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MpexaeBpemMeHHOe MOSIOBOE pa3BUTME ABMSETCA aKTyanbHOW Npo6aemMoi AeTCKON SHAOKPWUHOMNOIM, XapaKTepusyio-
LeNca KNMMHUYECKOW 1 NaTOreHeTUYeCKoN reTeporeHHoCTbio. MNosBneHne BTOPMYHbIX NONOBbLIX NPU3HAKOB paHee 8 net
y BeBOYEK 1 9 NIeT y MaSibunMKoB TpebyeT CBOeBPeMeHHO ANarHOCTUKM 1 Ha3HaueHnsA naToreHeTMyeckn 060CHOBaHHOIO
NeYeHNn C Uenbio AOCTUXKEHUA LIeNeBbIX NMoKas3aTenein KOHeUHOro PocTa U NpeaoTBpaLLeHUs counanbHOM aenprsaumm.
Pa3paboTaHHble KNUMHMYECKME PEKOMEHZALMUN ABAIOTCA OCHOBHbIM PabouymM MHCTPYMEHTOM MPaKTUKYIOWero Bpava.
B HMX KpaTKO 1 CTPYKTYPUPOBAHHO U310XKEHbI OCHOBHbIE CBefieHWs 06 SNUAEMUONONN U COBPEMEHHON KnaccudurKkauum
NpexAeBpeMeHHOro NoSI0BOro PasBUTUA, METOAAX €ro ANArHOCTUKU 1 NedeHns, 6a3mpyowwnxcs Ha NpUHLMUNaxX JoKasa-
TENbHON MeAULINHbI.
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The precocious puberty is an urgent problem of pediatric endocrinology characterized by clinical and pathogenetic
heterogeneity. The appearance of secondary sex characteristics before the age of 8 years in girls and 9 years in boys
requires timely diagnosis and the appointment of pathogenetically justified treatment in order to achieve the target
indicators of final growth and prevent social deprivation. The developed clinical guidelines are the main working tool
of the practitioner. They briefly and structurally present the main information about the epidemiology and modern
classification of precocious puberty, methods of its diagnosis and treatment based on the principles of evidence-based
medicine.
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CLINICAL GUIDELINES

CMUCOK COKPALLEHUN

MKB 10 — mexpgyHapogHas Knaccudurkauma 6onesHen
10-ro nepecmoTpa

MNP  — npexgeBpeMeHHOE NONOBOE pa3BUTe
CvHgpom MOB — cuHgpom MakKbloHa-Onbparita—
bpanuesa

I — rmnoTanamMmmyeckas ramaptTomMa

CB — cnHppom Brunbamca

YOO  — ypoBeHb [OCTOBEPHOCTM JOKa3aTeNbCTB
YYP — YpOBeHb Y6eauTeNbHOCTU PEKOMEHAALNIA
GPP  — CcnoXmBLWAACA KNNHNYECKaA NPaKTNKa
MHPI  — roHagoOTPONUH-PUIN3NHT-TOPMOH

Xr4 — XOPVIOHNYECKMI FTOHAJOTPOMMH YenoBeka
OCl  — donMKyNnoCTUMYNMPYIOLLNIA FOPMOH

Jr — NIOTEVHN3NPYIOLWMIA TOPMOH

AM2A  — permgposnnaHapoCTePOH

OI3A-C — permpgpoanuaHgpoCcTepoH cynboat

BOKH — BpoxaeHHas AucyHKLMA KOPbl HAAMOYEYHNKOB
LUHC  — ueHTpanbHadA HepBHadA cucTema

TEPMWHbI 1 ONPEQEJNIEHNA

MpexpeBpemeHHOE NONOBOE pasBUTHE — 3TO MOAB-
NeHne BTOPUYHbIX NMOJIOBbIX MPU3HAKOB Y AeBOYeK A0 8 net
1y ManbynKoB Ao 9 ner.

foHapoTponuH-3aBucMmoe (UeHTpanbHOe, WCTUH-
HOe) NpeXeBpeMeHHOoe NoJI0Boe pa3BUTNE — 3TO MNOAB-
NeHne BTOPUYHbIX NMOJIOBbIX MPU3HAKOB Y AeBOYeK A0 8 net
M Yy ManbunKoB [0 9 neT, obyCNOBNEHHOE MpeXAeBpeMeH-
HOW aKTMBaLWen rmnoTanaMmo-runodrsapHom CUCTEMBI.

FoHapgoTpONUMH-He3aBMCMMoe (nepudepuueckoe)
npexpaesBpemMeHHOe MoJIoBOe pa3BuUTME — 3TO MosABfe-
HUe BTOPUYHBIX MOJIOBbIX NPU3HAKOB y AeBOYeK A0 8 net
Ny ManbunkoB o 9 net, 06ycnoBneHHble aBTOHOMHOW ce-
Kpeuwuer NonoBbix CTEPOMAOB rOHafaMu, CTeEPOnNI-CeKpeTu-
PYIOLLIMU OMYXONIAMY FOHaZ U HAAMOYEYHUKOB, 306bITOY-
HOW ceKkpeumrern aHQPOreHOB HaAMoYeyYHKaMn BCNIeACTBUE
HapyweHun ctepomgoreHesa, XIMY-cekpetupyowmnmm rep-
MWUHATUBHO-KJIETOYHBIMWA OMNYXONAMW, AEKOMMEHCUPOBaH-
HbIM MEePBUYHbBIM rMMOTUPEO3OM.

MpexpeBpemeHHOE N30 POBaHHOE TeNlapxe — 130-
NIMPOBaHHOE NOABMIEHUNE XKEeNe3NCTON TKaHW MOMOYHbIX Xe-
nesy feBoyvek Ao 8 neT 6e3 gpyrux KNMHNKO-1abopaTopHbIX
NPU3HaKOB NpeXAeBPeMEHHOr0 MOMOBOro Pas3BUTKA.

MpexpeBpemeHHOEe M30/IMPOBAHHOE ajpeHapxe —
M30/MPOBaHHOE MOsiBNIEHNE JIOOKOBOrO OBOJIOCEHUSA Y fie-
BOYEK 10 8 neT 6e3 Apyrnx KIMHUKO-NabopaTOpHbIX Npu-
3HAKOB NpPeXKAeBPEMEHHOTO NOJIOBOrO Pa3BUTUA.

1. KPATKAA THOOPMALA NO 3ABOJIEBAHNIO U
COCTOAHUIO.

1.1. OnpepeneHune 3a6oneBaHnsA WIN COCTOAHUA.

MNpexpeBpemeHHoe nonosoe passutue (MMNP) — 310
NOAB/IEHNE BTOPUYHbIX MONIOBbIX MPU3HAKOB Yy [eBOYeK
0 8 neT 1y manbumkoB Ao 9 net [1-4].

1.2. DTuonornua n natoreHes 3aboneBaHna UM COCTOAHNA.

BblgenAoT roHagoTpPONVH-3aBUCUMYIO (LEHTPabHYHO,
WCTUHHYI0), FOHaAOTPONUH-He3aBucumyto (nepudepuue-
CKy10) 1 napuymanbHyto dopmbi MI1P.
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loHagoTponuH-3aBucumoe MMP o6ycnoeneHo npex-
JeBpeMEHHON aKTMBaLMeN LEeHTPANbHOrO 3BeHa rmnoTa-
namo-runodr3apHoO-roHafHoON CUCTeEMbl — MOBbILIEHNE
ceKkpeuun MONOoBbIX CTEPOUAOB rOHagamu nNpu AaHHON
dopme aBnAeTCA CneacTBMEM CTUMYNALMY MOJSIOBbIX Xese3
rOHaJOTPOMHbIMY ropMoHamMm runodmsa. MNprunHo npex-
[JEeBPEMEHHOro MOJIOBOrO Pa3BUTUA LIEHTPANbHOrO reHesa
ABMAIOTCA ONYXONU XMa3masibHO-CeNINIAPHON 06acTy, opra-
Huyeckoe nopaxeHne LHC (apaxHouaanbHble KACTbI, TPaB-
Mbl, rugpouedanna), reHeTuYeckue HapylleHus (aKTUBMpY-
lowure MyTauum reHa-peuentopa Kucc-nentuHa GPR54 vnu
reHa kucc-nentuHa KISS1 n nHaktTnBmpyowme myTaumm reHa
MKRN3, nepepaHHoro ot otua) [1, 5]. LleHTpanbHoe TP
C MaHudecTaumren B 6-7 IeT XapaKTePHO ANA CUHApoma Bu-
nbAMCA, CMHAPOMa OAHOPOAUTENbCKON aucomum 14 xpomo-
COMbl MaTEPUHCKOFO NpoucxoxaeHma (cuHgpoma Temnna),
oTMeyeHo npwu cmHgpome CrunbBepa-Paccena [6-9]. Takxe
NpeaeBpeMeHHas aKTMBaUMA roHafonMbeprH-roHago-
TPOMOB MOXET BO3HWKHYTb B OTBET Ha M30bITOK MOJNIOBbIX
CcTepongoB, BO3HUKaWMIA Npu neprudepryeckux Gopmax
Mnnpe [10].

B GonblUuMHCTBE ClyyaeB MpuyriHa UeHTpanbHoro MNP
OCTaeTCA HeM3BECTHOMN, Takme CJlyyaun Ha3blBaloTCA nanona-
TMYECKUM roHagoTponunH-3asmcmmbim MMIP.

ToHagoTponNuH-He3aBUcMmoe (nepudepnueckoe)
MMP obycnoBneHo cekpeuyen NOMoBbIX CTEPOMAOB rOHa-
JaMK U OMyXONIAMY FOHaA UM HaANMoOYeYHMKOB, U30bITOY-
HOW ceKpeuven aHapPOreHOB HagMoYeYHKaMn BCrieacTeme
HapyLueHn ctepougoreHesa [11].

AkTUBaUUA roHag 6e3 CTUMYNMpPYIOLLEro BO3AENCTBUS
rOHaJOTPOMVHOB U B OTCYTCTBME OMyXONeil MOXeT ObiTb
CNeAcTBMEM TEHETUYECKMX HapyleHUn (TeCTOTOKCMKO3
n cnHgpom  MakKbloHa-Onbpaiita-bpaiiueBa  (cuHgpom
MOB)), Bo3aelcTBmA Ha nonoBble xenesbl X' npu repMmHo-
reHHbIx onyxonax wnm TTT npyn geKkoMneHcMpoBaHHOM nep-
BMYHOM rMnoTupeose.

TecTOTOKCUKO3 — 3ab60N1eBaHUNE C ayTOCOMHO-AOMVHAHT-
HbIM TUMOM Hac/elOBaHUA, BO3H/KAET BC/IeACTBMNE aKTUBK-
pylowunx mytauunm B reHe LHCGR, kogupyiolem peuenTtop
JIT. TlocToAHHaA akTMBauma peuenTopa NPUBOANUT K CTUMY-
nAUMN KneTok Jleagura n cMHTe3y TeCTOCTepPOHa B ANYKAX,
HeCMOoTpPA Ha HN3KNI ypoBeHb JIT [12, 13].

CuHpgpom MObB 06ycnoBneH akTUBMPYOLWMMI COMaTUYe-
CKUMK MyTaumamm reHa GNAS, kogumpylowero CTuMynupyto-
wyto anbda-cybbveguHnly G-6enka (Gas). OTa cybbegnHuua
UrpaeT BaXkHyl0 pPOJib B nepefaye CUrHana oT MHOXeCTBa
NenTUAHbIX FTOPMOHOB B KNETKaX-MULUEHAX, B YaCTHOCTU
ot JII n OCT. AkTnBauma Gas npuBoanT K nosbiweHnto LAMO
B KNeTKax roHag 1 nNpoayKLuumn NonoBbiX CTEPOMAO0B B OTCYT-
CTBUE CTUMYNAUMK roHagoTponuHamu [14, 15]. KnoHbl Kne-
TOK C MyTaHTHbIMW anfienaMn pacnpegenalTca B roHagax
HepaBHOMEPHO. Y 1eBOYEK OHU MOTYT JIOKa/IM30BaTbCA B Of-
HOM W/ IBYX ANYHKKAX, OOYCIOBNMBasA Nepurogmnyeckoe rno-
ABNEHNE SCTPOreHNnpPOAyLMPYIOLWMNX KACT C NocneayoLwmm
NX perpeccom. Y ManbuMKoB TakXKe MOXKET BO3HMKaTb nepu-
depuueckoe MNP, HO yalye HAGNIOZAETCA U30IMPOBAHHDIN
MaKpoopXman3sm, YTo OTMEYAeTCA Npu NperMyLLeCTBEHHOM
HanMuMmM MyTaumi B Knetkax CepTtony ¢ MeHbLUUM cofeprKa-
HMeM U OTCYTCTBMEM TaKOBbIX B KrneTkax Jlergura [16-18].

Kpome cnHgpoma MOB, BapraHTOM aBTOHOMHOW runep-
bYHKUMM NONOBbIX XeNe3 y AeBOYEK ABMIAETCA Npexogsllee
nepudepuueckoe MNP scnegcTene GyHKUUOHANBHBIX KACT
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ANYHVKOB, NMPUYUHbBI NOABMIEHNA KOTOPbIX OCTAlOTCA HeAC-
Hbimu [19, 20].

XIY-cekpeTrpyiolime repMUHOTEHHbIE OMyXonn — 06b-
eMHble 00pa30oBaHKA, BO3HMKAOWME BCIEACTBME HapyLle-
HUA anddepeHUMPOBKM MIOPUNOTEHTHBIX 3aPOAbILIEBbLIX
KNeTOK, BO3HUKAOLMe B MONIOBbIX »efie3ax Win BHe roHapj
Nno CpeVHHOW NNHKY Tena no NyTh MUrPauun NnpumMopananb-
HbIX 3apOAbILIEBbLIX KNETOK [21]. BoipabaTbiBaeMblii OMyxonblo
XI'Y, cxogHbi no cTpyktype c JI[, akTmBmpyeT peuenTopbl
K JI B KneTkax Jlengura B AMYKax 1 NPUBOAUT K MOBbILLEHNIO
cekpeumn TectoctepoHa. lNpn 3Tom, Kak npaBumo, He Npo-
UCXOAWT 3HAYMMOTO YBENIMYEHMsl B OObeMe INYEK, TaK Kak
knetku Ceptonu, obecneynBaioLLme CriepmMaToreHes, akTneu-
pytotca nog osgenictBuem OCI [22]. XIY-cekpeTupytowme
repMUHOreHHbIe OMYXO/K BbI3bIBAIOT NPeXAeBPeEMEHHOE Mo-
NOBOE pa3BUTME Yy MaIbuMKOB, TOrAa Kak AJiA AeBoYeK C 3TUM
3abonesaHuem MNP He xapakTepHo. 3TO 06BACHAETCA TeM,
UTO BMOCKHTE3 SCTPOrEHOB B ANYHMKAX TPeOyeT BO3AeNCTBUA
kak JII, Tak n OCI. Tem He meHee B nnTepaType eCTb OnmncaHme
aByx cnyyaeB nepudepuueckoro MNP y geBouek ¢ XMY-ce-
KPETUPYIOLLMMUN rePMUHOTEHHBIMI Onyxonamu [23, 24].

