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Y3W — ynbTpa3ByKOBOE nccnegoBaHne
X — roHagoTPONUH XOPUOHNYECKUIA

GH-1 — reH ropMoHa pocTa

TepMUHbI 1 onpepeneHns

AHOTanbMUA — OTCYTCTBME rMasHbiX A6M0K B pe3ynbTaTe areHe3unn/annas3mm 3adyaTka rnasHoro
abnoka.

AcTpouuToMa — rnuasnbHaga onyxoJsib roOIOBHOMO MO3ra, BO3HMKaloLWaa U3 acTpoumTOoB. OcHoBoM
Jie4yeHna aCTPpoUuMTOM ABNAeTCd Xnpyprmyeckoe BMelwaTe/ibCTBO, B nocsieaywouweMm — XMmMno-
n nyyepaqa Tepanu4d.

BTOpWYHbIN rMnoroHagnaM (rMnoroHafoTPOMNHbIN FTMNOroHagnM3M) — naTonornyeckoe CocTosiHme,
06yCnoBIEHHOE OTCYTCTBMEM WU CHDKEHUEM PYHKLUN FOHaAO0TPOMHbIX ropMoHoB: J1I n OCT.

BTOPUYHBIN FTMNOKOPTULM3M — 3a60neBaHue, 0BYCIOBNEHHOE OTCYTCTBMEM WU CHUXKEHNEM
cekpeuunn AKTT.

BTopuuHbIi runoTnpeos — 3abonesaHmne, o6ycrioBieHHOE OTCYTCTBUEM WUIN CHKEHNEM CEeKpeLnn
TTI

lFamMapToMa runoTtanaMyca — pefkas Lob6pokayecTBeHHas Onyxosb runotanamyca, (no
MopdONorMyeckoi knaccudmkaLmm COOTBETCTBYET raHMMoOLUTOME, NPOSBNAOLLAACS
HEBPOIOrMYECKON CUMNTOMAaTUKOW, KOTHUTUBHBIMU PacCTPONCTBAMWN U MPEXAEeBPEMEHHbIM MOMOBbLIM
co3peBaHUEM.

lepM1HOMa (AMcrepMmMHOMa, NHeanoMa) — AU30HTOreHeTMYecKas OrnyxoJsib, ABMSIOLLAACS
CNefcTBMEM HapyLLEeHNs TKaHeBon AnddepeHLUPOBKU U MUTpaLLMK TKaHe Ha paHHUX aTanax
pa3BUTUA IMOPMOHA Y JTOKaNMU3YIoLLascs, Kak NPaBusio, B rMyBUMHHbLIX CTPYKTYpax rofioBHOrO Mo3ra:
runoduse, rMnoTanamyce, TPETbEM XeNyaouKe, NepeKkpecTe 3puUTeNbHbIX HEPBOB, LINLWKOBULHOM
Tene, 0611acTM OCHOBaHUS MO3ra U NMPOSBASAIOLLAACA HEBPOJIOrMYECKON CUMMTOMATUKOM

W NMPU3HaKaMU runonuTynuTapmsaMa.

TMnonutynTapuam (runotanaMo-runodursapHas HeJoOCTaTOYHOCTL) — 3aboneBaHne, 06ycnoBneHHoe
OTCYTCTBMEM UNN CHUXXEHMEM CEKPELIMM rMnoTanaMmyecknx HeMporopMoHoOB, OGHOMO nnu 6onee
runodpusapHbiX FOPMOHOB. B pamMkax runonnutymtapuama Hanbonee yacto BcTpevaeTtca aeduumnt CTT,
KOTOpPbI MOXET ObITb M30NIMPOBAHHbLIM UM COYETaTLCH C HE[OCTAaTOYHOCTAMMU APYTUX TPOMHbIX
rOPMOHOB.

[Mnoma 3puUTENbLHOro HEpPBa — MEA/IEHHO PacTyLLas NepBMUYHas OMNyxXosib, Pa3BUBaloLLAsACs U3 CTBONA
3puUTeNbHOro HepBa. OCHOBHbLIM METO[IOM JIeUYeHUs IBISETCA XUPYpruyeckoe, Npu HeobxoanmMocTm —
nocrnepyiowas peHTreHoTepanus.

[ononpo3saHuedanus — Taxenoe HapyLlweHue GopMUpPoBaHUS MO3ra, NP KOTOPOM GUKCUpPyeTCs
NONHOE NN YacTUYHOE OTCYTCTBME pa3fefieHns Ha NonyLwapus B coYeTaHum ¢ APYrMMm NopoKamMm
pas3BMTUA rofnoBbl U Nuua. CUMNTOMaMn aHHOIO COCTOAHUSA ABMAIOTCS aHOManbHoe GopMupoBaHme
nnua ¢ pasBUTUEM LIMKNOMNUK, XO6OTKOOBPA3HOro Hoca (UM OTCYTCTBUS HOCA), 3adA4bei ryobl

N pacLenvHbl TBEPAOro Heba.

KpaHnodapuHrnoMa — BpoxxaeHHas onyxosb rofloBHOMO MO3ra annTennanbHOro CTPOEHUS,
pasBuBatoLwancsa n3 aMbpmnoHasnbHbIX KNeToK rmnodmsapHoro xoga (kapmMaHa PaTtke)

N NPOSBASIOWAACA HapyLUeHNEM 3peHUS, FOI0BHOWN 60MblO, TMNOrOHaAN3MOM U MOPaXXeHNeM
YyeperHbIX HEPBOB.

Mepnynno6nactoMa — 3noKa4yeCcTBEHHAA HEMPO3KTOAEPMAbHas OMyXosb 3afHEN YepPErnHOM AMKMU,
TpebyioLLas KOMMIEKCHOrO NNeYEHUNA: XMPYypPruyeckoe yaaneHme SOrnonHAeTCcs 1y4eBomn
N XMMHoTepanuen.



HecaxapHbii pnabeT — 3abonesaHne, 06yCroBNeHHOEe OTCYTCTBMEM UMW CHDKEHNEM CeKpeLmn
Ba30MpeccuHa, xapakTepuayloLieecs HeCrnocobHOCTLIO MoYek peabcopbrpoBaTh Boay
N KOHLUEHTPMPOBaTb MOYY M NPOABAAIOLLEECS BbIPAaXXEHHOWN XXaXkA0N 1 MNonnypuen.

MaHrMnonuTynTapmuam — 3abonesaHune, o6yCcloBNEHHOE OTCYTCTBUEM UMM CHUXEHUEM CEKPELMM
BCEX FOPMOHOB, MPOAYLMPYEMbIX TMNODUIOM.

CTr-peduvunt (coMmaToTponHast HEAOCTAaTOYHOCTb) — N30NTMPOBAHHbBIN AePULUT COMATOTPOMHOIo
ropMoHa.

dneHouMoMa — 3110KaYeCcTBEHHasi OMyXoJsb LLIeHTPanbHON HEPBHOWM CUCTEMBI, KOTOpPas pa3BuBaeTCs
N3 KJNIETOK 3MeHAUMbI KeNyA0YKOB MO3ra U LLeHTPanbHOro KaHarna CMMHHOMo MO3ra, Yalle BCero
pacnonaraioLiascs B 3afHe YepenHoin aMKe 1 nogsiexallas B OCHOBHOM KOMBUHUPOBAHHOMY
NEeYEHMIO: XNPYPrMYecKoMy, LOMNONIHEHHOMY NyYeBON Tepanue.

1. KpaTtkas uHdopmMaums no 3aboneeaHuio unu coctosiHuio (rpynnbl 3a6onesaHuin unm
COCTOSIHUIA)

1.1 OnpepeneHue 3aboneBaHUs Unu cocTosiHUS (rpynnbl 3a6oneBaHWii UM COCTOSIHWIA)

mnonuTyntapmnam (rmnoTtanamMo-runodmnsapHas He[oCTaTOYHOCTb) — 3aboneBaHune, o6ycrnoBneHHoe
OTCYTCTBMEM UNN CHUXXEHMEM CEKPELIMM TMNoTanaMmMyecknx HeMpPoropMoHoB, 0QHOro nnu 6onee
rmnodmsapHbIX FOPMOHOB. B pamkax runonntyntapnama Hanbonee yacto BcTpedaetcs gebmunt CTT,
KOTOPbIN MOXET BbITb N30NIMPOBAHHLIM UM COYETaTbCA C HE[OCTAaTOYHOCTAMM APYINX TPOMHbIX
ropmoHoB [38].

1.2 3tnonoruns u natoreHe3 3abonesBaHnsa nam coctosiHUA (rpynnbl 3abonesaHUii N COCTOSIHNIA)

rVII'IOI'II/ITyVITapVISM Yy neTen MoXeT ObITb 06yCJ'IOBJ'IeH BPOXAOEHHbIMU U I'IpVIOﬁpeTeHHbIMI/I npuynHaMn.
BonbwmrHCTBO cny4yaeB rmnonnTyntTapmuaMa aBnda0TCAa pe3ysibTaToOM NaTonornm runotanamMyca n ero
HOXKMW, KOTOpble BeOyT K He4OCTaTOYHOCTU rnrnoTanaMmyeckmnx CUrHanoB K runoduay.

3THonorus rmnonuTyuTapuama y getei [1].

1. Upnonatnyeckmnn runonnuTynTapmam
1.1 Ugnonatunueckuin I'M

1.2 HeilpocekpeTopHas guchyHKUUa

2. BpOXXAEHHbIN rMNonNnTynTapmnam

2.1 HacnepcTBeHHbI n30nMpoBaHHbIA geduunt CTI

2.1.1 MyTauuu reHa ropMoHa pocTta (GH1)
o Tun IA: peneumnsa reHa CTI, ayToCcOMHO-peLeccmBHbIN TN HacnegosaHua (ILlig-tun CTr-peduumTa);

e TN IB: ayTOCOMHO-peLI,eCCVIBHbIVI TUN HacnepoBaHUA;
e TuN Il: ayTOCOMHO-AOMUHAHTHbIV TUMN HAcNefoBaHus;

o TUN IlI: X-cuenneHHasa peueccuBHaa ¢opMa HacnegoBaHUA.
2.1.2 MyTauuu reHa peuentopa 'P-PI' (GHRH-R)

2.2 HacnepcTBeHHbI MHOXECTBEHHbIV AepuUUNT ropMoHOB afeHornnopusa

MyTaumm reHos POU1F1 (PIT1), PROP1, HESX1, LHX3, LHX4, HESX1, Pitx2 n gp.

2.3 Matonorus passutus LLHC

2.3.1 CenTo-onTnyeckas gucrnnasuns

2.3.2 Tvnonnasusa ageHorunoduaa, rmnonnasunsa/annasng runodmnsapHoOm HOXKM, IKTONUS
Henporunodmnsa

2.3.3 lNycToe TypeLkoe cenrio (BKroyasa annasmio runopunsa)

2.3.4 CVHOPOM CONMMTapHOro BEPXHEYENIOCTHOrO pesua

2.3.5 PacwenvnHa Heba



2.3.6 lTononpo3saHuedanus

2.3.7 ApaxHoupganbHasa K1ucTa
2.3.8 BpoxxaeHHas rugpouedanus
2.3.9 fipyrue

2.4 KoMnneKcHbIi CMHAPOM BpoXaeHHoro M

2.4.1 MaHumToneHmnsa MaHKOHU
2.4.2 CuHgpom AkceHdenbpa-Purepa
2.4.3 Opyrue

2.5 MpeHaTanbHas NHPeKUUs

2.5.1 KpacHyxa
2.5.2 Opyrve
3. MprobpeTeHHbIN TMNONUTYUTapPU3M

3.1 Onyxonu runoTtanamo-runogusapHoin obnactu

3.1.1 KpaHnodapuHrnoma

3.1.2 lepMMHOMa (ANCrepMmMHOMa, NMHeanoma)
3.1.3 N'amapToMa runoTtanamMyca

3.1.4 Henpodpunbpoma

3.1.5 AgeHoMa runodpuaa

3.2 Onyxonu Mo3ra, He CBAI3aHHble C rMnoTanaMo-runopusapHoin 06nacTblo

3.2.1 AcTpountomMa

3.2.2 3neHgmMMoMa

3.2.3 [NM1MoMa 3puTenbHOro HepBea
3.2.4 Mepynnobnactoma

3.2.5 Opyrune

3.3 JleyeHuvie no noBoAy onyxosieli BHe roJIOBHOro Mo3ra

3.3.1JlumMdobnacTHbIN Nenkos
3.3.2 Mrneno6bnacTHbI NenKkos
3.3.3 lumdpoma

3.3.4 ConupaHaga onyxorb

3.4 TpaBMbl

3.4.1 YepenHo-Mo3roBad TpaBMa
3.4.2 Xvpypruyeckoe noBpexgeHne runopursapHon HOXKM

3.5 UHdekummn

3.5.1 BupycHbIi, 6akTepmanbHbii aHULeDannT n MEHUHIUT

3.5.2 Hecneuundunyecknin (ay TOUMMYHHBIN?) rnodusnT

3.6. NHOUNbTpaTMBHbLIE GONE3HU

3.6.1 TuctmounTos

3.6.2 Capkounpo3s

Bpo>kaeHHbIM TrMNoNUTYUTapmM3M MOXET ObiThb BbI3BaH MyTaLMAMUM B FreHaX, KOHTPONMPYIOLLMX
nponykumio CTT, BOBNEYEHHbIX B pOpMMpOBaHmMe runodmnsa, OTBETCTBEHHbIX 3@ peannsaunio cMrHana
FOPMOH pocTa — PUNU3NHr-ropmoH (MP-PIN).

e HacnefncTBeHHbIN M30NMPOBaHHbIM edULMT FOPMOHA POCTa acCoLMMpPOBaH € 5 pas3nnyHbIMu
BapuaHTaMu reHeTnyeckunx gedekTos [2 - 9] (Tabnuua 1, MpunoxeHue A3).

e HacnepcTBeHHbIN MHOXECTBEHHbIN feduunT ropMOHOB ageHormnodunsa

[MoMnMO n3onmpoBaHHON GOPMbI, U3BECTHbI HAaCNEeACTBEHHbIE BapuaHTbl HegocTaTouyHocTu CTT,
coyeTaloLmecs ¢ AePuULMTOM OPYrux TPOMHbIX FOPMOHOB rmnodunsa. MonekynspHon oCHOBOM
MHOXeCTBEHHOro fedpuuunTa runodursapHbIX FOPMOHOB ABNSIOTCA MyTauun B reHaX, KOAUPYIOLLLNX
rmnodpusapHble TPaHCKPUMLMOHHbIE GaKTopbI, yyacTBylOLWMe B aMOproreHese ageHornnopusa.

K BaHHbIM reHam oTHocATcA reHbl: POU1F1 (PIT1), PROP1, HESX1, LHX3, LHX4, Pitx2, OTX2, npn 3TOM



NnaTonorug pasnuyHbIX reHOB BbI3bIBAET Pa3/INYHYIO KIIMHUYECKYIO KapTUHY 3abonesaHus [10, 11 - 16]
(Tabnuua 2, NMpunoxeHne A3).

[na nauneHToB, nMetowmnx Mytaumm POULF1 (PIT1), xapakTepeH Taxenbin geduunt CTI
M nponakTuHa [17 - 18], Torga Kak cTeneHb BblpaXXeHHOCTN HefocTaToyHOCTU TTI MOXeT
BapbupoBaTb.

Hanbonee yacTbiM U3 BCEX M3BECTHbIX B HACTOALWEe BPEMS FEHETUYECKMX AeDEKTOB, Nexallnx

B OCHOBe BpoxpaeHHoro [T1, asnaeTtca natonorna PROP1 [19]. B otnnyue ot nuu, ¢ gedektoMm POULF1
(PIT1), nauneHTbl ¢ MyTaumen PROP1 nMeloT conyTCTBYIOWNI FTMMMOrOHaANU3M U TMNOKOPTULLUSM.
'MNoKopTULM3M pa3BMBaETCS NOCTENEHHO U MaHMdeECTUpPYeT, KaK NpaBuno, He paHee NogpPOCTKOBOIro
BO3pacTa, XOTd MOryT BCTpeyaTbCcs crnyyvaun ¢ gebloToM B paHHeM geTtcTse [20 - 21]. Okono 20%
naumeHToB ¢ MyTauuamm PROP1 nmeloT runepnnasuio ageHornmnodunsa npu npoBeaeHUm MarHUTHO-
pe3oHaHcHom ToMorpadun (MPT) [22 - 24] c nocnenyioLwern ee MHBOMIOLMEN B MPOLECCE XU3HU,
BMMOTb A0 Pa3BUTUA «MYyCTOro TypeLkKoro cegna» [22, 24 - 25]. MPT-kapTuHa runepnnasnmv
ageHorunodusa y pebeHka noboro Bo3pacTa ¢ gedunumtom CTI/Mpn/TTI aBnaeTcsa nokasaHueM ans
MONEeKYNapPHON ANarHOCTUKK, B NepBYIO ovepenb, ANng aHannsa reHa PROP1 [25]. MaTonoruns reHa
HESX1 («homeobox gene expressed in embryonic stem cells») onncana y geten ¢ ['T1, coyeTaHHbIM

C cenToonTuyeckon gucnnasmen (cmHgpom de Morsier). CuHgpom de Morsier nogpasymeBaeT Tpuagy
BPOXAEHHbIX aHOManum cpefHero Mo3ra, 3puTenbHOro aHanuaaTtopa v runodunaa:

e runonnasnda 3puTesibHbIX HEPBOB U XMa3Mbl,
e areHesus/runonnasng NpPo3pavyHor Neperopoakn NN Mo3onmncToro Tena,

e rvnonnasunsa runodusa v runonutymtapusm: ot UANP oo naHrunonutymtapusma.

BMecTe c TeM, Janeko He y Bcex AeTel ¢ KNMHUYECKMMN NPU3HaKaMm CenTo-ONTUYECKNA AMcnnasmm
ypaeTcs BbISBUTb MyTauum reHa HESX1, 4yto cBnaeTensCcTByeT O BEPOATHOM NPMYACTHOCTU OPYruX,
NoKa He N3BECTHbIX FEHOB, B pa3BUTUM cuHApoMa de Morsier [16].

B yacTHOCTH, OtX2 — OOMNH U3 TPAHCKPUMLMNOHHbLIX GaKTOPOB, POSb KOTOPOro B PasBUTUM
rmnoTanaMo-rmnodunsapHom CUCTEMbl BO MHOIFOM OCTaeTCs HEeSICHOM (Ha CErofHs N3BECTHO, YTO OH
BNUSET Ha akcnpeccuio HESX1), TeM He MeHee, MyTaLun B reHe, ero kogmpyowmm (OTX2), BbiIgBNEHbI
npu cento-onTuyeckom gucnnasumn. N3eectHole MyTaunm OTX2 accoummnpoBaHsbl

C rMNoNUTYNTapn3MOM, COYETAIOLLMMCS C TSHKENOW naTonorven rnas — bunarepanbHom
aHodTanbMmen nnn MukpodTansMmen [26], 3agepXXKom NCMXOMOTOPHOIO Pa3BUTUSA, CydoporaMm

M pasnnyHbiMM MP-aHOManuaMu: rmnonnasuen ageHorunnodmsa, runonnasmven (annasmemn) BOPoOHKM
M 9KTOMMEN Henporunodusa [27 - 29].

[eTepo3nroTHble MyTauum reHa GLI2 6b1nn naeHTUULMPOBaHbI Y NaLUUEHTOB

c rononpo3aaHuedanmen. Y Bcex u3s Hux Habnogancs M, coyeTalowmmncs ¢ pasnmyHoOn cTeneHun
BblPaXX€HHOCTWN YepenHOo-NNLEBbIMU aHOMANMUSAMN: X060TKOOBPa3HbIN HOC, PaCLLENMHbBI MAFKOro
1 TBepaoro Heba, cConuTapHbIn BepxHeventocTHou pesel, [30 - 31]. C apyroin CTOPOHbI, onucaHbl
MyTauuu B reHe GLI2, accounmnpoBaHHble ¢ ['T1 6e3 cpeanHHbIX YepernHo-NuLeBbiX aHoManmm [32 -
33].

MyTaumm LHX3 Bbi3biBalOT HEAOCTATOYHOCTb TPOMHbLIX FOPMOHOB, 3a UCKoYeHneM geduumnta AKTI
B OOMbLWNHCTBE Clly4yaes, XOTH NaLMeHTbl C TMMNOKOPTULIM3MOM Tak Xe onncaHsbl [34]. Kak npasuno,
npw gedekTe [aHHOrO reHa MMeeTcs rmnonnasua runodusa, NPU aToM Henpornnodus, BOPOHKa

N CpeduHHble CTPYKTYPbl FONIOBHOrO MO3ra MHTaKTHbI. BOMbLWNMHCTBO NaLUEHTOB MMEIOT KOPOTKYIO
Lelo, CoveTalLyoCca C PUrngHOCTbLIO WWEeN U MO3BOHOYHMKA, XOTHA OMUCaHbl NaLUEHTbI C 4OCTAaTOUYHbIM
06beMoM OBuMxeHUI [35], y HEKOTOPbIX BbIIBNIEHA TYrOyXOCThb.

B 3aBMCUMOCTHM OT xapakTepa MyTaunun LHX4 rmunonutyutapmam BapbupyeT oT naonnposaHHoro CTI-
peduumta 0o naHrunonutTyntapmamMa (B 60MbLLUMHCTBE CllyYaeB MMeeTCs coveTaHHbIn aebnunt CTT,
TTI n AKTT), runonnasusa ageHorunodusa, B HEKOTOPbIX ClyYasX coveTalowasncs ¢ runonnasmen
BOPOHKU U 3KTOMNMEN Henpornnodusa, runonnasnen Mosonmctoro tena [36 - 37].



MprobpeTeHHbIN rMNoONUTYUTapn3M Hanbonee YacTo 06yCOBNEH Pa3BUTUEM OMYXONeNn LeHTPanbHon
HEePBHOW CUCTEMbI Pa3INYHOM 3TUONOrK, B MEPBYIO O4epenb, 3aTparnsaiowMMm runoTanamo-
runodusapHyio obnacTb. [locne NpoBefeHHOro NeYyeHns Takux onyxonen (onepaums, nyvyesas
Tepanus, XMMmnoTepanus), Kak npaBuio, NPoSBAEHNS TMNONUTYUTapM3Ma HapacTaloT.
KpaHnodapuHrnoMa aBnseTcsa onyxonbio runotanamMo-runodumsapHom obnactu, Hanbonee 4acto
BCTpeyaeMon B feTckoM Bo3pacTe [38 - 40]. [MockonbKy KpaHModapuHrmoma pa3BmBaeTcs 13
OCTaTKOB 3NUTENNA KapMaHa PaTke, coeanHsIoWero B 3M6pMoHanbLHOM Nepuoae rnoTky

€ rmno®n3oM, BEPOATHOCTb NMOPaXKeHUS rmnoTanaMo-runoduaapHom cucTeMbl Npu
KpaHnodapuHrnoMe KpamHe Bennka (Ao neyeHus onyxonun y 32 — 52% pgeten HabnopaoTcs
3HOOKPUHHbIE paccTponcTea, y 80% — HU3KMe KOHUeHTpauun MOP1). o Havyana neyeHns CTr-
nednumt nmetot 75 — 100% geten, runokopTuumnam — 20 — 70%, rmnotupeos — 3 - 30%,
rMnepnponakTUHEMUIO, KaK pesynibTaT KOMMNPECCUn rmnoTanaMmnyeckom HoXXKn — 8 - 20%,
HecaxapHbIi gnabeT — 10 — 29%. Y NnoapoCcTKOB KpaHModapmHrMomMa MOXKeT ObITb MPUYNHOM
3apepxkn nybeptaTta [41]. Hanbonee 4yBCTBUTENbHBIM METOAOM O6HapPY>XXEHUS KpaHNOodapUHIMOMbI
asnsetcad MPT ronoBHOro Mosra, 0CO6€HHO C KOHTPACTHbLIM YCUNIEHUEM.

Bonee penkunMu npuumnHa My getei MoryT 6biTb ageHoMa runodusa, repMMHOMa M raMapToma.

Pap o6beMHbIX 06pa3oBaHui, TaKUX KakK MM1MoMa 3pUTeNbHbIX HEPBOB M acTPOLMTOMa aHAaTOMUYECKU
He cBA3aHbl C rMNodn3oM, 0gHaKOo UX JIOKanu3aums B HENOCPeacTBEHHON 6/IM30CTU K rMnoTanamo-
rmnodusapHon o6nacTn, NPorpeccMpoBaHne Unmn NPOBOANMOE NlIe4YeHNe MOTYT OCNOXHATLCA
asneHnamm M [42].

[na neyeHnsa NnauneHToB ¢ Meoynno6aacToMomn, peTuHobnacTtomon, NMdorpaHyneMaTo3oM, OCTPbIM
nMM@Oo6IacTHbIM NIENKO30M NMPUMEHSIOTCS BbICOKME [03bl 06/1y4YeHns. BMecTe ¢ TeM nokasaHo, 4To
obny4eHue ronoBHoro Moara B gose 40 Ip u Bbiwe npaktTudecku B 100% Bbi3biBaeT pa3BuTne
coMaToTpornHom HepocTatouHocTH [43]. Bcnepcteue atoro, CTr-geduunT B faHHbIX Cy4vanx
pas3BMBaeTCA Kak pesynbTaT ly4yeBor Tepanumn onyxoneBoro npolecca. HecMoTps Ha NonbITKK
OrpaHnYeHns NoBPEXAaoWEro BAUAHNSA pagnaLmm Ha OKpy>KatoLme TKaHW, YacTb 403bl HEMUHYEMO
NPUXOAUTCS Ha rmnoTanamo-runodusapHyto obnacTb.

