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TepMHuHBI U onIpee/IeHUA

I'unmoroHagu3mM — 5TO MATOJIOTMYECKOE COCTOSIHHE, OOYCIIOBJIICHHOE CHIKEHHEM (YHKIIUH

TIOJIOBBIX KCJIC3

I'mnoroHagoTponHbliii (EeHTPAIbHBIA, BTOPUYHBIN) TMIOTOHAAM3M — JTO IMATOJOTHYECKOE
COCTOSIHUE, XapaKTEPU3YIOIIeecs CHUKEHUEM (PYHKIIMU IOJIOBBIX JKEJIe3 BCIEACTBUE CHUKCHMUS

crocoOHOCTH runoTanamyca cekperuposars ['H-PI wim runodusa cexperuposats JII', DCT.

I'mneproHaoTponHelii MNOroHAAM3M (NMEPBMYHBIN)— O5TO NATOJIOIMYECKOE COCTOSHUE,
00yCJIOBJIEHHOE MEPBUYHBIM CHIKEHHEM (QYHKIUU TOHAJ, CONPOBOKAAIOLIEE MOBBIIIEHUEM

YPOBHA TOHAAOTPOIIMHOB.

3aﬂep>1<1<a IMOJIOBOTO CO3PCBAHHA — 3TO OTCYTCTBHEC BTOPHYHBIX IMOJIOBBIX IMPU3HAKOB Y JC€BOYCK

nocie 13 ner, y ManbuuKkoB nocie 14 ner.

Tpan3uTopHblii runoroHagusM (QPyHKIHOHAJIBbHBIA) — COCTOSIHUE BPEMEHHOIO CHILKCHHS
(hYHKIIMY TIOJIOBBIX TOHAJ, CAMOCTOSTEIHFHO MPOXOsIIee Ha (POHE YCTpaHEHUS MaTOJIOTHIECKOTO

(akTopa (Hanpumep, cTpecc, 0CTpoe 3a00JIeBaHue, IEPEYTOMIIEHHUE U T.[1.)

PeBepcuBHbIi (00paTUMBIIT) THIIOTOHAIN3M — BAPHAHT TMIIOTOHAJAOTPOITHOTO TUIOrOHAAW3Ma, Ha
(doHe Teparmuu KOTOPOTO OTMEUAETCsl CIIOHTAaHHOE BOCCTAHOBJIEHHE TUIOTaaMO-THIO(U3apHO-

TOHAHOM OCH.
AMeHoOpesi - OTCYTCTBHE MEHCTPYAIMH y KEHIIIMH PENpPOAYKTUBHOTO BO3PACTa.

IlepBuunasi aMmeHopesi — OTCYTCTBHE MeHapxe mocje 15 Jer mpu NpaBWIBHOM pa3BUTHH
BTOPUYHBIX MTOJIOBBIX MPU3HAKOB WJIU TIOCIE 13 JIeT pHu OTCYTCTBUH Pa3BUTHS BTOPHUUHBIX TOJIOBBIX

npusHakos[1].

BTOpH‘IHaH aMEHOopeEs - OTCYTCTBUC MEHCTPYallUU TPpU U bonee MUKJIA IMOAPAd Ha IPOTKCHUA

IIIECTH MECSIIEB MPH paHee peryaspHoM rukie[33].

KocTHblii Bo3pacT — KpuTepuil OMOJIOTUYECKOM 3peOCTH OpraHru3Ma, ONpeaAesieMOi CTeNeHbIO

OKOCTEHEHHUS KOCTEH CKelleTa.

ITonoBoii CTaTyC — HAJIMUUC U CTAaAus pa3BUTHUA Y pe6eHKa BTOPUYHBIX ITOJIOBBIX IIPHU3HAKOB HA

MOMCHT O6CJ'IC,[[OB8.HI/IH.