[eKkoMneHCMpPOBaHHbIN MEPBUYHBIN TMNOTMPEO3 TaKkxXe
MOXeT OblTb MPUUYNHOI FOHAZOTPONUH-He3aBucumoro MIP.
Haunbonee BepoATHbIM MexaHU3MOM pa3sutuia MNP B 3Tom
Cnyyae CYMTaeTCAa CTUMYNAUNA 3HAUMTENIbHO MOBbILEHHbIM
TTI peuentopos K OCI B roHagax, YTO CTAaHOBUTCA BO3MOXK-
HbIM GnarofjapsA HanMUUIo OAMHAKOBBIX anbda-cybbenmHuL
B cTpyKType TTI n OCT [25, 26]. Bnepsebie MIMP, o6ycnosnex-
HOe TAXesibIM MePBUYHBIM TUMOTUPEO3OM, ObISIO OMKMCaHO
B 1960 r. BaH Bukom 1 [pombaxom n Tenepb U3BECTHO Kak
cmHppom BaH Buka-Tpombaxa [27].

Onyxonn HagNOYEeYHNKOB Yallle CEeKPeTMPYIOT aHapore-
Hbl, BbI3blBas n3ocekcyanbHoe MNP y manbymkos u retepo-
cekcyanbHoe [P y geBouek, pedko MOryT CeKpeTMpoBaTb
3CTPOreHbl, YTO NPUBOAUT K Pa3BUTUIO reTepoCceKcyasibHO-
ro npexaeBpeMeHHOro NoJIOBOro PasBUTMA Y MaNlbuMKOB
N N30CEKCYaNbHOMO MPeXAeBPEeMEHHOrO MOMOBOro pasBu-
TMA y geBoyek. Cpean cTepong-cekpeTupyrowmx onyxonen
ANYEK Yalle BCTPEYalTCA NIeNANrOMbl; OMYXONU ANYHNKOB
MOTYT CEKPETUPOBATb KaK 3CTPOreHbl, Tak 1 aHAPOTrEeHbI.

MN36bIToyHan cekpeunsa aHAPOreHOB HaAMouYeYHUKamm
BCNeACTBUE HapPYLUEHUA CcTepouporeHesa npu pasnyHbIX
BapriaHTax BPOXAEHHON AUCOHYHKLUM KOPbl HAAMOUYEYHU-
KoB NpuBoAWT K nepudepnyeckomy MMP no tnny nsocek-
CyanbHOrO y Manby/KOB M FeTepoCeKCyanbHOro y AeBOYEK.

MonHble dopmbl MNP xapakTepu3yoTca CUCTEMHbBIM BO3-
[eCcTBMEM MONTOBbIX FOPMOHOB Ha OpPraHM3m pebeHka, uto
NPoABNAETCA NPOrpeccrpyoM Pas3BUTUEM BTOPUYHbIX
MOJIOBbIX MPU3HAKOB 1 YCKOPEHNEM KOCTHOrO CO3peBaHuA
C yBeNMYeHnem CKopoCTu pocTa.

MNapumanbHble ¢opmbl MNP npeactaBnsAT cobow
npexneBpeMeHHOe M30MIMPOBAHHOE YBeNIMYeHME MOMOoY-
HbIX »Kenes y feBoyek (M301MPOBaHHOE NpexaeBpemMeHHoe
Tenapxe) M npexneBpeMeHHOe MN30/IMPOBaHHOE pa3BuUTHe
MOJIOBOrO OBONOCEHMUA (M30/IMPOBaHHOE MpeXAeBpeMeH-
Hoe agpeHapxe) [1, 28].

M3onnpoBaHHOE yBeNMYeHne MOMOYHbIX Xefne3 y AeBo-
yeKk pacCcMaTpMBaETCA Kak CneacTBue TPaH3UTOPHOW aKTu-
BaLMM LEHTPANIbHOro 3BEHA rMMoTasnamo-rmnodursapHo-ro-
HagHoW ocu ¢ Npeobnagatowwmm nsdoitkom OCI [29].

M3onnpoBaHHOE npexaeBpeMeHHOe afpeHapxe BO3-
HUKaeT BCNeACTBUE MPEeXAEeBPEMEHHOIO CO3peBaHuA ceT-
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KINMMHWYECKME PEKOMEHZALINNA

YaToW 30Hbl KOPbl HAAMOYEUYHVIKOB C MOBbILIEHNEM YPOBHS
LerngpoanunangpocTepoH cynbdata (AM3A-C), obnagatowe-
ro OTHOCUTENbHO CNabbiMM AHAPOreHHbIMU CBOMCTBAMM.
MaToreHes npexaeBpPeMEHHOro afipeHapxe OCTAeTCsA Hesc-
HbIM, Ha JaHHbI MOMEHT JMLUb YCTAaHOBMIEHO, YTO AEBOYKU
C 3TUM COCTOAHVEM HAaXOAATCA B rPyMnre pUCKe Nno pasBuTuio
CUHAPOMA NOSINKMCTO3HbIX ANYHNKOB [30].

1.3. dnugemunonorua 3aboneBaHna UM COCTOAHNA

(rpynnbl 3a6oneBaHuii NN COCTOAHMIA).

PacnpoctpaHerHocTb TP 3aBMCUT OT HO30M0rMMYecKo-
ro BapwaHTa, nona u Bo3pacTa. [OHAaAOTPOMVH-3aBUCUMblE
dopmbl MNP BcTpevatoTca y feBOYEK 3HAUNTENBHO Yallle, Yem
y ManibunkoB. 1o AaHHbIM M1POBO NUTEPATYPbl, PacnpoCcTpa-
HEHHOCTb LieHTpasbHbix dopm MNPy geBoyek go 2 neT cocTas-
naet 0,5 cnyyas Ha 10 000 geTcKoro HaceneHus, ot 2 4o 4 net —
0,05:10 000, ot 5 o 9 netr — 8:10 000. Cpean manbumkos TP
BCTPEYAETCA peke BHe 3aBMCMMOCTM OT Bo3pacta — 0,05:
10000 [31].

loHagoTponuH-He3aBucumoe [P BcTpeyvaeTca ropasgo
pexe, PacnpoCTPaHEHHOCTb 3aBUCUT OT popMbl 3aboneBa-
HUA.

1.4. Oco6eHHOCTU KoANPOBaHUA 3a60/1eBaHNA WM COCTOAHUSA
no MexxayHapoaHoI1 cTaTucTuyeckon Knaccupunkaumm
60ne3Hell 1 NPo6siem, CBA3aHHDbIX CO 30POBbeM.

E30.1 MNpexgeBpemeHHOe NONOBOE CO3peBaHMe.

E22.8 MNpexgeBpemMeHHOe NONOBOE pa3BUTME LieHTpaslb-
HOro MPOUCXOXOEHWA.

E28.1 N36bITOK aHpOreHoB.

E29.0 lmnepdyHKLMA Anyek.

E31.1 NonurnaHgynapHasa runepoyHKUmsa.

1.5. Knaccupukauma sabonesaHuA uam COCTOAHUA.

B ocHoBy knaccudmkaumm cungpoma MNP nonoxeH na-
TOreHEeTUYECKUIN NPUHLUMM, YYUTbIBAIOLWMIA NEPBUYHYIO NO-
Kanusauuio naTonornmyeckoro npowecca B cucteme rmnora-
namyc-runodurs—roHazbl-HaAMOUYEYHUKMU.

1. loHapoTponuH-3aBucumoe MIP.

+ [Mnotanamunyeckasa ramapToma (3KTONMA rMnoTanammye-
CKOW TKaHW, Bbi3BaHHaA NaTonornen Myurpaumm Hempo-
HOB B 3MOPUOHANBLHOM Nepuroae).

«  O6bemHble 00pa3oBaHUS TONIOBHOrO Mo3ra (rvMombl,
acTPOLMTOMbI, apaxHoufasnbHble KWCTbl Xua3malb-
HO-CennApHOM 06nacTn 1 fiHa 3 Kenyfouka).

« OpraHunyeckoe nopaxeHue LIHC (rugpouedanus, nyye-
BaA Tepanua, TpaBMa, B T.4U. XMpypruyeckas, Bocnanu-
TeNbHOE NopPaKeHUE).

+ TeHeTnuyeckn obycnosneHHoe (MyTauuu B reHax KISST,
GPR54, MKRN3).

- O6ycnoBneHHOe NpeaBapUTeSIbHbIM M30bITKOM MOMOBbIX
CTepongoB, BO3HMKaLWMM npu nepudeprnyeckux dop-
max 1P

«  Wpaunonatnueckoe MMI1P.

+ AccounmnpoBaHHOe C CMHAPOMAaIbHOW NATONOrNeNn (CHMH-
Apom Bunbamca, cuHApOM 0gHOPOAUTENBCKOW QUCOMUMN
14 XpOMOCOMbI MaTePUHCKOrO MPOUCXOXKAEHWNA, CUH-
apom CunbBepa-Paccena).

2. ToHagoTpoONUH-HE3aBUCMMOe
nosioBoe pasBuTue.

2.1. O6ycnoBneHHoe cekpeLuein NOJIOBbIX CTEPONAOB

roHagamu.

npexaeBpemMeHHOe
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Y 0esouek:
+  CnHgpom MOB.

+  Nepcuctupyowme GoNNNKynAapHbIe KUCTbI.
+  TNepBryHbIi rMNoTNpeo3 (cHapom BaH Buka-Tpombaxa)

Y manvyukos:

+  XI'Y-cekpeTtupyiowmne onyxonu (repMUHOMbI).

+  CnHgpom MOB.
+  TecToTOKCUKO3.

+ [epBnyHbIN runoTnpeos (cmHgpom BaH Buka- .

lpombaxa).

2.2. O6ycnoBneHHoe ceKpeuueil NoNoBbIX CTEPONJ0B
OMyXONAMM roHaA U HafMoOYeYHNKOB.

+  DCTporeH-npogyuupyoLme onyxonm ANYHNKOB. 3.
+  AHpporeH-npoayumpyioLimne onyxonn ANYHNKOB.

« Jlemguromol.

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 87

«  DCTpOreH-npoayLupyioLLme OMyXov HafnMoYeYHMKOB.

« AHpporeH-npoayuupymolme onyxonu Hagnoyeu-
HUKOB.

2.3. O6ycnoBneHHOe M36bITOUHON ceKpeLmein aHapO-

reHoB HaAnoyeyHVKamMu BCEACTBME HapyLIeHUIA

ctepougoreHesa (BOKH) — Bcerga m3socekcyanbHoe

Yy MafibuMKOB U reTepoceKcyasibHOe y IeBOYEK.

«  Jedwvuut 21-rugpokcunassl.

Nedrumnt 11B-ruppokcmnassl.

«  Jeduyur 3B-ruapoKcmcTepona-aerngporeHaspl
(TonbKO y ieBOYEK NPUBOAUT K NPEXAEBPEMEHHOMY
afjpeHapxe).

UsonupoBaHHbie popmbl NpexaeBpeMeHHOro nono-

BOro pa3BuTUA.

3.1. UsonupoBaHHOe npekaeBpeMeHHOe Tenapxe.

Tabnuua 1. Knaccudukauma npexaeBpeMeHHOro nosoBoro passutus

YpoBeHb nopaxeHna

Hosonornueckun BapuaHT CooTBeTcTBME nony

[oHapgoTponuK-

3aBUCMMOe (LeHTpasbHOE)
npexgeBpeMeHHoe NooBoe
passutme

[mnotanammyeckas raMmapTomMa

Onyxonu x1a3masnbHO-CeNNsPHON 0651acTy (ACTPOLMTOMa,
rnvMoma u T.a.)