PassuTtue My geten B page cnyyvyaes HabnogaeTcsa nocne obuero obnyyeHnsa npu nepecagke
KOCTHOIr0 MO3ra, Y NauueHToB, Nony4aloLlwmx XMMMOTepanmio No NOBOAY OHKONMOrMYECKUX
3aboneBaHui. [pnobpeTeHHaa coMaTOTPONHaa HEAOCTAaTOYHOCTb, BHE 3aBUCUMOCTU OT NMPUYMH ee
BO3HWKHOBEHMWS, B 60/IbLUIMHCTBE Clly4aeB codeTaeTcs ¢ AedUUMTOM APYrnX TPOMHbLIX FOPMOHOB,
OflHaKO «BblNageHne» rmnoPusapHbiX FTOPMOHOB MPOUCXOLOUT HE OOHOBPEMEHHO, a UMeeT
onpeneneHHylo cTagMHoCcTb. BMecTe ¢ TeM cekpeums CTT, aBnasiCb, NO-BUAMMOMY, Hanbonee
YYBCTBUTENbHOM K AEACTBMIO MoBpexaatoLLero ¢akTopa, cTpagaeT OGHON N3 NepBblX, B AanbHeENLWEM
K HEeN MOryT MPUCOEAMHUTLCA HE4OCTAaTOYHOCTb TUPEOTPODOB, FOHAAOTPODOB, KOPTUKOTPOPOB.
[opa3po pexxe pa3BnBaeTCA HecaxapHbI AMabeT (MpU NOPaXXeHUN rMnoTanamMmyeckux saoep unu
NOBPEeXOEeHUN BOPOHKU runodusa).

1.3 3nupgemuonorus 3abonesaHnsa nam coctossHus (rpynnbl 3abosieBaHU MM COCTOSHMIN)

YacToTta 'y feten B pasHbix cTpaHax konebnetcs ot 1:4 000 o 1:10 000 getckoro HaceneHus [38].
PacnpocTpaHeHHocTb T B Poccuinckon ®epepaumm no gaHHbIM Ha 01.01.2021 roga coctaBnsieT
1:8780 geTckoro HaceneHusa (11,4:100 000 petckoro HaceneHus) [44]. Manbynkun 6onetloT B ABa pasa
yalle, YeM OEBOYKM.

1.4 Oco6eHHOCTU KogupoBaHUs 3aboneBaHUs UM COCTOSIHUSA (FPynnbl 3aboneBaHWUin UM COCTOSTHUI)
no MexxpyHapoaHoM cTaTucTMyeckomn knaccupukaumm 6onesHen u npobnem, cBsi3aHHbIX CO
300poBbEM

E23.0 lMnonutyutapmam
E23.1 MegnKaMeHTO3HbIN TMNoNnUTyuTapmnam

E89.3 MMnonutyntapmnam, BO3HMKLLUIA NOCNe MegULIMHCKUX Npouenyp



1.5 Knaccudukaumsa 3aboneBaHus unm coctosHua (rpynnbl 3a6onesaHuii v COCTOAHMIA)

EgonHon knaccndukaumm M He cywecTByeT. TMNonNuTyMTapuaM y getein paccMaTpmBaeTcs Kak
KOMIMJIEKC NMaTOreHEeTUYECKM PasnyHbiX 3aboneBaHunin, 06beaMHEHHbIX 06LLEN KIMHNYECKOMN
cuMnToMaTmkon. I'T1 MoxeT BbITb ngnonaTnyeckuMm (60MbLUMHCTBO Cly4YaeB B HAcTosILLEE BPEMS)

N OpraHUYecKnM (3TUONOrNMYECKNI GaKTOP BbIABAEH), CMIOPAANYECKUM U CEMENHbIM
(HacnepCTBEHHBIM), C BbIABIEHHbLIM FrEHETUYECKUM AedEKTOM UN HE BbIABMEHHbLIM, BPOXAEHHbIM

N NprobpeTeHHbIM. NS KNMHULMCTOB Hanbonee yaobHOM 1 NpakKTUYHON SBAsSeTCs Knaccudukaumns
Ha ocHoBe aTuonoruu M.

1.6 KnuHuyeckas KapTuHa 3a6oneBaHuUs Wau cocTosHWA (rpynnbl 3a6o51eBaHMin MW COCTOSAHUIA)

KnuHnyeckasa kapTuHa obycnoBneHa HeJoCTaTOYHOCTbLIO TPOMHbLIX FTOPMOHOB, BXOAALWMM B cocTas T
KOHKPETHOro naumeHTa, B nepsyto ovyepenb, CTM-geduunTtom, aensaiowmmcs obnmraTHom
cocTasnsowen Ny peten.

OCHOBHbIMU KITMHNYECKNMU YyepTamMm COMaTOTpOI‘IHOVI HEeOQOCTaTO4YHOCTU ABNAIOTCA:

e MOCTHaTanbHOe OTCTaBaHWe B pocTe (POCT HMKE 3- MNEPLLEHTUNIN NN HUXKE 2 CTaHOAaPTHbIX
OTK/IOHEHUN (< -2,0 SDS) oT nonynsaunoHHOM cpegHen Ans COOTBETCTBYIOLLErO XPOHONOrMYeCcKoro
BO3pacTa v nona);

e Mporpeccupyroulee saMmensieHne TeMnoB pPocTa.

POCT.

SDS (Standard Deviation Score) — k03pdOULMEHT CTaHOAPTHOIO OTKIOHEHUSA — UHTErpanbHbIN
nokasaresb, NPMMEHSAEMbIV /19 OLEeHKN COOTBETCTBUSA MHONBUAYaNbLHOO pocTa pebeHka
pedepeHCcHbIM A9 COOTBETCTBYIOLLEro BO3pacTa M nona AaHHbIM. SDS nokasbiBaeT, CKObKO
CTaHOAPTHbIX (CUrManbHbIX) OTKIOHEHWIA COCTaBNAET PasHULA MeXAY CPeaHUM apudMeTUYECKNM
M U3MEpPEHHbIM 3HavyeHneM. PacuyeT SDS npounssogutca no ¢opmyre:

SDS pocta=(x—X) /SD
roe X — pocT pebeHka,

X — cpefHuii pocT Anst AaHHOro XPOHOMOrMYeCcKoro Bo3pacTa 1 nona,

SD — cTaH@apTHOE OTK/IOHEHME POCTa AN AaHHOMo XPOHOIOrMYeCcKoro Bo3pacTa 1 nona.
WM C NOMOLLBIO KOMMbIOTEPHbBIX MPOrpamMM.

SDS = — 2 cooTBeTCTBYET 3-1 NEPLEHTUNN,

SDS = 0 cooTBeTcTBYET 50-11 NEepueHTUNN;

SDS = + 2 cooTBeTcTBYET 97-1 NEPUEHTUNN.

MocTHaTanbHbIN pocT geten ¢ M pasnnyaeTcsa B 3aBUCMMOCTU OT 3TUonorum sabonesaHus. MNpu
3aboneBaHuM BCNeaCcTBME rEHETUYECKNX AedeKTOB, OTCTaBaHWE B POCTE MOXET HabnioaaThCs yxxe
B MepBbI€ MECSLLbl NN FOfbl XXU3HWU. 3afep>Kka pocTa BCNeacTBmMe NpuobpeTeHHbIX MPUYrH
HabnogaeTca nosgHee, obbiYHO nocne 5 — 7 net. 119 OueHKM FreHeTUYECKOro KOMMOHEeHTa
paccuUmMTbIBAETCA «reHETUYECKUN NPOorpaMMmnpyemMbln poct» pocT (MMP):

TP = (pocT oTua + pocT MaTtepu + 13 cM) / 2 +/- 10 CM — AN ManbymKOB,
['TIP = (pocT oTua + pocT MaTepun — 13 cM) / 2 +/- 7 cM — ONF EBOYEK.

[ns oueHKu nokasatenem GpmU3an4ecKoro pa3BuUTusa oeTen NPUMEHSIOTCS CreunanbHbie Beco-
pocToBble KpuBble (puc. 1 - 4, MNMpunoxenue IN).

CKOPOCTb POCTA.

AHanu3 CKopocTH pocTa NO3BONSAET BbIIBUTb OTKJIOHEHWE OT KPUBOI POCTa B paHHWE cpoku. Ons
OLLeHKM CKOPOCTU POCTa HEO6XOAMMO pacnonaraTh AaHHBIMU Kak MUHUMYM OBYX TOYHbIX U3MEPEHUIA.



0N MUHMMM3ALMK NOrPELLHOCTEeN pacyeToB NpeanoYTUTeNbHee, YTOGbI MHTepBan Mexay
naMepeHunaMu Bbi He MeHee 6 MecALLeB. CKOPOCTb POCTa paccunTbiBaeTcs No popmyne:

CkopocTb pocTa (cMm/rop) = (pocT 2 —pocTl) / XB2—-XB1

pocT 1 (cM) — akTyanbHbIV NOKa3aTesnb POCTa,

pocT 2 (cM) — NpefLwecTBOBaBLUMI eMY (KaK MUHUMYM 3a 6 MecsALeB) NokasaTtesb pocTa,
XB 1 (rogbl) — XPOHONOrMYeCcKnii BO3pacT Ha MOMEHT U3MepeHnsd pocTa 1,

XB 2 (rofbl) — XPOHONOrMYecKunii BO3pacT Ha MOMEHT N3MEPEHUS POCTa 2,

Mpy HOPManNbHOM UM HE3HAUYNTENBHO CHUXXEHHOM POCTE, CKOPOCTb POCTa SBASETCA KIIOYEBbIM
nokasaTtesnieM naTonornyeckoro npotecca. Mockosnbky napameTp oOLeHNBaeTCs B BO3PAaCTHOM
acnekTe, NpeanoyTuTenbHee nonb3osaTbes SDS ckopocTu pocTa. CKopocTb pocTa U SDS ckopocTu
pocTa Hanbonee nHbOOPMaTUBHbLI y AeTer gonybepTaTtHOro Bospacta. Y geten ctapwe 10 — 11 net
OLeHKa faHHbIX NokasaTenen MoXeT 6biTb CONPSXEHa C 3HaYMTENbHbIMU NOrPELIHOCTAMN B CBA3U
€ BbICTPOW AMHAMUKOW CKOPOCTU POCTa B 3TOM BO3pacTe U pasfinyHbIMM CPOKaMM BCTYMNIEHUS

B nyb6eprTar.

[MponopLMOHanNbHOCTb TENOCNOXEHNA

[na coMaTOTPOMHOM HEJOCTaTOYHOCTM XapaKTepPHO MPONopLMOHanbHOe TeoCIoXeHNe: pa3Max pyK
paBeH POCTY, OKPY>KHOCTb FO1I0Bbl COOTBETCTBYET POCTY, KOIPPULIMEHT «BEPXHUIA/HKHUI
CErMeHT» — COOTBETCTBYET HOPMarsibHbIM 3Ha4YeHUAM (Tabnuua 3, MNMpunoxeHne A3). OueHKa
NPOMNOPLMOHANbLHOCTU TENOCOXEHMA NpPoBoANTCS AN anddepeHLmanbHON AnarHoCTUKN

C pasnnyHbIMU GOopMaMM CKeNeTHbIX AMCMNasuni.

KnuHuyeckne oco6eHHOCTH rMnonuTyuTapuamMa:

o Bblpa)keHHaa HU3KOPOCIIOCTb, NPOrpeccupyioliee 3aMeaieHne TeMNoB pocTa

e [locTHaTanbHOE OTCTaBaHWe B POCTE: POCT HWKEe 3-M MEPLEHTUNN U HUXKE 2 CTaHAAPTHbIX
OTKJTOHEHUN (< -2.0 SDS) oT nonynsaunoHHOM cpegHen Ansa AaHHOro XPOHONOrM4Yeckoro Bo3pacTa
1 nona; poct 6ornee yeM Ha 1,5 SD Hmxe SDS reHeTuyecKkn NporHo3npyemMoro KOHe4YHoOro pocTa

« MMporpeccupyiolee 3aMeaneHne TEMMNoB pocTa <*>:

e P HaNM4YMN HU3KOPOCITIOCTU: CKOPOCTb pocTa 6onee yeM Ha 1 SD HuMxke cpegHern ang AaHHoro
XPOHOMOrMYecKoro Bo3pacTa 1 nona (Npv XpoHONOrmMyeckom BospacTe > 1 rofa); Uim CHUXeHne
SD pocTta cocTaBnseT 6onee 0,5 B TeueHne 1 roga y pebeHka ctaplie 2 neT;

e [PV OTCYTCTBMWN HU3KOPOCNOCTU: CKOPOCTb pocTa 3a 1 rof HabnogeHna 6onee yeM Ha 2 SD Huxe

cpenHen, unn cCKopocTb pocTa 3a 2 rofga HabnoaeHns 6onee yem Ha 1,5 SD Huxxe cpegHen.

KoMMeHTapuu: <*> - naHHOE MoSIOXXEHMEe HE OTHOCUTCA K AeTAM ny6epTaTHoro BO3pacTa, nMetwmnx
3aepP>XXKy NonoBoOro pas3BnTuUA.
o [IponopLunoHanbHOe TeNoCoXeHne

o <*> MesiKune YepTbl LA («KYKOMbHOE NINLO», NTULLO «XEPYBMMa») B COUYETaHMUMU C KPYMHbLIM
HaBuMCaloLWMM N6OM 3a CYET HELLOPA3BUTUA KOCTEN NTMLLEBOro CKeneTa Npu yAOBIETBOPUTENIbHOM
pocTe KoCTel MO3roBoro yepena. MoryT BCTpeyaTbCs: 3anaBluas nepeHocuLia, Menkme opbuTsl,
MUKPOrHaTHSA.

e <*>PaHHKWe NocTHaTalbHble CUMATOMbI BpOXAeHHoro CTI-geduunTa: runornmkeMmmn HaToLlak,
4acTO BbIpaXXeHHbIe (MoKo3a < 3 MMONb/N), ANUTeNbHasa XXenTyxa, HeoHaTanbHbIN XonecTas.

e 3apgeprkka KOCTHOIO CO3peBaHus
o <*>[lo3gHee 3aKpbITUE BOMbLLIOro POAHNYKA

o <*>T[losgHee npopesbiBaHue 3y60B, 3ano3fanas cMeHa 3y60B. MHoraa — HepopaseuTHe aManu,
HenpaBWbHbIA POCT 3y60B. HEpeaKo — MHOXECTBEHHbIN Kapuec 3y60B.

e TOHKaqa KoXka
o <*> BbICOKMUI ronoc

e TOHKMe NOMKUEe CyXue BOJOCHI



e Me[nneHHbI POCT BOJOC, HOTTEN
e <*>MUKpPOMEHUS Y MarnbynmKoB

e 3apgep)xka cnoHTaHHoro nybeprtata npu NOIP

<*> Npu3aHaku, XxapakTepHble Ona BpoxaeHHoro geduumnta CTT.

KoMMeHTapuu: nauneHTbl ¢ [T MOryT 3HauMTeNbHO OTNnYaTbCca GEHOTUMNYECKU, faxe B npegenax

O[JHOro reHeTu4yeckoro gedekra.

o [UnornukeMumn

Mockonbky CTI nrpaeT BaXKHYI0 POJib B PErynsaLmm yrieBogHOro o6MeHa, akTMBMPYS NPoayKLUuo
r0KO3bl MEYEHbIO U 3aMefnsAs ee nepndepruyeckunin KIMpPeHc, B ycroBuax geduumTta ropMoHa pocTta
BO3MOXHO Pa3BUTUE TMNOrMUKEMUN. TUNornMkeMumn 6onee xapakTepHbl AN NaLMeHTOB MNaaLLero
BO3pacTa, BbIIBNAOTCA NPUMepHO B 10% cnyyaeB. Ha NepBOM rofly XXunsHu puck passutms
rMNornvKeMmm ropasfo BollLe.

KnnHnyeckune nposiBAeHMs rMNornMkeMmm: NoBbIWEHHbIM anneTuT, 6neaHoCcTb, MOTANBOCTD,
6eCrnoKonCcTBO, CYAOPOXKHbIA CUHOPOM, Kak NpaBuio, HabniogalTCca B paHHUE YTPEHHME Yachl, HO
MOTYT BO3HWKaTb U BO CHE. PUCK HEOHaTaslbHOWM MMNOrfIMKEMMM BbILE NPU COMYTCTBYIOLLEN
HEeLOCTaTOYHOCTU afpPEeHOKOPTUKOTPOMNHOIro ropMoHa (AKTT).

o [Nednunt opyrnx TPOMHbLIX FOPMOHOB

BTOPWYHbIA TMNOTMPeos3. CUMNTOMbI: 6paanKapaus, rMNoTeH3Us, CYXOCTb KOXM, 396KOCTb, 3aropsl,
136bITOK Macchl Tena, MeasIMTeIbHOCTb. B OTIMYME OT NEPBUYHOIO, KITMHUYECKNE CUMITOMbI
BTOPWMYHOIO rMnoTupeosa 6onee cTepTsbl (4aCTOTa YMCTBEHHOW HEAOCTAaTOYHOCTU KpaiHe peaka),
NOSIBNSIOTCA No3aHee (06bI4HO Nocne 3-feTHero Bo3pacra) U COYeTaloTCA C HEQOCTAaTOYHOCTAMM
LPYTMX TPOMHbIX FOPMOHOB.

BTOPUYHBIN FTMNOKOPTULM3M. [MMNOKOPTULM3M ABNAETCA Hanboriee cepbe3Hom 13 BCeX rmnodusapHbIX
HeJoCTaTOYHOCTEN, MOCKOMNbKY CNOCO6EH NPUBECTU K YIPOXKAIOLLLEMY YXM3HN COCTOSHUIO.
CuMnTOMaTMKa BTOPUYHOIO MMNOKOPTULM3MaA B OObIMHOM COCTOSAHUM UNW OTCYTCTBYET, NN MeeT
MUHMMasbHblE MPOSABAEHUA: CNaboCTb, MOBbILEHHAA YTOMASEMOCTb, CKIIOHHOCTb K FTMMOTOHUU.
MnepnurMeHTaumnsa KOXXHbIX MOKPOBOB 1 NPUCTPACTUE K CONEHOW NULLLE, XapaKTepHble Ang
NepBUYHON HAANOYEYHMKOBOW HEJOCTaTOYHOCTU, NPY BTOPUYHOM MMNOKOPTULM3ME OTCYTCTBYIOT. Ha
POHe NHTEPKYPPEHTHbIX 3aboneBaHU (MHPEKLMOHHbIe 3a6oneBaHus, TpaBMa, XMpypruyeckoe
BMeLIaTENbCTBO) U CTPECCOPHbIX cUTyauun aeduumnt AKTI/KopTr30na MOXET Bbl3BaTb KPU3 OCTPOWN
HagnoYe4YHNKOBOW HE[OCTAaTOYHOCTH, KOTOPbLIV MPW OTCYTCTBUWN afeKBaTHOM Tepanum MoXeT

NpMBECTU K NIeTalibHOMY Ucxony.

BTOPWYHbIA rMNoroHaanaM. eduumT roHagoTPONMHOB He NPOSBNAETC Y AeTen paHHero (3a
UCKIOYEHNEM MUKPOMEHKca) 1 npeny6epTaTHOro Bo3pacTa, NMOCKOMbKY HU3KUE YPOBHM
roHafoTPOMUHOB (OTEUHU3NPYIOLLETO U GONNMKYNOCTUMYMPYIOLLEro FOPMOHOB) XapaKTepHbl U ANs
300POBbIX AeTel 3Toro BospacTa. KnnH1uyeckme npossieHns: OTCYyTCTBIUE NPU3HaKOB Havana
MOJIOBOro Pa3BUTUA NMPY KOCTHOM BO3pacTe 13 fieT Y MafbynKoB 1 12 neT y AeBoYeK.

Oedununt nponakTunHa. Y netem u NnoapoOCTKOB HEAOCTAaTOYHOCTb NMPONTaKTUHA KITIMHUYECKUX

NPOSABNEHUN HE UMEET.

Jednunt aHTMANYpEeTUYECKOro ropMoHa (BasonpeccunHa). Boi3biBaeT pa3BUTHE HECaXapHOro
OunabeTa ueHTpanbHOro reHesa, pa3BmBaloLWEerocd, Kak npasuio, BCnegcTBne onepaTmBHOro neyeHns
onyxonewn runotanamMo-runodusapHomn obnactn. KnmHuko-nabopatopHbIMU NPOSABIEHUAMU

ABNAOTCA: NONINYPUA, NONNONNCUA, pexe — HUKTypua, aHypes.

o [lcuxouHTenneKTyanbHoOe pa3suTme



Kak npaBwuno, MHTeNneKTyansHoe passuTue getei c M 3aMeTHo He cTpapaeT. BMecTe ¢ TeM
BO3MOXHbI CrieLMdprIYecKme KOrHUTUBHbIE PAacCTPOMCTBa, 06YCNOBMEHHbIe HeapenocTbio LIHC,
COOTBETCTBYIOLWME CTeneHn anddepeHLUMpPOBKIN KOCTHOro ckeneTa. [JaHHble NpobneMbl ycyrybnsiot
oKpy>KaloLLas 06CTaHOBKA M NCUXocoLmanbHble GakTopbl, Bbi3BaHHbIE HU3KOPOCOCTbIO.

XapaKTepHbIMKN NOBeAEHYECKMMN OCOBEHHOCTAMM ABNSIOTCA: NOBbILWEHHAsA NOTPEOHOCTb
B POAUTENLCKOWM oneke, TPYAHOCTU NPU OBLLEHNN CO CBEPCTHUKAMM, CHDKEHHAS CaMOOLLEHKa,
MHbaHTUNbHaA OLeHKa oKpyXatowero mupa [45 - 47].

HapyweHus ncuxocouuanbHOM aganTtaumMm Npyu HU3KOPOCIOCTU YCUIMBAIOTCA C BO3PACcTOM,
AOCTUrasi MakcMMymMma B ny6eptaTtHOM Bo3pacrTe.

2. InarHocTvKa 3aboneBaHus Unu cocToaHNA (rpynmnbl 3a60s1eBaHUM UK COCTOSAHWIA)
MeAULMHCKME NMOKa3aHUsa 1 MPOTUBOMOKA3aHMS K MPUMEHEeHMI0 METOA0B ANarHOCTUKM

Kputepun ycTaHOBNEHUs AnarHosa.
[varHo3 runonuTynTapmMsM yCcTaHaBIMBAETCA Ha OCHOBAHWM CeayoWwmnx KpuTepues:

1. anob nayneHTa;
2. aHaMHECTUYECKUX OaHHbIX;
3. pu3ukKanbHoOro obcnegoBaHus;

4. nabopaTopHbIX UCCNenoBaHNiA;

5) UHCTPYMEHTasbHbIX UCCNeQoBaHUN.

2.1 XXano6bl 1 aHaMHe3

* PekoMeHpayeTcs c60p »anob o pocTe 1 TeMnax pocTa feTen ¢ nogo3peHnem Ha M ¢ uenbio
onpepeneHnsa xapakTepa oTCTaBaHUA B POCTE 1 OCOBEHHOCTEN TeMMNOB PocTa: CTabUNbHO HU3KME
TEeMIMbl UK 3aMedsieHe TEMIMOB POCTa C ONpefeneHHoro Bo3pacTa, 40 KOTOPOro CKOPOCTb pocTa
6blna HopMansHou [48, 49].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumn C (ypoBeHb AOCTOBEPHOCTU fOoKa3aTenbCTB — 5)

e PekoMeHpyeTcsa c60p faHHbIX O pocTe pebeHka B pa3HOM BO3pacTe, pocTe poantenem
1 GnnKanwmnx poacTBEHHMKOB, MPOBeAeHNE aHann3a KpUBom pocTa pebeHka ¢ Nofo3peHnem Ha
I'M, conocTaBneHune pocTa pebeHKa C reHeTUYECKN MPOrHO3UPYEMbIM POCTOM C LLENbIO
onpefeneHnsa Hannynsa U xapakTepa oTcTaBaHua B pocTe [48, 49].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU fOoKa3aTeNnbCTB — 5)

KomMmMeHTapuu. Anga sBpoxxaeHHoro ' xapakTepHO HapacTalolee oTcTaBaHWE B pOCTe C PaHHEro
Bo3pacTa. [1ng npnobpeTteHHoro M — pe3koe CHMXeHWe TeMMNOB POCTa UM faXe OCTaHOBKa B pocTe
C onpefgeneHHoro Bo3pacTa, 40 KOTOPOro CKOPOCTb pocTa 6blfia HopMarnbHoW. Ong K3P xapakTepHb!
HOpMarbHble/HN3KO-HOPMaJsbHbIE TEMMbI POCTa, Ha4ano OTCTaBaHUSA B POCTE UM 6onee BblpaXXeHHoe
OTCTaBaHWe B POCTE OT CBEPCTHUKOB B MOAPOCTKOBOM BO3pacTe.

o PekoMeHpyeTcsa c6op aHaMHesa pasBUTUA AeTel ¢ nofo3peHneM Ha T ons nomncka xapakTepHbIX
019 BPOXAEHHOro nnun npuobpeteHHoro geduunta CTI npru3HaKoB:

e CBeOEeHMUA O POXOEHUN (HOPMasbHble NoKasaTensaMn AnuHbI U Macchl Tena),
e Hayasno oTcTaBaHWs B pocTe,

e CBEOEHUA O HaTMUYNWN XKENTYXN HOBOPOXKAEHHBIX U ee ANINTENbHOCTH,

e BpEMS 3aKpbITUS BOMbLIOrO pogHUYKa (No3gHee),

e BpeMs npopesbiBaHns 3y6oB (NosgHee),

e Hannyune ann3o[oB Ccyaopor, Ha GOHEe KOTOPbIX GUKCUPOBANIUCh FMNOrMUKEMUN,



* CBeJEeHM1s 0 paHee NPoBeAEHHOM fle4YeHNN Mo NOBOAY ONyXosien roNoBHOMO Mo3ra:
xupyprudeckom, MNXT, nyyeBon Tepanuu [48, 49].

YpoBeHb y6eauTenbHOCTU peKkoMeHaauuit C (YpoBeHb AOCTOBEPHOCTHM A0Ka3aTeNbCTB — 5)

2.2 ®usukanbHoe obcnegoBaHne

o PekoMeHAyeTCcs n3aMepeHmne pocTa CToq (iexa), pocTa cuas («BEPXHUI CErMeHT») € nocnenyowmm
pacyeToM: SDS pocTa, «HUXXHEro CErMeHTa», COOTHOLLEHUS «BEPXHENO CEMrMEHTa» K «HUXXHEMY
CerMeHTy» AeTsM € nofo3peHneM Ha ' anga oueHkn pusmnyeckoro passutug [38].

YpoBeHb y6eanTenbHocTH pekoMeHgaumii C (YypoBeHb JOCTOBEPHOCTM [OKa3aTeNnbCTs — 5)

KoMMeHTapuu. [eTam Mnaplle 2 neT n3aMepeHune pocTta MPOon3BOAAT B MOMNOXEHUM Nexa. B cnyyae
N3MepPeHUsi PocTa B NMONIOXEHUN CTOS, K MONYYEHHOMY 3HaUYEHNI0 HEO6XOAMMO NpUGaBuTb 0,7 cM.