Hy6epTaT - TpaHSI/ITOpHHﬁ nepuoa Mexay ACTCTBOM U MOJIOBOM 3pCIOCTBIO OPraHu3Ma, IpoLecc
(1)I/I3I/ILICCKI/IX, FOPMOHAJILHLIX, (I)I/I3I/IOJ'IOI‘I/I‘-ICCKI/IX U TICUXOJIOTHYECKUX M3MEHEHHI B OpraHusme
MOoAPOCTKA, KOTOPBIC CHOCO6CTBYEOT Pa3BUTHIO BTOPUYHBIX IMOJIOBBIX MPU3HAKOB U HNPHUBOIAT K

PENPOLYKTUBHOM 3pEJIOCTH NHIUBUAA.



Mununybeprar - Ilepmog TpaH3UTOPHOHW IMOCTHATAIBHOW aKTMBHOCTH THIOTAIAMO-

rUMo(U3apPHO-TOHATHON CUCTEMBI

YAl — creneHb YBEPEHHOCTH B TOM, YTO HAWAEHHBIH 3PQPEKT OT NPUMEHEHHUS
MEUIIMHCKOTO BMEILIATENbCTBA ABJIAETCS UCTUHHBIM

YVYP — crenenb yBepeHHOCTH B AOCTOBEPHOCTH 3(p(ekra BMEmaTenbCcTBa U B TOM, YTO
ClIEJOBaHUE PEKOMEHAALMAM IIPUHECET OO0JIbIIE TIOJIB3bI, YEM BpeJa B KOHKPETHOM CUTyallun

GPP(anrn. good practice point,) - CioxuBmIasici KJIMHUYECKAs TMNPAKTHKA —
WCIOJIb3YETCs ISl TE3UCOB-PEKOMEH AN, OTHOCAIIUXCS K cOOpy *anob 1 aHaMHe3a NalleHTa,
(u3MKAIIbHOMY OCMOTpY MallMEHTa, a TaKXKe XapaKTepU3YIOIIMX OPraHu3alri0 MEIUIUHCKOMN
MOMOIIY (OpraHU3alUI0 MEIUIIMHCKOTO IIPOIIecca) B cllydae, eClid OTCYTCTBYIOT JOKa3aTelIbCTBA,
MOJIyY€HHbIE Ha OCHOBAaHUU PE3Y/IbTATOB CHCTEMATHYECKOrO MOMCKAa U OTOOpa KIMHHUYECKUX

HUCCIIEJOBAHUH.



1. Kparkas nnpopmanus

OmnpenesieHnne

['mnmoronaan3M — 3TO MATOJIOTMYECKOE COCTOSIHUE, 00YCIOBICHHOE CHIDKEHUEM (DYHKITUH
TMIOJIOBBIX JKEJIEe3.

Kommenmapuu:

O 18 nemneeo so3pacma I'uno2oHadomponuwlii 2Un020HAOUM. CLONCHO OUuPdepeHyuposams ¢
KOHCWZMmyb}MOHa]ZbHOﬁ 3a<)ep:)fc1<0ﬁ noJji06020 paseumus, 6 CeA3U C Uem, CO2lNACHO Me?fC@yHapOdelM
pexoxwenéauu;m, ,Z]HCIZHO3 «2UNO2OHAOUSMY 6 DONbLUUIHCIEE Cyuaes OKOHYamelbHO MoaHcem YCmaHoe61en
MOJIbKO nocie 3aeepulerust nepuoda noJj106020 CO3PEBAHUAL. ﬂO anoeco  eo3pacma KOpPpeKnHo
UcCnojib3oeanue mepmuna «3a<)ep:)fc7<a noJ106020 pa36Umus).