BpoxaeHHble aHomanuu LUHC (rupgpouedannsa,
apaxHouganbHble KNCTbI, CynpacenifapHble KUCTbI,
rpaHynemarto3Hble 3a6oneBaHus)

MprobpeTteHHbie TpaBmbl LIHC (xnpypruyeckoe
BMeLLaTeNbCTBO, 00/1yUeHne, TpaBMa, BOCManeHue)

Bcerpa nsocekcyanbHoe
leHeTMueckn obycnoBneHHoe (MyTaLuy B reHax KISST,

GPR54, MKRN3)

AccoummpoBaHHOE C CMHAPOMAasbHOW Natonorven
(cHppom Bunbamca, cMHapom ogHOPOANUTENbCKON
ancommm 14 XpOMOCOMbI MaTEPUHCKOIO NPOUCXOXKAEHWA,
cnnapom Cnnbeepa-Paccena)

MpenBapuTenbHbIii M3OLITOK NONOBbIX CTEPOUAOB,
BO3HMKatoLWMin npu nepudepundecknx popmax MrP

[oHapgoTpONUH-He3aBMUCMMoe
npexgeBpeMeHHOE MoJioBoe
pa3BuTUNe, 06YCIIOBNIEHHOE
ABTOHOMHOW CcekpeLuen
MONOBbIX CTEPOUSOB rOHafaMI

MyTaumn B reHe GNAS — cuHgpom MOB:
3CTpOreHNpoayLMpYoLMe KACTbl AMYHUKOB Y AeBOYeK/
ABTOHOMHaSA rMnepcekpeLmna TeCTOCTEPOHA B ANYKaAX

Y MaJIbyMKoB/MaKpoopxXuan3m 6e3 asTOHOMHOM

rMnepceKkpeLmn TeCTOCTePOHa y MaJibuMKoB
Bcerga nsocekcyanbHoe

(DOHJ'IVIKyﬂFIprIe KNCTbl ANYHNKOB

MyTaumn B reHe LHCGR — cemelHbI TECTOTOKCMKO3

XI'Y-cekpeTnpytoLme repMmmMHOMbI

MepBUYHBIN rMNOTMPEO3 (CMHAPOM BaH Brika-lpombaxa)

[oHafOTPOMNVH-He3aBMCMMOE
npexaeBpemMeHHOE NoJIoBoe
pa3BuTUE, OBYCIIOBNIEHHOE
onyxonAamun roHag

N Hagno4ye4yHNKOB

BCTporeH-nponyumpylou.l,me onyxonn ANYHNKOB I/IaoceKcyaanoe Y AeBOYEK

AHApOreH-NpoAyLMpytoLLMe OMyXonu ANYHNKOB leTepocekcyanbHoe y AeBoYeK

JNlengnrombl MN30ceKkcyanbHOe y ManbymkoB

leTepoceKcyanbHoe
Y ManbymKoB U1
M30CEKCYaNnbHOE Y IeBOYEK

3CTpOFeH-I'IpOFlyL|,VIpyIOLL|,VIe onyxoJin Hagno4ye4yHNKoB

[oHagoTPONUH-He3aBMCMMoe
npexaeBpeMeHHOe MNoJsioBoe
pa3BuTUNe, 0BYCIIOBNIEHHOE
HapyLleHMAMN CTepouaoreHesa

. leTepocekcyasnbHble
D®opMmbl BPOXKAEHHON ANCPYHKLIMN KOPbI HAANMOUEYHIKOB
(3ebMLUT 21-FMAPOKCMNA3bi) y AeBOYEK U N30CeKCyasibHble
Y MasibyMKoB

HenonHble (M30nMpoBaHHbIE)
bopMbI NpexaeBpemMeHHOro
MOMOBOro Pa3BUTUA

I'IpemneBpemeHHoe M301MpPOBaHHbIE TETapXe I/I3oceKcyaanoe Yy AeBoYeEK

MN3ocekcyanbHoe y ManbYnKoB
U reTepoceKcyanbHoe

y AeBOYEK (HaANOYeYHNKOBOrO
reHesa)

I'IpemnespemeHHoe MN30MNPOBaHHbIE afjpEeHapXe
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3.2. UsonnpoBaHHOe npexaeBpemMeHHOe agpeHapxe.

1.6 KnuHnyeckana KapTuHa 3aboneBaHnA NN COCTOAHMS.

VCTUHHOE roHai0TPONUH-3aBNCMOE NPEX4eBPEMEHHOe
MosioBoe pa3BuTME BCerga ObIBaeT MOMHbIM, T.e. Yy AeBOYEK
nocne yBefMYeHUss MOJIOYHbIX XeNe3 1 YCKOPEeHUA TeMMoB
pocCTa NOABWTCA MOJSIOBOE OBOJIOCEHUNE M HACTYNUT MEHAPXE,
a Y ManbyrKOB HapAgy C yBeNIMYeHneM reHUTanum n yckope-
HMem pocTa byfeT MPOUCXOANTb YBeNIMYeHe 06 bema ANYeK.

Mpn roHagOTPONMH-HE3ABMCMOM MOSIOBOM Pa3BUTUN
Yy ManbyMKOB MPOUCXOAMT aHApPOreHm3aumsa, ofHaKo HeT
ctumynupytowero Bosgenctesua OCI Ha roHagbl, Bcneg-
CTBUE YETO He OTMEYaEeTCA PoCTa 0ObeMa ANYEK; y AEBOYEK
BO3MOXHbI HELIMKJIMYECKUE MEHCTPYaNnonofobHble KpOBOT-
eyeHus, oOyC/IOBNEHHblE PE3KMMM KONebaHnAMN YpPOBHS
3CTPOreHOB NPW KNCTaxX ANYHUKOB 1 npu cuHapome MOB.

OcobeHHOCMU KAUHUYeCKoU KapmuHbl NpU pas/iuYdHbIX

Ho3o02u4eckux popmax 1P

Mnotanamunyeckasa ramaproma (I'T) — Hambonee ya-
CTO BblsiBNIieMOe 00pa30BaHMe LieHTPasibHOW HEPBHOW CU-
ctembl (UHC) y geten ¢ nctunHbim MNP go 3 nert »unsHu BHe
3aBMcMMOCTM OT nona. [T He ABnAeTCcA onyxonbio, a npea-
CTaBnAET CO6OW BPOXKAEHHYIO SKTOMMIO M’MNoTanaMmyeckomn
TKaHw. [T B 70% cnyyaes Bbi3biBaeT [P [32]. Momumo MMIP,
raMapTombl TMMOTaslaMUYECKON NoKanmsauum MOryT cCo-
NPOBOXAATbCA HEBPOSIOMMYECKMMN U NMOBEAEHYECKMMU
aHoManuAMW. TUMWYHBIM NPOABAEHNEM NHTPArnnoTanamm-
yecKkoro (cecunibHOro) TUMNa ramapToM ABNAETCA MPUCTYMbI
HacUnbCTBEHHOTO cmexa (gelastic seizures). Yacto otmeua-
I0TCS SMOLMOHAaNbHasA NabuIbHOCTb, arpPeCcCMBHOCTb, CHU-
»KeHMe NaMATY, BO3MOXHO CHXKEHWe nHTennekTa [33, 341.

Muombl N acTpouUTOMbl KaK MPUYMHA WCTUHHO-
ro MNIP BcTpeyvaloTCcA 3HaUNTENbHO pexe. bonbWwWnHCTBO
rMMOM, COMPOBOXKAAWLWUXCA KINHUYECKOW KapTUHOMN
MMP, nokannsyTca B 06MacT! XmMasmbl U JHa 3-ro xe-
nyfoyka WM pacnpoCcTpaHATCA BAOMb 3PUTENbHOro
TpakTa. [MogaBnswowee Yncno rmuom obniagaeT HU3KOM
nponudepaTUBHON aKTUBHOCTbIO U NPEACTaBNAT Co-
601 [OOpPOKAYeCTBEHHblE MUIOMAHbIE aCTPOLUTOMbI,
obnagawowme TeHAeHUUEN K MeasieHHOMY pocTy. AHa-
nnacTuyeckme acTPOLUTOMbI (3/10KaYe€CTBEHHbIN BapuaHT
rNOMbI) BCTpPeYaeTcAa MpPenMyLLeCcTBEHHO Y B3POC/bIX.
Ha MP-cHMMKax rnvombl NpeacTaBnaoT cobon ogHopoa-
HYI0 MaccCy, CXOAHYI0 MO MJIOTHOCTU C BELEeCTBOM MO3-
ra. OnTuyeckre rMMOMbl HeOGONbLUMX Pa3MEPOB MOFyT
MaHundecTupoBaTb Tonbko cumntomamu MMP, 6onbmne
pasmepbl OMyXOnM XuasMmbl U AHa 3-TO Kenygouka Mo-
ryT CONPOBOXAATbCA ABJIEHUAMM HecaxapHoro auabera,
CTr-pedrunTa, Cy>keHUem nonen 3pPeHUus, CHVKEHWEM
OCTPOTbl 3PEHNSI U OOLWEMO3rOBbIMM CUMNTOMAaMU, CBS-
3aHHbIMU C MOBbIWEHNEM BHYTPUYEPENHOro AaBneHUsA.
JloctatoyHo yacto cumnTtombl MNP, nnn yckopeHHoro ny-
6epTaTa, pa3BMUBAIOTCA Cpa3y MOCie OMNepaTVBHOIO yha-
neHuss UM obnyyYeHWs MOM XMa3ManbHO-CENISPHON
nokanmsauum [35].

CuHgpom MakKbloHa-On6panta-bpaniueBa —
MyNbTUCUCTEMHOE 3aboneBaHUe, KOMMOHEHTaMN KOTOPO-
ro ABNAIOTCA NATHa LiBeTa «Kode ¢ MONoKoM», pubpo3sHasn
ancnnasva ckeneta, rmnepoyHKUUsA SHOOKPUHHbBIX XKenes
(roHag, comaTtoTpodoB runodmsa, petanbHOW KOpbl HAZMO-
YEYHUKOB, LUNTOBUNAHON Xene3bl), a TakXe pag naTonorumn
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OpYrux opraHoB (TaxmkapZus, XonectaTMyeckmi renatut,
racTPOVIHTECTMHAsbHbIE MOMMMbI, BHYTPUMNPOTOKOBaA na-
NUNNAPHO-MYLMHO3HAA OMyXOJib MOAXeNyAOYHOW ene-
3bl) [17, 36]. ®Dnbpo3Haa ancnnasma npossnaeTcs gepop-
MaLVAMN BEPXHUX KOHEYHOCTEN, AedopMaLmaMy HUXKHIX
KOHeUHOCTel No TUMy NacTyLbero nocoxa, gebopmMauuamm
yepena, NaToNornyecKMMm nepesiomamm KocTei, ConpoBo-
xpaetca runepdocdatyprenn ¢ BO3MOXKHOCTbIO Pa3BUTUSA
runodocdatemmyeckoro paxuta [37]. XapakTepHon oco-
6eHHOCTbIO nepudepudeckoro MNP npu cuHgpome MOB
y OeBOYeK fABMAETCA BOJHOOOpa3HOe TeueHre C Henpeg-
CKasyemow yactoTon nossneHua npusHakos [P B Buge
yBENMYEHUS MOJIOYHbIX Xefie3 ¢/nnu 6e3 KpOBAHUCTBIX Bbl-
JeneHuni 13 NonoBbIx nyten [16, 17, 38]. Y manbymkoB npwu
cnHgpome MODB yalle HabnogaeTca Makpoopxmansm 6e3
Apyrux npusHakos [P 1 B oTcyTCTBME NOBbILLEHNA TeCTO-
cTepoHa [16-18].

AKTuBUpYyloWMne MyTaumnm reHa peuentopa K JII npuso-
AT K nepudepuryeckomy MNP TonbKo y Manbyrkos, 1 Ta-
KO BapuWaHT 3ab0NneBaHUA Ha3blBAETCA TECTOTOKCUKO3.
Ero otnnuntenbHOm 4epTon ABNAETCA BbICOKNN YPOBEHDb
TECTOCTepPOHa MPU MNOAABNEHHbIX YPOBHAX FOHAaAOTPO-
NMUHOB U NpU pa3Mepe ANYEK, He COOTBETCTBYIOLWEM MO-
BbILLEHHbIM 3HAaUYEHUSIM TECTOCTEPOHA (He 6onee 6-8 mn),
NMOCKOJIbKY OCHOBHOI OObEM AMYEK COCTABAIOT CTPYKTY-
pbl, pocT KoTopbix ctumynupyetca OCI. Mpn gaHHON Ho-
30/10rMKM OTMeYaeTCA paHHAA MaHudbecTaums (Ha nepeom
rofly »K13Hu) 1 6bICTPAs NPOrpeccmsa NPU3HaKoB NMoJIOBO-
ro passutua [12, 13].

XI'Y-cekpeTtupyowme repmMmnuHoOreHHble onyxonwu.
B pmetckom Bo3pacte BcTpeuatotca XIMY-cekpetnpyowme
renato651acToOMbl, pexe MeacTUHalIbHble TEPATOMbI 1 Te-
paTo6nacTombl, PeTPONepUTOHEasNIbHblE KapLUHOMbI, XO-
PUOKapLUMHOMbI 1 TePMUHOMbI TOHaA,. [nAa KpaHuanbHbIX
XMY-cekpeTunpyiowwmx onyxonein Hanbonee TMNMYHaA NoKa-
nu3auus — nuHeanbHas obnacTb, pexe cynpacenniapHas
ynctepHa. [lo 30% repmMuHaTVBHO-KAETOUHbIX OMyxosen
NMeIOT 3N10KayeCTBEeHHbIN XxapakTep. KpaHnanbHble XMY-ce-
KpeTupyoLmne Onyxonuy XapakTepusylTca MHoroobpas-
HON HeBponornyeckon cumnromatnkomn. Mpu cynpacen-
NAPHON NOKanM3auumn B HEBPONOTMYECKON CUMMNTOMAaTHKe
npeo6safaloT CUMNTOMbI MOBBILEHUA BHYTPUYEPENHOTO
JaBNeHNA N 3puUTeNbHble HAPYLIEHNA, CBA3aHHbIe C Nopa-
XKEeHVeM OMTUYEeCKOW Xua3Mmbl. BO3MOMHbI SHOOKPWHHbIE
HapyLlIeHWA: C BbICOKOM 4YacTOTOW BCTpeyaeTcA Hecaxap-
HbI Anabet, pexe — CTl-geduyut. MNpu onyxonsx, no-
Kanusylowmxca B NMuHeanbHon obnacTtu, Bepywen ABns-
eTCA HEeBPOJIOrMYecKas CUMMTOMaTVKa, OOYyCNoBNeHHas
cfaBneHVeM TEHTOpMYMa: HMWCTarMm, napes B3opa BBepX,
AHN30KOPKA, @ TakXKe BblpaXKeHHble CMMMTOMbl BHYTpMYe-
penHon runepteH3nn [39].

CuHgpom BaH Buika-Tpomb6axa xapaktepusyet [P
Ha poHe [EeKOMMNEHCUPOBAHHOIO MEPBUYHOTO FUMOTMPEO-
3a. Y jeBoyeK 0TMeYalTca KPOBAHNCTbIE BblAeNIeHNA N3 No-
NOBbIX NYTEN, pexxe — yBeNnMyYeHne MOJTIOYHbBIX »Kene3 1 ra-
nakTopes, y Manby/KOB — YyBEJIMYEHME B OObeEMe ANYEK.
KocCTHbIN BO3pacT, Kak NpaBuno, otctaet. [locne Ha3HayeHusA
3aMeCcTUTe/IbHOWM Tepanun IeBOTUPOKCMHOM HaTpuA CUM-
ntombl [P perpeccupytot [25-27].