[eTaMm cTaplue 2 neT naMepeHme pocTa NPon3BOAAT B MONOXEHUN CTOS. [1py1 HEBO3MOXHOCTU
BbIMOMHMTb Aa@HHYI0 NpoLenypy, POCT U3MEPSAIOT B MOMOXEHWM Nexa, NPu 3TOM U3 MOSTyYEHHOro
3HaYeHnsa HeobxoamMo BblYecTb 0,7 CM.

PacueT «HMXXHEro cerMeHTa»: pocT CTOA MUHYC POCT CnpA.

Ona M xapakTepHa BblpaXXeHHaa HU3KOPOCNOCTb: pocT < -2.0 SDS (no nporpamMme Auxology
[pedepeHcHble gaHHble: UK Tanner Whitehouse], ccbinka ong ckauymBaHus NporpamMM HaxogmTcs no
appecy: https://cloud.mail.ru/public/HmJf/W8zNABGps) 0/19 COOTBETCTBYIOLLErO
XPOHOMOrMYeCcKoro Bo3pacTa v nona npu HanuymMm NPonopLIMOHanbHOro TeNOCNoXeHNUs. PasHuua
Mexnay SDS pocTta pebeHka n SDS ero cpegHepoanTenbLCKoro pocta npesbiwaet 1,5 SDS [38].

Y peTten ¢ npnobpeTeHHbIMN popMamu T 3apeprkka pocTa (pocT < -2 SD) MOXXeT OTCYyTCTBOBaTb.

o PekoMeHpyeTcs pacyeT CKopocTh pocTa U SDS ckopocTu pocTa AeTAM ¢ nogo3peHuneM Ha I ong
OUEHKN Ppur3nyeckoro passutmg [38].

YpoBeHb y6eanTenbHoCTH pekoMeHgaumii C (ypoBeHb JOCTOBEPHOCTM [OKa3aTeNnbCTs — 5)

KoMMeHTapuu. AHanm3 CKOpoCTH pOCTa NO3BOJAET BbIABUTb OTK/TIOHEHWE OT KPUBOWM poCTa B paHHME
CpOKU. 1119 OLLEHKM CKOPOCTU pocTa Heo6X0AMMO pacnonaraTb AaHHbIMU KakK MUHUMYM ABYX TOYHbIX
n3MepeHunit. 0nsa MUHUMU3aL MM NMOrpeLlHOCTEN PacyeToB, NpeanoYTUTeNnLHee, YTo6bl MHTEpPBar
MeXay U3MepeHusiMun Gbin He MeHee 6 MecsiLleB. CKOPOCTb pocTa paccynThiBaeTCs Mo hopMyne:

pocT, — poCT,

CkopocTs pocta (cMm/rop) = - -
XPOHOJIOTUYeCKUH BO3PaCTy — XPOHOJIOTMYeCKUN BO3PacCT,

Mpy HOpManbHOM UM HE3HAUYNTENBHO CHUXXEHHOM POCTE, CKOPOCTb POCTa SIBNSETCH KIIOYEBbLIM

nokasaTteneM naTosiorMyeckoro npouecca. MNockonbkKy napaMeTp OLEHNBAETCS B BO3PAaCTHOM

acnekTe, NpegnoYTUTeNbHee paccunTbiBaThb U NoNb3oBaTbCs SDS ckopocTu pocTa (Mo nporpammMe

Auxology [pedepeHcHble gaHHble: UK Tanner Whitehouse], ccbinka ons ckaumBaHusa nporpamMm

HaxoauTcd no agpecy: https://cloud.mail.ru/public/HmJf/W8zNABGps). CkopocTb pocTa u SDS

CKOPOCTU pocTa Hanbonee nHbGopMaTuBHbI Yy feTen gonybepTaTHOro Bo3pacTa. Y geten ctapuwe 10 —

11 neT oueHKa JaHHbIX MOKa3aTenen MoXeT 6biTb CONPSIXKEHA CO 3HAUUTENbHbIMU NMOMPELUHOCTAMMU

B CBA3W C BLICTPOW B 3TOM BO3pacTe AMHAaMUKON CKOPOCTM POCTa U PasHbIMK CPOKaMUN BCTYNNEHNS

B ny6eprTar.

* PexkoMeHpyeTcs npoBefeHne OLEeHKN NPONOPLIMOHANbHOCTU TENOCIOXEHNA BCEM AETAM
C nopospeHneM Ha Tl ong ckNioYeHns HenpPonopLMOHabHON HU3KOPOCNOCTU: U3MepeHne
COOTHOLLEHUSA «BEPXHUI CEMMEHT» (POCT CUASN)/KHUKHUN CErMEeHT» (Pa3HOCTb Mexay POCTOM CTOS
1 pocToM cnag) (tTabnuua 3, NMpunoxeHue A3), OKPY>KHOCTU rOf10BbI, pa3Maxa pyk (npu
NPOMNOPLMOHabHOM TENTOCIOXEHUN pa3MaXx PYK paBeH pocTy). C Lenblo BbIABIEHUS CTEPTLIX,
TPYAHO AMarHoCcTUpyeMbiX GOPM, MOMUMO aHaMHECTUYECKNX U KITMHWYECKUX OaHHbIX, B paae
cny4yaeB TpebyeTcsa NnpoBefeHNe peHTreHorpadum No3BoHOYHNKA (BepTukansHas) [48, 49].

YpoBeHb y6eamTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU fOoKa3aTeNnbCTB — 5)

KoMmmeHTapuu. [nga M xapakTepHO nNpornopLmnoHanbHOe TENOCOXEHNE.


https://cloud.mail.ru/public/HmJf/W8zNABGps
https://cloud.mail.ru/public/HmJf/W8zNABGps

¢ PexkoMeHayeTCcs n3aMepeHune Macchl Tena, ¢ nocnenyowmnM pacyeTom: nHaeKca Mmaccol tena, SDS
MHOEeKca Macchl Tena AeTsM € Nofo3peHneM Ha M1 ong oueHkn ypoBHSA nuTaHus [38].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KoMMeHTapuu. [lns 6onblinHCTBa NauneHToB ¢ T xapakTepeH HopMarnbHbii SDS UMT.
3KCTpeManbHO HU3KNIM BeC Ha POHE CaMOOrpPaHNYEHNI B MUTAHUN MW CONYTCTBYIOLEN

COMaTUYECKOW NaToNornm MoxeT BbiTb I'Ipl/l‘-WIHOVI 3a4€epP>XKn pocTa 1 NOJIOBOro pa3BuUTUA.

» PekoMeHOyeTcs HanpasfeHne Ha KOHcybTalumio/obcnenosanne pebeHka ¢ oTcTaBaHMEM B pocTe
NPV NOAO3PEHNM HAaNNYNA Y HEFO COMaTMUYECKOM UM KOCTHO-XPSLLEBOW MaTONOrmn K Bpavy-
negmnaTpy Unun Bpadvy-TpaBmaTonory-optoneny (4ETCKOMY), COOTBETCTBEHHO [48 - 50].

YpoBeHb y6eanTenbHoCcTH pekoMeHgaumii C (YypoBeHb JOCTOBEPHOCTM [OKa3aTeNnbCTs — 5)

KoMMeHTapun: 06beM nccnefoBaHuin/neyveHns Nnpu Nnogo3peHnn Ha Hannyme coMaTUYecKom nnm
KOCTHO-XPSLLEBOW NAaTONOMMKN 3aBUCUT OT KJTMHNUYECKOWN KapTUHbI OCHOBHOIO 3a60n1eBaHns 1 OOMKEH
ONpPenenaTbCs CNeunanmcToM, 3aHMMaIoWUMCS NPeanonaraemMon NaTonornen, NpuBeLLen

K HN3KOPOCNOCTU.

2.3 JlabopaTopHble AnarHocTuyeckme nccnepoBaHns

2.3.1 BTopuyHbIN rMnoTnpeos

* PekoMeHpyeTcs nccnegoBaHme ypoBHen TMpeoTponHoro ropmoHa (TTIN) B KpoBu 1 cBo60gHOM0
TUpokcuHa (CT4) CbIBOPOTKM KPOBU OeTAM € nogo3peHneM Ha [Tl ons noaTesepxaeHns/
VCKJTIOYEHNSA BTOPUYHOIO rmnoTnpeosa [48 - 50].

YpoBeHb y6eanTenbHoCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KoMMeHTapuun. CHuxeHHbI CT4, 3adnKCUPOBaHHbIA KaK MUHUMYM B ABYX 06pa3sL,ax KpoBu Ha poHe
HOPMarsibHOIr0, CHUXXEHHOI0 NN YMEPEHHO MOoBbIWeEHHOro TTI aBNAeTCA KpUTEPMEM anarHosa
BTOPUWYHBIN MMNOTUPEOS.

2.3.2 BTOpUYHbBIN TMNOKOPTULLN3M

- PekoMeHpayeTcs uccnenoBaHue ypoBHS 06LLero KopTusona B HECKONbKMX o6pasLax KpoBU, B3SITbIX
B paHHu1e yTpeHH1e Yacbl AeTSM ¢ noao3peHnemM Ha N ana gmarHocTMKU BTOPUYHOIO
runokopTuumuama [51 - 52].

YpoBeHb y6eauTeibHOCTU peKoMeHAaLMii C (YpoBeHb AOCTOBEPHOCTHU AOKA3aTe/NbCTB — 4)

KoMMeHTapun. Hannune BTOPUYHOIro rmnoKopTULM3Ma NoATBEPXKAAET HU3KNN yPOBEHb 6a3anbHOro
KopTuaorna (HWxe 83 HMorMb/N) B 2 — 3 o6pasuax KpoBU, B3ATbIX B paHHWE yTpeHHUe vachl (3abop
KPOBM Npon3BoanTCs paHo yTpoM: B 800) Ha pOHE CHMXKEHHOrO nnn HopMmansHoro AKTI [51 - 52].

[Mpu 3Ha4YeHUn KopTn3ona KPoBu > 365 HMOIb/ TMMOKOPTULIM3M UCKITIOYaEeTCS.

» PekoMeHpayeTcsa nposefeHue Npobbl ¢ #MHCYTMHOM PAcTBOPUMBIM [YeOBEYECKUM FeHHO-
MHXXeHepHbIM]** (0,1 EQ/Kr, B/B CTPYMHO) AETAM C Nogo3peHneM Ha ' ona gnarHocTuku
BTOPUYHOIo rmnokopTuumnama [51, 52, 176, 177].

YpoBeHb yb6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KoMMeHTapun. Hannyve BTOPUYHOIO r’mnoKopTULLIM3Ma NOATBEPXKAAET HU3KUA CTUMYIIMPOBAaHHbIN
YPOBEHb KOPTU30/a Ha GOoHe NpPobbl C #UHCYNIMHOM PAaCTBOPUMbIM [YENTOBEYECKUM FrEeHHO-
MHXXEHEPHbIM]** (Tabnuua 4).

Tabnuua 4. KoHUeHTpauusa KopTM3ona B KPOBK Ha poHe CTUMYnnpyioLen npobsl ¢ #UHCYNMHOM
pacTBOPUMbIM [YeNOBEYECKUM FrEHHO-UHXEHEPHbIM]**



KoHueHTpauus <300 300 — 550 >550

KopTU3ona,
HMONb/N
MHTepnpeTaums Hanuune Hanuune rmnokKopTULMn3Ma Hanuune
rmnokopTULM3Ma BEPOSITHO rMnoKopTMLM3Ma
noaTeepXxpgaeTcs ncKoyaeTcs
TakTUKa MNoXxun3HeHHas Ha6niogeHve B oMHaMuKe. Tepanusa
3aMecTuTeNbHas BO3MOXHO NpUMeHeHMe rNOKOKOPTUKOULAMN
Tepanus rMIOKOKOPTUKONLOB KOPOTKUM He TpebyeTcs
rMIOKOKOPTUKONAAMM KYPCOM Ha pOHe CTPeccoBbIX
CUTYaLMIA N UHTEPKYPPEHTHBIX
3aboneBaHun

2.3.3 BTOpuyYHbI rMnoroHagmMam

Hwyke nsnoxeHbl peKoMeHJaumm no ouarHocTmkKe BTOPUYHOIO rmrnoroHagnaMa B nogpoCTKOBOM
Bo3pacTe. PekoMeHpoaumMmn No ouarHoCTMKE BTOPUYHOIO MMNOroHagna3ma B nepmoge MmHunybeptata
noppo6HO N3NOXEHbI B KIIMHUYECKUX PpeKOMeHOaumax «M'MnoroHaamaM y geten n nogpocTKOB».

* PekoMeHpyeTcs nposefeHne AnarHoCTUYECKOro noncka rnpu oTCyTCTBUM MPU3HaKOB MOI0BOro
pasBUTUS Y ManbynMKOB NMPW KOCTHOM BO3pacTe >= 13 neT 1y AeBoYeK Npu KOCTHOM Bo3pacTe >= 12
neT Ansa NoATBEPXKAEHUSA/NCKITIOYEHNA BTOPUYHOIO rMnoroHagmsma [49].

YpoBeHb y6eamTenbHOCTU pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTU fOKa3aTeNnbCTB — 5)

o PekoMeHpyeTcs uccnegosaHue yposHeln J1I, OCI, obuiero TectocTepoHa (MPUMEHUMO O/is
ManbynKoB), obLero acTpaguona (MPMMeHUMO A8 AeBOYEK) B CbIBOPOTKE KPOBM NaLMeHTOB Npu
NOAO3PEHUM Ha BTOPUYHbBIA rMnoroHagunsm (npu KB >=13 net y ManbymMkoB 1 >= 12 neT y AeBoyek)
B KayeCcTBe CKPUHUHIOBOro MeTofa anddepeHLmanbHON OnarHoCTUKN MexXay
rMNOroHagoTPOMHbLIM FMMOrOHaAM3MOM U KOHCTUTYLIMOHANbHOM 3a4ePXKOW NOSI0OBOrO Pa3BUTUSA
[49, 53 - 59].

YpoBeHb y6eamTenbHoCT pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTM fOKA3aTeNbCTB — 4)

KoMMeHTapuu. B nonb3y BTOPMYHOrO rMnoroHagM3amMa CBUAETENbCTBYIOT 6a3anbHblie YPOBHM:
y Manbunkos: ®CIr<1,2 Ea/n, M < 0,6 EO/n EQ/n, TectocTepoHa < 2,0 HMonb/n [53 - 58], y AeBoyek:
Nr<0,9 En/n, ©CI <2,5 En/n, acTpaguona — HeonpegenseMbln/Huskuin [53, 59].

* PekoMeHpyeTcs nccnegoBaHne ypoBHA MHIMOWHa B B KPOBKM y NOAPOCTKOB C NOJ03PEHNEM Ha
rMNOroHagnaMm, nMmetowmnx H13kne yposHu J1I, OCT, TecTocTepoHa (MPMMEHNMO K ManbyunKam),
acTpaamona (NPUMEHNMO K AeBoYkaM) Ansa anddepeHLmanbHON ANarHoCTUKN Mexay
rMNOroHagoTPOMHbLIM FMMNOrOHaAM3MOM U KOHCTUTYLIMOHANbHOW 3a4EePXKKOW NOSI0OBOr0O Pa3BUTUA
[60 - 62].

YpoBeHb y6eamnTenbHOCTN peKoMeHZaumn A (ypoBeHb LOCTOBEPHOCTM foKa3aTenbCcTB — 1)

KoMMeHTapuun. B nonb3y BTOPMYHOIO rMnoroHaamM3amMa cBnaeTenbCcTByeT ypoBeHb MHrnbuHa B:
y Manb4nkoB < 35 nr/Mn npu ctagum nonosoro passmutna G1 n < 65 nr/mMn npu ctagmmn NonoBoro
pa3suTtua G2 [28], y peBoyek < 20 nr/mn [62].

Y Manb4YnKoB UccnefoBaHne ypoBHS MHIrMbuHa B B kpoBu ansa anddepeHumanbHOM AMarHoCTUKK
rMNOroHagoTPOMNHOro rmnoroHaamama n K3M~P no 4yBCTBUTENBHOCTM M CMELMPUYHOCTU COMOCTaBUM
C TECTOM C aHafioroM roHagoTPOMNUH-PUNN3UHT FOPMOHA, HO 3HaUYUTENbHO MPOLLE U AeLleBne
nocnepgHero [60].

» PekoMeHpayeTcsa nposefeHue Npobbl C aHanoraMm roHafoTPONUMH-PUM3NHI-TOPMOHa: #bycepenuH
300 MKr uHTpaHasanbHO unn #TpuntopennH** 100 MK NOAKOXXHO NPU KOCTHOM BO3pacTe
Yy ManbumnkoB > 12 neT, y gesoyek > 11 net ¢ uenbio audpdepeHumansHOm AMarHoCcTUKm
rMAOroHaAoTPOMHOro NMNOroHaAn3Ma U KOHCTUTYLMOHAIbHOWM 3a4ePXXKM NOI0BOro passuTus [49,
58, 63 - 65].

YpoBeHb y6eanTenbHoCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)



KoMMeHTapun. MeToguka npoBeneHuns npobbl ¢ aHanoroM MHPIT: onpenensetcsa 6a3anbHbll YPOBEHD
JII 1 OCT cbiIBOPOTKU, BBOAUTCA Npenapat aHanor NP KopoTKoro oencTens, Ha GoHe CTUMYNALUn
onpegenseTcs B AMHaMunke yposeHb J1I 1 OCI kposw. MNpenapatsl NPT, ncnonbaytowmecs ons
npo6bl, U BPEMEHHbIE TOUYKM 3a60pa KPOoBM NpefcTaBneHbl B Tabnuue 5.

B MHCTpYKLUMKN K NpUMeHeHuio #TpuntopenuHa 0,1** Mr nogkoxxHo u #6ycepennHa 300 MK
WHTPaHa3anbHO HET YKa3aHWs Ha NMPYMEeHeHne B paMKax UarHOCTUYEeCKMX TECTOB Mpu
obcnenoBaHMM NP NOAO3PEHMM Ha HapyLUeHne GYHKLMIA NONIOBOM CUCTEMbI, HO AaHHble npenapaTsl
NPUMEHSIOTCA C YKa3aHHOW BblLUe LIeNblo BHE 3aperncTpmpoBaHHbIX NOKasaHWI Ha OCHOBaHUMU
OaHHbIX 06 3pDEKTMBHOCTU 1 6€30MacHOCTH, MOTyYEeHHbIX B pe3ynbTaTe uccnenosanun [153, 154].

Tabnvua 5. BapuaHTbl NpoBeneHns npobbl ¢ aHanoroM roHafoTPOMUH-PUIMSUHT FTOPMOHa

MNpenapat [osa Cnocob Bpems 3abopa OnpepensieMble rOPMOHbI
BBEAEHUS KPOBU
#bycepenuH 300 WHTpPaHa3anbHo 0, yepes 1 yac, yepes 4 r, ocr
MKF Yaca
#Tpuntopenun** 100 MOAKOXHO 0, yepes 1 yac, yepes 4
MKF Yyaca

KpuTepwuun oueHkn npobel ¢ aHanorom MNP noaTBep)KAaeT BTOPUYHBIN MMNOroHaan3M nosbileHne
JII' B cbiBOpoOTKe <5 EfQ/N; UcKNoYaeT BTOPUYHbBIN rMNoroHagnam nossiwenue JI > 8 Eq/n; npwm
ypoBHe cTumynuposaHHoro J1I > 5 Ho < 8 Eg/n TpebyeTca pononHutenbHoe obcnegoBaHne

1 fuHaMuyeckoe HabnogeHue [58, 63 - 65].

CoOTHOLIEHNEe MaKCUMasibHOro YPOBHS FOHAAOTPOMHbIX FOPMOHOB Moce CTUMYNALUM aHanoroM
THPT (koaddunumeHT IFmax/dCIrmax) < 1.0 MOXeT CNY>XUTb AONONHUTENbHBIM KPUTEPUEM,

noaTeepXgaLlmMMm Hanmyme rmnoroHagoTpPonHOro rmnoroHagMaMa y Manb4nkos.

YeTkure Kputepmmn oLeHKn Tecta ¢ aHanorom MNP gna guddepeHumanbHOM ANarHOCTUKU BTOPUYHOIO

runoroHagnama n K3MMP y neBovek oTCyTCTBYIOT.

PesynbtaT Tecta ¢ aHanoroMm NPT MoXxeT B6bITb HEAOCTOBEPEH MNP KOCTHOM Bo3pacTe MeHee 11 neT

y neBoyek 1 12 neT y ManbunKoB.

2.3.4 TnnonponakTuHeMuns
* PekoMeHpyeTCcs nccnegoBaHne ypoBHA NPOSIakTMHA KPOBWU AeTAM C Nofo3peHneM Ha T gns
MUCKJIIOYEHUS runonponakTuHemMun [38, 48 - 49].

YpoBeHb y6eamTenbHOCT pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTM AOKA3aTeNbCTB — 5)

KOMMeHTapVIVI. Hnakunin YPOBEHb NPOJIaKTUHa B HECKOJTIbKNX o6pa3u,ax KPOBU nNoaTeep>XnoaetT Hann4yne

runonponakTuHemnu [38, 48 - 49].

2.3.5 LleHTpanbHbIn HecaxapHbii guabet
Y peten ¢ M O4HMM N3 KOMMNOHEHTOB 3ab0/ieBaHNA MOXET OblTb HEeCaxapHbIv auaber.

e PekoMeHpyeTcs cO0p CYyTOYHOM MOYM N/UNn nccnegoBaHne Moy MeTogoM 3MMHULIKOro
C onpepeneHneM CyTo4HOro anypesa, OCMOMANbLHOCTM U/WUNKU OTHOCUTENbHON NAIOTHOCTM MO
nopuMaM OETAM C NOJ03PEHMEM Ha HECaxXapHbI AnabeT Ans NoOATBEPXKAEHUSA /UCKITIOYEHNS
JaHHOro guarHosa [38, 48 - 49, 66].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)
KoMMmeHTapuun. Kputepuu nonvypumn npencrasieHsbl B Tabnvue 6.

B HopMe ocMonanbHOCTbL KpoBu cocTasnsaeT 280 — 300 MOCM/KT, @ OCMONANbLHOCTb HOYHOW UMK
Hanbonee KOHLEHTPUPOBaHHbIN MPobbl Moyn 600 — 1200 MOcCM/KT. Mpn ocMoNANbHOCTU Mo4un 6onee
650 MOCM/KT M OTHOCUTENBHOW NIOTHOCTM Moun 6onee 1015 Hannume HecaxapHoro gnabeTa
ManoBeposiTHO.



Tabnuua 6. NMonnypusa (AnarHocTunka)

Bo3pacT CYTOYHbI gnypes
HOBOPOXOEHHbIe > 150 Mn/Kr/cyT.

0o 2 net >100 — 110 Mn/Kr/cyT.
0eTu cTapluiero sospacra >40 — 50 Mn/Kr/cyT.

Y peten 1 nogpoCcTKOB C MONNYpUEn N NONUAUNCUEN HU3KAA OCMONANBHOCTL Mo4n (< 300 MOCM/Kr)
M/ HU3Kasa OTHOCUTENbHAdA MNMIOTHOCTb Moun (< 1005) Nnpy 0O4HOBPEMEHHO BbICOKOM YPOBHE HaTpUs
CbIBOPOTKM (> 145 MMONb/N) N/UNn HanMymMm BbICOKOM OCMONSANBHOCTU KpoBu (> 300 MOcM/Kr) byayT
CBUAETENbCTBOBATH B MNOJIb3Y HECaXapHOro AnabeTa; Npu Haan4YmMm CHUXEHHOIO HaTPUA CbIBOPOTKM
(< 135 MMoO#b/N) U/ CHUXEHHOM OCMONANBHOCTN KPOBU (< 280 MOCM/Kr) CBUOETENLCTBYIOT 06
WHOWN 3TUONOrnKN MNONNYpPUN.

MprMevaHue: TepMUHbI OCMONISIPHOCTb U OCMONANBHOCTb UCMONb3YIOTCA Kak B3aMO3aMeHsaeMble,
hOaxke eCJZin OHM OTHOCATCA K pa3HbIM eaunHNLaM N3MepeHnsd, Tak Kak pasHuua Mexgy 3aHavyeHnamMm
He3HauuTenbHa, a ANng o4eHb pa3baBlieHHbIX PaCTBOPOB 3TN 3HAYEHUA YNCTTIEHHO OOUHAKOBbI.

[MpakTnyeckn Bo BCEX MEONLMHCKUX YUPEXOEHMAX OTCYTCTBYIOT OCMOMETPbI M MPOBOAMUTCA pacyeT
OCMOJIAPHOCTN NO popMynam:

OcmMonspHocTb Moun = 33,3 x ABe nocnegHune undpbl NokasaTens OTHOCUTENIbHOM MNOTHOCTU MOYK
(Hanpumep: 33,3 x 1015 = 499,5 MOcMm/n).

OcMonapHOCTbL Nnasmbl Kposu = 2 X (K, MMonb/n + Na, MMOnb/n) + rMioKo3a, MMOJb/N + MOYEBUHaA,
MMonb/n + (0,03 x o6wuin 6enok, r/n).

» PekoMeHayeTcs NpoBefeHWe TecTa C AenpuBaLmen XNAKOCTU AeTAM C NONMypuen Npm oTCyTCTBUN
y6eanTenbHbiX NabopaTopHbIX AaHHbLIX O HEecaxapHOM anabeTe Ans c Lenbio Bepudurkaumnm
OwvarHosa [66 - 70].

YpoBeHb ybeanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)
KoMMeHTapuu. TecT nokasaH, ecnu:

* MMEEeTCH NoaTBepPXKAeHHas rmnoocMoTmyeckasa nonnypusa (0CMonanbHoOCcTb Moun < 300 MOcM/Kr n/
WM OTHOCUTENbHAsA NIOTHOCTb Moun < 1005),

* YPOBEHb HaTPUS B CbIBOPOTKE < 145 MMonb/n,

e OCMOJIANTBbHOCTb KPOBU Bbllle OCMONAJNIbHOCTUN MOYN.

MpumeyvaHue.
ANropuTM NPOBEAEHNA TECTA C AenpuBaLMen XXMAKOCTH

1. TecT ¢ penpuBaLmen XXMOKOCTU OOMKEH NPOBOANTLCS B CTaLMOHAPHbIX YCIioBUAX NoL,
OVNHaMUYECKUM KOHTPOeM abopaTopHbIX N OObEKTUBHbBIX nokasartenen n HabnogeHnem
MeOuUMHCKOro nepcoHana.

