTUBHOWM OLEHKN aKTVB-
Hoctu nllMP cnepyeTt npoBoanTb perynapHoe Y3W manoro
Ta3a. [Tpn yacTbix peunamnBax KUCT C Nporpeccuert KOCTHOro
BO3pacTa 1 yXyAweHneM poCTOBOro NporHo3a cnepyer pac-
CMOTPETb BONPOC O Ha3HAYEHUN aHTUICTPOrEHHOW Tepanum.

OfHVM 13 BapuaHTOB NaToNOrMmM WUTOBUAHOM »Kenesbl
npu cuHapome MOB MoxeT 6bITb MHOFOY3510B0I 306 ¢ dpop-
MUPOBAHNEM MHOXECTBEHHbIX KMUCTO3HbIX OOpa3oBaHUMn,
KOTOPbI B OTCYTCTBUE MNPM3HAKOB 3J10KaYeCTBEHHOCTN

KNUHUYECKIMI CNYYAW

1 3HAYMMOTO HapacTaHuA 06bema, Kak NpaBusio, NoO3BoNsAeT
NpUAEPXKMBaTbCA HabNoAaTENBHOM TAKTUKM rogamMu.

CTl-runepcekpeuunsn TpebyeT Ha3HauYeHNA Tepanuun aHa-
noramy COMaToOCTaTMHA C KOppPeKLuuen Jo3bl NPU NPU3HaKax
JEeKoMMeHcauum Ansi BO3MOXHOI0O NpeaynpexneHnsa npo-
rpeccum ovaros O[] uepena.

Mmnepdocoatypusa npu cuHgpome MOB moxeT gnmtens-
HOe BpeMs CONpoBOXAaTbcA HopMmodocdaTemumenn, BONpoc
0 CpOKax Ha3HauyeHus Gocdhopa peLlaeTcs MHANBUAYANbHO;
nepeq MHVLMaLUen Tepanum cnegyeT NpoBoanTb Ncceno-
BaHMWe NMOYeK AJiA OLEHKM NMOTEHLUMANbHOW MOMb3bl 1 Bpega
NIaHUPYEMOrO NeYeHUs.

MHoroo6pasme KIVHUYECKMX NPOSIBNEHUN CUHAPOMA
N 0COOEHHOCTN UX TEUEHMA B AUHAMUKE onpeaensioT Heob-
XOAUMOCTb UHAMBMAYANIbHOTO NOAX0Aa K Tepanuu u Habnio-
JAEHMI0 NauneHToB ¢ cuHgpomom MOB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHnkn puHaHcmpoBaHuA. AHanuTuyeckas paboTa aBTOPOB Bbl-
NoJsIHEHa MO MHMLMATVBE aBTOPOB 6e3 NpuBneYeHns GriHaHCUPOBAHUA.

KoH®nNuKT mnHTepecoB. ABTOpbl AeKNapupylOT OTCYTCTBME ABHbIX
N NOTeHUMaNbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C CofepKaHneM
HacTosALWEN CTaTbM.

Yuyactue aBTOpOB. [Vpw A.B. — cywlecTBeHHbIN BKNag B KOHLENUMIo
nccnefoBaHna, HanucaHne ctatby; Kapesa MA. — CylleCcTBeHHbIN BKnag
B KOHLIEMNLUIO 1 AN3aliH UCCNeOBaHUs, BHECEHWE B PYKOMCh CyLLIECTBEHHOMN
NPaBKM C LieIblo MOBbILIEHWA Hay4YHOW LLeHHOCTY CTaTby; MakasaHH.B. — cy-
LLIeCTBEHHbBIN BK/aA B KOHLEMNLMIO U AN3aliH UCCNIeJOBaHWs, BHECEHUE B Py-
KOMUCb CyLLIeCTBEHHO NMPaBKM C Liefbio MOBbILLEHMWs HAyYHOW LLIeHHOCTU CTa-
Tbu; faBbiropa E.H. — cywiecTBeHHbI BKNaa B KOHLENUMIO NCCNeAoBaHUA,
HanucaHve cTaTbu. Bce aBTopbl 0006prnv dUHasbHYIO BEPCUMIO CTaTbL Nepes,
ny6nuKaLyen, BbIpa3vuamn cornacre HecTu OTBETCTBEHHOCTb 3a BCe acneKTbl
paboTbl, NogpasyMeBatoLLyI0 Hagnexallee N3yyeHre 1 peLleHre BOnpocos,
CBA3aHHbIX C TOYHOCTbIO NN JOOPOCOBECTHOCTbIO NIIOOON YacTh PaboThbl.

Cornacve nauuveHTa. 3aKOHHbIN MpefcTaBUTeNb MauveHTa Aobpo-
BOJIbHO Nognucana UHGOpMMPOBaHHOE cornlacre Ha nybanKaumio nepco-

HanbHOW MeAMUVHCKON nHdopmaumm B ob6e3nuyeHHon opme
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