OpHopopuTenbckaa aucomua 14 XPOMOCOMbI MaTe-
PVIHCKOrO npoucxoxpeHus, geneummn 14 Xpomocombl OT-
LIOBCKOTO MPOVCXOXAEHNA 1M HapyLleHWA MEeTUIMPOBaHUA
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andoepeHLmanbHO MeTUIIMPYEMbIX PEerMoHoB 14 xpomo-
COMbI MPUBOJAT K pa3BuTuio cuHgpoma Temnna (Mo nmeHu
aBTOpA, BrepBble onucaBLero 31o 3abonesaHue B 1991 r.),
BKJIlOYalowlero B cebsa: neduumnt Beca, npe- 1 NocTHaTasb-
HYI0 3afIepXKKy pOCTa, MMMOTOHUIO, aKPOMUKPUIO KUCTEN
W CTOM, YMEPEHHbIe NMPOSBEHUA NULEBOro AUCMOpdU3Ma,
NEerkylo CTeneHb 3afep>KKn YMCTBEHHOMO Pa3BUTUA, MPEeX-
IeBpemMeHHOe NoJIoBOe pa3BMTHE C PaHHUM MeHapXxe, KOTo-
poe HacTtynaeT B Bo3pacTte 8-10 net, conpoBoxjatoLieecs
onepexeHnem KOCTHOro Bo3pacTa B OTCYTCTBME 3HAYMMOTO
yCcKopeHus pocTa [7, 8].

CuHgpom Bunbamca (CB) — 310 MynbTucMCTEMHOE 3a-
6oneBaHve, 0OyCNOBNEHHOE AeNeLusMn AJIVHHOTO fieyva
7 xpomocomsl. Mpu CB oTmevaeTca psag GeHOTMNUYECKMX
yepT (xapakTepHOoe «NnLO 3nbda», Nyxsible rydbl v XPUNbi
ronoc), noBefileHYecknx ocobeHHoCTen (Ype3mepHo apyKe-
nobHoe noBefeHne, yMCTBEHHAA OTCTANIOCTb) Y MATONOMNIA
pasfiNyYHbIX OPraHOB 1 CUCTEM (HagKNnanaHHbIA a0PTabHbIN
CTEHO3, CTEHO3 nepudepuyeckrix NEroUYHbIX apTePUi, aHo-
Manuu pasBUTUA MOYEK, KOHEUHbIA POCT HMXe CpefHero
n ap.). I3 sSHOOKPUHHbIX HapyLweHunn npy CB oTmevatoTca ru-
nepkanbLueMusi C MaHUdecTaLmel B NepBble rofbl XNU3HW,
rMNOTUPEO3, HaPYLLEHMS YINIeBOAHOro OOMeHa, LeHTparb-
HOe MpeXaeBpeMeHHOe MOI0BOe pa3BuTHe C MaHudecTa-
Lmen B Bo3pacTe 6-7 net [6].

MpexaeBpemeHHOe M30NMPOBaAHHOE Tenapxe xapak-
Tepu3yeTca yBeNmyeHnem MOMOYHbIX Xenes Ao 3 cTagum pas-
BUTUs Mo Tanner, 6e3 YCKOPEHUs KOCTHOTrO BO3pacTa 1 npo-
rpeccumn Apyrmx BTOPUYHbIX MOJSIOBbIX MpU3HakoB [29, 40].
Yalle Bcero BO3HUKAET B TeUEHME MePBbIX ABYX NET XKM3HN
1 B 6ONbLUMHCTBE CllyyaeB perpeccupyer. [Nocne 2 net Takxe
BO3MOXHO BO3HUKHOBEHME N30/IMPOBAHHOIO TeNapxe, ofHa-
KO B TaKUX Cly4asix MoBbIWEH PUCK TPaHchopMaLum n3onm-
pOBaHHOIO TeNapXxe B MOJHYIO LieHTpanbHyto dopmy MNP [29].

MpexpeBpemeHHOe U3ONUPOBaHHOE agpeHapxe
He ABNAETCA NPU3HAKOM UCTUHHOTO LeHTpanbHoro MI1P, Tak
Kak npouecc akTMBaUWy CeTYaToOM 30Hbl KOPbl Hagmnoueuy-
HWKOB, roe 0Opa3ylTCs aHAPOreHbl, He PErynupyeTcsa ro-
HagOTPOMHbIMKA FOPMOHaMW. KNUMHUYECKUMU npur3HaKkamm
npexgeBpeMeHHOro agpeHapxe ABAATCA TUMUYHbIE NPO-
ABMIEHNA TMNepaHAPOreHUn B BUAE NMOsIBNEHMUS TOOKOBOro
OBOJIOCEHMA, 3aMnaxa NoTa 1 YrpeBoOW CbiMNu, TaKXKe XapaKTep-
HO YCKOpeHMe KOCTHOro Bo3pacTa [29, 30, 41]. MNpexaespe-
MEHHOE afipeHapxe — 3TO AMarHO3-UCKoYeHre, KOTOPbIN
MOXeT OblTb YCTAaHOBNEH TOJMIbKO Moc/ie obcnegoBaHus
Ha npeaMeT APYrX BO3MOXHbIX MPUYMH rMnepaHaporeHnn.

2. AMATHOCTUKA 3ABOJIEBAHUA U COCTOAHUA.

. PekomeHayeTca 06CnefoBaHMe JETAM C KAVHK-
yecknmn npusHakamu (MNP — pgeBoukam C BTOPMYHBIMU
MoOMOBbIMU MPU3HaKaMy, MaHNbEeCTPOBABLLUMA O 8 neT
N ManbyMKam C BTOPUYHbBIMU MOMOBbIMW MPU3HAKaMU, Ma-
HudectTuposaswwmmu go 9 net [5, 10]. Y44 — 5, YYP — C

Ownarnoctuka MIMP npoucxogut nostanHo. Ha nepsom
3Tane HeobOXOAVMMO KOHCTAaTMPOBATb HaNMuMe NpexaeBpe-
MEHHOrO MOJIOBOro Pa3BUTUA, BbIAENUTb FPYMNMNy HEMOMHbIX
¢bopm, T.H. N30NIMPOBAHHOE Teapxe U agpeHapxe. Ha BTo-
pOM 3Tane y NauueHTOB C NOATBEPKAEHHbIM Npexaespe-
MEHHBIM MOJIOBbIM Pa3BUTMEM HeOOXOAVMMO YCTaHOBUTb
HO30/10TMYECKMI BapuaHT C Lenblo onpeaeneHnsa TakTUKn
neyeHwms.
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2.1. XKano6bi 1 aHaMHe3.
. Mpn cbope aHaMHe3a peKOMEHZYeTCA YTOUHUTb
cnepgytoume BONpocChI:

- CpoOKM NoABNEHNA MOJNIOYHbIX Xenes y AeBoYeK: Mno-
ABNEHNE MOJIOYHbIX »Kene3 Ha NePBOM rofy XM3HK yalle
BCTpeYaeTca npu K3onMpoBaHHOM Tenapxe [40, 42]
yoao—4,Yyp —C.

- CKOpOCTb Nporpeccuyi BTOPUUHbIX NONIOBbIX NPU3Ha-
KOB: [1/11 OBapuvasibHbIX 3CTPOreHNpoayLpyoLWnx KNCT
ANYHMKOB XapaKTepPHO WHTEPMUTTMpPYIOLLee TeueHne
nosnioBoro pa3sutns [43-461. YOI —4,YYP —C.

- CKopocTb pocTa 3a npegwectBylouiee 3-6 mec: npu
npexaeBpeMeHHOM M30/IMPOBAaHHOM Tenapxe W agpe-
Hapxe HeT yckopeHua pocTa. OTCyTCTBME YCKOPEHUs Po-
cTa Habnogaetcs npu MNP Ha doHe runonutyrTapusma
npu apaxHouganbHbIX KUCTaxX, CENTO-ONTUYECKOW AWUC-
nnasun, onyxonax LIHC, nocne o6nyyenus LUHC n npu
NMopoKax PasBUTUA TUMOTaNaMO-CeNIIAPHON 0bnacTu.
[47-49].y0O — 3,YYP —B.

- Hanunuune npn3HaKOB YaCTbIX KOMMOHEHTOB CMHAPO-
ma MakKbloHa-On6paiita-bpaiiyeBa: ¢ubposHan
ANCNnasna N/vnm NATHa uBeTa «kode C MONIOKOM» C He-
POBHbIMM «reorpaduueckmumm» Kpaamum [16, 17, 50-52].
yon —4,Yyp —C.

- Hanunume HeBpONOrnyYecKom CMMNTOMATVKMA U CUM-
NTOMOB HecaxapHoro Auabera: npexgeBpeMeHHoe
MoJIOBOE Pa3BUTUE MOXET ObITb MOCNEACTBUEM OpPraHu-
yeckoro nopaxenua LUHC [53, 54]. Y44 — 4, YYP — C.

- Hanuume npu3HaKoB CUHAPOMAJNIbHON nNaToNo-
rum (Bo3moKHble cuHapom Bunbamca, CunbBepa-
Paccena, Temnna): cTurmol ANCaIMOpuoreHesa, oTcTa-
BaHMe B Pa3BUTUU, HU3KOPOCNOCTb, NOBeAeHUYEeCKne
0COOEHHOCTU, NOPOKN Pa3BUTUA cepAaua, rMnepKasb-
uMemMnsa, NPU3HaKmM MbllLEYHON FTMMNOTOHUMN, HU3KOPOC-
NoCTb U T.A4.

2.2. dusukanbHoe ob6cnenoBaHume.

. PekomeHayeTcA NpoBOAUTb KIMHUYECKYIO OLeH-
Ky MONOBOro pa3BuTUA Ha OCHOBAHWW LWKasnbl Tanner BceM
JeTAM Ana onpefeneHna CTerneHyW MonoBOro Co3peBaHuA
N ee COOTBETCTBMA BO3paCTy pebeHKa: CTerneHb MojoBOro
pa3Butus Tanner 2 v 6onee y feBoYeK Mnaguie 9 et v manb-
ynkoB mnague 9 net asndetca kputepuem MMMP [53, 55, 56].
yoo—4,yyp —C.

. PekomeHpyeTca geBoukam mnaguwe 8 net n masb-
Ynkam mnaguue 9 net ¢ KnmHnyeckumu npusHakamu MNrP Bbi-
NOJHATD:

- QHTPOMOMETPUIO C LeNiblo OLEHKM KO3bPULIMEHTa CTaH-
JapTHOrO OTK/IOHEHNWA MO POCTY — MNpeBbILEeHNe PocTa
6onee 25D OTHOCUTENBHOTO LIeJIEBOrO POCTa Ha AAHHbIN
BO3pacT aBndAetca Kputepwuem MNP [5, 28, 47]. YOO — 5,
YYP —C;

- MOACYET CKOPOCTM POCTa 3a NpeLecTsyolme 6-12 mec
C Uenbio onpegeneHnsa CKOpoCTy pocTa — yBenmyeHme
CKOpOCTU pocTa 6onee 2SD 3a npedLwecTsyoWmiA nepu-
op ceupgeTenbCcTBYIOT B nonb3y MMP [5, 28, 471. YOO — 5,
YYP —C.

. PekomeHayeTcA ManbuyvKam MPOBOAUTb OLEHKY
obbema roHag unm anuHy andka. HecootseTcteume pasmepa
ANYeK CTereHuW NOJIOBOro Pa3BUTMA ABMAETCA Kputepuem
roHagoOTPOMNUH-HE3aBUCUMOrO MNPEeXAEeBPEMEHHOrO Moso-
BoMm pa3sutun [111. YOO — 5, YYP — C.
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. PekomeHpyeTca [eBOuYkaM MNPOBOAUTb OLEHKY
MEHCTPYanbHOW GYHKLUN — Hanmnumne MeHCTpyaumin y 4eBo-
yek mnagLe 8 net aendAetca kputepuem MNP [5,171. YO0 — 5,
YYP —C.

Kommenmapuu.

JonosHumensHO Npu 0OCMOTPE MOXHO BbIABUTb COMYT-
CTByIOLLME CUMMTOMbI, XapaKTepPHble A5A OTAENbHbIX HO30-
noruyeckux ¢popm:

- Hanuuwve naTeH uBeTa «kode C MOTOKOM» C HEPOBHbIMY
reorpaduyeckrMn Kpasamy XapakTepHO ANiA CUHAPOMA
MOB.

- Hanuuwne oKkpyrnbix/0BanbHbIX NATEH LBETa «KOpe C MO-
NTOKOM», BECHYLUEK B MOAMbILLEYHbIX 06MacTaX, HENPO-
¢dunbpom xapakTepHo ans Henpodubpomartosa 1 Tuna,
npu Kotopom passutue MNP obycnoBneHo rnvomamm
3pUTENIbHOIO HEPBa.

- Hanuuwne gedopmaLun KocTell KOHEUHOCTEW MO TUMY Na-
CTyWbero nocoxa, AepopmaLnin n acCMMMETPUIA Yepena
XapaKTepHo ansa cnHgpoma MOB.

- Hannune HeBponornyeckom CUMATOMATUKM (HUCTArm,
KOCOr/a3sue, LWaTKOCTb MOXOAKU U T.N.) MOXeT CBUAETE b-
CTBOBATb B MONb3y OpraHnyeckoro nopaxenus LIHC.

- HeperynspHble MeHCTpyanonofo6Hble peakummn xapak-
TepHbl Ana cnHgpoma MOB.

2.3.JlabopaTopHble ANArHoCTUYecKne nccregoBaHunA.

. PekomeHpayeTca gesoukam mnagwe 8 net C Knu-
Huyecknmun npusHakamm MNP n manbunkam mnaglwe 9 net
C KNUHnYyecknmu npusHakamm MNP onpepeneHue ypoBHA
roHafoOTPOMHbIX TOPMOHOB (MCCNefoBaHNE NIOTENHN3NPY-
towero ropmoHa (JIN KpoBu, GONNUKYNOCTUMYNMPYIOLLErO
ropmoHa (OCI) KpoBU 1 NOMOBbLIX CTEPOMAOB (UCCNefoBa-
HUe YPOBHA OOLLEro TECTOCTEPOHA B KPOBY, UCCNIEAOBAHMN
YPOBH#A 06LLero 3cTpagunona B KPoBK) Ans NOATBEPKAEHUS
NpPeXAeBPEMEHHOIO MOJIOBOrO passutus un andodepeH-
UManbHOM AMarHoCTUKM ero ¢opmel [5, 57-61]. YOO — 4,
YYP —C.