2. B TeyeHne Houn peﬁeHOK MOXeT I'IOTpeﬁJ'IFITb CTONbKO XXUOKOCTU, CKOJTbKO €MY HY>XHO.

3. Mpoby uenecoobpasHo HauynHaTb B paHHWE YTPEeHHWE Yachl. MNepen HavyanoM npobbl pebeHka
B3BELLMBAIOT, M3MepsioT nynsc n ALl, 6epyT o6pasew, KPOBU, B KOTOPOM OMNpPenensioT ypoBeHb HaTpus
N/WUN1 OCMONSANBHOCTb M1a3Mbl, @ TAK)K€ OCMONSANbHOCTb U/WUK YAeNbHbIN BEC N 0OBEM NEpPBOM
YTPEHHeWn nopumm Mo4un, nocne Yyero pebeHoK NpeKpaLLaeT NpUeM XnaKocTu. Bece, 4to pebeHoK ecT
BO BpeMs Npobbl, He [OMKHO cogepXaTb MHOIO BOAbI M NTErKOYCBOSEMbIX YINEBOAOB (LenecoobpasHo
ynoTpebnaTb BapeHble aKLa, Xneb, HeXVpPHbIe CopTa Msica 1 pbibbl, TBOPOT).

4. Kaxxgble 2 yaca wunv npu BblgeneHum nopumm Mmoum 6onee 200 Mn, Heo6Xo0AUMO B3BELLMBaTb
pebeHka, NPOBOAUTbL OnpedeneHne ypoBHS HaTPUSA B Nnasme U/Unm oCMONaNbHOCTU N1asMmbl,



OCMONSANBHOCTU U/UNN YOENbHOIrO BECa MOYM, OLLEHMBATb YaCTOTY MyJibca, apTepuanbHoe faBneHue
obLee caMouvyBcTBUE pebeHka.

5. TecT npekpalLaeTcs, ecnu, BbiB/IEH OAUH N3 KPUTEPUEB:

e BEC NauueHTa CHMXaeTcs Ha 3 — 5% OT NCXOOHOro,
e MaumMeHT 6onblie He MOXET NePeHOCUTb Xaxay,

e YPOBEHb HaTpUA nnasmbl > 145 MMOnb/N /UM 0CMONANbHOCTL Nnasmel > 300 MOCM/Kr (Npy 3TOM
OCMONANBbHOCTb CbIBOPOTKM CTAHOBUTCS 60MbLIE OCMONSANBHOCTU MOYN),

e OCMONSANBHOCTb MOYM Bo3pacTaeT 0o 700 MOCM/1 U/1nmn oTHOCUTENbHAas NSIOTHOCTb Mouun 0o 1021.

MocnegHuin KOHTPOJ1b na6opaToprlx 1 06BbEKTUBHbBIX MOKa3aTenen npoBOAUNTCA HENMOCPeaCcTBEHHO
nepepn okKkoH4YaHMeM TecTa.

6. MNocne oKoHYaHWS NauneHTy paspeLllaeTcs BbiMUTb 06bEM BOAbI, MPUBNMXKEHHbIN K BblAENEHHOMY
B Xof4e npobsl.

Ecnun ocMonsanbHOCTb MNasmbl K KOHLLY MPo6bl MPaKTUYECKU HE UBMEHAETCH, @ OCMONANbHOCTb MOYM
yBenuumaetcs go 700 MOcM/Kr n 6onee (OTHOCUTENbHAA NNOTHOCTbL > 1021), HecaxapHbi anabeTr
no6oro reHesa UCKlO4aeTCs.

Mpu ypoBHe HaTpUs CbIBOPOTKKN > 145 MMOrb/N N/Unu oCMoNanbHOCTb nnasmel > 300 MOcM/Kr
HecaxapHbI AnabeT NOATBEPXKAAETCH.

[MokazaTenu npu NpPoBeAEHUM TECTA C AeNPUBALMEN XXNOKOCTU

OcMonAnbLHOCTb MoUun MOCM/Kr HaTpus nnasmbl (MMonb/n) OuarHos
<300 > 145 HecaxapHbl guabet
>700 <145 HecaxapHbIil onabeT ncknoyeH

[na 60nblWMHCTBA NALMEHTOB AOCTAaTOYHO OrPaHUYNTb NMPUEM XXUOKOCTU Ha 7 — 8 YacoB, B C/lyvae
NEPBUYHONM MOANAUMNCUN TECT MOXKET NPOAOIKATLCS A0 24 4acoB.

Y MnageHUeB cnyYanHas yTPeHHAS OCMONANbHOCTb KPOBWM MOCAE NpeKpaLLleHns npuemMa Boabl

B MOSIHOYb > 295 MOCM/KT 1/UNu YPOBEHb HAaTPUA B CbIBOPOTKE > 143 — 145 MMonb/n Ha GOHEe HMU3KOoN
ocMonanbHOCTU Mo4n (< 300 MOCM/KT) Ui KoaddULMEHTa OCMONANIBHOCTN MOUYU/KPOBU < 1
NOATBEPXAAT HecaxapHbIn ouabeT [66].

« PekoMeHpyeTcs onpeneneHne oCMonNsanbHOCTU MOYN Ha pOHe NpUMeHeHns #aecMonpeccuHa**
(ans peten ctapuwe 10 net: 10 MKr MHTpaHa3ansHo unun 0,1 Mr nepopanbHo [151, 152] unu 60 MKr
cybnuHreansHo [152]; ons geten mnagwe 10 net: 0,05 Mr nepopansHo [151, 152] nnu 30 MKr
cy6nuHreanbHo [152]) nauneHTaM ¢ NOATBEPXKAEHHbIM AMAarHO30M HecaxapHbI guabeT ons
onpepneneHns ero Tuna [66 - 71].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumn C (ypoBeHb AOCTOBEPHOCTU foKa3aTeNnbCTB — 5)

KoMMeHTapuu: nocne NnoaTBepXXAeHMa AnarHo3a HecaxapHsblil onabet Heo6xoaMMo onpeneneHne ero
TUMa — LeHTPanbHbIN UK HepporeHHbIN. Tak Kak Npu LeHTpanbHOM HecaxapHoM guabeTte
HapyLlaeTcs CUHTE3 /UK CeKpeL s Ba3onpeccuHa, To NPy JIeYeHUN ero aHanoramMmu (3aMeLLeHnm
HeJoCTaloWero Ba3onpeccmnHa), HabniopaeTcs ynyyleHne KOHLEHTPAUMOHHOM GYHKLMN NOYEK, YTO
OTpaXaeTcs B 3HaYNMMOM yBENNYEHUM KOHLLEHTPaLUUN Moyn — 6onee, yeM Ha 50%, 4To noaTeepxaaeT
OMarHo3 LeHTpanbHbI HecaxapHbin guabet [68 - 71], no KpanHen Mepe Yy NauUEHTOB C «MOTHOM»
dopMomn HecaxapHoro guabeTa.

[MoBbIWEHWE KOHLEHTPaLMN MOYM MeHee, YeM Ha 50% roBopuT 0 HEPPOreHHOM HecaxapHOM
nunaberte.

B Hayane TecTa nauMeHTy HEOBXOAMMO MOTHOCTLIO OMOPOXHUTL MOYEBOW My3blPb, 3aTEM MPUHATL
#poecmonpeccun** (ons peten ctapuwe 10 net: 10 MKr MHTpaHasanbHo unm 0,1 Mr nepopansHo [151,



152] nnn 60 MKr cybnuHreansHo [152]; onsa geten mnagwe 10 net: 0,05 mMr nepopansHo [151, 152] nnu
30 MKr cybnuHreansHo [152]):

Yepes 2 1 4 4 He06X0AMMO cobpaTb MOYY ANS onpefeneHns ee o6beMa n 0CMONANBHOCTU (Mn
OTHOCUTENBHOM MNIOTHOCTK).

MaumeHTy paspeLlaeTcs ecTb U NUTb, NPU 3TOM 06bEM BbIMMBAEMOW XXUAKOCTU B TEHYEHNE OBYX
nocnenyrowmx nocriie OKOH4YaHunA nMpo6bl YAaCOB He AO/IKEH NMPEBbIWAaTb 06beMa MOYM, BbIAENEHHOM 3a
Bpemd npoeeneHnda Tecta c ,ueanBaumePl XNOKOCTU.

[MoBbIWeEHWEe KOHLEHTpaumm Moumn 6onee 4yem Ha 50% OT NCXOLHOWM FOBOPUT O LEeHTPaNbHOM
XapakTepe HecaxapHoro anabeTa, MeHee yeM Ha 50% — 0 HedporeHHOM HecaxapHOM gnabeTe.

MpumMeyvaHue: ong nauneHToBs, Mewmnx KT- nnu MP-npusHaku o6beMHoro o6pasoBaHus
runoTanaMo-runodunsapHomn obnact UM B aHaMHe3e ornepaTUBHOE IeYeHne OnyxXonu rmnoTanamMo-
runodmsapHom obnacTtu, Ana NOCTaHOBKM AMarHo3a HecaxapHoro auabeTa nposefeHme npoodsl

C OrpaHnYeHneM XXUOKOCTU He aBNgeTca 06a3aTefibHbIM. [JOCTaTOYHO HaNMUYnsA KIIMHUYECKU SBHOM
NONMypuUn, HU3KOM OTHOCUTENTbHOM NAOTHOCTM MOYM BO BCEX NMpobax aHannsa Mo4m no 3MMHULKOMY
n apdekTa OT BBegeHUs #necmonpeccuHa** (ona neten ctapwe 10 net: 10 MKr nHTpaHasasbHO Uin
0,1 Mr nepopaneHo [151, 152] nnun 60 MKr cybnuHreanbHo [152]; ona peter mnagwe 10 net: 0,05 mMr
nepopanbHo [151, 152] unn 30 MKr cybnuHreansHo [152]).

e He pekoMeHayeTcs onpeneneHne ypoBHs Ba3oNpeccmnHa u/unm KonentuHa nauneHTam
C rMNonNUTYUTapmM3MoM A9 NoATBEPXXAEHUS /UCKIOYEHNA HecaxapHoro avuabeTa [66, 69, 72 - 75].

YpoBeHb y6eamTenbHOCTU pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTU foKa3aTeNnbCTB — 5)

KoMMeHTapum: konentuH — C-KOHLEeBas YacTb NpefLwecTBEHHMKA Ba30NpeccmHa, KOTopbli
CTEXMOMETPUYECKN CEKPETUPYETCH BMECTE C HUM B KPOBb, HO MMeeT 60/bLLYI0 CTabUIbHOCTb.
HecMoTps Ha NPoAEMOHCTPUPOBaHHOE B psae 3apybexHblX UCCNefoBaHWA yCneLwHoe
NCMoNb30BaHME YPOBHEW KOMENnTMHAa 1 Ba30NpeccnHa B KayecTBe MapKepoB COCTOSATENbHOCTU
KOHLEHTPaLMOHHOM GYHKLMM NoYeK y B3pocbiX [69, 72 - 75], X pornb B AMarHOCTMKe HecaxapHOro
OunabeTa y geTen no-npexxHeMy oTCyTCTBYeT [66].

2.3.6 CTr-gpepuunt

* PekoMeHpyeTcs nccnegoBaHne YpoBHA MHCYNIMHONOQOOHOrO pocToBoro daktopa | (MOP1)
B KPOBM [eTsaM € nofo3peHmeM Ha Tl B KayecTBe CKPUHUHIOBOIo MeToAa A1 KOCBEHHOWN OLEeHKM
3HporeHHom cekpeuun CTI [38, 48 - 51, 76 - 82].

YpoBeHb y6eamnTenbHOCTU pekoMeHaaLmin A (YypoBeHb LOCTOBEPHOCTU AOKa3aTeNbCTB — 2)

KoMMeHTapuun: ypoBeHb MDPL nmeeT NuLb HE3HAYMTENbHbIE CYTOYHbIE KONebaHWs, NO3TOMY ero
OfHOKpAaTHOE onpefeneHne SBASETCA BaXKHbIM NapaMeTpoM B ANarHocTuke geduumta ropMoHa
pocTa [38, 48 - 51, 76 - 82]. KoHueHTpauna NOP1 3aBucuT oT BO3pacTa, nona, ctaguun nybepraTa

N OOMKHA ObITb MHTEPNPETUPOBaHa B COOTBETCTBUM C KOCTHbIM, @8 HE XPOHONIOrMYeCKMM BO3PacTOM.
B MnageHyecTBe 1 paHHeM geTcTee (<5 neT), ypoBeHb NOP1, kak NnpaBuno, HU3KUIM, B CBA3K C YEM

B 9TMX BO3PACTHbIX rPynmnax CAOXHO PasnmMynTb HOPMarbHbIA U CHUXEHHbIN YPOBEHb. B ny6epTaTHOM
nepuoae HopMarsnbHbI ypoBeHb MOPL c 60nbLION A0NEN BEPOATHOCTHN YKa3biBaeT Ha OTCYTCTBUE
neduunTta CTI. CyliecTByeT 3aBUCUMOCTb YpoBHA NDP1 oT nuTaHuns pebeHka, ero TMpeonaHOro
cTaTyca, Hannunsa XPoHUYECKNX 3HAOKPUHHBIX N HE3IHAOKPUHHbBIX 3a6onesBaHuii. [pu anarHocTuke
neduumnta CTI KOHUeHTpaums onpepensemoro MOP1 ncnonb3yeTcs B COBOKYMHOCTU C pe3ynbTaTamMun
CTr-cTMMyngaumMoHHbIX npob [38, 48 - 51, 76 - 82].

HopManbHbIn ypoBeHb MOP1 B cbiBOPOTKE He ncknovaeT geduunt CTI [38, 48 - 51].

. He pekomeHpyeTcs:
. OJHOKpaTHOEe U3MepeHune 6asanbHoro yposHs CTT,
. onpepeneHne HoYHoM cnoHTaHHoM cekpeunn CTT,

o nccrnegoBaHue akckpeuun CTI B Moye,



* uvccnepoBaHue cekpeumn CTI npun puanyeckom Harpyske geTsM 1 NogpocTkaM ¢ NOAO3PEeHMEM Ha
M pns gnarHoctukn CTr-gedununTa [38, 48 - 51].

YpoBeHb y6eauTenbHOCTU peKkoMeHAaauuit C (YpoBeHb AOCTOBEPHOCTM A0Ka3aTeNbCTB — 5)

KoMMeHTapum: nsonMpoBaHHas oLieHKa $p13nonormiyeckKon cekpeLmmn ropMoHa pocta pebeHka
(onHoKpaTHoe uamepeHue 6asanbHoro yposHsi CTl, onpeneneHne HOYHOM CMOHTaHHOM CeKpeLun
CTT, uccnepoBaHue akckpeuun CTI B Moye, uccneposanue cekpeuuu CTI npu puamnyeckon
Harpyske) He SIBNisieTCA aMarHoctuyeckum kputepuem CTr-HegoctatoyHocTH [38, 48 - 51].

o PekoMeHOyeTCs UCKIOUYMUTL OeTAM ¢ nogo3peHneM Ha T nepepn nposegeHnem CTI -
CTUMynupylowmx Npob ang anarHoctuku CTr-gpedpuunta [48 - 51]:

o TsHKenble coMaTuyeckune 3aboneBaHnst B COCTOAHUMN OEKOMMEHCALNN, CMOCOBHbIX OKa3biBaTb
BNMSIHME Ha TEMIMbl POCTA: Lenmakus; 3abonesaHnsa KMLWEYHWKa, NPpMBOAALMNE K HAPYLLUEHMIO
BCacblBaHWA; 3a60neBaHNs ceppLa, NeyYeHn 1 Noyek, Bbi3BaBLUME UX HELOCTAaTOYHOCTb; aHEMUS
naop.;

e BPOXAEHHbIE CUCTEMHble 3ab60feBaHNS CKeneTa, KOCTHO-XPSALWEBbIE ANCNNAasnu;

o CMHAPOMasbHYIO HU3KOPOCIIOCTb; Y BCEX AEBOYEK C 3aAePXKKOI pocTa TpebyeTcs obs3aTesibHoe
LMTOreHeTMYecKoe UccnenoBaHme (KapmoTum) BHE 3aBUCMMOCTU OT HaMYMS UK OTCYTCTBUA
bEeHOTUMUYECKNX MPU3HAKOB cUHApPoMa LepelueBckoro-TepHepa;

e 3HOOKPUHHbIE 3a60M1eBaHNA B COCTOAHUM AeKOMMNEeHcaLnn: NepBUYHBIN FTMNOTUPEO3,
rMNepKoOpPTULIM3M, caxapHbl AnabeT. edpuumTt opyrnux TPOMHbIX FTOPMOHOB, MOMUMO AeduumTa
CTT, ponxeH 6blTb KOMNEHCUPOBaH.

OeTaM ¢ nopo3peHuneM Ha Tl nepepn nposegeHneM CTI-cTuMynumpyowmx npob ons guarHoctnku CTr-
nedpuumTta [48 - 51].

YpoBeHb y6eanTenbHoOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

e PekoMeHayeTcs AN oueHKM obLwero KMHMYeckoro ctaTyca pebeHka: nposeaeHne obuiero
(KNMHWYeCcKoro) aHanmsa KpoBwu, obLero (KIIMHNYECKOro) aHannsa Mo4Yu, UcCriefoBaHme YpoBHSA
rNIOKO3bl B KPOBU, UCCNefoBaHMe yPoBHS obLero 6enka B KPOBU, UCCefoBaHMe YPOBHS obLwero
6unupyburHa B KPOBU, onpeneneHue akTMBHOCTM anaHMHaHaMUHOTpaHcdepasbl B KPOBY,
onpepgeneHne akTMBHOCTM acnaptTataMMHoTpaHchepasbl B KPOBU, UCCNedoBaHNE YPOBHSA
KpeaTuHUHa B KpoBu [48].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumn C (ypoBeHb AOCTOBEPHOCTU fOoKa3aTenbCTB — 5)

o PekoMeHpyeTcs nposefeHne CTI-ctumynupyowmx npob geTsam ¢ nofo3peHneM Ha T gna
ouarHocTtukn CTIr-gpeduumra [38, 48 - 51, 82], Tabnuua 7.

o 1N npoBOKaLMOHHbIX MPo6 B KayecTBe GapMaKonormyeckmux CTUMynaTOpoOB UCMNONb3YIOTCA:
#xnoHnguH** (0,15 Mr/mM2, per os);

e VHCY/IMH KOPOTKOro OENCTBUSA U UX aHaNorn ons HbeKLUMoHHoro Beegenus (0.1 En/kr, B/B
CTPYWNHO);

o #nesopgona** per os: 125 mr (npu Macce Tena < 15 kr), 250 mr (npun Macce Tena 15 — 35 kr), 500 mr
(npv Macce Tena > 35 Kr);

o #rniokaroH** (30 MKr/Kr, HO He 6onble 1 mr, n/K).
YpoBeHb y6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM JOKa3aTeNbCTB — 3)

KoMMeHTapun: TecTbl Ha cTuMynsaumio CTI NpoBOASATCS B CTaLUMOHape Noc/ie HOYHOrro rofofaHns
06y4YeHHbIM NepcoHanoM B NPUCYTCTBUN Bpaya. Bbibop KOHKPETHON Npobbl — peLleHne nevallero
Bpaya, nposofsLlero obcnefgoBaHune. Tak Kak kaxaasa n3 npob nmeet cBOM 0OCOBEHHOCTH, TO

B YC/TIOBUAX OAHOM KIIMHUKM LieniecoobpasHO NOCTOAHHO NPUMEHATb Kakne-nnmbo ABe ornpefeneHHbIe.
B kauecTBe nepBoOro Tecta npoBefeHune npobbl ¢ #KNOHUAMHOM** neTaM ¢ nogo3peHmnem Ha CTT -
nednumT, ocobeHHo ponybepTaTHOro Bo3pacTa. Bce MogndunumpoBaHHbie TECTbI (2 — 3 TOUKU) He
ABMAOTCHA AOCTOBEPHbLIMU.



Tabnuua 7. CTI-cTuMynupyiowwme npobbl, NCMonb3yeMble A5 OUarHOCTUKM COMaTOTPOMHOM
HeJoCTaTOYHOCTW Y AeTen

®apM. npenapat [osa, meTon CxeMa Mo6ouHble 3 PeKTb
BBeAeHus 3abopa
KpoBMU,
MWH.
#KnoHngnu** (KnodpenuH) 0,15 Mr/m2, 0, 30, 60, COHNIMBOCTb, CHMXeHue A,
per os 90, 120 6pagnkapaoms
MHCYNMHBI KOPOTKOIro AeNCTBUA U UX 0,1 En/kr, B/B 0, 15, 30, rMNOrNMKeMuns, NOTNMBOCTD,
aHanorun ons UHbEKUMOHHOIo BBEeHUSA CTPYWHO 45, 60, 90 YyBCTBO rosioga, TpeMop
#WHCYNMH PaCcTBOPUMBIN [4enoBeYeCcKuii KOHEeYHoCTeMn

rE€HHO-UHXXEHEePHbIN]**

#IleBogona** 125 mr npu 0, 30, 60, TOLWHOTA, PBOTAa,
Macce Tena < 90, 120 ro/fI0OBOKpPYXeHune, ronosHas
15 kr 60nb, 60N B XXNBOTE
250 Mr npwm
Macce Tena
15 — 35 kr
500 mr npu
Macce Tena >
35 Kr, per os
#nokaron** (MiokaleH 1 Mr MTnnoKwuT), 30 MKr/Kr, HO 0, 30, 60, runepravkemMms yepes 30
NpPUMeHseTCA TONbKO y AeTel Ao 6 net He 6onblwe 1 90, 120 MWHYT, TOWWHOTAa, PBOTa;
M, N/K runornukemMus yepes 120 — 180
MUHYT

UHTepnpeTauus peaynstatoB CTM-cTuMynupyiowmx Tectos [48 - 50]:

e MakcuManbHaga KoHueHTpauua CTI Ha cTtumMynaumio < 10,0 Hr/Mn (Ha Npobe ¢ #rnioKaroHoM** <7
Hr/Mn) — pednumt CTT,

e MakcuManbHaga KoHueHTpauua CTI Ha gByx CTI-ctuMynupytowmx npodax < 7,0 Hr/MN — TOTanbHbIN
neonunt CTT,

e MaKcuManbHbI ypoBeHb CTIM Ha ogHon 13 apyx CTI-ctumynupyiowmx npobax >=7,0 <10,0 Hr/
M — napuyaneHbin geduumt CTT,

e NPV NOMyYEeHNN MakCUManbHom KoHueHTpauumn CTIN Ha nepson CTI-cTumynupyiowen npobe > 10,0
Hr/Mn (BNa Npo6bl ¢ #rawkaroHoM** > 7 Hr /M), BTopas npoba He nposoauTcd, CTr-geduunt
NCKNoYaeTcs.

o J1IOXXHOMONOXUTENbHbIE pe3ynbTatsl CTM-CTUMYNUPYIOLLMX TECTOB BOSMOXHbI MPU Hanuuun [48 -
50, 83 - 84]:

e HEKOMMEHCMPOBAHHOIO rMNoTUPeo3a (MepPBUYHOMO UM BTOPUUYHOTO),

e HebnaronpusATHLIX NCUXOCOLManbHbIX GaKTOPOB Pas3BUTUS pebeHKa (HeyLoBNEeTBOPUTENbHbIE
NnUTaHWe, B3aMMOOTHOLLEHNS B CEMbBE),

. OXMPEHUS,

o 3a0eP>XXKM NoJIoBOro pas3BuTug,

e COMyTCTBYyOLWEN Tepanum (IMOKOKOPTUKOW I, HEMPOTPONMHbIE CPEACTBA).

» He pekoMeHAyeTcHa npoBeaeHne npobbl C MHCYMHaMN KOPOTKOIro AENCTBUS M UX aHanoraMu ons
MHbEKLMOHHOIo BBeAeHUs [48 - 50]:

e petam go 5 net ¢ nogospeHuneM Ha I gna anarHoctuku CTr-gedununTa;

e MPW BbIPaXX€HHOW rMNornmkeMmn (6asanbHblil YPOBEHb MMIOKO3bl KPOBU < 3 MMONb/1),
e MPW 3NUAENCUN U/UNN NEYEHNN ee B aHaMHese,

e MpW TEKYLLEN Tepanun NPoTUBOANUNENTUYECKMMU NpenapaTamu,

e Mpu 3aboneBaHMax cepaua mn Hann4vmmn I'IpOTVIBOI'IOKGSGIHVIVI CO CTOPOHbI Kapgwuonora.



YpoBeHb yb6eanTenbHoCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KoMMeHTapuu: B 3TUX cy4yasax npoBoguTcs npoba ¢ #rniokaroHoM** (NpMMeHsAeTCS TONbKO y AeTen
0o 6-neTHero Bo3pacTta). [lnarHoctuyeckui yposeHb CTI-gedunumrta Ha npobe ¢ #rniokaroHomM**: <7
Hr/mMn [52].

CnepnyeT y4nTbiBaTb 0COBEHHOCTM NPOO6LI: CHavyana Ha 30 MUHYTE NOBbILWEHWNE YPOBHS MIOKO3bl
1 3aTteM (06bI4HO nocne 120 MUHYTbI pa3BMBaETCHA MMNOrMMKEMUS, UMEHHO B 3TUX BPEMEHHbIX TOUYKax
HabnopatoTca 6onee Boicokue umuopsl CTI).

o PekoMeHpyeTcs onpegeneHune CTI 1 KOPTU30Na B Ka)aon BPEMEHHOM Touke Ha poHe
NPOBOKAaLNOHHOWN NPOB6bl C UHCYIMHAMW KOPOTKOrro AENCTBUS N UX aHanoraMm Ans UHbEKLUNOHHOMO
BBeJeHua y geTten ¢ nogospeHnem Ha CTIM-gedunumTt 1 conyTCTBYIOWNN BTOPUYHBINA TMMTOKOPTULNZM
C Lenbio OAHOBPEMEHHOM AMarHOCTUKU STUX ABYX TPOMHbIX HegocTaToYHocTen [48 - 49].

YpoBeHb yb6eanTenbHoOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

* PekoMeHpgyeTcs nposefeHue sTopon CTI-cTuMynupytoLen npobsl ¢ opyrum papmMakonormyecknm
cTMMynaTopoM cekpeumn CTIT getsam ¢ nogospeHneM Ha ' ona nogreepxxgeHna CTr-gedpuumnta
He paHee YyeM yepes 48 4 nocrne nepsoin [48 - 49].