['mnmoronagu3M MoXeT OBITh YCTaHOBJIEH B OoJiee paHHEM BO3pacTe: a) B CEMbBSIX C
OTSATOIIEHHBIM CEMEHHBIM aHAMHE30M [0 THUNOTOHAIN3MYy, TJ€ JWarHo3 TOATBEPKICH
MOJIEKYJIAPHO-TEHETHYECKH; 0) Y MaJIbYMKOB TMEPBBIX IIECTH MECSIEB XU3HU (MIEPUOJT MUHHU-
nyoeprata), MpPU COYECTAHUM MHUKPOIEHHCA, KPUNTOPXH3MA W/WIW THUIOIJIA3UH SUYEK |
XapaKTEPHBIX U3MEHEHHUSIX B TOPMOHAIEHOM TIPOQHIIE.

B moapoctkoBOM BO3pacTe AMArHO3 «THUMOTOHATU3M» MOKET OBITh 3aloJ03peH Mpu
OTCYTCTBUHM BTOPUYHBIX MOJIOBBIX MPU3HAKOB Yy AEBOYEK mocie 13 jeT, y Maib4ukoB nocie 14

JICT.

ITHOJIOrMS M TATOreHe3

B 3aBHCHMOCTH OT ypOBHS HapyIlIEHUS BBIICIAIOT: TUNEproHanoTponHeiil I'. (rumepl’.)
(mepBUYHBIN), XapaKTEPU3YIOIIHUI IEPBUYHBIM TOPAKEHUEM TOHA/T, TPUBOISIIUM K OBBIIICHUIO
ypoHert JII', ®CI' u runoronagotrpomssiid ['. (rumol’.) (BTOpHUYHBIM, LEHTPATLHBIN),
BO3HHMKAIOMIMM B  pe3ylbTaTe OTCYTCTBHS WM HEJOCTATOYHOM CTUMYJSIIIMM  TOHAJ
TOHAJOTPONMHAMU. B 3aBUCHUMOCTHM OT MPHUYMHBI U UIMTEIBHOCTH CHIIKEHHOW CEKpeluu
TOHAJOTPONMUHOB  THmol. MoxeT ObITh  (YHKIHMOHATBHBIM  (TPAH3UTOPHBIM)  HIIU
nepMaHeHTHBIM. [ 74]. OTaeNbHO BBIACISIOT «00paTHUMBbIH THIIOTOHAIM3MY, IPH KOTOPOM JHArHo3
runol’. yCTaHOBJIEH KOPPEKTHO, OJTHAKO Yepe3 HECKOJIBKO JIET JICUEHHUS Yy MalieHTa OTMEeUaeTCs
crioHTaHHoe BoccraHosiieHue I'TT ocu.

[TepBuuHOE HapylieHNE (PYHKIIUU MTOJOBBIX JKele3 Mpu runepl’. MoxKeT ObITh BPOKICHHBIM U

pUOOPETEHHBIM.
Bposxnennsiii runep.l’” BO3HUKAET BCIIEICTBUE:

® HapYyLIEHWH KOJIMYECTBEHHOIO WM KaUeCTBEHHOTO COCTaBa MOJOBBIX XpoMocoM (45 XO
(c. lepemeBckoro-TepHepa) u ero Mo3anyHble BapuaHThl, 47 XXY (c.



Knaitagenbrepa) u qpyrue BapruaHThl JIMITHEH X XpOMOCOMBI, CHHAPOM JIOMKOU X -
XpOMOCOMBI, cuHApOoM XXX U T.1.)

e Hapymenuit 3akinajku roHaj (IMCreHe3u roHaa) 00yCI0BICHHBIE MATOIOTHYECKUMU
BpauHTaMH HYKJIEOTUAHBIX [10CJIEI0BATEIbHOCTEN B T€HAX, YUaCTBYIOLIUX B UX
pazsutum (Harp.WT1, DAX1, SF-1, LHX9, LIM1, PAX2, GATA4, EMX2, WNT4, SOX3,
SOX9, FGF9,PGD2, DAX1, WNT4, FOXL2, RSPO1, p-catenin)