Kommenmapuu.

- Hanbonbwen VMHPOPMATUBHOCTBIO B AMATHOCTUKE rO-
HagoTponuH-3asucumoro [MMP obnagaet yposeHb JTI,
HO TONbKO MPW WUCMONb30BAaHUN BbICOKOUYYBCTBUTESIb-
Hbix MeToauk (ICMAC yyBcTBMTenbHOCTbIO 0,01 Ep/n nnn
ECLIA c yyBcTBUTENnbHOCTBIO 0,1 EA/N) n Hanuumm B nabo-
paTtopuu gonyb6epTaTHbIX HOPMATUBOB.

- 3HauyeHue JII Bbiwe 0,3 Ea/n npu ncnosib30BaHWM BblLLe-
yKa3aHHbIX MeTOAMK C BbICOKOW BEPOATHOCTbIO CBUAE-
TeNbCTBYET O HanMumm roHagoTponuH-3asmcumoro MNP
[57-60].

- 3HaueHwue JII meHee 0,3 En/n He no3BoNsieT UCKITIOUYNTb
roHagoTponuH-3asucumoe MMMP, Tak kKak go 50% 3gopo-
BbIX [eBOYEeK CO BTOPOW CTagumeln NonoBOro pasBUTKA
umetoT gonybepTaTHbIin yposeHb JIT [60, 62-64].

KINMMHWYECKME PEKOMEHZALINNA

- YposeHb JII y 300p0oBbix AeBoYeK Mnagiwe 2 net MoxeT
COOTBETCTBOBATb MybGEpPTaTHbIM 3HAYEHMSAM B COOTBET-
CTBMM C XapaKTePHbIM A/ 3TOro BO3pacTa «MUHU-TY-
6epTaToM», UTO CregyeT MMETb B BUZY NPU MHTEPMPEeTa-
Lun pesynbraTos [65, 66].

- Y peBouek B BO3pacTe Ao 3 neT C NaabnupyemMmbiMn Mo-
NIOYHBIMW MOJIOYHBIMU Kefie3aMU MOBbILEHHbIN YPO-
BeHb OCI npw pony6epTaTHbIX 3HaueHnAX JIT yka3biBaeT
Ha Hanuune HenonHom ¢opmbl MMP — npexaeBpemeH-
Horo Tenapxe [67, 68].

. PekomeHpyeTca geBoykam mnagwe 8 net C Knu-
Huyecknmn npusHakamm MNP n manbumkam mnagwe 9 net
C KnuHMYyeckumn npusHakamu [MP npoBepeHne npo6bl
C aHanorom roHagoTPOMNUH-PUAN3NHI-TOPMOHA KOPOTKOro
LeicTBusA C uenbto auddepeHLmanbHOM ANAarHOCTUKM FOHa-
JoTponunH-3aBucumoro BapuranTa [MMP 1 roHagoTponuH-He-
3aBucumbix ¢opm MNP [5, 60, 671. YOO — 5, YYP — C.

KommeHmapuu. lpy KNNHNYECKOWN KapTuHe, COOTBET-
CTBYIOLLE CTaguun NOI0BOro pa3sBuTnA no Tanner 3 v Bblwle,
B COYETaHUM ¢ nybepTaTHbIM ypoBHem JII, B npoBefeHUn
npo6bi ¢ aHanorom MH-Pl HeT HeobxoAMMOCTK.

MeTtoguka npoBegieHUA Npo6bl C rOHaZOTPONVH-PU-
NU3VHI-rOPMOHOM: onpegenseTca 6a3anbHbii yposeHb JIT
n OCTI Kposu, BBOANTCA aHanor MHPI KopoTKoro aencTaus,
Ha poHe CTUMYNALUKN KOTOPbIM OnpefenseTca B AUHAMIUKE
ypoBeHb JII u OCT kposwu. [Mpenapatbl THPT, ncnonb3yowu-
eca ana npobbl, 1 BpeMeHHble TOYKM 3abopa KpoBu npea-
CTaBNeHbl B Tabnuie 2.

KpuTepun oueHkn npo6bl ¢ roHagoTPONUH-pUNU-
3UHr-ropmoHom: nosbiweHve JII 6onee 6 Ep/n Ha doHe
CTUMYNAUNN CBUAETENbCTBYET B NMOJIb3y rOHAaOTPOMNMH-3a-
Bucumoro MNMP [60, 61, 68-74].

B MHCTpyKUum K npumeHeHuio #rpuntopennHa** 0,1 mr
n #6ycepenuHa** 150 MKr/po3a HeT yKa3aHuA Ha nprMeHe-
HVe B paMKax AMarHOCTUYeCKMX TeCToB nNpu obcnenoBaHUm
no noBoAy HapyLlleHW nonoBoro passutua. OgHako AaH-
Hble MpenapaTbl MPYMEHSAIOTCA C yKa3aHHOWN Bbllle LieNbio
BHE 3apervcTPUPOBaHHbIX MOKa3aHWI Ha OCHOBaHWW pe-
3ynbtaTtoB 3PEKTUBHOCTM M 6E30MacHOCTM MO MeXAyHa-
POAHBIM AAHHBIM U KNMHMYeCKUM onbitom B OIBY «HMUL]
3HAOKpUHonornn» [75-80].

PaHee noporosbiM 3HayeHuem JII Ha Npobe ¢ aHanorom
MHPT, noaTeepxaatowum weHTpanbHoe MNP, cuntanoch 3Ha-
yeHue 10 Ea/n, ogHaKo B COOTBETCTBUM C AaHHBIMU MEXIY-
HapOAHbIX NCCIeQOBAHUI N KINNHUYECKNM onbiTom B OIBY
«HMWL 3HAOKPUHONOIMIMY, PEKOMEHLOBAHO CHU3UTb NOPO-
roBoe 3HauyeHwue no 6 En/n [60, 61, 68-74].

OtcyTcTtBue nosbiweHus JII cBuaeTensCcTBYET B NOSb3y
roHagoTponuH-Hesasucumoro [MIP.

MNpeBbiweHne yposHa OCI Hag yposHem JII' cBupetens-
CTBYeT B MOMb3y M30/IMPOBaHHOro Tenapxe. Vccnepgosa-
HMe YpOBHA OOLLEro TeCTOCTEPOHA KPOBU Y MAasbuMKOB,

Tabnuua 2. BapuaHTbl nposegeHuns npobbl C NpenapaTtom roHagoTPOMNMH-PUIN3NHI-TOPMOHA

Bpems 3abopa Onpegensembie

Mpenapar Hdosa Cnoco6 BBegeHnA KpoBM FOpMOHDI
#bycepenun** 300 mKr MHTpaHasanbHO 0,Ty4,4y
JITn®Cr
#TpunTopennH** 100 mKr M/k 0,14,4y
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uccnefgoBaHue YpoBHA 0bLLero acTpaguona y AeBoYeK Mno-

3BonAeT noaTreepanTb agnarHos MNP npu BbipaxeHHOW npo-

rpeccun NosioBOro pasBuUTUS U He ABNAeTCA MHGOPMaTMB-

HbIM Ha PaHHWX CTaguMAX WUCTUHHOIO MpPEeKAEeBPEMEHHOro

MOMOBOro PasBUTKS.
3HaunTeNbHOE MpeBbILLEHNE YPOBHSA 00LLIEro 3cTpaguno-

na KpoBu Ha poHe fonybepTaTHbIX 3HAUEHWIN FTOHAZOTPON-

HbIX TOPMOHOB ABNAETCA KPUTEPUEM SCTPOreH-CeKpeTmpy-

IOLLMX KWUCT 1 onyxonen AnyHnkos [17, 19, 20, 44-46, 81].
3HaumnTeNbHOE NpeBbileHNe YPOBHA aHAPOreHOB KPOBM

Ha ¢poHe fonyb6epTaTHbIX 3HAYEHUIN TOHAZOTPOMHbIX TOPMO-

HOB SIBNISIETCA KpuTeprem runepdyHKLUN suyek, onyxonen

ANYeK UNn HagnoveuHukos [11, 13].

. PekomeHpyetca y MmanbumkoB c [P o6Aa3a-
TeNlbHOe onpefefnieHne wccrefoBaHne YpPoBHA 17-ru-
apokcunporectepoHa (170HP) B KpoBK AnA ncKAoyeHUs
BPOXAEHHON AMCPYHKLMM KOpbl HagnodeuHrkos (BOKH),
anbda-deTonporterHa, 6eTa-cybbeanHULbl  XOPUOHMYeE-
CKOro roHagoTponuHa YenoBeka (B-XIY) ans ucknioueHus
rePMMHOrEeHHbIX OMyXOMnen, NCCnefoBaHUe YPOBHA Aeru-
apoannaHapoctepoHa (AI3A) Kposu w/unu permpgposnu-
aHapocTepoHa cynbdata kposu (ADA-C) ans ncknoyeHus
aHAPOreH-NPOAYLMPYIOWMX  OMyXOnen  HaAnoYeYHUKOB
[82-871.yoO —4,YYP —C.

. PekomeHpayeTca y feBOYEK C NMpexAeBPeMEHHbIM
apgpeHapxe obsA3aTenbHoe uccnegoBaHue yposHa 170HP
n Ar3A/OMNA-C gna ncknioveHnsa BIKH; aHgpocteHgnoHa
kposu, OIA/OMNA-C KpoBu 1 0bLLero TeCTOCTEPOHa Kpo-
B/ 4151 UCKITIOYEHNA aHAPOreH-NpoayLmMpyoLWwmnx onyxonem
ANYHUKOB WM HagnoyeyHukos [82, 84, 88, 89]. YO — 4,
YYP —C.

Kommenmapuu.

- [pu nguonatnyeckom MpexaeBpeMeHHOM agpeHapxe
ypoBeHb AMA-C (AM3A-C meHee BapuabesnbHbI/i NoKa-
3aTenib No cpaBHeHuto ¢ [IFDA) cooTBeTCcTBYET 2 CTagnn
no Tanner (40-135 mkr/gn unn 1,1-3,7 MKMonb/n), Torga
KaK Mpy aHApPOreH-Npoayunpyowmux onyxonsax Hagno-
yeuHukos [AIMA-C npebiwaet 500 mkr/an (15 mkmonb/n).

- YpoBeHb 170HP Bbiwe 15 HMONb/N (5Hr/M) C BbICOKOWN
BEPOATHOCTbIO CBUAETENbCTBYET O HEKIAaCCMYeCcKom
dopme peduumTa 21-rugpokcmnasbl. B COMHUTENBHbBIX
cnyyasax (yposeHb 170HP 6-15 HMONb/N) peKOMeH-
[0BaHO poobcriefoBaHne (M3NOXeHbl B MPOTOKONAX
no BAKH).

24. MHCprMEHTaanbIe AnarHocTn4yeckne nccnegqoBaHnA.
. PekomeHpayeTca gesoukam mnagwe 8 net C Knu-

Huyecknmun npusHakamm MNMNP n manbunkam mnaglwe 9 net

C KnHn4vecknmn npusHakamm MNP npoBegeHre peHTreHo-

rpaMmbl KUCTEN PYK ANA OLEHKN KOCTHOMO Bo3pacTa [90-99].

yoo—3,¥ypP—C.
Kommernmapuu.

- OnpepeneHve KOCTHOrO BO3pacTa NPOBOAMTCA Ha OCHO-
BaHWU peHTreHorpadun KucTen (neBo KUCTU Ania npas-
Weln) — onepexeHre KOCTHOro Bo3pacta 6onee yem
Ha 2 roga oT nacrnopTHoro aAgnAeTtca Kputepuem [P
[90, 95, 96, 98, 99].

- [lpn onpegeneHnn KOCTHOrO BO3pacTa pekomeHZyeTcA
ucnonb3oBatb atnac Greulich-Pale, nnu cuctemy Tanner-
Whitehouse, unn metog byxmana [90, 92, 93, 96].

. Pekomenpyetca nposegeHue MPT ronosHoro

MO3ra npu AOoKa3aHHOM rOHafOTPOMMH-3aBUCUMOM XapakK-
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Tepe MNP geBoukam c maHundecTamen MNP B Bo3pacTe 6 net

1 MnaaLe 1 Manbunkam ¢ maHndectaumen MNP go 9 net c ue-

NbI0 UCKIIOYEHNA OObeMHbIX 06Pa30BaHMUI r’MNOTaNaMo-Cen-

napHom obnactu [3, 32,34, 100, 1011. YOO — 4, YYP —C.
Kommenmapuu.

- Ob6asatenbHo nposefeHne MPT y Bcex ManbyuuKoB
C roHagoTponuH-3asucymbim MNP 1 y geBouek mnagwe
6 ner.

- [eBoukam c gebioTom roHagoTponuH-3asucumoro MNP
B NpomeKyTKe OT 6 go 8 net MPT nposogutca npu Hanu-
UMW HEBPOJIOMMYECKOV CUMATOMATUKN U/ MPU3HAKOB
runonutymnTtapmsma [3, 102].

- MNockonbky roHagoTponuH-3asucmumoe MNMNP He cBA3aHO
C ageHomMamu runodusa, HeT HeoOXOAMMOCTU B KOH-
TPacTHOM ycuneHuun npu nposegeHun MPT.

. PekomeHpyeTca nposefeHne Y3/ MOLWOHKN Manb-
YrKaM C KnnHuyeckmmun npusHakamu MNP gna oyeHkn coot-
BETCTBUSA BO3PACTy 0ObeMa ANYEK, UCKITIOUEHNA 06 bEMHBIX
06pa3oBaHN ANYEK MasbuMKam C KJIMHUYECKMN NPU3Ha-
kamu IMMP [103-106]. YOO — 4, YYP — C.

. PekomeHpayeTca nposegeHue Y3/ opraHoB marno-
ro Tasa AeBOYKaM C KNuHM4eckummn npusHakamu MNP gna
OLIEHKM COOTBETCTBMA BO3PACTy Pa3MepoB MaTK/ U 06bema
ANYHNKOB, NCKITIOYEHNS 06 bEMHbIX 00Pa30BaHUN SIMYHNKOB
[3,44-46]. YOO — 3,YYP —B.