YpoBeHb yb6eanTenbHoCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

* PekoMeHayeTcs HacblWweHne NoNoBbIMY FOPMOHaMK (aHAPOreHaMu UM acTporeHamn) nepes
nposegeHneM CTI-CTUMYNUPYIOLWMX TECTOB Y NOAPOCTKOB C NOAO3PeHNEM Ha [T, nmerowmx
3a4epXKKy MONOBOro Co3peBaHUs, AN CHUXEHMA PUCKa NONYYEHUS NOXHOOTPULLATENbHbIX
pesynbTaTos [48, 50, 86 - 91]:

Yy leBOYEK: MOXeET ObITb NpYMeEHeH #3cTpaanona Banepat™* BHyTPb Mo 2 Mr (1 Mr npu Macce Tena <
20 Kr) B Te4yeHue 2 aHen, C NPUEMOM B BeYepHMe Yachl, Npoba Ha ctumynsaumio CTIN npoBoamTca Ha
YTPO 3-ro AHS; Y Manb4YMKOB: MOXET ObITb MPUMEHEH #TECTOCTEPOH CMeCb aGUPOB**: OQHOKpPATHOE
B/M BBegeHue 100 Mr (0,4 mn) #TecTtocTepoHa cMecn adupoB** ¢ nposegeHMeM Npobbl Ha
ctumynaumio CTI Ha 5 — 7-e CyTKU Nocrne UHbeKLMN; anbTepHaTnBea Ansa Manb4YmMKoB: #3cTpagnona
Banepat** BHyTpb no 2 Mr (1 Mr npu Macce Tena < 20 Kr) B Te4eHue 2 Heln ¢ NPMeEMOM B BeyepHue
yacbl, Npoba Ha cTumMynaumio CTI npoBoANTCSA Ha YTPO 3-ro oHS.

YpoBeHb y6eamTenbHoCT pekoMeHgaumin C (ypoBeHb LOCTOBEPHOCTU fOKa3aTeNbCTB — 5)

KoMMeHTapumn: y NogpoCTKOB C 3a4€ePXXKOW MOSIOBOro Co3peBaHuns (Manbumkm ctapue 13 ner,
LEBOYKM cTaplue 12 neT) ANA CHMKEHUSA pUCKa MONYYEHUS NTOXXHOOTPULLATENbHbIX Pe3ybTaToB Npu
[48, 50, 86 - 91]:

e OTCYTCTBWM BTOPUYHbIX MONOBbIX MPU3HAKOB 1/NNN HU3KOM YPOBHE TECTOCTEPOHA (Y Marnb4ynKoB)/
acTpapuona (y [eEBOYEK),

e yMepeHHOM OoTCTaBaHuu B pocTe: SDS pocTta oT — 2.00 go — 2.99,

e OTCTaBaHWW KOCTHOro co3peBaHusa Ha 0 — 3 rofa,

e OTCYTCTBUM Apyrux (kpome CTI) TPOMHbIX HE[OCTaTOYHOCTEN B CBA3M C BbICOKUM NPOLLEHTOM

NOXHOOTPULLATENbHbIX Pe3ynbTaToB LenecoobpasHo cnepytowee [48, 86 - 91]:

MprMeyaHue: Kak NpaBuio, HEO6XOANMOCTb HACHILEHMS NMOSIOBBIMU FOPMOHAaMM KacaeTcs
MaJib4MKOB, Y KOTOPbIX Yalle, 4YeM Yy 1IeBOYEK, Habnogaetca KOHCTUTYLUMNOHaTbHadA 3afepixKkKa pocTa
M MONOBOro pasBnUTUA.

o PekoMeHpyeTcs nposefeHne ogHoro CTI-cTUMynMpYoLLero Tecta 'y geten ¢ nogo3peHmem Ha Il
ona guarHoctukmn CTIr-geduumta npyn Hannyum.

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTU floKa3aTeNbCTB — 5)

KoMMeHTapuu: nposeneHne ogHoro CTM-CTUMYNMPYIOLLErO TECTA ABNSETCA 4OCTaTOUYHbIM NpK
06a3aTeNbHOM HanMunn y pebeHka AByX U3 YeTblpex ycrnoBuin, Tabnuua 8.

Ta6nuua 8. YcnoBus, nossonsiowme auarHoctuposartb CTr-gedpuumt Ha ocHoBaHuMM ogHoro CTI-
CTUMYNMpYIOLWEero TecTta



1% 3HauuTeNbHbIN AepuumT pocta (SDS pocTa: < -3)
2. HU3Kas (HUxe pepepeHCHOro 3HaYeHns) KoHueHTpauma MOP1 B Kposu
3. KaK MMHWUMYM ofHa gononHutensHasa (nomuMo CTIM) TponHas He[oCTaTOYHOCTb

4. BPOXAEHHbIN aedeKT runotanaMo-runodunsapHom obnactm no gaHHeiM MPT: «Tpnapga» (couyetaHne
rmnonnasun ageHormnodunsa, runonnas3nmn/annasnm runoPuaapHor HOXKU 1 SKTOMUKN Henporunopmsa)
nnm
orepaTMBHOE Nie4eHne onyxonun rmnotanaMo-runodusapHor obnactn B aHamMHese
munm
obnyyeHne KpaHMoBepTebpanbHOM o6nacT B aHaMHese

o PekoMeHpyeTcs guarHoctuposaTtb CTIM-geduumnt 6e3 nposeneHuns CTI-cTtumMynupyowmx npob
neTaM ¢ nogospeHnem CTI-gednumt npu HaNnMUMmn gOCTaToOYHbIX A9 aToro ycnosun [48, 50].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU foKa3aTeNbCTB — 5)

KoMMeHTapuu: gnarHoctuposaTtb CTI-gedumunt 6e3 nposefneHnsa CTI-cTMMynupyowmx npob
BO3MOXXHO NpW 0693aTeNIbHOM Hannynmn y pebeHka ofHoro 13 Tpex ycnosum, Tabnuua 9.

Tabnuua 9. Ycnosusi, nossonsiowue guarHoctuposatb CTr-gepuumt 6e3 nposepenus CTr-
CTUMYNUPYIOLLIUX TECTOB

| 06s3aTenbHOe Hann4umne Tpex U3 vYeTblipex coctasnsowmx (1 — 4):

1 3HaunTENbHbLIN aednunTt pocta (SDS pocTa: < -3)

2 HU3Kasa (HMKe pePepeHCHOro 3Ha4YeHNns) KoHLeHTpauma MOP1 B Kposmu

3 KakK MMHMMYM OfiHa gononHuTteneHasa (nommmo CTI) TponHas He[OCTaTOYHOCTb

4 - BPOXAEHHbIN AedeKT runotanamMo-runodmnsapHor obnactu no gaHHelM MPT: «Tpraga»

(coyeTaHue runonnasum ageHormnodusa, runonnas3nm annasmm runoGuUapHoO HOXKM
M 3KTONUM Henporunodunsa)

unm
- onepaTuBHOE JledeHne OMNyxXonu runoTanamo-runodusapHoin o6iacTv B aHaMHese
unu

- 06nyyeHune KpaH1moBepTebpanbHo 061acTv B aHaMHese

Il Hanuuuve y nauneHTa MyTaumm reHoB, acCounnpoBaHHbIX ¢ passutnem WOIP nan MArA (GH1, GHRH-R,
HESX1, LHX3, PROP1, POU1F1[Pit-1] n gp.)

11 Y neten po 3 net (Npu ob6cnenoBaHMM NO NOBORY CMOHTAHHbBIX MMNOTMIMKEMUIA) NPU KOHUEHTpauum CTT <
5 Hr /M Ha POHE rMNOrNNKeMMN 1 Hannyunm, Kak MUHUMYM OAHOM AONONHUTENbHON (NoMuMo CTT)
TPOMNHOM He[OCTaTOYHOCTU U/UNKN «TpUadbl» No AaHHbIM MPT
MpuMeyaHune: Hannune TONbKO CHMXXEHHOW KOHLUEHTpaunu CTI Ha GOHe rmnornMkeMmm HegOCTaTOUYHO
nns anarHocTuku gedpuumnta CTI [[92]](#p100778)

2.3.7 Pe-TecTupoBaHne cOMaTOTPOMHON GYHKLNMU

» PekoMeHpyeTcsa nposefeHne CTI-cTUMynumpyloLwero Tecta nauneHTam, OCTUMLMM Ha doHe
Tepanum coMaTpPoONMHOM** KOHEYHOro PocTa, UMeLNX N30NNPOBaHHbIN CTIM-geduumnT unm ogHy,
nomMumo CTT, TPOMHYI0 HEAOCTATOYHOCTb (MPY OTCYTCTBUU MONEKYNAPHO-FEeHETUYECKOIO
noaTBepPXAeHWs AnarHosa) u HopManbHbI (Ha doHe OTMeHbl coMaTponuHa**) yposeHb MOP1 ons
pe-TecTpoBaHnsa coMaToTponHon dyHKkumm [93 - 100].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn A (ypoBeHb OCTOBEPHOCTM J0OKA3aTeNbCTB — 2)

KoMMeHTapuu: Lenb NpoBefeHNs pe-TeCTUPOBaHNSA — MOATBEPXKAEHME (UCKITIOYEHME) AMarHosa
COMaTOTOTPOMHOM HEAOCTAaTOYHOCTM NOCE AOCTMKEHNS KOHEYHOrO pocTa. Pe-guarHoctmky
NpoBoaAT Ha doHe 1 — 3 MecsYHOro rnepepsiBa B 1e4eHNU coMaTpornmHoM** [93]. «30M10TbIM
CTaHOaPTOM» OMArHOCTUKKN feduumTa rOpMOHa POCTa Y B3POC/IbIX ABNAETCH UHCYNMHOBas Npoba

(WHCcynuHTONEepaHTHbIN TecT — UTT) [94 - 96, 100].



Hy>xpaloTcsa B pe-TecTupoBaHUu naumeHTbl [97 - 99]:

e C n3onnpoBaHHbIM CTI-gednuUnToM, NPU HANMYUN HOPManbHOro YpoBHA MDP1 (Ha doHe OTMeHbI
coMaTponuHa**) n He NMeloLLLME MONIEKYIAPHO-FEHETUYECKOro NOATBEPXKAEHNSA AMarHosa;

o uMetowme 1 (noMmmo CTT) TPOMNHYI0 HEAOCTAaTOYHOCTb NPU HaNUYMM HOpManbHOro yposHs MOP1
(Ha poHe OTMEeHbI coMaTponuHa**) u He MMeloL e MONeKYNAPHO-reHEeTUYECKOro NoaTBEPXOEHNS
anarHosa.

MHTepnpeTaunsa pesynstaToB pe-TeCTUPOBaHUA: ANarHOCTUYECKUM KPUTEPUEM COXPaHSIOLLLErOCH
AeduumTa ropMoHa pocTa, ABNAETCA MaKCUMarbHasa CTUMYNMpoBaHHasa KoHueHTpauna CTI < 5,0 Hr/
Mn [94 - 96].

o He pekoMeHayeTcs NpoBeaeHne pe-TeCTMPOBaHUSA COMATOTPOMHON GYHKLUMUM NaLuMeHTaM,
LOCTUTIMM Ha HOHEe Tepanmmn CoMaTPOMNMHOM** KOHEYHOMO POCTa, UMEIOLLMX:

e nOBe v 6onee, noMmmmo CTI, TPOMHbIE HEQOCTAaTOUYHOCTH;

e npuobpeTeHHble BCNeacTBMe onepaunm n/mnm obnyyeHns noBpexgeHns runotanamo-
runocdunsapHom obnacTtu (Npu yCnoBnn HM3KOro (Ha GoHe oTMEeHbl comaTponuHa**) ypoeHsa MOP1);

o creundunyeckyto ona CTr-geduumnta natonoruio LLHC («Tpunagy» cneundunyeckmnx npnusHaKkos npu
MPT-uccneposaHum);

e MyTauuu reHoB cuctemMbl «CTM-NOP1» ong pe-recTMpoBaHUA COMaTOTPONHOM GyHKLUMK [94, 97 -
98, 101].

YpoBeHb y6eamTenbHOCTU pekoMeHgaumin A (YypoBeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 2)

2.4 NHCcTpyMeHTasbHble AnarHocTMyeckune nccnefoBaHus

o PekoMeHpyeTcs npoBefeHmne peHTreHorpadmm KNCTen ¢ nydesansacTHbIMU CyCTaBaMu OETAM
¢ nogo3peHneM Ha ' onsa oueHKM KOCTHOro BO3pacTa U MPOrHO31MpoBaHUS KOHEYHOro pocTa [102
-106].

YpoBeHb y6eamTenbHoCTn pekoMeHgaumin C (ypoBeHb LOCTOBEPHOCTU fOKa3aTeNbCTB — 5)

KoMMeHTapumn: KOCTHbI BO3pacT 06bl4HO onpepensioT no metogy Greulich-Pyle ¢ nomMoubio
pagomonoruyeckoro atnaca (W. Greulich, S. Pyle, 1959) nnu no metogy Tanner-Whitehouse (TW20)
[102 - 106]. KocTHoe co3peBaHue npu CTr-geduunte B 60NbLUMHCTBE CllyYaeB 3HAUNTENbHO (Ha 2
rofa v 6onee) oTCTaeT OT XPOHOSOMMYECKOro, CTeMNeHb ero 3aAepPXXKn KoppenmpyeT co CTEMEHbIO
W ONUTeNbHOCTLIO AeduunTa ropMoHa pocTa.

B MexayHapoaHoM NpakTuKe Npu oLeHKe KOCTHOMO CO3PeBaHNs UCMONb3yeTcst peHTreHorpadus

KNCTW HE OMUHAHTHOM pyku [102].

» PekoMeHpyeTcs nposefeHne MarHMTHO-Pe30HaHCHOM ToMorpadun ronoBHOro Mo3ra
C NpULENbHON BM3yanuaaunen runotanaMo-runodpusapHomn o6nactv oeTsaM ¢ nogospeHmeM Ha Il
A5 UCKNIOYEeHNS 06beMHOr0 06pa30BaHMS W BPOXKAEHHbBIX aHOManU Pa3BUTUS FONIOBHOIO
Moasra [107 - 110].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn A (ypoBeHb JOCTOBEPHOCTM JOKA3aTENbCTB — 2)

2.5 NHble anarHocTuyeckue nccnepoBaHus

o PekoMeHpyeTcs LMTOreHeTuyecKoe nccrnepoBaHue (kapuotun) oo npoeegeHus CTI-
CTUMYNALUMOHHbBIX MPO6 Y BCeX AEBOYEK C HN3KOPOCNOCTbIO (POCT <-2,0 SDS), He3aBMUCUMO OT
BO3pacTa, Hann4ms nam oTCyTCTBUA KNIMHMYECKOM CUMMNTOMaTMKK CMHAPOMa LLlepelueBckoro-
TepHepa Ong UCKoYeHNa faHHoro sabonesaHus [48 - 50].

YpoBeHb ybeanTenbHoOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

» PekoMeHayeTcsa npoBefeHne MOEKYAPHO-FreHEeTUYECKOro NCCnefoBaHNs 4eTaM
€ noaTBepPXAeHHbIM CTM-AedMUNTOM, UMEeIoLNX XapaKTepHble AN BPOXAEHHOMO
rmnonuTymTapmama GeHoTUNnYeckme 0CoO6eHHOCTH, BblPaXkeHHOe OTCTaBaHWe B POCTE U HU3KUN
ypoBeHb MDP1 gna noMcka NnaToreHHbIX BapnaHTOB B reHax, OTBETCTBEHHbIX 3@ pa3BuTUe
BpoxaeHHoro 1 [48, 49].



YpoBeHb yb6eanTenbHoCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KOMMeHTapumn: MoneKynspHo-reHeTMYeckasn BepndukaLma amarHosa no3BosnseT nporHo3nposaTh
BO3MOXHOCTb NMPUCOEAUHEHMUS OPYTUX TPOMHbIX HELOCTAaTOYHOCTEN, 06ecrneYnBaeT paHHIo
LMarHOCTUKY U CBOEBPEMEHHOE Hayano 3aMecTUTENIbHON Tepanuu, onpenensiet o6beM
nccnenoBaHuii NpY NPoBeneHNN OUCNaHCEPHOro HabnoaeHNS 3a NaLNeHTOM.

B HekoTopbIX cny4vaax (y AeTen Mmnaglwero Bo3pacTta, Npy HEBO3MOXXHOCTM nposefeHunsa CTI-
cTuMynupytowmx npo6 n MPT) npoBefeHne MoneKynapHo-reHeTuyeckoro nccnegosaHmg 6es CTr -
CTUMYNALNOHHBIX NPO6 MOXET BbITb €ANHCTBEHHbBIM BO3MOXHbIM METOLOM CBOEBPEMEHHOM
ounarHoctuku M.

3. JleyeHwne, BKOYaA MeJWKaMeHTO3HY0 U HeMeOAUKaMeHTO3HYI0 Tepanun, anetoTepanuio,
06936OJ1VIBaHVIe, MeaUUMHCKMEe NoKasaHna n npoTnBonoKasaHna K npyuMeHeHuio MeToaoB
Nie4yeHUs

3.1 JleyeHue o Ha4yana 3aMecTUTESIbHOV rOPMOHaJIbHOM Tepanuu

e PekoMeHAyeTCcs 3aBepLWNTb NPOTMBOOMYXONEBYIO TEPaNMIo A0 Havasna 3aMecTUTENbHON Tepanum
coMaTponMHOM** y neTen ¢ NpnobpeTeHHbIM T ¢ Lenbio MUHUMU3aLNMN pUcka NpPoaoNXKeHHOro
pocTa/peunansupoBaHns onyxonu [48, 50].

YpoBeHb y6eamnTenbHoCcTH pekoMeHgaumii C (YypoBeHb JOCTOBEPHOCTM [OKa3aTeNnbCTs — 5)

KoMMeHTapumn: oTCyTCTBME POCTa BHYTPUYEPENHOM ONYXONu UNn ee peLmamBea B TeyeHne 6 — 12
MecsILEeB 0O Havana nevyeHus comaTponuHoM** (LobpokayecTBEHHAs OMyXosb) UK 24 MecsaLeB
(3nokayecTBEHHas ONyxosb) OOMKHO OblTb [OKYMEHTMPOBAHO. PelleHne o Havane 3aMecTUTeNbHOM
Tepanun coMaTpPonNUHOM** y neten ¢ NnpMobpeTeHHbIM Tl IpUHNUMaeTCs COBMECTHO BPayYOM-AEeTCKNM
OHKOJIOrOM, BPa4YOM-HENPOXMPYProM, BPaYOM-AETCKUM IHOOKPMHOMNOroM, NauneHToM 1 ero
POAMTENAMM/3aKOHHBIMY NPeacTaBUTENSIMN.

3.2 3aMecTuTeNbHas ropMoHasnbHas Tepanus

Llenb neyenusa I'M — noppepxaHne ropMoHanbHO-MeTabonmMyeckoro ctaTtyca Ha HopMarsbHOM AN
COOTBETCTBYIOLWEro Bo3pacTa 1 nosa ypoBHe NocpeacTtsoM KoOMNeHcaunn Bcex MMeLWnXCca TPOMHbIX
HepoCTaTOYHOCTEN.

o PekoMeHOyeTcs 3aMecTUTeNbHas ropMoHasbHas Tepanunsa Aetam ¢ ' ¢ uenbio KoMneHcaumm
MMerLwmnxcsa (KpoMe rmnonponakTMHEMMN) TPOMHbIX HeAOCToYHOoCTeN [48, 50].

YpoBeHb ybeanTenbsHoCcTh pekoMeHpaumnin C (ypoBeHb LOCTOBEPHOCTUN AOKa3aTenbCTs — 5)
KoMMeHTapuu: runonponaktnHeMus He TpebyeT koMmneHcauuu [48, 50].

o PekoMeHayeTcs HaunHaTb 3aMeCTUTENbHYIO Tepanuio COMaTPONMHOM** neTam
C AMarHoCTUPoBaHHbLIM MM ¢ Lenbio KOMMNeHcaLmMm COMaTOTPOMHOM HeJOCTaTOYHOCTH Nocne
WCKIOYEHNSA aKTUBHbIX 3/T0OKaYeCTBEHHbIX HOBOOOPA30BaHNM, TAXKENbIX COMaTUYECKUX
N ncuxmyecknx sabonesaHnin. Npu HanUYMM [PYrux TPOMHbIX HEAOCTAaTOYHOCTEN — NOCNe UX
KoMneHcauuun [48, 50].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU fOKa3aTeNnbCTB — 5)
KoMMeHTapuu: Lenb ne4yeHns coMmaTponmMHoOM** (DeKOMOBMHAHTHBIM FOPMOHOM pPOCTa):

e NOCTUXKEHUE YCKOPEHHbIX TEMMOB POCTA B NepBble rofbl Ne4eHna n ux HopmMannmsauuna
B nocrienymwouwem;

o obecneyeHue BCTynneHns B nybepTtaT C HOPMarbHbIM NMHENHbIM POCTOM;
e NOCTUXEeHNe KOHEeYHOro pocCTa B npenenax nnu Bblille reHeTn4eCcku nporHo3npyemMoro;

e HOpManusauus NCUXo3MOLMOHaNbHOro COCTOAHUA U o6ecrnevyeHne yaooBIeTBOPUTENBHOIO
Ka4yecTBa XXU3HW,

e HOpManusauuna coCTaBa Tena;



* MOBbIWEHNE MUHEpPasbHOM NAIOTHOCTU KOCTHOM TKaHW;
o CHWXeHWe pakTOPOB prCKa Pa3BUTUS CEPAEYHO-COCYANCTbIX 3a60M1eBaHMM.

o PekoMeHpayeTCs COBMECTHOE HabngeHne Bpava-geTcKoro aHAoKprHonora(oB) 1 Bpaya-geTckoro
OoHKonora(oB)/Henpoxmnpypra(oB)/oHkonora-rematonora(oB) getewn c 1, nepeHeclwnx neyeHme no
NMOBOAY Pa3NNYHbIX HEOMNA3UI 1 NOMy4YaloWMX 3aMECTUTENbHYIO Tepanmio COMaTPONMHOM**

C LleNbio ONTUMKU3aLMn nocnegHen n MMHMMMN3auum pucka HexxenaTenbHbIX aBneHun (48, 50].

YpoBeHb y6eanTeNbHOCTY peKkoMeHAauUni B (ypoBeHb OCTOBEPHOCTM AOKA3aTeNbCTB — 3)

o KaTeropuyeckum He peKoMeHOyeTCcsa 3aMecTuUTeNbHaa Tepanusa coMaTponuHoM** netam c ' n:
e 3aKpbITbIMM 30HaMW pocTa (CNpaBeaMBO A9 NeaAnaTpn4eckon fo3bl);

e aKTMBHbLIMW 310KaYeCTBEHHbLIMN HOBOOGPA30BaHUAMY;

e MPOrpeccupyoLMM POCTOM UHTPAKPaHWanbHbIX ONyXonewn;

e MMNEPYYBCTBUTENBHOCTbLIO K COCTaBNAIOWMM NpenapaTta B CBA3M C BbICOKMM PUCKOM
HexenaTenbHbIX ABNEeHUN U/WUNK yCyrybneHunsa Te4eHna OHKonormyeckoro 3abonesanus [48, 50].

YpoBeHb y6eanTenbHoCcTH pekoMeHgaumii C (YypoBeHb JOCTOBEPHOCTM [0Ka3aTeNnbCTs — 5)

o PekoMeHpyeTcs NPMMEHEHNe 3aMeCcTUTENbHOM [03bl cCOMaTponuHa** n3 pacyeta 0,025 — 0,033
MI/KF/CYTKW Yy AeTen n NogpocTKoB ¢ [T ¢ OTKPbITbIMM 30HaMM PocTa ANs KOMMNEeHcaumm
COMaToOTPONHOM HepgocTaTovHocTH [111 - 119].

YpoBeHb y6eamnTenbHoCcTH pekoMeHgaumii C (YypoBeHb JOCTOBEPHOCTM [OKa3aTeNnbCT — 2)

KoMMeHTapuu: comaTponuH** BBOGUTCS B COOTBETCTBUMU C MHCTPYKLMEN MO MPUMEHEHMIO
KOHKPETHOro npenapaTa, perynsapHo, NoaKOoXHO B nneuyun n 6egpa (nepenHebokoBas NOBEPXHOCTb)

Cc 06a3aTeNibHbIM NX yepenoBaHueM.

* PekoMeHpyeTCcs HauMHaTb 3aMECTUTENbHYIO Teparnuio COMaTponMHoM** ¢ 6onee HNM3KMX [o3: 25 —
50% OT 3aMeCcTUTENbHOM, MOCTENEHHO YBENNYMBas €€ B TeyeHne 3 — 6 MecsAueB A0 ONTUMarnbHOWN,
Yy NauVeHTOB C TOTallbHOM COMaTOTPOMHOM HE[OCTaTOYHOCTbIO, OCOOEHHO Y AeTen Mnaawero
BO3pacTa, C Lefblo MUHUMN3MPOBATb PUCK HeXenaTenbHbIX ABNEHUN Tepanun [48].

YpoBeHb y6eamnTenbHoCTH pekoMeHgaumii C (ypoBeHb JOCTOBEPHOCTM [OKa3aTenbCTs — 5)

o PekoMeHpyeTcs yMeHblUeHWe [o3bl coMaTponuHa** (Ha 30 — 50%), Nnbo BpeMeHHoe
npekpalleHne neyeHme coMaTponMHOM** (3aBUCUT OT BbIPaXKEHHOCTU KIIMHNUYECKOWN KapTUHbI)
netaMm n nogpocTkaM c ' npm pa3BuTMK Ha GOoHE Tepannunm COMaTPONMHOM** NOBOYHBIX ABNEHUI
[0 NOSTHOIrO UCYE3HOBEHUA HeXenaTesbHbIX CUMNTOMOB [48, 50].