e [lpu HapymeHUAX CTEPOUOTEHE3a, IPUBOISIINX K CHUKEHUIO CUHTE3a MOJIOBbIX
crepouioB (nedunut 17 B-HSD, nedummr 3 B-HSD, nedpunur CYP17, nepunur Sa-
peayKTa3bl)

e [lpu pe3uCTEHTHOCTH PELIEITOPOB K JEHUCTBUIO TOHAIOTPOIIMHOB, IIOJOBBIX CTEPOUIOB
(CMHZIPOM HEYYBCTBUTEIBHOCTH K aHIPOT€HaM, CHHIPOM PE3UCTEHTHOCTH K
ACTPOT€HaM, CUHJIPOM pe3ucTeHTHOCTH K JII')

[IpnoOperennbie popmbl ['unep.l” BO3HUKAIOT BClieACTBUE TMOENN TKaHU MOJIOBBIX JKEJIe3

MOJT BO3JCHCTBHEM BHEMIHUX (PakTOpoB (MHGEKIIMOHHBIE, TOKCHYECKHE, TPaBMHPYIOIIHUE,
obmyueHue).

I'mnoronagorponubiii runoronaau3M (I'mmol’.) o0O0ycrmoBIEH OTCYTCTBHEM WIH
CHIDKEHHEM CIIOCOOHOCTH TuroTanamyca cekpetupoBaTh ['HPI' umm cnocoOnocTn rumnodusa
cekperupoBath JII', ®CI', 94TO NPUBOIUT K THUIOIUIA3UM CTEPOUJIOTEHHBIX KIETOK TOHAJ H
HE3PENIOCTH TEePMHUHATHUBHBIX KieToK. [wumol. Tak ke MoxeT OBbITh BpPOXICHHBIM |
MPUOOPETEHHBIM.

K pasButnio wuzomupoBaHHOro BpokiaeHHOTo [umol’. wame npuBoaut aedurut [HPL,
BO3HUKAIOIIMUK BeaeacTeue anomanui paszsutusa [[HC; nmaTtomorndyeckux BapuaHTHBIX 3aMEH B
re€Hax, yYaCTBYIOIIMX B 3aKJIaJIKE, MUTPAllMU U Pa3BUTUU HEUPOHOB, mpoayrupytomux ['HPI" u B
co3peBaHnu HeWpoHHOM cetu ['HPI, a Takxke BCIEACTBHE HApPYIIEHUS YYBCTBUTEIBHOCTU

peuenrtopa k I'u-PI" (Ta6.1)[2, 117].

B ocHoBe pasButus BpoxaeHHoro I[mmol’., coderaromierocs ¢ JIeUIUTOM JIPYTHX
TPOITHBIX TOPMOHOB JISKAT HAPYIICHUS 3aKJIAIKH TUIOTAIAMO-TUNIO(DU3aPHBIX CTPYKTYpP W/WJIH
pa3BUTHS TOPMOH-TIPOAYLUPYIONIMX KJICTOK aJCHOTUIO(H3a, BKIOYAIMX FOHAI0Tpodsl. B
HacTosIIee BpeMs HICHTU(OUIUPOBAHO OK0JIO 40 T'eHOB-KaHIWAATOB, HAPYIICHUS B KOTOPBIX
MPUBOASAT K BOSHUKHOBEHHUIO KaK M30JMpoBaHHOTO ['mmnol’, Tak U B cOCTaBe TUIIONUTYUTapHU3Ma
ta0.1 [65, 101]. B 3aBuCHMMOCTH OT TOrO B KakOM TI'€HE BBHISBJIIEHA IIATOr€HHas 3aMeHa
HacleqoBaHUE 3a00JIeBaHUS BO3MOXKHO 10 X-CIETNIEHHOMY PEIeCCUBHOMY, ayTOCOMHO-
JOMHHAHTHOMY, ayTOCOMHO-PEIIECCUBHOMY THUIYy W TIO THITY OJUTOT€HHU3Ma (HAJIUYUE Yy OJHOTO
MarueHTa MyTalui AByX U 00oJiee TeHOB, aCCOIMUPOBAHHBIX C 3a00JIeBaHHEM ), KPOME TOTO UMEET
MECTO HETOJIHAs IEHETPAHTHOCTh U BapralenbHast SKCIPeCcCHs TeHOB.