. PekomeHayeTca npoBefeHne BU3yannsnpyoLwmx
MEeTOA0B UCCiefoBaHMA HagnoyeyHnKoB (Y3 HagnoyeyHun-
koB n/unu MPT Hagno4YyeyHUKOB, Uinn no nokasaHnam MCKT
HaAMOYEYHWKOB) ANA UCKIIOUYEHUss 06beMHbIX 06pa3oBa-
HUI W rMnepnnasnum Hagno4YeyHNKOB AETAM C afpeHapxe
n/vnn nosbiweHHbIM YpoBHeM AIMA/AIMNA-C. [84-88, 106]
yoao—4,Yyp —C.

Kommenmapuu:

- Hanuuue 3xo-npusHakoB ¢onnukyna 6onee 1 cm B Auna-
METpe y AeBOYK/ NpenybepTaTHOro BO3pacTta onpepe-
NAETCA Kak KUCTa ANYHNKA;

- npuv npoBegeHumn Y3/ opraHoB manoro Tasa B pam-
Kax gmarHoctmkn MMP cnegyeT oueHmBaTb coOOTBeT-
CTBVE pa3MepoB MaTKN 1 06 beMa ANYHMKOB BO3PacTy.
O6bemM AMYHUKOB paccumTbiBaeTCsA No dopmyne: anu-
Ha (cm) X wupurHa (cm) X BbicoTa (cm) X 0,5233. Mpn
ueHTpanbHom [MNP y geBoyek oTmeuvaloTca 60nblune
pasmepbl MaTKM U 00beM SANYHUKOB (MO CpaBHEHUIO
C NnpenybepTaTHbIM KOHTPOJEM 1 IeBOYKaMM C U30JU-
poBaHHbIM Tenapxe) [107];

- BbICOKOCMEUUPUYHBIM, HO MasIOuyyBCTBUTENbHLIM MpPU-
3HAKOM FOHAAOTPOMUH-3aBUCUMOrO MpPeXAeBPEMEHHO-
ro MoJIOBOro PasBUTUA ABMAETCA HanMumMe 3XO-MpPU3Ha-
KOB 3HaOMeTpuA [43];

- Yy [EeBOYEK Ha cTagum MaHudecTauum roHagoTpo-
nunH-3aBucumoro MNP matka n ANYHNKN MOTYT ObITb
ewe pgonybepTaTHbIX Pa3MepoB, B CBA3M C YeM Mpwu
anddepeHUnanbHON AMArHOCTUKE MeXAy roHajo-
TPOMWH-3aBUCUMMbIM MPEXLEBPEMEHHBIM MOMOBbLIM
pa3BUTMEM U W30NMPOBAHHbIM Tenapxe nposefe-
Hue Y3/ MaTku 1 ANYHUKOB Yy AEBOYEK MOXeT uc-
Nofib30BaTbCA TONIbKO KaK BCMOMOTraTeNbHbI MeToj
[43, 108, 109].

. PekomeHpyetca nposepeHune MPT ronosHoro
mo3ra, ¥3U neuenn, KT cpepgocteHma manbymkam c MIP
1 noBbiweHHbIM XY ¢ Lenbio Nnoncka repmMmmHaTUBHO-KNe-
TOuYHbIX onyxonen [39, 109-1131. Y44 — 5, YYP — C.
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2.5 ViHble guarHoctnyeckmne nccnegoBaHns

. Detam c gnarHo3zom cuHgpom MakKbtoHa-Onbpai-
Ta-bpaliueBa pekomeHayetca o6criefoBaHVe ANs UCKITHO-
yeHuA OpYyrnx KOMMNoHeHToB 3abonesaHua [114]. Y04 — 5,
YYP —C.

Kommenmapuu. MNMauneHTtam ¢ cuHgpomom MOB Heob-
XOAMMO perynsipHoe obcniefoBaHme C LieNiblo CKPUHUHTA
KOMMOHEHTOB 3a60/1eBaHMA:

- Y3U wnToBMAHON Xene3bl ANa NCKI0YEHNA Y3/10B.

- WccneposaHne ypoBHA CBOOOOHOrO TMPOKCMHA (CB.T4)
KPOBM, UCCIejOBaHNE YPOBHA TVPEOTPOMHOIro ropMOHa
(TTT) B KpOBW ANA UCKNIOYEHWA TUPEOULHON aBTOHOMMM.

- WccnepoBaHme ypoBHA COMaTOTPOMHOMO rOPMOHa B KPO-
BU, UCCNieloBaHne ypOBHA NPONaKTHa KPOBWY, nccneno-
BaHMe YPOBHSA NHCYNMHOMNOZ06HOro poctoBoro dpakropa
1 B KpoBu (MDOP-1) gna NCcKNoYeHUA akpoMmeranum un ru-
neprnponakTMHeMnm

- OueHKa ypoBHA TybynsipHO peabcopbuumn dpocdatos
IR UCKIoYeHna runodocpaTeMmyeckoro paxumra.

- WcknioveHnne cuHppoma KyluvHra y geTen nepsbix net
XM3HK (MCCnefoBaHUe YPOBHA afpPeHOKOPTUKOTPOMHO-
ro ropmoHa B Kposu (AKTT), nccnegoBaHme ypoBHsa 06-
LLero KOpTr30sia KpoBK, UCCIIefoBaHNE YPOBHA CBOOOS-
HOrO KOPTU30/1a B MOYE MOYM, UCCNiefoBaHME YPOBHA
LEervapo3annaHapocTepoHa cynbdata B Kposu (AMNA-C).

- [poBeneHue rNKO30TONEPAHTHOrO TeCTa C onpegene-
Huem CTT (Mo NokKasaHUAM — NpPY NOBbILLEHHOM YPOBHE
CTT w/vinn NOP-1).

- MPT ronoBHOro mo3ra gJjisi UCKJtoueHNA aileHOMbI T1Mno-
¢u3a (No nokasaHUsM — NpU OTCYTCTBMU MOAABIIEHUA
CTI Ha npobe unr Npu runeprnpoNakTMHEMUN).

- CumHTurpadua KocTel BCero Tena Ans yTOYHeHWA pac-
NpocTpaHeHHOCTU  ¢MOpPO3HOM  Aucnnasum  (nocse
5-6 net) u/vnn peHtreHorpadmsa B NPAMON NPOeKLMU
HUXKHMX KOHEYHOCTEN ANiA UCKNoYeHrA ovarosB ¢rbpos-
HOW AMCnnasuu, yrpoxaemblix NaTonormyeckumm nepe-
niomMmamu u/vnu TpedyoLMX ONepPaTUBHOIO JIEYEHMS.

- MCKT ronosbl (M0 NoKasaHMAM — ANf yTOYHEHUA OYa-
ros ¢pubpo3HOM Arcniasum yepena).

- OdTanbmockonus (Mo NoKasaHWAM — ANs UCKTIOYEHNS
aTpodurm 3prTeNibHbIX HEPBOB MPKW HaMuKK o4aros ¢u-
6pO3HON ANCNNa3MKM Yepena).

. Detam ¢ MNP BcnegctBrie 06bemMHbIX 06pa3oBaHMN
rONIOBHOIO MO3ra, JIOKaNM3yoLWWXCs B XUa3MasnbHO-Cen-
napHom obnactn, n getam c MNP, nepeHeclwinum obnyyeHre
Xria3masibHO-CennsAipHoOM obnacTu peKomeHgyeTca obcre-
[OBaHue OnAa UCKMYeHna runonutymntapmsma [114-119].
yoo —4,yyp —C.

3. IEMEHUE, BKJTIOYAA MEAUKAMEHTO3HYIO
WHEMEAUWKAMEHTO3HYIO TEPANUU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUMHCKUE NOKA3AHUA

N NPOTUBONOKA3AHUA K NTPUMEHEHUIO METO10B
JIEYMEHUA

3.1. KoHcepBaTuBHOE NneyeHue.

TepaneBTnyeckaa TakTMKa onpedenAeTca 3Tnonornye-
cknm Bapuantom [MMP. Lenbto neuenns MNMNP agnaetca top-
MOXeHVe MporpeccnpoBaHMA KOCTHOro BO3pacta U npe-
NATCTBME NMPOrpeccnn MOosI0BOro PasBUTKA, YTO MO3BONUT
aJanTupoBaTb MALMEHTOB C MCUXOSIOMMYECKON N coumanb-
HOW TOYEK 3peHus.
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. PekomeHayeTcA Ha3HayeHME NPONIOHIMPOBAHHbIX
aHasI0roB roHagoOTPOMNUH-PUAN3UHT TOPMOHa MPY YCTaHOB-
NEeHHOM AuarHo3e roHafoTPOMNMH-3aBUCUMOrO NpexaeBpe-
MEHHOrO NMOJIOBOro Pa3BMTUA y AeBOYEK A0 6 NeT U 'y Marb-
ymkoB oo 9 net[3,1201 Y04 — 5, YYP —C.

. PekomeHpyeTcA Mpu YCTaHOBNIEHHOM AMarHo3e
rOHaJOTPOMNUH-3aBUCMMOrO MPEeXAEBPEMEHHOrO MONOBOroO
pa3BuUTKA y AeBOYEK C 6 10 8 neT MHAMBUAYaNbHOE pelleHme
BOMPOCa O Ha3HauYeHUN NPOJSIOHMMPOBAHHbIX aHA/TIOrOB FOHa-
JOTPONUH-PUNAM3UHT ropmoHa [3, 121100 — 5, YYP — C.

Kommenmapuu.

- Bo3MOXHO Ha3HauyeHWe NPONOHTMPOBAHHBIX aHanoros
THPT nocne 8 net y geBouyek 1 9 neT y Manbynkos npu
Hanmunm npuobpeteHHoro CTI geduunTa Ha HoHe ony-
xonew LUHC B Tom cnyyae, ecnu eCcTb BO3MOXXHOCTb Tepa-
nuun npenapaTtamm ropmoHa pocta (HO1AC: ComatponuH
fopMOHbI NepefHel fonv runodusa 1 nUx aHanoru) ans
ynyuyLleHnsa poCTOBOro NPOrHosa.

- [aumeHTOB C roHagoTponuH-3aBrcumoi dopmori MNP
cnepyet BKnoyaTb B PefepanbHblil perucTp nuu, cTpa-
JalOLWKMX >KMU3HEYrpOoXKaloWUMN 1 XPOHNYECKUMUN MPO-
rpeccupyowmummn pekumm (opdpaHHbIMIM) 3aboneBaHuUs-
MU, NPUBOAALLMMUN K COKPALLEHUIO NPOAOIIKATENIbHOCTH
PKU3HW FPaXaaH Uim nx uHBanugHoctu» [121].

- B rpynne peBoyek C roHagoOTPOMMH-3aBUCUMBIM
npexaeBpemMeHHbIM MOMOBbIM Pa3BUTMEM B BO3pac-
Te OT 6 A0 8 neT JOCTOBEPHOro ynyylleHUsa poCTOBOro
NporHo3sa He nony4yeHo. Bonpoc o HazHaueHWn Tepanuu
B JaHHOW rpynne nayueHToB pellaeTcsa UHANBUAYanbHO
C YYeTOM NCUXOJIOrMYecKom coctaBnsawoLwwen [122].

- B Poccuu Ha cerogHAWHWI feHb 3aperncTpupoBaHbl 4N
NCMONb30BaHUA y AeTell C roHafoTPOMUH-3aBUCUMbIM
npexaeBpemMeHHbIM MOMOBbIM pa3BUTUEM ABa Mnpena-
pata u3 rpynnbl NPONOHIMPOBaHHbIX aHanoros [HPI
ONA eXXemeCAYHbIX UHbeKuni: #TpuntopenmH** 3,75 mr
n #nennpopenuH** 3,75 mr. Oba npenapata umeloT
cxoxyto 3bdeKkTUBHOCTL 1M 6e3onacHocTb. Mpenaparol
TpunTopenuH** nnu nennpopennH** HasHauyalTCA B/M
1 pa3 B 28 gHen B cTapTOoBOM Ao3e 3,75 Mr BHe 3aBUCUMO-
CTV OT Beca pebeHKa [123-127].

- BPoccuu nmetoTcs nponioHrmpoBaHHble aHanoru M'HPT 6o-
nee QANTENbHOrO AeNCTBMA — TpuntopenmH**11,25 mr
n #nennpopennH** 11,25 Mr, KOTopble Ha3HayalTCA B/M
c yactoton 1 pa3 B 12 Hep. T npenapaTbl MCNONb3YIOT-
ca B EBpone n CLUA B neueHun peten c NnpexaeBpemMeH-
HbIM MOJIOBbIM Pa3BUTMEM C JOKa3aHHOW 3pPeKTrBHO-
CTbio 1 6e3onacHocTbIo [3, 120].

. HeTtam, nonyyaoLwmum Tepanmio NPpONoOHIMPOBaHHbI-
Mu aHanoramu MHPI no nosogy MNP, pekomeHpyeTtca 06s-
3aTenbHOoe cobnogeHune yCioBriA Tepanuy NPOSIOHMMPOBaH-
HbIM/ aHanoramu MHPI: HenpepbIBHOCTb Tepanuun, BefeHne
KaneHgapa n cobnogeHne pexunma nHbekumin [117, 128].
yoao—>5,¥YypP—C.

. Hetam, nonyvawowmm Tepanuio MPONOHTMPOBaH-
HbiM1 aHanoramu THPI no nosogy [P, pekomeHayeTca
perynsipHas oLeHKa 3pPpeKTVBHOCTV MPOBOAUMON Tepanuu
[3,1201.y0O —5,YYP—C.

Kommenmapuu. OueHka 3¢deKTBHOCTN NPOBOAUTCA
He paHblue, Yem yepes 3 MeC OT Hayasa neyeHusn, 3aTem
He pexe 1 pasa B rog. OueHKa pe3synbTraTta IeyeHns NpPoBOANT-
CA TONIbKO MO COBOKYMHOCTU KIMHNYECKUX 1 N1abopaTopHbIX
nokasartenen [3, 129].
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MpoTtokon BefieHNA NaLVeHTOB, NONyYaloLWUX Tepa-
Nuio NPONOHrMpoBaHHbIMu aHanoramm MHPI:

- OueHka nonosoro pa3sutna — 1 pas/6 mec.

- AHTponomeTpua — 1 pa3/6 mec.