YpoBeHb yb6eanTenbHoOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTEeNbCTB — 5)

KoMMeHTapun: MHOIrONETHUN OTEYECTBEHHbIN U 3apyBeXKHbIN OMbIT MO N3YYEeHUI0 MOBOYHbIX
3bPEKTOB NPUMEHeHMa coMaTponmHa** y neten ¢ pedunumntom CTI nokasan 6€30MacHOCTb AaHHOMO
neveHus [118, 120 - 122]. BoipaxeHHble No60YHbIe 3 PEKTbLI Ha PoHE Tepanuu coMaTPONnMHOM**

y neten oueHb penku [118, 123]. OHK BKIOYAKOT OTEKU, apTpanruio, O6poKayeCcTBEHHYIO
BHYTPUYepenHyto runepteHauio [124 - 125], npenybepTaTHYO MMHEKOMacTH1IO, CKONO3

1 anndun3seonns ronoBkn egpeHHom kocTn [126 - 127]. Kak npaBuio, No604YHbIE ABNEHUS
HabnofalTca Yepes 2 Hepenu nocne Havana Tepanny CoOMaTponmMHOM**,

Mpun oTeke 3pUTENIbHOro HEPBa leYeHne BPeMeHHO NpeKpaLLaT Ao NOHON HopManu3aumMm KapTUHbI

rna3Horo gHa.

Tepanusa coMaTponMHOM** He yBennUYMBaeT OHKONOrMYECKU PUCK Y AeTen, He UMeIoLLLNX
OOMNONHUTENbHbLIX GaKTOPOB OHKOMOrMYECKOro pucka; MoXeT obnafaTb erkMM Unm oTCyTCTBYIOLWMM
3pDPEKTOM Ha yBENNYEHME YaCTOThbl UIN YCKOPEHWE Pa3BUTUSA BTOPUYHBIX ONYXONeln y NauneHTos,
paHee NneYmBLLMXCS NO NOBOAY paka, 0COBEHHO B CyYasx NPUMEHEHUS KpaHWanbHOro obnyyeHms
[121, 123, 128 - 134].



o PekoMeHpyeTcs BO306HOBNEHWE (MOCNE BbIHY>XOEHHOIr0 NPeKpaLleHns) neyeHnss coMaTponMHOM**
B MeHbLUMX fo3ax (50% OT NCXOAHOM) C MOCTEMNEHHbIM (B TedeHne 1 — 3 MecsLLeB) BO3BPALLEHNEM
K 3amecTtuTensHom (0,033 Mr/Kkr/cyTkun) y geten c M1, pa3BmBLUNX HEXenaTeNbHble ABMEHUS Ha
$poHe Tepannm coMaTpPonUHOM**, C LLenbio MUHUMN3aLUnM PUCKa NX NOABEHUS B MOCeayoLWwem
[48, 50].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM JOKA3aTeNbCTB — 5)

* PekoMeHpyeTcs yBennyeHue fo3bl comatponuHa** no 0,045 — 0,05 Mr/Kr/cyTku y NoapoCTKOB,
nMerwmnx oedunumT pocTa Npu BCTYNNEHWUM B Ny6epTarT, C LeNblo Yy4ylleHna NPorHo3a KOHEYHOro
pocTa [48, 50, 135].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

o PekoMeHpyeTcs npekpalleHme Tepannum cCoMaTponmHoOoM** B pOCTOBOWN NeanaTpnuyeckom nose
y nogpocTkos ¢ I npu:

e 3aKpPbITUM ANUPU3aPHbIX 30H POCTa (AOCTUXEHUM KOCTHOro Bo3pacTa 14 — 15 neTy geBo4yek n 16 —
17 neT y ManbymKkoB),

e [LOCTUXEHUM OKOIOKOHEYHOIro pocTa (CHMXKEHUN CKOPOCTU POCTa MeHee 2 cM/rof Ha dpoHe
neyeHus comaTponnHoM**) [48, 50, 111 - 114, 135].

YpoBeHb y6eamTenbHOCT pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTU foKa3aTenbCTB — 5)

KoMMeHTapum: pocTcTUMynmpytoLas Tepanmnsa coMmaTponmHoM** npekpattaercs B 6onee paHHue
CPOKU NPY AOCTUXEHUN FTEHETUYECKN NPOrHO3MPYEMOro pocTa, Ho He Bbilwe 170 cM y aesoyek, 180
CM Yy ManbynKOB WU/ XeNaHUW NauneHTa u ero poamTenei/3akoHHbIX NpeacTaBuTenen,

YAOBNETBOPEHHbIX OOCTUTHYTbIM PE3YJIbTaTOM KOHEYHOIo poCTa.

o PekoMeHpyeTcs NpononKeHne/Bo30OHOBNEHME NOCNE Pe-TECTUPOBAHNA 3aMeCTUTENbHOM
Tepanuun coMaTponmHomM** B MeTabonuyeckom gose 0,010 — 0,0033 Mr/Kr/cyTKu Nof, KOHTPOEM
ypoBHs MDP1 naumeHTaM c 'T1 nocne gOCTUXEHNA KOHEYHOro POCTa C LLebio KOMMeHcaunum
COMaTOTPOMHOM HEe[OoCTaTOYHOCTH [48].

YpoBeHb y6eanTenbHoCcTH pekoMeHgaumii C (ypoBeHb JOCTOBEPHOCTM [OKa3aTeNnbCTs — 5)

» PekoMeHayeTcs NpUMeHeHME NEBOTUPOKCUMHA HAaTPUA** eTaM C BTOPUYHBIM FMMNOTUPEO30M
(NOXW3HEHHO), AN KOMMEHCaLnM COOTBETCTBYIOLLEN TPOMHOM HegocTaToyHocT [48, 50].

YpoBeHb y6eanTenbHoCTM pekoMeHgaumii C (YypoBeHb JOCTOBEPHOCTM [OKa3aTenbCTs — 5)

KoMMeHTapuu: Kputepmem KoMneHcaumm ABASEeTCS CpefHe-HopMalbHbIn ypoBeHb cBO6oAHOro T4
B KpoBW. YpoBeHb TTI Ha poHe Tepanun NeBOTUPOKCUHOM HaTpua** B npoLecce MOHUTOPUHIa He
OLLeHNBAETCH, CHUXXEHHbIN ypoBeHb TTI y MaUMEHTOB C TMNONUTYUTapM3MOM He SIBNAeTCH

NPU3HaKOM NMepefo3npPOBKM NIEBOTUPOKCUHA HAaTPUS**,

e PekoMeHpyeTcs NpUMeEHeHWe rmapoKoOPTU30Ha** AeTaM C BTOPUYHbBIM MNOKOPTULM3MOM
(NOXXM3HEHHO) ANA KOMMNEeHcaLnn COOTBETCTBYIOLLEN TPOMHOM HepgocTaTouHocTH [48, 50].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumn C (ypoBeHb AOCTOBEPHOCTU fOoKa3aTenbCTB — 5)

KoMMeHTapumn: KpUTepmnsamMm KoMneHcaLmm aBnsaoTcs obliee caMovyBCcTBUE, HopManbHoe AL,
OTCYTCTBME HOYHbIX rmnornmkemMuii. YpoeHun AKTI n kopTmnsona KpoBu Ha GoHe Tepanum
rMOPOKOPTU3OHOM** He oueHmBatTCcA. Huskne yposHu AKTI 1 KopTusona He ABNAI0TCH NPU3HaKamu
HELOCTaTOYHOW O03bl TMOPOKOPTU30OHA**.

o PekoMeHAyeTCcs HauMHaTb 3aMeCTUTENbHYIO Tepanuio rMnoroHaamaMa y MasnbyYnkoB Npu
OOCTUXKEHUN XPOHONOMrMYECKOro Bo3pacTa 14 et n/unm KOCTHOM Bo3pacTe He MeHee 12 nerT,
Yy AEBOYEK — MPU JOCTUXKEHUU XPOHONOrMYecKoro Bo3pacTta 13 neT n/unm KoCTHOM BO3pacTe He
MeHee 11 net [137, 150].

YpoBeHb y6eamTenbHOCTH pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTM fOKA3aTeNbCTB — 5)



KoMMeHTapuun: npu Hannumm MyTauuin reHoB, aCCOLMMPOBAHHBIX C Pa3BUTUEM MHOXECTBEHHOIO
pedunumta ropmoHos runopmsa (PROPL, HESX1; LHX3 n gp.) B cny4yae goCTUXeHUS NogpoCTKOM
(Manbumkm cTapue 12 net, oeBoyku ctapue 11 neT) NIMHENHOro pocTa, COOTBETCTBYIOLWEro
nepLeHTUTbHOM KPUBOW CpefHe-poAnNTENIbCKOrO POCTa, BO3MOXHAa MHAYKUNSA ny6epTaTa MasbiMu
[03aMu NONOBbIX FOPMOHOB, HE3aBUCMMO OT KOCTHOIO BO3pacTa.

¢ PekoMeHpyeTCHA MCNOMb30BaTh Pas/indHble NIeKapcTBeHHble GOPMbl TecTOCTEPOHa (Kog ATX
G03BAO03) unu roHagoTponuHoB (kog ATX GO3GA) y ManbynKoB A5 KOMMEHcaLnmM BTOPUYHOIO
rmnoroHagnama [155, 156].

YpoBeHb y6eamTenbHOCTH pekoMeHaauni C (ypoBeHb 4OCTOBEPHOCTM [OKa3aTeNbCTs — 5)

o PekoMeHAyeTCcs HauMHaTb 3aMeCTUTESbHYIO Tepanuio y ManbyYnkoB ¢ BTOPUYHbBIM MMNOroHagn3MoM
C Lenbio MHULMAaLMK NONOBOIro Pas3BUTUA C MUHUMAarbHbIX 003 #TecTocTepoHa™** (kog ATX
GO3BAO03) c nocTeneHHbIM nx yBenmyeHnem [157, 158]:

#TecTocTepoHa [cMecb adupoB] **ansa B/M BBeaeHns 50 — 75 mr 1 pas B 21 aHen;

Wnn #TeCToCTepOHa [renb ANng Hapy>XHoro npuMeHenus]** no 5 — 10 mr (0,5 — 1.0 r 1% reng)
eXxeHeBHO TpaHcaepManbHo [159, 160].

YpoBeHb y6eamTenbHOCTU pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTU foKa3aTenbCTB — 5)

KoMMeHTapuu: BO3MOXHa MHULUMaLums nybepraTa y Manb4ymMKOB C FMMNOroHagM3MoM Npu NosgHemn
OMarHOCTUKE N/WU HaMYnn BbipaXXeHHOM ANCNPONOPLIMM TENOCNOXEHUS € 6ONbLUMX A03
npenapaToB #TecTocTepoHa [cMech adupoB]**: 125 — 250 mr/1 pas B 21 oeHb B/M [161].

* PekoMeHpyeTcs yBennumeaTb [O3Y BBOAMMbIX MpenapaToB #TecTocTepoHa** kaxable 6 — 8
MecCSALEeB Y ManbyMKOB C FMMNOroHagM3MoM C Liefblo MOeNMpoBaHUsA NONOBOro pas3BnTUS fo
OOCTUKEHNS B3POCION 3aMECTUTENBHOW O03bl: MPU UCMOSIb30BaHUN: #TeCcToCTepoHa [CMeCh
adupoB]** gnsa B/M BBegeHus Ha 50 mr [155, 158, 162].

YpoBeHb [OCTOBEPHOCTU AOKa3aTenbCTB 2. YPOBEHb Y6eauUTENbHOCTU peKoMeHaauum A.

KOMMeHTapuu: oLeHKa YPOBHSA TECTOCTEPOHA NPOBOAUTCA Yepes 14 nHei nocne oyepenHom
WMHBEKLUN NPU MHULUMaLMK nybepTaTa (MCCnefoBaHNEe MaKCUManbHOM KOHLEHTPaLumn TeCToCcTePOHa
LN OLEHKUN 3PHEKTUBHOCTU U 6€30MacHOCTM Tepanun) Kaxable 6 MecsiLeB B TeUEeHe BCero
nepvona nocTeneHHoro HapalMBaHUs 0,03bl CMECU 3PUPOB TECTOCTEPOHA. YPOBEHb TECTOCTEPOHA
Ha POHe 3aMecTUTENbHOI Tepanuun [OMKEH HaXOQUTLCS B Npeaenax pebepeHcHOro nHTepeana ans
COOTBETCTBYIOLLErO BO3pacTa.

[Mpwn BOCTMXKEHMM MOMHOW 3aMeCTUTENbHOM [03bl #TecToCcTepoHa** (CMecb 3PUPOB) OLEeHKa YPOBHS
TecToCTepOHa NPoBOAMTCA 3a 1 — 2 OHA A0 OYepenHON NHBbEKLMN (MCCefoBaHNE MUHUMaNbHOM
KOHLEHTpaLMn TeCTOCTepOHa nepep o4epenHon MHbEKLNEN AN OLEHKN CTabUIbHOCTU YPOBHS
TECTOCTEPOHa MeXAy MHbeKuuaMM). LieneBbiMmn 3Ha4YeHUSIMM TeCTOCTEPOHa NOC e AOCTMXKEHNS
NMONHOM 3aMeCTUTENbHOM [0,03bl ABASIOTCS CPefHe-HOpMalbHble 3HaYeHMS A1 B3POCbIX MY>XYMH
[136 - 139].

OueHka ypoBHen J1I n OCI” Ha doHe Tepanuu #TecTocTepoHOM** (CMeCb 3PUPOB) HE NpUMeHsaeTcs,
NMOCKOJbKY He ABnseTcs MHPOPMaTMUBHOM.

Ha doHe Tepanuu aHaporeHamMn MOXeT Pa3BUTLCA IPUTPOLUTO3. IDPeKT ABNFETCH [O303aBUCUMbIM.
B HacToswee BpeMs faHHbIX O HEGNaronpuUATHOM BANAHUN 3aMeCTUTENbHON Tepanum
TECTOCTEPOHOM Ha CepAeYHO-COCYANCTYIO CUCTEMY Y MOAPOCTKOB HEAOCTATOYHO. LlenecoobpasHo
NPOBOAMUTbL OLLEHKY reMaToKpuTa A0 U Kaxkable 12 MecsueB Ha pOHe MOBbIWEHWSA A03bl aHOPOreHOB,

a nocne OOCTUMYXKEHUSI MaKCMMarbHOM 003bl — KaXkable 6 Mecsaues [140 - 141].

Y6eamTenbHbIX AaHHbIX O TOM, YTO UHULMALMUA Tepanmn aHApPOreHaMun y naumeHToB C BTOPUYHBIM
rMNoroHagM3MoM OKasblBaeT HeraTUBHOE BNUsAHME Ha GepPTUIbHOCTbL BO B3POC/IOM BO3pacTe,
B HaCTOsILLEE BPEMS HET.



B coOTBETCTBUM C MHCTPYKLMEN, aHAPOreHbl NGO He paspeLleHbl ANnS NPUMEHeHUs y nyL, Mnaguwe 18
neT, NM60 [ONXHbI MPUMEHSATLCH C OCTOPOXXHOCTBIO B CBA3M C OTCYTCTBMEM [aHHbIX 06 MX
apPeKkTUBHOCTU N 6e3onacHoCTU. HasHaueHne #TecTocTepoHa** (cMecb adumpoB) TpebyeT
odOpMIIEHNS Ha3HaYeHUs BHE MHCTPYKUuK («off-label») ¢ nonyyeHnemM nHPopmMmpoBaHHOroO
cornacus u nposegeHns BpadyebHON KOMUCCUM Nepeq X HasHavyeHeM y nuu, Mnaguwe 18 ner.

¢ PekoMeHpyeTcH NpUMeHeHne #roHagoTponnHa XOpUOHNYECKOro** Kak oTaesibHoO, Tak
1 B KOMBUHaumm ¢ npenapatamu #donnutponmHa anbda** y ManbunkoB C BTOPUYHbBIM
rMnoroHagn3mMoM B KavyecTBe anbTepHaTUBbl #TECTOCTEPOHY** (CMechb adMpPOoB) ANA nHULUMauum
ny6eprarta. Mpu nHnumaumm nybeprata npenapaT #roHagoTpPonMHa XOPUOHNYECKOro** BBOAAT
B 0o3e 500 — 1000 ME kaxxgble Tpu OHs, yBenuymBas 0osy Kaxable 6 mecsues Ha 500 ME oo nossbl
1500 — 2000 ME kaxgble 3 gHA. KputepureM adpdeKTUBHOCTM NpenapaToB #roHagoTponumHa
XOPUOHNYECKOro** BNSIETCA NPOrpeccus NoloBOro PasBuTUs, yBernmyeHne pasMepos nosioBoro
ynieHa, yBenm4yeHe KOHLEHTPaLUN TECTOCTEPOHA A0 pedepeHCHbIX, A5 aHHOW CTaaunmn NonoBoro
pa3BuTUS, 3Ha4YeHnn [48, 50]. Bo3aMoxHa nHuLmMaunsg KombrHaumen #roHagoTponmHa
XOpuoHMYeckoro** n #donnutponuHa anbda**, ctaptoBas [osa nocnegHero coctasnget 50 — 75
ME kaxkgble Tpu OHs, NocTeneHHoe ysennyenme Ha 50 — 75 ME po posbl 150 — 200 ME kaxabie 3
OHSA, Kaxable 6 MecAaueB. [laHHas MeToAuKa He TONbKO yBeNMYMBaeT 06bEM roHap, HO 1 ABNAeTCA
NOMbITKOM CTUMYNALMN CO3PEBaHMS CMEPMaTO30Ma0B, a 3Ha4YNT — BOCCTAHOBNEHNA GepTUNbHOCTU
[164, 165 - 171].

YpoBeHb y6eamTenbHoCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU fOKa3aTenbCTB — 5)

KoMMeHTapuu: kputepmem apdeKTUBHOCTU NpernapaTtoB #PoNnuTponuHa anbda** cnyxumt
yBenm4yeHne pasmMepoB AnYeK 1 YPoBHA MHMMOMHa B, 04HaKo HOPMaTuBbI A9 OLLeHKWN KOHLLeHTpauum
nocnegHero He paspaboTtaHbl. Tepanus #roHagoTPONMMHOM XOPUOHUYECKUM** 1 #DONNUTPONUHOM
anbda** TpebyeT BbICOKOM KPaTHOCTW BBEAEHUSA MPenapaToB 1 MHANBUAYaNbHOro nogbopa Tepanuu.
B cnyyae Hey[0BNeTBOPUTENBHOIO OTBETA MNaLMEHT NEPEBOAMTCHA Ha Tepanuio aHoporeHamMu.

PyTWHHO npoBOauTbL CepMUOIorMyecKoe uccnegoBaHne naymeHTam ¢ runoroHagn3mMom oo 18-

NleTHero Bo3pacTta He u.enecoo6pa3H0 B CBA3U C OTCYTCTBMEM HOPM ON1A naHHoM BO3paCTHOVI rpynnbl.

» PekoMeHOyeTcs MOHOTepanus pasinyHbIMU eKkapcTBEHHbIMK dopMaMu #3acTpaanona y AeBovek
C rMNOroHaAn3MoM 415 HNUMaUnmn nybeprtarta: CTapToBble A03bl TPAaHCAEePMasibHbIX HGOPM
#acTpapuona coctaBngoT 0.2 — 0.5 Mr/cyTkun, nepopansHbix — 0.1 — 0.25 mMr/cyTku [172, 176]

C NOCTENeHHbIM yBENNYEHUEM [03bl #3CTpaanona y AeBoYeK C rMnoroHagu3mMom Kaxkable 6 — 8
MEecCSLEB B TeUeHMe 2-X NeT [0 OOCTMXKEHUSA B3POCON 3aMeCcTUTeNbHOM 003kl [173, 174].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn B (ypoBeHb OCTOBEPHOCTM A0Ka3aTeNnbCcTB — 3)

KoMMeHTapuu: ncnonb3oBaHue TpaHCAePMalbHbIX NPenapaToB 3CTPOreHoB NO3BONSAET B 6onbLuen
CTeneHn UMNUTUPOBATb CYTOYHbIN PUTM CEKPELMN SCTPaamona 1 ABNSETCA NPeanoYTUTENbHbIM
BCNeACTBME OTCYTCTBUA adPeKTa «NepBOro NPOXOXKAEHNA» Yepes NeyYeHb, B MEHbLLEN CTENeHn
BMASA Ha QYHKLNOHAmbHYIO aKTUBHOCTb NeYeHn, BKIIloYasa BbipaboTKy MPOKoarynsaunoHHbIX
dakTopos [49, 142]. B cnyyae HEBO3MOXHOCTM UCMONb30BaHUA TPaHcAepMalbHbIX GOPM,

MPUMEHSIOT TEpanuio NepopanbHbIMX NpenapaTaMun #acTpaguona Banepara [49, 143].

MpuMeHeHne NoNYyCUHTETUYECKUX 3CTPOreHoB (17a — BTHHI/IIIBCTpa,qI/IOJIa) B KayecTBe
3aMecTUTeNbHOM Tepanumn y AeBoYeK C NMMNoroHagn3MomM KparHe HexxenaTtensHo [142, 143]. 9snasacs
60nee aKTUBHbIM CUHTETUYECKUM 3CTPOreHoM, 17a — ISTUHUIICTPAIMO0/ o6napaeT 6onee
BbIPa>kK€HHbIM BNUAHNEM Ha MeTabonNn3M 6enNKoB NeYeHW, CBEPTHLIBAIOLLYIO CUCTEMY KPOBU, MEHbLLE
CBA3bIBAETCSA C CEKCCTEPOUACBA3bIBAIOWMNM FMOGYMHOM, BCNIEACTBUE aKTUBALMN KaK av— , Tak U 3 —

3CTPOIre€HOBBIX peLenTopos, 6onee aKTMBHO BNSAET Ha XPALWLEBYIO TKaHb 30H pocTa.

B HopMe MnorioBoe pa3BuTME y AEBOYEK NPOAOIHKAETCS B TeueHue 2 — 3 netT. UHuumnaums Tepanum
C HU3KMX 0,03 3CTPOreHOB NO3BONAT 4OOUTLCSH XOPOLLMX TEMIMOB 3CTPOreHN3aLUK, He CHUXKas
rnokasaTenel KOHeYHOro pocTa.

 PekoMeHpayeTcsa nobaBneHne npenapaTos rectareHoB (kog ATX GO3D) ¢ 14 oHA unKnia B TeyeHne
10 goHel He paHee, YeM yepes 2 — 3 roga Tepanuu npenapaTtamMm NPUPOSHbLIX N MONYCUHTETUYECKUX



acTporeHoB (kop ATX GO3CA) nnun nocne NosiBNeHUs NepBbiX MEHCTPYaNonofo0HbIX BblaeneHnn
OEeBOYKaM C rMrnoroHagM3mMoM C Lenblo NpefoTBpaLleHns runepnnasnm aHgoMeTpums
1 YCTaHOBIEHUS PEryNAPHOro MeHCTpyanbHoro uukna [173].

YpoBeHb [OCTOBEPHOCTU flOKa3aTeNnbCTB 5. YpoBeHb yoeamMTensHoCT pekoMmeHpaumm C.

o PekoMeHpyeTcs 3aMecTUTeNbHas Tepanua 4eCMOnpeccMHoM** y neten ¢ HecaxapHbiM AnabeTom
B paMkax [T1 (MOXM3HEHHO) C LeNblo KOMMeHcauuu gepuumnta aHTUANYPETUYECKOro ropMoHa [48,
50].

YpoBeHb y6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KoMMeHTapun. Kputepum KOMMneHcaLmmn: HopManbHbI CYyTOYHbIN AUMypes, HOpManbHbIE YPOBHU
HaTPUA 1 Kanus B KPOBMU.

Xupyprudeckoe neveHue

XVIpprVI‘-IeCKOG neyeHve getaMm c I'M npoBOOATCA MNMpu COI'IyTCTByIOUJ,eVI XI/IpprVI‘-IeCKOVI naTtonorun.

4. MegnuuHckas peaGVIHVITaLI,I/IFl 1 CaHAaTOPHO-KYpOpTHOE neyeHne, MeaNUNHCKWE NOKa3aHUA
¥ NPOTMBOMOKa3aHUs K NPUMEHEHWI0 METO[,0B MeAULIMHCKOMN peaﬁmnmaumw, B TOM Hucne
OCHOBa@HHbIX Ha UCNOJIb30BaHNN NPUPOAHBIX nevyebHbIX ¢akTopos

Cneunduryecknx peabunmntauMoHHbIX MEPONPUATUN B OTHOLLEHUWN OaHHbIX MaLUeHTOB He
paspaboTaHo.

¢ PekoMeHAyeTCH KNIMHUKO-NCUXONOrM4Yeckoe KOHCYNbLTUPOBaHME U Ncuxonormiyeckas
peabunurtaumsa oeTam 1 NogpocTKaM C NCUXoNnorndyecknMm npobnemamm Ha GoHe 3afepXKKu pocTta
1 MONOBOro pa3BUTUSA, NPOBEAEHNS 3aMECTUTENbHOW FOPMOHanbHom Tepanun [45 - 47].

YpoBeHb y6eamTenbHOCTU pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTU fOKa3aTeNbCTB — 5)

5. MpodunakTuka n gucnaHcepHoe HabnopeHVe, MeAULIMHCKME MOKa3aHWs
1 NPOTMBOMOKa3aHWs K MPUMEHEHUNI0 METOA,0B NPOGUNAKTUKM

» PekoMeHpyeTcs perynsapHoe gucnaHcepHoe HabniogeHue 3a AeTbMu 1 nogpocTkamm ¢ I,
noslyyaloLWmMMm nevyeHne CoMaTpPONUHOM**, NeTCKUM 3HAOKPUHOIOMOM C LLefblo CBOEBPEMEHHOIO
BbIIBNIEHWS HEXXenaTe bHbIX SBNEHUN NIeYeHNS N OCYLLECTBIEHNS Mep ANA UX YCTPaHEHUS;
MOHUWTOPWHIa 3a BO3MOXXHbIM NPUCOEANHEHNEM LOMONHUTENbHbIX TPOMHbIX HE[OCTaTOYHOCTEN,
a rMpu UX HalM4Ynn — KOHTPOJIS UX KOMMEHCaLMN; CBOEBPEMEHHOM KOPPEKLUKN A03bI
coMaTpormnHa**; oueHkU abPeKTUBHOCTU NeveHns (POCTOBOrO OTBETA); KOHTPONS 3a
KoMMnaeHTHocTbio [48, 50].

YpoBeHb yb6eanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

KoMMeHTapuu: KpaTHOCTb OCMOTpPa Bpaya 1 pa3 B 3 MecsLa (nepBble 6 MecsLeB NlevyeHns
comaTponnHomM**), 3atem 1 pa3 B 6 MecsLEB.