Ta6.1 I'ennb1, B3 B KoTOpPBIX acconnupoBanbl ¢ passutuem I'nmol’.

IlaTtorenes I'ennr




Hapymienue AMOPUOHATBHOT

murpauuu ['HPI' cekpetnpyromux HeHpOHOB

ANOS1, FGFR1, FGF8, FGF17,
IL17RD,DUSP6,SPRY4, FLRT3, KLB,
PROK2, PROKRZ2, HS6ST1, CHD7, WDR11,
SEMA3A, SEMASE, IGSF10,SMCHD1,
CCDC141, FEZF1

Hapymenne mynbcoBOW — CeKperuu TAC3, TACR3, KISSIR, GNRH1
I'aPT’
Hapymenwne dbopMupOBaHHS NROB1 (DAX1), NR5A1, SRAI1,
TUNoTaJIaMO-TUNoGu3apHOi o0nacTu HTSX-1, LHX3, PROP-1, SOX?2
Hapymenue (GYHKIIMOHUPOBAHUS GNRHR, FSHB, LHB
runoduza
['unoronagusM accoUMpPOBAHHBIN C LEP, LEPR, PC1
OXKHUPEHHUEM
['unoronagusM accoUMpPOBAHHBIN C Cungpom l'opnona XomMmca:

HEWpOAeTeHePATUBHBIMU 3a00JICBaHUSIMHA

MO3KEUKOBasl aTaKCUsAE TUCTPO(HS ceTIATKH
(PNPLAG, RNF216, OTUD4, STUBL)

4H
runogontus (POLR3A, POLR3B)

CUHAPOM: THUIIOMUCIIMHU3AINA,

BapOGypr MUKPOCHHJIPOM:
MUKpoLedanusi, MHUKPOKOPHHUS, 3ajepiKKa
HCUXHYECKOTO pa3BuUTHS, 3pUTEIbHAS
atpodust (RAB3GAP1, RAB3GAP2, RABI1S,
NBC1D20)

DMXL2: HEMMMYHHBIN
UHCYJIMH3aBUCUMBI  caxapHbli  Jualer,
TUIOITIMKEMHs, BTOPUYHBIM  TMIIOTHUPEO3,
3aJepKKa HNCUXHYECKOTO pa3BUTHS,
nepugepudeckas JIeMUETMHU3HUPYIOIIast

CCHCOPHO-MOTOpHAas HOHHHCﬁpOHaTHH

BpO)K,Z[CHHLIfI I'unol’. Tak ke MOXKET SBIIATHCSA COCTAaBHBIM KOMIIOHEHTOM pdaaa CHHAPOMAJIBHBIX

narosiornii — cunapom Ilpanepa—Buiun, cunapom Jloypenca—bapmnsas—

KOTOPBIX TakK ke cHuxkaercs cekperus I H-PI'.

bumna u np., npu



[TpuoGperennsie ¢dopmel ['mnol’. oOycnoBneHbl 3a00J€BaHHUSIMU THUIIOTAIAMO-THIIO(H3APHOM
00J1acTH WM BO3JCHCTBUSMU HA HEe, MPUBOSIIMMU K HAPYIICHUIO €€ PErYISIuN WM (pyHKIUU
TaKMMHU KaK MOCTIHIEPATUTHICCKUE U3MEHEHHS, TOCTTPAaBMATHYECKUE U3MEHEHHSI; BO3/ICICTBIE
panuanuu (B TOM YHCIIE JTy9€BOU Teparus 10 MOBO/IY OHKOJIOTHUYECKUX 3a00JICBaHMI ), OITyXOJIeBbIe
MPOLIECCHI; TpaHyJIeMaTro3Hble 3a0ojeBaHus (TyOepKysie3, CapKOHI03), COMPOBOXKIAIOIINECS