- PentreHorpadma kucterr (1 pas/rog), Npu BbICOKMX
TemMnax pocTa M NPOrpeccun MosioBOro pasBuTnA —
1 pa3/6 mec.

- WccnepoBaHme ypoBHA ropmoHoB Kposu: JII (ueneson
ypoBeHb meHee 0,5 Ean/n), obwmin TectoctepoH (uene-
BOE 3HayeHue meHee 1 HMOMb/N) Nnn obLWNIA 3CTPaANON
(ueneBoe 3HayeHne MmeHee 70 Nmonb/n) — 1 pas/6 mec.
(aHanu3bl npoBoaATCcA 3a 1-3 AHA O OYepeHON UHBEK-
L1un npenapara).

- ¥Y3W opraHoB manoro Tasa y gesoyek — 1 pa3/6 mec.
B MepPBbIN rof NeyeHuns, ganee no nokasaHuaM.
Kputepun a¢pPpekTnBHOCTN Tepanum.

1. CKOpOCTb pocTa (CHMXeHMe 40 BO3PACTHON HOPMbI).

2. OTcyTCTBME MPOrpeccun MoJsioBOro pasBUTUA WU pe-
rpecc BTOPUYHbIX MOMOBbIX MPU3HAKOB.

3. MMporpeccnsa KOCTHOro Bo3pacTa He 6osnee YeM Ha 1 rog
3a 1 rog (npoBoauTtca 1 pa3 B rog, Npy HeOBXOAMMOCTU
yepes 6 meq).

4. basanbHbln ypoBeHb JI[ 1 cTeponaHbIX FOPMOHOB
KpoBu (06Lero TecToCcTepPoOHa AN MalbyMKoB, 06-
Lero scTpaguona gna AeBoYeK) MOXET CIYXUTb Kpu-
Tepuem 3¢pbeKTUBHOCTU TONbKO B TOM Ciyyae, ecnu
[0 Hayana nevyeHuA MMesncAa NOBbIWEHHbIN YPOBEHb
3TMX FOPMOHOB; YMEPEHHO MOBbIWEHHbIN YPOBEHb
OCI He ABnAeTCcA NpPU3HAKOM OTCyTCcTBUA 3ddeKTa
OT Tepanuu.

B comHuTenbHbIX Cnyyasax yepes 6 mecALeB OT Havana
Tepanuu (NPU HEMOMHOM COOTBETCTBUU KpuUTepuam 3o¢-
beKkTMBHOCTM Tepanuu) npoBoauTca npoba ¢ aHanorom
HPT (3a 1 geHb Qo ouyepefHOW MHbeKUUW aHanora [H-
Pl), kputeprem 3¢deKTUBHOCTM NeyeHusa ABnAeTca OT-
cyTcTBMe Bbibpoca JIT Ha npobe 6onee 4 Ea/n [130-137].
CuntaeTca JOKa3aHHbIM OTCYTCTBME HEraTUBHOIO BANAHUA
ONUTENbHOW Tepanuu MPOJSIOHIMPOBAHHbIMW aHanoramu
THPT Ha Habop Beca U CHUXKeHVe MUHEPANIbHOW NMIIOTHOCTU
KOCTHOW TKaHu y geten ¢ INMP [129].

B HacToALlee BpeMA He CyLLeCTBYeT YETKUX KpUTepues,
onpefenaAlwWwmMx CPOKM OTMEHbI Tepanuu, Kaxablin cnyyan
paccmaTpuBaeTca MHAMBUAYaNbHO, MPVHMMAaA BO BHMMa-
Hue cnegylowme Kputepuu [3]:

- [JoctmxeHne  nybeprtaTHOro
10-12 net, Manbunkmn 11-13 ner).

- [ocTumxkeHne KOCTHOro Bo3pacTta (geBoukm 12-13 ner,
Manbumku 14 nert).

- CHmXeHMe CKOpoCTM pocTa MeHee 2 SD ana gaHHoro
KOCTHOro BO3pacTa.

- [ocTuxeHne pocTa, COOTBETCTBYIOLWEro KOCTHOMY BO3-
pacTy (KOHEYHbI NPOrHO3UPYeMbI POCT, BAIN3KNI K Lie-
neesomy).

- TMcuxonoruyeckasi roTOBHOCTb pebeHKa 1 poguTenen.

. PekomeHpgyeTca KoppeKkuuMa Tepanuu JeTam, no-
nyyalowmnm Tepanunio NPONOHrMPOBaHHbIMK aHanoramu MHPT
no nosopy [P, B cnyyae HegoCcTaTOYHOro NofgaBeHUsA ro-
HaZlOTPONMHOB Ha GoHe NeyeHna (pekomeHayeTca yBenunye-
HWe [03bl Npenapata (TPUNTOpPeNnHa UK NennpopenrHa)
c 3,75 mr/28 gHen po 7,5 mr/28 gHen) [131, 137]. YOO — 3,
YYP —B.

BO3pacTa (neBoukm
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JleueHue roHapoTponuH-He3asucumoro MNP
1. Letam c MNMNP Bcneactsme BPOXKAEHHON AUCOYHKLNN

KOpbl HaAgMOYEeYHUKOB PEeKOMEHAYeTCcA NpPoBOAUTb

(obcnenoBaHMe N evyeHne) B COOTBETCTBUM C KAVHU-

yecknmmn pekomeHgauymamm no BOAKH [138]. y44 — 5,

YYP —C.

2. [etAm C roHagoTpOMMH-HEe3aBUCMMbIMU GOpMamm
MNP Bonpoc 0 Ha3HayeHUW NevyeHUs peKomMeHAy-
eTcA pelaTb B Ka)kAOM cCiyyae WHAMBUAYaANIbHO
B CcneunannsnpoBaHHbIX LeHTpax [11, 139]. YOO — 5,
YYP —C.

KommeHnmapuu. B HacToALWee BpeMA UCNONb3YyOTCA
UHrMOMTOPBLI apoMaTasbl 3 MOKoneHua — #neTpo3son, #aHa-
CTpo30n**; aHTU3CTpOoreHbl — #TamokcnbeH** nnu #pynse-
CTpaHT**; aHTMaHAporeHbl — #6rKanyTamug**; npyn 3Tom
He CyLLeCTBYeT efjMHbIX OOLLENPUHATBLIX CXEM 1 f03 Tepanuu
rOHafOTPOMNUH-HE3aBUCUMbBIX GOPM NMpPeKaeBPEMEHHOIO
MOJIOBOro pa3BUTUA AaHHbIMW NpenapaTamm, HO MO AaHHbIM
MMPOBOW NPaKTUKM NPW IeYEeHN FOHaZOTPOMNNH-HE3aBUCH-
MOrO MpexAeBpemMeHHOro NosioBOro pa3BuTna #neTpo3son
NCNonb3yloT B fo3e 2,5 Mr exxegHeBHO nepopasnbHoO, #aHa-
cTpo3on** 1 Mr B eHb exefHeBHO, NepopasnbHO, #TamMOK-
cndpeH** B no3e 10-20 Mr B ieHb eXXe[JHEBHO MepopasbHo,
#dynBecTpaHT** 4 Mr/Kr BHyTPUMBILLEYHO Kaxable 28 AHeNn,
#6ukanytamng** B go3ax ot 12,5 1o 100 Mr/geHb No AaHHbIM
pa3HbIX MCTOYHMKOB [140-148].

OnarHo3 «[pexgeBpeMeHHOe MNONOBOe pa3BuTUE»
He 3HAUWTCA B MOKa3aHUAX K MPUMEHEHMWIO HU Y O4HOrO
N3 BbillenepeyncineHHblX npenapaTtos, NO3TOMY MpU Ha-
3HAaYEHUN NEeKAapCTBEHHOrO MnpernapaTta BHe 3aperucrpu-
POBaHHbIX MOKa3aHUN peKomeHpayeTcAa obnasaTenbHoe
nogpobHoe nHpopmrpoBaHme poauteneli C NOANMCaHW-
emM UMU NHGOPMMPOBAHHOTO COMACKA Y UHULMALUS UK
cornacoBaHuve Tepanuu B Creuuanm3npoBaHHbIX HayYHbIX
LieHTpax ¢ NpoBeaeHreM BpavebHol komuccuu [139].

JleueHne roHagOTPOMMH-HE3aBMCMMOIO MpexaeBpe-
MEHHOro NosoBoro passuTtua npu cnHgpome MOB y geso-
YyeK Ha3HayaeTcA B CJlyyae ornepexeHusa KOCTHOro Bo3pacTa
Ha 2 roga 1 6onee, YacCTbiX 3MM3040B KPOBAHUCTLIX Bblgene-
HUN. B HacToALlee BpemMA peKoMeHOyeTCA Ha3HayeHne UH-
rmbrTopa apomatasbl 3 nokoneHna — #netposon** 2,5 mr X
1 pa3 B geHb. [Npu HeapHEKTUBHOCTM JAHHON Tepanuu — co-
yeTaHUe UM 3aMeHa Ha aHTU3CTPOreHbl — #TamoKcnpeH**
10 mr X 1 pa3 B geHb unu #dyneectpaHT** 4 mr/kr/mecay
[114, 140-145].

[nAa neyeHua roHagoOTPOMUH-HE3ABMCUMOTO MpPEX-
JEeBpPEeMEHHOro MnoJIoBOro pas3BUTUA NpU CUHAPOME
MOB y MmanbuynMKoB, CONPOBOXKAAOLWEroca onepexxeHu-
eM KOCTHOro BOo3pacTa Ha 2 roaa u bonee, n ans neve-
HMA TEeCTOTOKCMKO3a B HacTosllee BpPemMA pekomMeHay-
eTCsl Ha3HaYeHre UHIMbMTopa apomMaTtasbl 3 MOKONeHNUs
#aHacTpo3on** 1 mr x 1 pa3 B AeHb nepopanbHO coye-
TaHUW C aHTUaHZpoOreHamun #6nkKanyTamugom** B fo3ax
o1 12,5 no 100 mr/geHb [146-148].

Bo3moxHa TpaHchopmaumsa roHagoTPOMNMH-HE3aBUCH-
moro [MNP B roHagoTpPONUH-3aBMCMMOE NP KOCTHOM BO3-
pacte, 6513KoM K ny6epTaTHOMY. [1nA ANarHOCTUKU JAHHOTO
COCTOSIHUSI UCMONb3YeTCA CTaHAapTHasA npoba C aHanorom
MHPT. MNpn goka3aHHOM rOHagOTPOMMH-3aBUCMMOM Xapak-
Tepe MNP y geten ¢ nepsuyHo nepudpepuyeckum MNP gos-
MOXHO MPUMEHeHNe MNPONOHIMPOBAaHHbIX aHanoros HPI
[11,149,150].y04 — 3, YYP —B.
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3.2. Xupyprunuyeckoe neyeHue.

. Xnpypruyeckoe unu nyyeBoe fieyeHne o6 beMHbIX
0b6pa3oBaHWii FONOBHOrO Mo3ra y aeten ¢ MNP pekomeH-
AyeTCcA NPOBOAUTb TOMbKO MO NOKa3aHMAM, onpejense-
MbIM BPayOM-HeNpPOXMPypProm: roHagoTPONMH-3aBUCMMOE
npexaeBpeMeHHOE NONIOBOE pa3BUTUE XOPOLO noanaeT-
CA Tepannu NPONIOHIMPOBAHHbIMK aHanoramu MHPI BHe 3a-
BUCMMOCTM OT HO30JIOMMYECKOro BapuaHTa 1 He ABNAeTCA
nokKasaHueMm K Xmpyprmyeckomy nedexuio [125, 126, 129,
130,131, 151.y04 —5,YYP — C.

. Detam c MNP, obycnoeneHHbIM 06beMHbIMU 06pa-
30BaHNAMM HAAMNOYEYHNKOB 1 FOHa, PEKOMEHA0BAHO XU-
pypruyeckoe neuyeHve (CM. NPOTOKON BeAeHMA MauMeHTOB
C OMyXOonAMU HaANOYEeYHMKOB 1 roHag) [152, 153, 154, 155].
yoa —3,YYP —B.

. He pekomeHayetca xupypruyeckoe ypaneHue
KNCT ANYHNKOB AeBoYKam npu cnHgpome MOB, yuntbiBas
NOTEHUMUanNbHbIN HeraTuBHbIN 3ddeKkT Ha GepTUNbHOCTDb
N BbICOKYIO BEPOATHOCTb peuunanBa KACT B OCTaBLUENCA
TKaHW AMYHMKA. VICKniouyeHne cOoCTaBnAlT Clyyau Anu-
TENIbHOM NEePCUCTEHLUN KUCT U NOAO3PEHME HAa HOBOO-
6pasoBaHue [114]. Y44 — 5, YYP — C.

3.3. IHoe neyeHne.

. Detam ¢ cuHpgpomom MakKbloHa-Onbpalita-bpan-
LeBa PeKOMEeHAOBaHO [MpPOBOAWTb Tepanuio Kakgoro
KOMMOHeHTa 3aboneBaHUs B 3aBUCUMOCTY OT NpefCTaBleH-
HOCTU MpPOABNEHWI 3a00NeBaHUA B KaXAOM KOHKPETHOM
cnyvae [114]. Y04 —5,YYP —C.

Kommenmapuu. Manbunku ¢ XI'Y-cekpetnpyowmmm
repMUHATUBHO-KIETOUYHbIMW OMYXONAMM MNOJYYaIOT leveHune
Yy Bpayern-oHKOJIOroB N0 COOTBETCTBYIOWMM NPOTOKOaM
[156,157].y0O0 — 3,YYP —B.

4. MEANLUNHCKAA PEABMNINTALINA,
MEAULUMNHCKUE MOKA3AHNA N NPOTUBOMNOKA3AHUA
K NMPUMEHEHUIO METOAOB PEABUJTIUTALIUA

Mpu OTCyTCTBMM CBOEBPEMEHHOIO Ha3HAUYeHWA neve-
HUS NpU NpeXAeBPeMEHHOM MOSIOBOM Pa3BUTAM OTMeE-
YaeTcA YCKOPEHHOEe 3aKpbiTUe 30H POCTa U HeraTMBHbIN
MPOrHO3 KOHEYHOro POCTa, YTO MOXKET NOTPeboBaTh NCu-
XONOrNYeCKOW NoAAePKKY AN agantauuy naymneHTa.