AHTpOMoMeTpUYeckmne napaMeTpbl MOHUTOPUHIA BKIIOYAIOT OnpeaesieHe pocToBOro oTBeTa Ha
neyeHne CoOMaTPONMHOM: yBeNnyeHne abCconioTHbIX NoKasaTenen pocTa; AnHaMmka SDS pocTa;
OMHaMKKa CKOPOCTM pocTa.

o PekoMeHpyeTcs onpepeneHne OCHOBHbIX FOPMOHaNbHbIX MapKepPOB B paMKax NpoBeAeHNs
perynspHoro HabnogeHuns (1 pas B 6 MecsueB) 3a AeTbMU U nogpocTkamu ¢ [T, nony4yalowmmm
Nle4YeHne CoOMaTPONMHOM** C LEeNnblo CBOEBPEMEHHOIO BbIABEHUS HEXENATENbHbIX SBIEHNI
NIeYEHNS; MOHUTOPUHIa 38 BO3MOXHbIM MPUCOEOMHEHUEM OOMONMHUTENbHbIX TPOMHbIX
HEOOCTaTOYHOCTEN, @ MPU NX HANMNYNU — KOHTPOJIS UX KOMMEHCAaLLMW; CBOEBPEMEHHOW KOPPEKLINM
003bl COMaTpOnNuHa**; KOHTPONA 3a KOMMNJIaeHTHOCTbIO [48, 50, 145 - 148].

YpoBeHb y6eamTenbHoCTH pekoMeHgaumin C (ypoBeHb OCTOBEPHOCTM fOKA3aTeNbCTB — 5)
KOMMeEHTapumn: MOHUTOPUHI BKIOYAET UCCNefoBaHNe YPOBHEN:

e cBob6ogHoro TupokcuHa (CT4) CbiIBOPOTKU KPOBU;



e obuiero KOPTM30/1a B KPOBU (3a UCK/TIOYEHNEM NaLUEHTOB C AMarHOCTUPOBAaHHbLIM
r’MNOKOPTULN3MOM U NoNTy4valownX 3aMeCTUTENTbHYIO Tepanuio rMIOKOKOPTUKOMgamu);

o obLero acTpaguona (MPUMEHUMO O/15 eBOYEK-NOAPOCTKOB)/0bLLero TecTocTepoHa (MpUMeHNMo
0115 ManbYMKOB-MOAPOCTKOB) B CbIBOPOTKE KPOBY;

e WHCYMMHa nna3Mmbl KPoBu (Y MOOPOCTKOB C M30bITOYHOM Maccol Tena) [145 - 146];

e VHCY/IMHONO[06HOro pocToBOro gpakTopa | B KpoBM (LLeneBor ypoBeHb Ha GOHe Tepanuu
COMaTPOMNMHOM He O0NKEH MPEBbILATh BEPXHEN MPaHULLbl PpePEepPEHCHbIX 3HAaYEHNI OIS
COOTBETCTBYIOLWEro Bo3pacTta 1 nona) [147 - 148].

o PekoMeHpyeTcs nccnegoBaHne ypoBHEN OCHOBHbIX BMOXMMUYECKMX NoKasaTenen Kposu:
rnoko3bl, AT, ACT, obwero 6unnpybuHa, obuero 6enka, kpeaTuHuHa 1 pas B 12 MecsuUeB OeTAM
1 nogpocTkaM c M, nonyyalowmm neyeHme cCoMaTponMHOM** 0 MOHUTOPUHIa COMATUYECKOro
cTaTyca [48, 49].

YpoBeHb yb6eanTenbHoOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

o PekoMeHpyeTcs uccnegoBaHme YpoBHSA MUKMPOBaHHOIo reMornobuHa B kposu (1 pas B 12
MecAueB) AeTAM 1 nogpocTkaM c M, HaxoaAWwnXcs B rpynne pucka pas3BuTUs caxapHoro gnabeta
(MMeloLWNX HapyLIEHHYIO TONEPaHTHOCTL K MMIOKO3€, N36bITOYHYIO Maccy Tena/oXxupeHue,
OTHArOLLEHHYI0 HaCNeACTBEHHOCTb) M NOMyYaloLLMX leYeHne CoOMaTPONMHOM** AN OLEeHKN CTeNeHN
puckKa pa3BuUTUA caxapHoro anabeta [48, 49, 149].

YpoBeHb y6eanTenbHoCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

» PekoMeHpayeTcs nccnegoBaHue ob6uero (KAMHUYeCKOoro) aHanmMsa KpoBu pasBepHyToro u obuiero
(KNHMYecKoro) aHanmaa Mouu 1 pas B 12 MecsueB eTaM 1 nogpoctkam c I, nonyyaowmm
ne4yeHne coMaTponMHOM**, 0N oLeHKN obLero comaTnyeckoro cratyca [48, 49].

YpoBeHb y6eanTenbHoOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

o PekoMeHayeTcs 1 pas B 12 MecsLEeB AUCMNaHCepHbI MpueM (OCMOTP, KOHCY/bTalUMs) Bpada-
odTanbMonora, ocMoTp nepudepun MasHoOro gHa ¢ UCNob3oBaHNEM TPEX3ePKasibHOMN NINH3bI
ronbaMaHa geTaM 1 nogpoctkam ¢ I, nosyyalowmm neyeHre CoMaTponmMHOM**, A OLEHKN
COCTOSIHWSA 3PUTESIbHbIX HEPBOB, KOCBEHHOW OLEHKN COCTOSIHWUA COCYA0B rOfIOBHOMO MO3ra [48 -
49, 50, 117].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumn C (ypoBeHb AOCTOBEPHOCTU fOKa3aTeNbCTB — 5)

KoMMeHTapuu: npu NosBIEHNN CUMNTOMOB 406POKa4YeCTBEHHOWN BHYTPUYEPENHOM MNepTEeH3UMU
(ronoBHas 605b, TOWHOTA, PBOTA, HapyLWeHWe 3peHns: ABOEHUNE B rM1a3ax, pacn/biByaToe BULEHNE)

KOHCYnbTaunsa obTanbMonora NpoBoANTCA HeszaMeonuTenbHo [117].

» PekoMeHpyeTcsa npoBedeHne MarHMTHO-PE30HAHCHOM ToMOorpadun ronoBHOro Mo3ra feTaMm
€ nprobpeTeHHbIM 1 (0nyXonsMu roNnoBHOMO MO3ra B aHaMHese), NoyYvalowmnM neyeHme
coMaTponuMHoM**, He pexxe 1 pasa B 6 — 12 MecAueB A9 NOATBEPXOEHNS OTCYTCTBUSA peunausa/
NPOJOMKEHHOr0 POCTa ONYX0NW; BETAM C BPOXAEHHbIM 'T1, nony4yalowmm nedveHune
coMaTtponuMHoM**, —1pa3 B4 — 5 neT ¢ Lenbio MOHUTOPUHIa COCTOAHNS XMa3MalrbHO-CENNAPHON
obnacTtu ronoBHoro mosra [48].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU foKa3aTeNnbCTB — 5)

o PekoMeHpyeTcs peHTreHorpadusa KUCcTen ¢ nyyesanscTHbIMK cycTaBamMu getam c 1, nonyyaowmm
nevyeHue coMmaTponmHoM**, 1 pa3 B 12 MecqAueB (A8 onpegeneHmsa pocToBoro noTeHumnana
B OCTMXKEHUN KOHEYHOrO POCTa M CPOKOB Hayasna 3aMecTUTeNbHOM Tepanum NonoBbIMU
cTepougamun Npyv BTOPUYHOM rmnoroHagnsme [48].

YpoBeHb y6eamuTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU floKa3aTeNnbCTB — 5)

KoMMeHTapuu: npu 3aKpbiBaloOLLMXCA 30HaxX pocTa TpebyeTcsa 6onee yacTtoe onpefeneHmne KoOCTHOro
Bo3pacTa — 1 pas B 6 MecsLEB.

* PekoMeHpayeTcs ynbTpa3ByKOBOE UCCefoBaHMe MaTKM TpaHcabgoMuHanbHoe 1 pa3 B 6 — 12
MecALeB AN OLEHKN ee pa3MepoB AeBOYKaM C r’MNOroHagn3MoM, Nony4yalowmMM 3aMecTUTENbHYIO



rOpMOHarbHYIO Tepanuio € uenbio ee koppekuumn [150].

YpoBeHb ybeanTenbHOCTN pekoMeHaaunn C (ypoBeHb JOCTOBEPHOCTM [OKA3aTeNbCTB — 5)

6. OpraHunsauns okasaHUs MeguLMHCKON NoMoLLm
[ocnuTanusauyus nnaHoBas. [NoMoLLb CTauMOHapHas, HEBHOW cTauMoHap.
[NMoka3aHusa Onga rocnntanm3aunm B MEOULUHCKYIO OpraHn3aunto:

1. koMnnekcHoe obcrnenoBaHme NPU 4eKoMMNeHcaLmm TPOMHbIX HEAOCTAaTOYHOCTEN;
2. nosiBNeHWe HexxenaTesbHbIX SBIEHUI (CTEMEHb THXXECTU CPeAHas, nerkas);
3. HeapgekBaTHasa pocToBas AMHAaMUKa;
4. HeobXo0OMMOCTb KOppPeKLMN NPOBOAUMON Tepanun.
[ocnuTtanusaunsa akcTpeHHasd. NoMoLlb CTaunoHapHas.

lMokasaHua ons rocnutannsauun B MeOVUNHCKYIO OpraHmn3auunio:

1. Kpu3 Haano4Ye4YHNKOBOM HEQOCTAaTOUYHOCTY;
2. NOSIBIIEHNE HEXeNnaTeNbHbIX SBIEHNN (CTerneHb TAXECTU Tsxenas).
[Moka3aHus K BbIMUCKE NauMeHTa N3 MeEAULMHCKOWN opraHnsauyunu:

1) koMneHcaums TPOrHbIX HEAOCTaTOYHOCTEN;

2) cToliKoe ynyulueHue COCTOsIHUSA, KOrAa nauMeHT MoXeT 6e3 yuep6a s 30poBbs NPOAO/HKUTD
neyeHune B aM6ynaTOPHO-MONUKIMHUYECKOM YUPEXAEHUN MU OMALLHUX YCIIOBUSX.

7. DononHutenbHas nHoopMaumsa (B TOM uncsie pakTopbl, BAMAKOLLME Ha UcXod 3abosieBaHus
WJIN COCTOAHUA)

Kputepun oueHKM KauecTBa MEAMLMHCKO MOMOLLM

N KpuTtepun kayecTBa OueHka
BbIMOJIHEHUS
(na/wHeT)

1. BbinonHeHo n3MepeHne aHTPONoOMEeTPUYECKUX NokasaTtenen (M3MepeHmne pocTa cTos, (pa/HerT)

cuas, paccumTtaHbl SDS, oueHeHa NponopLMOHanbHOCTb TENOCNOXEHNUS, U3MepeHne
Macchbl Tena, paccymTaH MHAEKC Macchl Tena n SDS nHaekca Macchl Tena)

2. lMpoBeneH NoacyeT CKOPOCTM POCTa 3a NpeaLwecTsyolme 6 — 12 Mecaues (NPY Hannuum (pa/HerT)
OaHHbIX pocTa)

3. BbinonHeHo nccnegoBaHme ypoBHeEN TUPEOTPONHOro ropMoHa (TTI) B Kposu (pa/HeT)
1 cBobofHoOro TupokcmHa (CT4) CbIBOPOTKM KPOBK, YPOBHS 06LLEro KOPTU30sa B KPOBK
B paHHWe yTPEeHHWE Yacbl, YPOBHS NPONaKTUHaA B KPOBU (NPW ANarHOCTUKe)

4. BbinonHeHo nccnegoBaHme YPoBHA MHCYNMHOMNOAO6HOro pocToBOro dpakTopa | B KpoBu (pa/HeT)
AeTsAM ¢ nofo3peHneM Ha ' B KayecTBe CKPUHUHIOBOro0) MeToAa A/1 KOCBEHHOWM
OLLeHKW 3HAOoreHHom cekpeunn CTT (Mpu AnarHocTuKe), a Takxe getam c ',
rnonyyatowmM feyeHme comaTponmHom — 1 pas B 12 mecsues.

5. BbinonHeHo nccnegoBaHme ypoBHEN MIOTENHU3NPYIOLLLETO (na/HerT)
1 GONNMKYNOCTUMYNMPYIOLLLErO FOPMOHOB B CbIBOPOTKE KPOBMU, 06LLEro TEeCTOCTEPOHA
Yy ManbynkoB B KpoBu Npun KB > 13 neT (Npu AMarHoCTMKe BTOPUYHOIO rmnoroHagmMsma)

6. BbinonHeHo nccnegoBaHme ypoBHen 1 GONMUKYNOCTUMYNMPYIOLWEro rOPMOHOB (pa/HerT)
B CbIBOPOTKE KPOBM, O6LLErO 3CTpafmona B Kposu y fesoyek npu KB > 12 net (npwu
AMarHoCcTuKe BTOPUYHOrO rMnoroHaan3ma)



N Kputepun kauecTtsa OueHKa
BbIMONHEHUS

(na/wHeT)
7. BbinonHeH npueM (0CMOTpP, KOHCYNbTaLMA) Bpaya-odpranbMonora ¢ OCMOTPOM M1a3HOro (na/HerT)
AHa 1 pas B 12 MecsaueB AeTsaM 1 nogpocTkaM c I, nonyyaowmMm neveHme
8. BbinonHeHbl peHTreHorpadusa KUCTen, peHTreHorpadumsa nyyesansacTHOro cyctasa (pa/HeT)
C OLLEHKOW KOCTHOro Bo3pacTa € Nofo3peHnemM Ha I ona oueHKn KOCTHOro Bo3pacTa
1 NPOrHO3MPOBaHMA KOHEYHOrO pocTa (Mpu AnarHoCcTuKe), a Takxe getam c I,
nony4yaloLmnM neyeHme comaTponmHom — 1 pas B 12 mecsues
9. BbinonHeHa MarHMTHO-pe3oHaHCcHasa ToMorpadusa ronoBHOro Mo3ra (Npv AnarHoCTUKe) (na/HerT)
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MpunoxeHune Al

COCTAB PABOYEW IPYMMbl MO PASPABOTKE W MEPECMOTPY KJIMHUYECKUX PEKOMEHOALMIA
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PYKOBOOWTENN:

[MNeTepkoBa BaneHTHa AnekcaHgpoBHa — akageMuk PAH, npodeccop, OOKTOP MEOAULMHCKUX HayK,
Hayu4HbI pyKoBoanuTenb MHCTUTYTa feTckon aHpokpuHonorun ®rey «HMUL, aHAOKPUHONOrMK UM.
akapgemunka U.U. Neposa» MunHapgpasa Poccuu, 3aBegytowas kapenpor 0eTCKoN 3HOAOKPUHONOMn-
onabetonornm MHCTUTYTa BbICLLIEro 1 AOMOMHUTENBHOIO NpodeccrnoHanbHoro obpasosaHna Orey

«HMWL, aHpgokpuHonorum uM. akagemunka N.W1. depoBa» MuH3gpaBa Poccumn, rnaBHbIN BHELUTATHbIN
LETCKUIM cneunanucT aHOoKpuHonor MuHsgpasa Poccuu.

BesnenkunHa Onbra bopncoBHa — AOKTOP MEANLMHCKNX HayK, Npodeccop, 3aMecTUTeNb AUPeKTopa
LleHTpa — gupekTop MHCTUTYTa feTckon aHpokpuHonorun ®rey «HMUL, aHAOKPUHOMOrMK UM.
akagemunka U.U. DepoBa» MunHapgpasa Poccuun, npodeccop kadenpbl 4ETCKON IHAOKPUHONOMNN-
Onabetonornm MHCTUTYTa BbICLLIEro 1 AOMOMHUTENBHOIO NpodeccrnoHansHoro obpasosaHns Orey
HMWL, sHpokpuHonorum MuHagpasa Poccun.

ABTOPbI TEKCTA:

HaraeBa EneHa ButanbeBHa — OOKTOP MeOULNHCKUX HaYyK, 3aBefyloLlasa oTaeneHnem
TUPEOoNaoNorum, PenpPoayKTUBHOIO U COMaTUYECKOro pa3sntna NMHCTUTyTa AeTcKon
3HAokpuHonorun OreyY «<HMUWL, sHookpuHonorum nm. akagemuka U.1. Neposa» MuHsgpasa Poccuu,
BeOyLMN Hay4YHbIN coTpyoHuK OIrbY «HMULL sHgokpuHonorun uM. akagemuka U.1. Oegosax»
MwuHapgpasa Poccum, oOUEHT Kadenpbl AETCKOM 3HO0KPUHOMOrMmM-guadetonornm MHCTUTyTa BbiCLIErO
n gononHutensHoro MO ®IrbyY HMUL, sHookpuHonorum MuHsgpasa Poccuu.

LnpsieBa TaTbsiHa lOpbeBHa — KaHAMOAT MEAULIMHCKMUX HAyK, OOLEHT, BEAYLWMIA HAaYyYHbIA COTPYAHUK
OTAENEeHNa TUPEeonaoNornm, COMaTUYECKOro N penpoayKTUBHOIO pa3sBnTua NHCTUTYTa AeTCKOn
3aHpoKpuHonorun ®IrbyY «HMWLL sHaookpuHonornm nM. akagemuka U.WN. Neposa» MuHagpasa Poccun.

MaHkpaToBa Mapusa CTaHMCNaBOBHa — KaHAMAAT MeOULMHCKUX HayK, BEOYLLMIA HayYHbIA COTPYOHUK

OrbY «<HMUL, sHpokpuHonorum nMm. akagemmka .1, Nepoea» MuHsppasa Poccumn, poueHT kadeppbl
LETCKOW 3HAOKpUHONOrnn-guadetonorum MHCTUTYTa BbicLero n gononHutensHoro MO ®rby HMUL,
3HOOKpUHONorum MuHagpasa Poccun.

YyryHoB Uropb CepreeBuny — 3aBefyoWmMN AETCKMM OTAENEHNEM ONyXonen 3HAOKPUHHOM CUCTEMBI
MHCcTUTyTa petckom sHaokpuHonorum ®rey «<HMUL, aHgokpuHonorumn nm. akagemmnka U.1. Nenosa»
MuH3gpaBa Poccuu, kaHoMpoat MeguLUMHCKNX HayK.

OKCIEPTbI:

BawHnHa EneHa BopncoBHa — OOKTOP MEAMLIMHCKMX HayK, Npodeccop Kadenpbl SHLOKPUHONOMMU
MMeHun akagemuka B.I. bapaHoBa OIOYBO «CeBepo-3anagHbln rocyaapCTBEHHbIN MEANLIMHCKNIA
yHuBepcuTeT nmeHn UN.N. MeyHrkoBa», rMaBHbIN BHELWTaTHbIN CNeuuannucT 4ETCKUA 9HOOKPUHONON
Ceepo-3anagHoro ®O.

lankuHa NanvHa AnekcaHapoBHa — LOKTOP MEAMUMHCKNX HayK, 3aBefyioLas AeTCKUM SHO0KPUHHbIM
otoeneHneM HUW akywepctea n negmnatpumn Grb0Y BO «PocTOBCKUIN rOCynapCTBEHHDIN
MeONLIMHCKNI YHUBEpCUTeT» MuUH3gpasa Poccuu, rmaBHbI BHEWTATHbLIA CNEeLUanucT eTCKnn
3HAOKpUMHONor PocTtoBcKor 0611acTu, rMaBHbI BHEWTATHbIA CMELNanUCT OETCKUIN SHOOKPUHONOM
O>xHoro ®0.

KuseB Anekcen BacunbeBumy — LOKTOP MEAULMHCKNX HayK, npodeccop Kadenpbl rocnuTanbHOM
neguatpum Orb0Y BO «YpanbCckui rocyfapCTBEHHbI MEAULIMHCKNIA yHUBEpPCUTET» MnH3paBa
Poccun, pykoBogutens LleHTpa getckon aHpokpuHonorun FAY3 CO «O6nacTHasa oeTckas
KNUHUYeckas 60nbHULAa», MMaBHbIN BHELTaTHbIN cneumanncT OeTCKUN aHAOKpUHonor CBepaoBCKOM
obnacTu, rMaBHbI BHELTATHbIN CNeuManucT AeTCKUN aHAOKpuHonor Ypanbsckoro ®O.

KonopoknHa AHHa AnekcaHapoBHa — 3aBefyloLLas oTAeNeHneM HaceACcTBEHHbIX 3a6oneBaHnn
N 3HOOKPUMHOMNATUIN paHHero Bo3pacta NHCTUTYTa AeTCKon aHgoKpuHonorun ®rey «HMNLL
3HOOKpUHONorum uM. akagemmka U.1. Negosa» MmnHsgpasa Poccuu, kaHonpoat MeoUUNHCKUX HayK.



KocTtposa MpunHa BoprcoBHa — 3aBefytoLaa oToeneHneM OeTckom aHaoKpuHonorum NbY «etckas
pecnybnukaHckasa KnnHuyeckasa 6onbHULa M. H.M. KypaeBa», raBHbIN BHELLTaTHbINA cneunanmct
OETCKUIN 3HOOKpUHONOr pecnybnuku [larectaH, rMaBHbI BHELWTATHbIN CNeuuanmncT 4eTCKUN
3HAoKpuHonor Cesepo-Kaskasckoro ®O.

MeTparknHa EneHa EpUMoOBHa — [OKTOP MEAULMHCKUX HayK, AMpeKTop Poccninckom geTckom
KnunHnyeckom 6onbHnLbl @FAOY BO «PoccUnCKnim HaumMoHanbHbI UCCNenoBaTeNbCKUM MegUUNHCKNN
yHuBepcuteT umenn H.W. NMuporosa» MuHsgpaBa Poccun, rmaBHbIN BHELWTaTHbIN cneunanmcT
LETCKUI 3HOOKPUHONOT I. MOCKBbI, MMaBHbIA BHELITATHbLINA cCneunanmcT AeTCKUA SHAOKPUHONON
LleHTpanbHoro ®O.

CamcoHoBa J1lo60Bb HMKonaeBHa — [OKTOP MEeAMLMHCKUX HayK, 3aBeaytoLLas kapeapon 4eTcKom
aHpokpuHonornn Greoy AMNO «Poccuinckaa MegnumMHCKas akageMums HenpepbiBHOMO
npodeccnoHanbHoro obpasosaHua» MnuHagpasa Poccum.

TapaHyLweHko TaTbsHa EBreHbeBHa — LOKTOP MeQULIMHCKUX HayK, 3aBedylolwas kadbenpon
neguaTpum MHCTUTYTa NocneannioMHoro obpasosaHunsa N6OY BO «KpacHOSPCKUIM rocynapCTBEHHbIN
MeOULIMHCKUIA YHUBEpPCUTET MMeHn npodeccopa B.®. BonHo-AceHelkoro» MuHagpasa Poccum,
rNaBHbIM BHELTATHbIA cneunanmcT AeTCKUN SHA0KPMHONOr KpacHOAPCKOro Kpas, raBHbIf
BHeLUTaTHbIN cneumanucT OeTCKnn aHaokKpuHonor Cuéupckoro @O.

TionbnakoB AHaToONMM HMkonaeeBny — [OKTOP MEOULIMHCKMX HayK, OOLEHT, 3aBefyiowwmin kadbenpomn
reHeTUKM 9HOOKPUHHbIX 60ne3Hen ®IEHY «Meanko-reHeTUYecKnin HayuYHbIi LLEHTP UMEHMU
akapgeMuka H.IN. boukoBa» MrnHo6pHayku Poccun, Bpad-g4eTCKUin 3SHOOKPUHOMOr Poccunckom
OEeTCKOW KnnHnveckon 6onbHULbl ®TAOY BO «PocCUNCKMn HaUMOHaNbHbI CCNEAoBaTENbCKUMN
MeOULMHCKUIA yHuBepcuTeT nMenn H.W. NMuporoea» Muuagpasa Poccun.

Ynkynaesa Onbra AnekcaHopoOBHa — KaHANAAT MEAULNHCKUX HayK, BEOYLLMIA HAYyYHbIA COTPYAHUK
OTAENEeHNsa TUPEeonaonorum, COMaTUYECKOro N penpoayKTUBHOIO pa3sBnTua NHCTUTyTa AeTCKon
3HpoKpuHonorun ®IreyY «HMWLL sHaookpuHonornm uM. akagemuka U.WN. Neposa» MuHagpasa Poccun,
LOLEHT Kadenpbl AETCKON 3HOOKPUHONOrNN-arabeTonorum MHCTUTYTa BbICLIErO U AOMONHUTENBHOMO

npodeccnoHanbHoro obpasosaHua ®reY HMULL angokpmHonorum MuHsgpasa Poccun.

KOH®MMKT MHTEPeCcoB: aBTOPbI KIIMHUYECKMX PeKOMeHAaLUN AeKNapupyoT OTCYTCTBME KOH(INKTA
WHTepecoB. [15 OKOHYaTeNbHOM pefaKLmn U KOHTPOSIA KayecTBa peKoMeHaaLmm Gbiiv MOBTOPHO
npoaHannanpoBaHbl YneHaMmn paboyei rpynnbl, KOTOPbIe MPULLIN K 3aK/TI0HYEHUIO, YTO BCE 3aMeyaHus
N KOMMEHTap1M 3KCNEePTOB MPUHSATLI BO BHUMAHUE, PUCK CUCTEMAaTUYECKMX OLWMBOK Npu pa3paboTke

pekoMeHpaLumn cBefeH K MUHUMYMY.
MpunoxeHune A2
METOLOOMMNA PA3PABOTKN KITMHUYECKMX PEKOMEHOALINI

YKazaHus, npeacTaBieHHble B HACTOALMX PEKOMEHOALMSAX, OCHOBaHbl Ha CUCTEMAaTUYECKOM 0630pe
NNTEPAaTypPbl, BbIMOTHEHHOM YfieHaMu rpynnbl. 05 0630pHOro n3yyeHns 6binv NpeacTaBieHbl CTaTby,
ony6nukoBaHHble 00 2024 1. AKcnepTbl B COCTaBe rpyrrbl BbINOAHUAM 0630p 3TUX JaHHbIX

W OTOENbHbIX CTaTeN C MaKCUMarbHbIM YPOBHEM [0Ka3aTelbHOCTU.