MOPAKEHUEM THUTIOTAJIaMO-THITO(PH3apHOM 001aCTH, IPUEM psiJia JISKAPCTBEHHBIX MTPETIAPaTOB.
Kommenmapuu:

B nocneonue 20()bl, 8 C653U C OOCIMUNCEHUSMU 8 TeUEHUU OHKOIOSUYECKUX 3G6OJZ€661HI/!}ILV!,
ommedaenics yeejaudeHue 4acniontvl npuo6pemeHHblx gbOpM KaK nepeudHoco, mak u 6mopudHoco

2UNO2OHAOUBMA cpeéu nayueHnoe ¢ OHKoJjlocuvecCKumu 3a00/1e8aAHUAMU 8 AHAMHE3E.

TpanzutopHbiil (QyHKIIMOHAIBHBIA) TUIOTOHAZAW3M BO3HUKAET Ha (POHE XPOHUUYECKOTO
CTpecca, Ype3MEpHbIX (U3MUYECKUX HArpy30K, KPUTUUYECKOTO CHIDKEHHSI MacChl Tela, TSDKENoi
COMAaTUYECKON TATOJOTHH, B TOM 4YHCIIC TIPH pPsije 3a00J€BaHUN SHIOKPUHHOW CHCTEMBI —
curipoM Mnenko—KyiimHra, THPEOTOKCHKO3, MPOJAKTUHOMA, COMAaTOTPONIMHOMA U T. [.) TpU
HapyLeHUAX (QyHKLIUH [1€YEHH, TI0YEK, IO JeHCTBHEM JIEKAPCTBEHHBIX MPENapaToB (ATPOreHHbIH

THUTIOTOHATU3M).

Benymumu B maTtoreHe3e BO3HUKHOBEHHWs (pyHKIMOHanbHOTO T. (@) sBisroTcs HapylieHUs
CEeKpenuyu HeHpomenTuaoB Biusommx Ha cekpenuto [HPI: weipomentun Y (NPY),
KOPTUKOTpONHH-puiu3uHr-ropMoH (KPI'), nernrtun, rpenun u B-aapopdun. Tak, npu O Ha done
cTpecca IMOBBINIEHA CEKperus KopukoTpomuHpwin3uHr ropmona (KPI), koTopslii monmamiser
ANIEKTPO(U3NOJIOTUYECKYI0 aKTUBHOCTh HMMIYyJIbcHOTO TeHeparopa [HPI. Kpome Toro,
nosbiieHne nponykuun KPIT crumynmpyer BBIpaOOTKY aJpeHOKOPTHKOTPOIIHOTO TOPMOHA
(AKTT) u B-snmopduna, oOianarouux CaMOCTOATEIbHBIM WHTHOUPYIOUIUM JEWCTBUEM Ha

FI/IHOTaJ'IaMO-l"I/IHO(bI/ISapHO -TOHaJHYIO OCb.

[Ipun uype3mepHbIX (U3MUECKUX HArpy3kax M TIOTEpe Macchl Tena B OOMNbIICH CTeneHu
HaOmomaeTcss Hapymenue cekpeunu NPY, nentuHa u rpenuHa. CHKEHHE KOHIEHTpPAIIUU
JISTITUHA COITPOBOXKIAETCA CHUXKEHUEM UMITYJIILCHOW cexpeunu JII' U mpUBOAUT K aKTUBU3ALUU
aJpeHepruueckoil cucremsl, nopbimeHnto cekpeunn KPI' u NPY, yto crumynupyer cekpenuto
AKTT u xoptuzona, npuBojs K nojasieHuto cekpeuuu ['HPI™ u JII'. Bricokue koHUEHTpauuu
CpENNHA, IO JABJISFOLIETO AKTUBHOCTH TUTNOTaIaMO-TUNO()U3apHO-TOHATHOM ocu
[23],0T™MeuaroTCs mOCie MOTepH Macchl Teja, MHIYIIMPOBAHHOW IMETOW WM XUPYPrHUECKHX
BMEIIIATENIbCTBAX, MPU HEaJeKBATHOM IHUINEBOM TMOBeACHUHU (Jaxxe Ha (oHE HOPMAITBHOTO

Kajopaxa).