5.MIPOOUNAKTUKA U AUCNAHCEPHOE HABJIIOAEHUE,
MEAWUNHCKUE NOKA3AHNA U NPOTUBOMOKA3AHUA
K NMPUMEHEHUIO METOAOB MPOOUNIAKTUKIN

. Bcem peTam pekomeHAyeTcs A/ PAHHENO BbifAB-
NeHNs MPU3HAKOB MPEXAEBPEMEHHOIO MOJIOBOrO pPa3Bu-
TS U CBOEBPEMEHHOrO Ha3HauyeHWsA JieYeHUsa NpoBOANTb
aHTPOMOMETPUMIO (CKOPOCTb pOCTa 3a MpepLecTByoLne
6-12 mec), OLeHKy NMON0BOro pa3BUTUA Ha OCHOBaHUM LLIKa-
nbl Tanner [4,471. YOO — 3, YYP — B.

. [eTam ¢ npexxgeBpeMeHHbIM MOJTIOBbIM Pa3BUTUEM
peKomMeHAyeTCA NMpOBOAUTL perynspHoe obcnefoBaHue
C OLleHKON NapameTpoB 3¢ PeKTUBHOCTU Ha GOHe NPOBOAU-
Moro nevenus [3, 117]. Y04 — 5, YYP — C.
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6. OPTAHU3ALINA OKA3AHUA MEAULIMHCKOWN
nomMowyu.

MokasaHua gnAa rocnUTanusauun B MeQVLUVHCKYI0
opraHuMsauymio.

- [lnaHoBadA rocnuTanuMsayma B cneymnanm3npoBaHHbIN
cTaynoHap (gHeBHOW CTauMOHap) AeTel C nogjospe-
Hvem Ha [MMP nnu gna npoBegeHua ANHAMNYECKOTO
obcnenoBaHNA NokasaHa Npu HEBO3MOXKHOCTU NMpPo-
BeAeHUs obcnefoBaHUA B MOJHOM obbeme amby-
natopHo. lMnaHoBas rocnutanusauma B cneyunanu-
3MPOBaHHbIN CTaUMOHApP WIN AHEBHOW CTauWOHap
Jeten € ycTaHoBneHHbIM aguarHosom [P nokasaHa
npyv Heob6XoAUMOCTU PELIEHUA BOMPOCAa O Ha3Haue-
HUWN NpenapaToB BHE 3apPerncTprMpoBaHHbIX NoKa3a-
HUN.

- DKCTpeHHas rocnuTanusauma feteln B CTauuoHap
c nogospeHnem Ha MNP npu HannumMm HeBpONOrMYeCcKon
CYMMNTOMATUKK, CUMMTOMAaX «OCTPOro »KUBOTa» Ha ¢poHe
06BEMHBIX 06Pa30BaHNIA rOHAA UM HAAMOYEYHNKOB.
Moka3saHMA K BbINNCKe NauneHTa U3 MeguLMHCKON

opraHmMsauvn:

- [locne yTouHeHMA guarHosa u onpegeneHva AanbHeun-
LIeN TaKTUKW BeAEHMA.

- MapuwpyTtnsauma nauuMeHTa B Chneuuann3npoBaHHY0
MeANUMHCKYI0 OpraH13auuio Npu OTCYTCTBUN BO3MOX-
HOCTM YTOYHEHMA AMarHo3a W onpefeneHus TaKTUKK
BelleHUsA B YCNIOBUAX rOCNUTanmM3aunn B TeKyLen Mean-
LMHCKOW OpraHusaumu.

7. AONONHUTENIbHAA NHOOPMAL A, BINAIOLLAA
HA TEMEHUE U NCXOA 3ABOJIEBAHUA.

Ha TeueHue n ucxop 3aboneBaHunsa BAUAIOT CPOKU Ma-
HudecTaun 3aboneBaHuA, CPOKU YCTAaHOBNEHUA Aua-
rHo3a, 0COGEHHOCTN OCHOBHOrO 3aboneBaHUsA, Ha GOHe
KOTOPOro pa3BuIoCh NPeXAeBPEMEHHOMO NOJIOBOE pas-
BUTUE

AONOJIHUTENIbHAA UHOOPMALINA

MopAnok o6HOBNEHMA KAMHUYECKMX peKomeHgauui. MexaHn3m
OOHOBNEHNA KNMHUYECKMX PEKOMEHAALMI NpefycMaTpUBAEeT X cMcTeMa-
TUYECKYI0 aKTyanu3aumio — He pexe yem 1 pa3 B 3 rofa, a Takxke npu no-
ABIEHUM HOBbIX JAHHbIX C MO3MLMMN AOKa3aTeSIbHOW MeAULIMHBI MO BOMPO-
CaM AMArHoCTVKY, neveHns, NPodUNakTUKN U peabunmnTaLmum KOHKPETHbIX
3ab0neBaHUiA, HanMUMM 060CHOBAHHBIX AOMONIHEHMWI/3aMeuaHuii K paHee
yTBepxaeHHbIM KP, HO He vaue 1 pa3a B 6 mec.

UcTouHnkn ¢puHaHcmpoBaHua. PaboTa BbINOMHEHa MO MHULMATUBE
aBTOpPOB 6€3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH®nuKT mHTepecoB. ABTOpblI AEKNapupYlOT OTCYTCTBME ABHbIX
N MOTeHUManbHbIX KOHGIVKTOB MHTEPECOB, CBA3AHHbIX C CofdepKaHneM
1 ny6nuKaumen HacTosLLen cTaTby.

YuacTtue aBTOpOB. Bce aBTOpbl 0006pnnv drHaNbHY0 BEPCUIO CTaTby
nepep nybnvkauuei, BbIpasunmu coriace HeCT OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, MOAPa3yMeBaloLLy0 HagNeXallee UsyyeHne 1 pelleHre
BOMPOCOB, CBSA3aHHbIX C TOYHOCTbHIO UM OBPOCOBECTHOCTbIO SOOI YacTh
paboTbl.
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Ta6nuua 3. Kputepun oLeHKr KauecTBa MEAULIMHCKOW NOMOLLM

KpuTtepum kauecTBa

YpoBeHb
[OCTOBEPHOCTIU
AoKasaTenbcTB

YpoBeHb
y6epuTtenbHOCTU
peKkomeHpauun

1. BbIinonHeHbl M3mepeHmne pocTa 1 oueHka SDS pocTta

yoa —3,YYP —B.

yon —3,YypP—B

MpoBeneH NoAcYeT CKOPOCTU POCTa 3a NpefLlecTsytoLve 6—12 Mec

2. (MPV HaMMUKK AaHHbIX POCTa) YAl —3,y¥P—B YA —3,YYP—B

3. BbiNosHeHa KNMHMYecKas oLeHKa NoloBOro pasBuTus VI — 3, YYP — B VI —3,YYP — B
Ha OCHOBaHWU LWKanbl TaHHep

4 BbinosnHeHa peHTreHorpadua KUCTell C OLieHKOM KOCTHOrO BO3pacTa VI — 3YYP— C VI — 3,YYP — C

npwv gnarHoctuke MNP

5. BbinonHeHo nccnegosaHune yposHA JII Kposu npu guarHoctuke MNP

yao —3,YyP—B

yon —3,YyP—B

Y peten c npexagespemMmeHHbIM agpeHapxe BbINOJIHEHO onpeaeneHne

B Kposu 170HP, AMA/OMNA-C npu gnarHoctumke MNP

yoa—3,YYP —B

yon —3,YYP—B

Manbuunkam c roHagoTponuH-3asucumbim MNP 1 geBoykam
7. croHagoTponuH-3asucumbim MNP mnagwe 6 net BbinonHeHo MPT
ronoBHOro Mo3ra npu gnarHoctuke MNP

yoo—4,¥yp—C

yoa—4,¥YYP—C

BbinonHeHo Y3W opraHos manoro Ta3ay gesouek c MNMP n Y3

8. MOLLOHKM y Manbunkos ¢ MNP npw gnarHoctuke IMIMP YAR—4YYP—C YAR—4YYP—C
MNposeneHbl BU3yanusnpytoLme meToabl UCCnefoBaHnA
g, HaAnouedHmkos (Y3U/MPT/MCKT) peTtam c agpeHapxe VI — 4, YYP — C VI — 4, YYP — C

n/unu c nosbiweHHbIM yposHeMm [AMNA n/unn AMNA-C

npw gunarHoctuke MNP

[eBoukam mnaglue 6 fieT 1 MasbunKkam Mnagiwe 9 net HasHayeH
10. aHanor [H-PI nponoHrnpoBaHHOro AenNCTBMA NPU fOKAa3aHHOM

ueHTpanbHom [P

yaoo—5,yyp—C

yon—5,¥yP—C

Hetam c yeHTpanbHbiM MNMP, nonyyaowmm neyeHme aHanorom

11.

MH-PI nponoHrnpoBaHHOro AencTBrA, MPOBOANUTCA pPerynapHoe

(1 pa3 B 6-12 mec.) obcnenoBaHme ansi oueHKn 3¢ GeKTUBHOCTY

Tepanuu

yaO —5,YYP —C

yAO —5,YYP —C

Jetam c yeHTpanbHbiM MM1P, nonyyatowmm neveHne aHanorom M-Pr
12. NPONOHIMPOBaHHOIO AEWCTBMA, NP BbIABNEHNN HEIPPEKTUBHOCTU
NPOBOAVMOrO JieueHuA, NPoBefeHa KoppeKUuma Tepanmu.

yoa—3,YYP —B

yono—3,YYP—B
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YBennueHne MOMOYHbIX Kenes

|/u1|/|C ogggez'Tj{z;ngﬁfngo- y Yckopetibt:
O)éT <2pSD KB. onepexaeT < Pocr, ) pocT >2 SD, K.B. onepexaeT
P e P KOCTHbI BO3pacT nacnopTHbIN
NacnopTHbIN MeHee, yem

Ha 2 n 6onee net

Ha 2 roga

SN /

PebeHok fo 3 net Pe6eH??ﬁecTTapme > Mpo6a c Ir-Pr
VsonnposaHHoe " ﬂo”gfsg?r”b"" 4/|-|M3K3MQJOCTI'BeT nr\A My6epraTHblil oTBET
* ’
Tenapxe MNosbiweH oteeT OCI 22 BbICOKUM
HabniogeHue Cm. npunoxeHue b2 NctuHHoe MNMP
MPT ronosbl
JleueHne
NPOSIOHIMPOBaHK-

HbIMW aHanoramm MHPI

62. AJITOPUTM AUATHOCTUKIW NMNP Y AEBOYEK C NPEXXAEBPEMEHHbIM YBEJINYMEHMEM MOJIOYHbIX KEJIE3
N MEHCTPYANIONOAOBHbIMU BbIAENEHUAMMU

I'Ipemp,eBpemeHHoe yBeNInYeHNne MOJTIOYHbIX »Kene3
N MeHCTPYyanbHaA peakyna

Y

y Hwuskuin oteeT JII
Mybepratibii o Mpo6a c JIT-PT > n OCT,
22 BbICOKUN
Hanunune nateH
WcTtuHHoe MNP Kode-c-MONOKOM U/Unw 33&”58#3 mﬂy.(%%ﬂ
¢$nbpo3HOM AnCnnasnm Y AVIYHMKa
¢ Cungpom MOB
MPT ronosbl
HabniogeHve unu neyeHne PelueHue Bonpoc
aHTM-3CTPOreHaMM UK 06 onepaTVBHOM
/\ VHIM6MTOpaMmn apomMaTasbl neyeHun
Onyxonu UHC Mpavonatnyeckoe
(ramapToma) nnp
Jleuenue

aHanoramu JI-PI
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B63. AJICOPUTM AUATHOCTUKIN NNP Y AEBOYEK C NPEXAEBPEMEHHbIM N30JINPOBAHHbIM AAPEHAPXE

OcmoTp Bpava
aKyliepa-rmHeKkosora

!

UmetoTca < CvmnToMmbI BMpninsaymmn > He nmetotca
reHvTanumn
YckopeHbl: pocT >2 SD, CooTBeTCTBYIOT BO3pacTy
K.B. OMepexaeT NacnopTHbIN [« PocT 1 KOCTHbIN BO3pacT > UIN YCKOPEHbI He3HAUYNTENbHO
Ha 2 1 6onee net pocT <2 SD, K.B. onepexaeT
i NacrnopTHbIN MeHee
yem Ha 2 roga
Y3/MPT Hagnoye4yHUKOB,
ANYHVKOB
¢ ¢ \ \d
17 OHN [IFA-C TecTocTepoH 17 OHM AroA-CT
" 1 1M1 1 cooTBeTCTBYET
ny6epraty
Y Y Y Y ‘
Mpo6a c AKTI
BAOKH Ha ?_I'-(')Y{);?{”Hbm Ka SSX:(M)E; /MynNbTUCTEPOVAHbIN aHanm3/ > fKogﬁ : H)?ee
A MOJ.-TeH. nccnegosanmne CYP21 ApeHap
JleueHue .
rnoKoKopTukonaamu +/- | | OnepaTtnBHOe yaaneHue HeK”aCC”q;CSIM_'M RepuumT HabniogeHune
MUHEPANIOKOPTMKOVAAMM
HabntopeHve nnn neyeHne
rIOKOKOPTUKOMAMM
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KINMMHNYECKWE PEKOMEHOALINN

B4. AJITOPUTM AUATHOCTUKW NMNP Y MAJIbMUKOB

R —

ﬁw‘g‘ B

rmmo
i

Y Y Y
Onyxonu MpexpeBpemeHHoe
> Anyek BAKH afpeHapxe
O
Yy
Xry-
LlenTpanbHoe TecTOTOKCMKO3,
cekpeTupyioLime
nne cmHgpom MOB FePMUHOMBI
\d v L4 Y Y Y
Mpw MPT ronosHoro
MPT TECTOTOKCMKO3€ mosra TeHeTnuecKun
roI0BHOro reHeTuyecKum MCKT Y34 aHanu3 HabniogeHune
MO3ra aHanu3 cpepocTeHmns Anyek cYP21
LHCGR 11 330PIOLWINHHOIO
NPOCTPaHCTBa
A A A A v
Bnokatopbl TniokokopTyW-
Ananoru MHPT apomarasbl Xnmnotepanus Xupyprus KoUb!
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