LleneBas ayauTopus [aHHbIX KIMHUYECKMX PEKOMEHZALUNI:
1. Bpauun-geTckue sHOoKpUHONoru;

2. Bpaun-neguatpsl;

3. Bpauu-aHgokpuHonoru;

4. Bpaun obLen NpakTUKN (CEMenHbIN Bpauy);

5. Bpauu-HeoHaTonory;

6. Bpaun-oHkonoru;

7. Bpaun-Hempoxupypru.



Tabnuua 10. LLkana oueHKN ypoBHEN [OCTOBEPHOCTM foka3aTenbcTB (YO ) ons Metonos
OMarHOCTUKM (BNarHOCTUYECKNX BMELLATENbCTB)

101} PacwndpoBka

1 Cuctematmyeckme 0630pbl UCCNE[OBaHNIN C KOHTPONeM pedepeHCHbIM METOAOM UM CUCTEMaTUYECKUIA
0630p paHAOMU3NPOBaHHbIX KTMHUYECKNX UCCNefoBaHuin ¢ NPUMEHEHNEM MeTa-aHannsa

2 OTaenbHble UCCefoBaHUS C KOHTPONEM pedepeHCHbIM METOAOM UMW OTAENbHbIE PAaHAOMU3UPOBaHHbIE
KNTMHUYECKUE NCCNeoBaHnsa U cucTeMaTMyeckne 0630pbl UccnefoBaHuii Mo6oro AmM3anHa, 3a
UCKIOYEHNEM PaHOOMU3NPOBAHHBIX KITMHUYECKUX UCCNIeLOBaHWUNM, C NPYMEHEHEM MeTa-aHanm3a

3 WccnepoBaHua 6e3 nocnegoBaTenibHOro KOHTpONA pe¢epeHCHblM MeToAOM UNn nccnenoBaHus
C pedepeHCHbIM METO0M, He ABMAIOWMMCH HE3aBUCUMbIM OT UCCeAyeMOro MeToaa unm
HepaHOOMU3NpoBaHHbIE CpaBHUTESNIbHbIE UCCNENOBaHNA, B TOM YMUCE€ KOFOPTHbIE nccrnenoBaHna

4 HeCpaBHI/ITeJ'IbeIe ncecnenoBaHmMd, onncaHne KInHM4eCcKoro cny4yas

5 MMeeTca nuwb 060CHOBaHWE MexaHN3Ma OeNCTBUSA NN MHEHNE 3KCNepToB

Tabnuua 11. LLikana oueHKn ypoBHEN [OCTOBEPHOCTM fokasaTtenscTs (YO ) Ana metonos
NPOdUNaKTUKK, TeYeHns, MEAULIMHCKOM peabunutaumm, B TOM YNCNEe OCHOBaHHbIX Ha
MCNOMb30BaHUU MPUPOOHbIX NNeYebHbIX GakTopoB (MpodunakTUIecKux, nedyebHsolx,
peabunuTaunoHHbIX)

yon Pacwudposka
1 Cuctematmyeckuii 063op PKWU ¢ npuMeHeHneM MeTa-aHanusa

2 OTpenbHble PKU 1 cnucteMaTnyeckmne o63opbl nccnegoBaHuii nioboro gusanHa, 3a ucknoyeHnem PKN,
C NpUMeHeHneM MeTa-aHanmsa

3 HepaHOoMn3npoBaHHble CpaBHUTENbHbIE UCCNEAOBAHUSA, B T.4. KOFTOPTHbIE UCCNefoBaHNSA

4 HecpaBHWTENbHbIE UCCNEROBAHNSA, ONUCAHNE KIIMHUYECKOrOo CyYas Uu cepum criyyaes,
nccnenoBaHus «Cry4Yan-KoHTPONb»

5 MMeeTcs nuwb 060CHOBaHWE MexaHU3Ma OeNCTBUA BMeLWaTeNbCTBa (AOKNIMHNYECKNE NCCNEfOoBaHNSA)
WM MHEHWE 3KCNepToB

Tabnuua 12. LLikana oLueHKN ypoBHEN yoeanTenbHocTn pekoMeHgauni (YYP) ona Metonos
NPodUNaKTUKN, ANAarHOCTUKK, NeYeHUs, MegULIMHCKON peabunuTtaunuy, B TOM YUCe OCHOBaHHbIX Ha
MCMONb30BaHUU MPUPOOHbIX NNeYebHbIX PaKkTOPOB (MPodUNakTUYECKUX, NeyebHblx,
peabunuTaLnoHHbIX)

YYP Pacwudposka

A CunbHas pekoMeHpgaums (Bce paccMaTpuBaeMble Kputepmnmn apdOeKTUBHOCTU (MCXOLbl) ABNAIOTCA
Ba>XHbIMU, BCE NUCCIef0BaHNS MMEIOT BbICOKOE NN YO0BNETBOPUTENbHOE METOA0NOMMYECKOE KayecTBo,
MX BbIBOAbI MO MHTEPECYIOLLMM UCXOAaM ABMAIOTCA COrflacoBaHHbIMM)

B YcnoBHasa pekoMeHpaunsa (He Bce paccMaTpuBaeMble Kputepum adPeKTUBHOCTU (MCXOAbI) ABMSAIOTCA
Ba>HbIMU, HE BCe UCCNefoBaHNA UMEIOT BbICOKOE UMW YAOB/IETBOPUTENIbHOE METOA0/1I0rMYeckoe
KayecTBO M/WUNN UX BbIBOAbI MO MHTEPECYIOLWNM UCXOAaM He ABNAITCA CornacoBaHHbIMU)

C Cnabas pekoMeHgauunsa (OTCyTCTBME JOKa3aTeNbCTB HaAeXxallero kayecTsa (Bce paccMaTpuBaeMble
KpUTepumn apPeKTUBHOCTU (UCXOAbI) ABNAOTCS HEBaXHbIMU, BCE UCCNIEQ0BaHUS UMEIOT HU3KOEe
MeTO[0M0rnyecKoe KayecTBo U NX BbIBOALI MO MHTEPECYIOLLMM UCXOAaM He ABNAIOTCS COrNacoBaHHbIMM)

Mopspok 06HOBMEHUSA KIIMHNYECKNX PEKOMEHAALMN.

MexaHn3M 06HOBEHUS KITMHNYECKNX peKOMeHD,aLI,VIVI npegycMmatTpmnBaeT X CUCTeMaTtnvecKyto
aKTyannsauuio — He pexxe 4eM OUH pa3 B TPU rofa, a Takxxe npu noasneHnm HOBbIX OaHHbIX
C NO3NLMKN JOoKa3aTeNlbHOM MeguLUHbI MO BOMpoOcaM ANarHoCTUKMK, NevyeHud, NpodunakTuKmn



N peabunuTaLmMm KOHKPETHbIX 3a60NeBaHNUi, HanMuyMm 060CHOBAHHbIX OMOMHEHWI/3aMedaHmni
K paHee yTBepxxaeHHbIM KP, HO He Yalue 1 pa3a B 6 MecsLes.

MpunoxeHne A3

CMPABOYHbIE MATEPUASbI, BK/THOYAA COOTBETCTBUE MOKA3AHWUIM K MPUMEHEHWIO
1 MPOTUBOMOKA3AHWIA, CNOCOBOB MPUMEHEHWSA 1 03 NEKAPCTBEHHbIX MPEMAPATOB,
MHCTPYKUWWN MO NMPUMEHEHWIO NTEKAPCTBEHHOTIO MPEMAPATA

1. MocTtaHoBneHue Mpasutensctea PO o1 26.11.2018 1. N2 1416 (pea. oT 15.02.2023 r.) «O nopsaake
opraHusaumm obecnevyeHus nekapcTBeHHbIMK NpenapaTtaMmn nuL, 60MbHbIX reModunmen,
MYKOBUCLMA030M, r’MNodun3apHbIM HAHN3MOM, 60ne3Hblo Molwe, 3NoKavYeCcTBEHHbIMU
HOBOO6pPa30BaHMAMU NMMPOUOHON, KPOBETBOPHOW Y POACTBEHHbIX MM TKaHEeN, pacCesiHHbIM
CK/1epPO30M, FreMONTUTUKO-YPEMNYECKNUM CUHAPOMOM, IOHOLECKUM apTPUTOM C CUCTEMHbBIM Ha4yanom,
Mykononucaxapmngosom |, Il n VI Tunos, annactnyeckom aHeMmen HeyTOYHEHHOW, HAaCNeACTBEHHbIM
nedunumtoM dakTopos Il (dubpuHoreHa), VII (nabunsHoro), X (CtioapTta — Mpayapa), N1y, nocne
TpaHCnaHTaLunm opraHoB 1 (UnN) TKaHen, a TakXXe O NPU3HaHUU YTPaTUBLUMMU CUITY HEKOTOPbIX
akToB MpaBuTenbcTBa Poccuinickon Gegepaunm» (BMecTe ¢ «lMpaBunamMm opraHnsaumm obecrnedyeHms
NneKapcTBEHHbIMU NpenapaTaMu nuL, 601bHbIX reModunnen, MyKoBUCLMA030M, TMNodn3apHbIM
HaHM3MoM, 6onesHbio Mowe, 310KaYecTBEHHbIMM HOBOO6Pa3oBaHUAMU NMMOONLAHON, KPOBETBOPHOWN
N POACTBEHHBIX UM TKAHEWN, PaCCeAHHbIM CKNIePO30M, FreMONTUTUKO-YPEMUNYECKUM CUHAPOMOM,
IOHOLLECKNUM apTPUTOM C CUCTEMHbBIM HayanoM, Mykononucaxapnaosom |, [ n VI tmnos,
annacTM4ecKon aHeMmnen HeyTOYHEHHOW, HacNeACcTBEHHbIM Aedununtom dpakTopos |l (pubpuHoreHa),
VII (nabuneHoro), X (CtioapTta — MNpayapa), 1L, nocne TpaHCnIaHTaunm opraHoB 1 (M) TKaHem»,
«[paBnnamn BegeHna penepanbHOro permcTpa nuy, 60nbHbIX reMopunmen, MyKoBUCLML030M,
rmnodusapHbiM HaHN3MOM, 60ne3Hblo [oLwe, 31I0KaYecTBEHHBIMU HOBOOBPa30BaHNAMU TMMQPOUOHON,
KPOBETBOPHOWN N POACTBEHHbIX UM TKaHEel, pacCeAHHbIM CK1EPO30M, FEeMOIMTUKO-YPEMUYECKNM
CUHOPOMOM, IOHOLECKNUM apTPUTOM C CUCTEMHbBIM HavyanoMm, Mykononucaxapnaoosom |, [ n VI tnmnos,
annacTu4ecKon aHeMmnen HeyTOYHEHHOW, HacNeACcTBEHHbIM aedununtom pakTopos Il (pubpuHoreHa),
VII (nabuneHoro), X (CtioapTta — Npayapa), 1L, nocne TpaHCnIaHTaunm OpraHoB U (M) TKaHE»).

2. Npukas MuHUcTepcTBa 3apaBooxpaHeHns Poccuiickorn @efepaumm ot 29 okTa6psa 2024 1. N2 583H
«06 yTBEepXaeHun Nopagka okasaHUs MEAULIMHCKON NOMOLLM No Npodunio , AeTckas

3HOOKPUHONOrnsg“.»

Tabnuua 1. edekTbl reHoB, 06ycnoBnmBaloLwme N3onMpoBaHHbIM 4edULNT rOPMOHa pocTa

Tvn MonekynspHbii MposeneHuns Fvnornnkemunn MukponeHuc
HacnepoBaHus nedekT CTlr — pedpuumta ($%
MaJib4YMKOB)
Tun 1A ayTOCOMHO- Oeneuvn nnn BbipakeHHas - +
(Marp 1A) peLecCcmBHbIN rOMO3UrOTHbIE rnocTHaTanbHas
[2, 3] MyTauum GHI 3aQepxKa pocTa,
(rpy6bble pedekThbl) Tshkenenwas
HeJoCTaTOYHOCTb
CTr
Tun IB ayTOCOMHO- MyTauum unm HepocTtaToyHOCTb +/- +/-
(nare 1B) peLeccCcuBHbIN Hebonbwne CTI MeHee
[4] neneunun GH1; Bblpa)keHa, 4eMm
MyTauum GHRH-R npn WOIP 1A
Tun 1l ayTOCOMHO- MyTauuu MposasneHus +/- +/-
wmare ) OOMWHAHTHbIN cnnancuHra, cxoxu c MaAre IB
[5-7] MUCCEHC-MyTauumn
GHI
Tun 11 X-cuenneHHbIn CMEXHbI€ reHHble CoveTaeTtca +/- +/-
wmare 1y nedexTbl (MyTauuu c runo-g-

Unun geneHnn) Ha

rnobynuHemuen

3ddekT Tepa.
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Tvn

HacnefoBaHuA
HDedekTbl ayTOCOMHO-
peLenTopa  PeLecCUBHBbI
P-PI [8,

9]

MonekynsapHblin MNposBnexus MmnornnkeMun MwukponeHuc
nedekr CTr — peduuunta (8%
Masb4yMKOB)

ONIMHHOM nnede X
XPOMOCOMBI
(Xg21.3 — g22),

B obnacTu,
copepXallen nga
nloKyca, oaunH —
HeobxoauM ons
HOpManbHOM
npoaykKumm
MMMYHONo6YNMHOB,
BTOpOW — AN
akcnpeccun CTI

MyTaumm GHRH-R

HOedbuunt pocta - -

npw PoXXAeHUN.
BbipaxeHHas
nocTHaTanbHas
3aepxkKa pocTta
Mukpouedanus.
AcvMnTOMHas
apTepvanbHas
rMNOTOHMS.

Tabnuua 2. fledpekTbl reHoB, 06ycnoBnMBaloLme MHOXXECTBEHHbIN AePULUT FOPMOHOB

ageHorunopusa
leH Aedununt ropMmoHoB
POU1F1 CTr/Npn/TTC
(PIT1)
[11, 12]
PROP1 CTr/Npn/TTr/NT,
[13-15] ocr

penko — AKTI

HESX1 CTI/TTI/AKTI/
[16] penko — Mpn, 1T,

OCT, BazonpeccuH
(BO3MOXeEH
M30/IMPOBaHHbIN
CTr-pedpvumT)
OTX2 CTI/Mpn/TTr/IT,
OCIr/AKTE
penko —
Ba30MpPeccuH
(BO3MOXeEH
V30NMPOBaHHbIN
CTr-pedpuum)
GLI2 CTIr/Mpn/TTr/IT,
OCIr/AKTI

LHX3 CTr/Mpn/TTr/IT,

ocr

MP-kapTuHa runotanamo-
runogusapHoi obnactu

runonnasus
apeHorunodusa/HopMa

runonnasus
apgeHorunodusa/HopMa/
runepnnasus
ageHorunopmaa

runonnasus
apgeHorunoomsa

runonnasus
apeHorunodwusa/
runonnasusa (annasunsg)
BOPOHKM/3KTOMMUSA
Henporunodusa

runonnasus
apgeHorunodmusa/akronusa
Hemnporunodusa

runonnasus
apeHorunoowmsa/
runepnnasus
ageHorunopuaa

Bo3Mo)Hasi coyeTaHHasa naTonorus

CenToonTnyeckas gucnnasuns

3afepyKka NCMXOMOTOPHOMO
pa3BuUTUSA, Cyaopory,
6unatepanbHas aHodTanbMus
W MUKpodTanbMus

CVHAPOM conmTapHoro
BEPXHEYenoCTHOro pesLa,
rononposaHuedanus, yepernHo-
nuLEeBble aHOManum, YacTuyHas
areHesaus MO30/IMCTOrO Tena,
nonMaaKkTUImns

KopoTkas wes, orpaHuyeHHas
poTaumns wen n N03BOHOYHUKaA,
He CBfA3aHHasdA ¢ naTonoruemn
MO3BOHOYHUKA, TYrOyXOCTb

SddekT
Tepanuu
re

3 dekT Tepa.



leH

LHX4

Pitx2

Aedununt ropMoHoB

CTIr/TTIr/AKTI/
penko — JI, ®CI

CTI/Mpn/TTr/IT,
OCIr/AKTE

MP-kapTuHa runoTtanamo- Bo3Mo)Has coyeTaHHas naTonorus 3pdexT

runogusapHoi obnactu Tepanuu
rp

runonnasus CuHppOM paspbiBa +

ageHorunodusa nnm rmnodun3aapHoOm HOXKH,

runonnasus nposiBNSALWMIACS

apeHorunodusa/ runepnponakTuemMmnen

rmnonnasusa (annasus)

BOPOHKW/3KTOMNA

Henporunodusa

runonnasusa CuHaopoM AkceHdenbpa-Purepa +

ageHorunopusa

Tabnuua 3. CpefH1e COOTHOLWEHNSA «BEPXHUN CEMMEHT/HUXHUI cerMeHT» B HopMe (Kaplan S.,

1989 1))

BO3pacT
05-1,4
1,5-2,4
2,5—3,4
3,5—4,4
45-5,4
5,5 — 6,4
6,5—7,4
7,5—8,4

8,5-94

MaJibMUKUN
1,81
1,61

1,47

NeBOYKN
1,86
1,80
1,44
1,36
1,29
1,24

1,21

BO3pacT MaJibuyUKn OEeBOYKUN
9,5—10,4 1,12 1,11
10,5 — 11,4 1,10 1,08
11,5 — 12,4 1,07 1,07
12,5-13,4 1,06 1,07
13,5 14,4 1,04 1,09
14,5 — 15,4 1,05 1,10
15,5 — 16,4 1,07 1,12
16,5 — 17,4 1,08 1,12
17,5 — 18,4 1,09 1,12

KoMMeHTapuu: npu oLeHKe NPOonopLUOHaNbHOCTU TEJTOCITOXKEHUS Yy [eTen Co 3HaUUTENbHbIM

OoTCTaBaHWEM KOCTHOIO CO3peBaHUsl PEKOMEHAYETCS OPUEHTUPOBATLCA Ha «KOCTHbIN BO3pacT»

MpunoxeHue b

pebeHka.

AJTTOPUTMbI OENCTBUIN BPAYA

1. AnropuT™ gnarHoCTUKN COMaTOTpOﬂHOﬁ Hefo0CTaTO4YHOCTU



Pocr <-2,0 SDS
CropocTs pocta < 25 nepueHTunu

WckniounTh BYOPHMHLIA reHe3 3afepxKH pocTa:
1. SHAOKPHHHBIA (NEPBIYMBIN MMNOTHPEOI, ACKOMNEHCHPOBaMMLI caxapwui guaber, Goneass/cunapon Huenko-Kyusmra u
ap.)
Cunapomanbhbin (C lLiepewesckorc-Teprepa, Cunseepa-Paccena v ap.);
BpoxaeHHylo NaTONOIMIo KOCTHOR CHCTeMbI (AXOHAPONNAINA, MMNOXOHAPONNAINA, OCTEOANHCNNAMMM U AD.).
BHYTPUYTPOGHYIO 3anepxKy pocTa;
XpOHWYECKYHD COMATHYECKYIO NATONOMMIO (2aBoNeBaHis NoueK, CEPALA, NErK KPOBETBOPHOH CHCTEMBI M AP. )

LR AR

PenTreHorpadua KucTel pyx MPT ronoeHoro moasra KapuoTunuposasue
. (ann pesovex)

' MP-CTUMYNMPYIOLLME TECTBI ¥
i e, NoP-1; PRCB-3

*
+

- BasansHblil [P noBbIWeH nux CT<10, 0 ur/un : '
- Kpaitwe Boicokuit nogwem CTI MK CTr 210. 0 HE/MA HU3KMIA HOPManbHbI
Ha CTHMYNAUMIO (NUK TP >> 10 Wr/mn) : ]

fAeduuyum soproHa pocma

Cundpom HeyyscmeumensHocmu k P
(aecoruuT peuentoposk NP, Mouonamuvecxan 3adepxxa pocma
NOCTPEeUEenTOpHLIN AedexT) (KOHCTUTYUMOHANBHAA 3aAepXKa pocTa,

CEMENHARA HUIKOPOCNOCTb)

2. ANiropuUT™ 3aMecTUTeNIbHON FOPMOHaNbHOM Tepanuy Npu rMNoNUTYMTapusMe

ANropuTtM 3aMecTUTe/IbHOW rOpMOHaJILHOW Tepanuu npm rMmnonUTynTapuame

J rMnonuTyMTapusm —\
—_—
nare MArA ‘
[T 1 | | |
Dednunt
Aedunr TTM Aednuur AKTE Aeduuut N, CT BasonpeccuHa
CTr-pedmumT (BTOp i (sTOp i (eTOpUuHBIR (necaxapHibin
. peos) I ) rMnoroxagnsm) Aunabert)
TectocTepoH
(emecs -
- n T T T e ] I: =
HaTpua ** -
3 PUKCHPOBaHHLIE
NyTponun anucal KOMBUHALMM
@onnurponuy ankdg a
nuBnao, yaensHeIA Bec
ity CHMNTOMBI MO,
B o du i i T4 A, v A 3CTpOreHHOR cyTouHBIA
POCT: HELOCTATONHOETH HEAOCTATOYHOCTH anypes

Mpunoxexve B

UWHOOPMALUA ONA NALUEHTA

Mnonutyntapusm — 3abonesaHune, 06yCNOBAEHHOE OTCYTCTBUEM UM CHUXEHNEM CEKPEeLUN OQHOro
nunu 6onee rmnodunsapHbIX FTOPMOHOB. B pamkax runonntyntapnama Hanbonee 4yacto BCTpevaeTcs
AedUUNT FOPMOHa pocTa, KOTOPbIN MOXET ObITb N30MIMPOBaHHbLIM UMK COYeTaTbCH C HEQOCTAaTOYHOWN
PYyHKUMEN LWNTOBUMAHON Xenesbl, HAANOYEYHNKOB, ANYHUKOB/ANYEK, HECaxapHbiM AnabeTom.
TMnonuTynTapuaMm y geter MoxeT ObiTb 0O6YCNOBNEH BPOXAESHHBIMU N MPUOBPETEHHBIMU NPUYNHAMU.
B 60nbWNHCTBE CyYaeB HabnogaeTcs oTCcTaBaHWE B POCTE, CHDKEHHbIE TeMMbl pocTa. YacToTa
rmnonuTyutapusma y geten 1 cnyyan Ha 6 — 10 000 geten. OTcTaBaHWe B pOCTE MOXET CNeacTBUEM
MHOIMMX MPUYNH: 3a0EePXKN BHYTPUYTPOOHOIrO PasBuUTUS, KOCTHO-XPALLEBbIX aHOManum passuTus,
nMelollero y pebeHka comaTtmyeckoro (3aboneBaHus noyek, CepaLa, nerkmx, XXenygo4yHo-KnweyHoro



TpakTa, KPOBETBOPHOM CUCTEMBI) UMM IHOOKPUHHOIO 3aboneBaHuns (FTMNOTUPEO3, CaxapHbl anaberT,
BpOXAeHHaa ANCPYHKLNA HaAMOYEeYHNKOB, TMNEePKOPTULM3M), @ TaK)Ke CUMHAPOMAaNbHOM NaToNornm
(CviHppom Lepewesckoro-TepHepa, Cunbeepa-Paccena, HyHaH, 1 op.), HEMNOMHOLEHHOr o MUTaHUS,
NCUXO-3MOLMOHaNbHbIMU GaKToOpaMu.

Mocne ncknioYeHns Bcex BO3MOXHbIX MPUYNH HU3KOPOCTOCTH, ANA BUArHOCTUKN HaNnUUIns unm
OTCYTCTBUA AeduLmTa ropMoHa pPocTa, B YCoBUAX CTauMoHapa nposogatca CTIM-CTUMYNALMOHHbIE
TecTbl. Mpu NnoATBEPXAEHUN Hannuna aeduumTa ropMoHa pocTa, pebeHKy HasHadvaloT
3aMeCTUTESbHYI0 Tepanmio reHHO-UHXEHEPHbIM FOPMOHOM POCTa, KOTopas 3ak/iloyaeTcs

B €XeOHEBHbIX MOAKOXHbIX MHBEKLMSAX B JOMALLHUX YCNOBUSX B BEYepHMe Yackl. [Jns ycnewHoro
nevyeHns HeobxoanMMO perynapHoe NoceLLeHMe 1eYallero Bpaya 1 CTPOroe BbIMOSIHEHNE BCEX ero
pekoMeHgauui. MNpun aTnX ycnoBusix pebeHoK MOXET AOCTUYb POCTa CBOUX FEHETUYECKUX poauTenen.

MpunoxeHue ' — N

LUKANbI OLLEHKW, BONPOCHUKW U APYTUE OLLEHOYHbIE UHCTPYMEHTbI
COCTOSAAHUA NAUMEHTA, NPUBEOEHHbBIE B KMTMHUYECKUX PEKOMEHOALIUAX
MpunoxeHue 'l
HasBaHue: ﬂele,eHTVIJ'IbeIe KpuBble POCTa U MaccChbl Tena.

McTouHuk: CDC. SOURCE: Developed by the National Center for Health Statistics in collaboration
with the National Center for Chronic Disease Prevention and Health Promotion
http://www.cdc.gov/growthcharts.

Tun: WKana oueHKu.

HasHaueHune: oueHka GU3nN4YeckKoro pasBnTUS OETEN U MOAPOCTKOB.


http://www.cdc.gov/growthcharts

Manks4umkn: oT poxaeHus ao 36 mecsues ©.N.0.
MepueHTUNbLHBIE TaBNUULI: pocT/BO3pacT U Bec/Bo3pacT Homep kapTbi
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PucyHok 1. NepueHTUnbHbIE KPUBbIE POCTa U Macchl Tena (Manbymkun, 0 — 36 MecsaueB)



OeBouku: oT poxaeHuna 0o 36 mecsiues ®.M.0.
MepueHTUNBHELIE TabNUULIL: pocT/BO3pacT U Bec/Bo3pacT Howmep kapTbl
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PucyHok 2. NepueHTunbHbIE KpUBbIE poCcTa U Macchl Tena (aeso4vku, 0 — 36 MecsaLeB)



Maneuuku: ot 2 go 20 ner D N.0.

MepueHTUNBLHBIE TAaGNULbLI: pocT/BO3pacT U Bec/Bo3pacT Homep KkapTbi
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PucyHok 3. NepueHTunbHbIE KpUBbIE pocTa U Macchl Tena (Manbyuku, 2 — 20 neT)



OeBouku: ot 2 Ao 20 net .1.0.

MepueHTUNBHLIE TaONUULI: pocT/BO3pacT u Bec/Bo3pacT Homep kapTbl
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PucyHok 4. NepueHTUNbHbIE KPMBbLIE POCTa M Macchl Tena (AeBoyku, 2 — 20 ner)