B oCHOBE KOHCTUTYLIMOHAJIBHOW 3aJCpXKKH IIOJIOBOTO pa3BUTUS MOIYT JI€XKaTb Te€ IKe
IFEHETUYECKUE MEXaHU3MBbl, YTO U MIPU IEPMAHEHTHOM WUJIM 00paTUMOM u30JiupoBaHHOM ['umol’.,
OpHako, BIMSHUE OSIUTCHETUYECKMX MEXAHM3MOB, HEMpPOHAJBHOM CETH, Y4YacTBYIOILEH B
co3peBannu HelipoHoB ['HPI', paznuuHOl MeHeTpaHTHOCTH 1 BapruaOeIbHOCTH SKCIIPECCUH I'CHOB,
MOJKET TMPUBOIUTH K O0Jiee MO3HEH aKTHUBAI[MKM TMIIOTajJaMO-THIIo(pHU3apHO-TOHaaHOW ocH [36,

74, 82].

NUIeMHO0JI0rusl

PaCHpOCTpaHeHHOCTB Pa3JINYHBIX q)OpM TUIIOTOHaaAu3Ma 3aBUCHUT OT [IAaTOT'€HE3a
3a00JI€BaHUs: CPEIU BPOKIECHHBIX POPM HAaMOOJIEE YaCTO BCTPEUAIOTCS XPOMOCOMHBIE aHOMAJIUH,
cpeau HpI/IO6peTeHHI)IX — TpaBMbl U TOKCHUYECKHE BO3)IGI710TBI/I5[, a TAK¥XE€ OITYyXOJIM T'OJIOBHOTI'O

Mo3ra.

HaubGonee wactoit mnpuunHoil paszButus [umepl’. y aum oOoMX TOJOB  SBISIFOTCS
XpPOMOCOMHBIE aHOMAJIUH, MPUBOIALINE K HAPYIICHUIO 3aKJIaJKH TOHAJ WM WX pa3Butus. Tak,
Cpeay KEHIIMH pacrnpocTpaHeHHOCTh cunHapoma lllepemeBckoro—TepHepa, 00ycIOBICHHOTO
OTCYTCTBHEM WJIM aHOMAaJbHBIM CTPOEHHEM X-XpPOMOCOMBI, Kojeonercs ot 1:2000 mo 1:5000
HOBOPOKJIEHHBIX JieBouek. Cpeau My>kuuH yactoTta cunapoma Knaitngenbrepa, 00ycIoBI€eHHOTO
HaJIMYMEeM JOMOJHUTENbHON 0/1HOHM U 6osiee X-XpOMOCOMBI Y JIMIl MYKCKOTO I0Jja, Koyeonercs
oT 1:500 mo 1:700 HOBOPOXKACHHBIX MaJIbYUKOB. J[pyrue ¢Gopmbl BpOXKICHHOTO IMEPBUYHOTO
TUIOTOHAM3Ma, Takue Kak JeeKkThl (EepMEHTOB, yYaCTBYIOIIMX B OMOCHHTE3€ CTEPOMIHBIX

TOPMOHOB, PE3UCTEHTHOCTH K TOHAAOTPOIIMHAM, BCTPCHAIOTCA 3HAYUTCIILHO PEKCE.

Pacnipoctpanennocts BpoxaeHHBIX ¢hopm ['unol’. cocrapmsier mpumepno 1:8000—1:10000
HOBOPOXJEHHBIX ¢ wu3oJupoBaHHbIMU (opmamu u 1:4000—1:10000 HOBOPOXKICHHBIX TNPH
COUYETaHHOM JIe(PUIIUTE TPOITHBIX TOPMOHOB, B 3aBUCMOCTH OT HOMYJSIUHU. PacipocTpaHeHHOCTD

TUIIOT'OHAAOTPOITHOI'O TUIIOT'OHAAN3Ma CPpEaAN MYKYUNH B 5 pas3 BbIIIC, YEM CPCAU KCHIIUH.

HaunbGonee wacTeiMu NpUYruHaM BO3HUKHOBCHUSA HpI/IO6peTeHHOFO runol’. SABJISIOTCS

ONCPATHUBHLIC BMCIIATCIILCTBA HA FI/IHOTaHaMO'FI/IHO(l)I/BapHOﬁ o0acTu u TPaBMBbI I'OJIOBBIL.

Koauposanue no MKbB 10




E23.0 'unonutyntapusm

E23.3 lucynkuus runoranamyca, He KIacCU(UIIMPOBAHHAS B IPYTUX PyOpHKaAX
E28.3 [lepBuyHas SMYHUKOBASI HEIOCTATOUYHOCTh

E29.1 I'mnodyHkuus ssmaex

E29.8 [Ipyrue Buapl JUCPYHKUNN SUYEK

E29.9 luchynkuus ssmuek HeyTOIHEHHAS

E30.0 3anepxka monoBoro co3peBanusi. KOHCTUTYIIMOHATBHAS 3a/IEPKKa TTOJIOBOTO CO3PEBAHUS.
E89.3 N'unonuTtyuTapusm, BO3HUKIINHA [10CII€ MEAUIIMHCKUX TIPOLEAYD
E89.4HenocTaTtouyHOCTH SSMYHUKOB, BOHUKIIIAS TIOCTIE MEAUITUHCKUX TTPOLIETYP
E89.5 lN'unodyHKIMs ssM4eK, BOSHUKILAS [10CJIe MEIULIUHCKUX MPOLEaYp

Q96.0 - Q96.4, Q96.8, Q96.9 Cunnpom Tepuepa

Q98.0-Q98.2, Q98.4 Cunapom KiaiindensTepa.

Kuaaccupukanus

I'mnepronaioTponHselii (MepBUYHbIN) THIOTOHAIU3M:
Bpoosicoennvie hopmur

o0 AHeyIuIou UM MoJIOBEIX XpoMocoM (cunapom Knaitndenbrepa, cuaapom Ilepemesckoro-
Tepnepa, mucrenesus ronan 46,XX, nucrenesus ronag 46,XY, pa3inuHbIe BapUaHThI
MO3auIIN3Ma)

o CunapomainbHbie (JOPMBI THITOrOHAAM3Ma (CHHApOoM Bosibdpama, cuaapom AbactpemMa u ap.)

o Myrammu renoB penentopoB JII' u @CI', HapyeHUs MOCTPEENTOPHOTO CUTHAIIMHTA
(mytaruu rena GNAS nipu cunapome Onopaiita)

o Hapymenus 6nocunTe3a CTEpONI0B (JIMIIOKWTHAS TUIIEPILIA3Hs HaIOYSIYHUKOB, nehuuTl7-o-
TUAPOKCHIIa3bl, Aedummt 1 7-B-ruapokcucreponaaeruaporeHaspitumn 3, nedunutl7,20-1uassl,
nebuuT 3-B-ruApOKCUCTEPONICTMAPTeHasbl THI 2, nedunuT uroxpoma P450, nedummr
apoMarasbl)

o Hapymenus neiicTBusi cTepouIoB (CHHAPOM PE3UCTEHTHOCTH K aHAPOTEHAM, CHHIPOM
PE3UCTEHTHOCTH K ACTPOTCHaM)

o MuoTtonnueckas TucTpohus

o Bpoxnennas anopxus

IIpuodperennnie popMbl

WHbeKImoHHbIe MOpaKEHHS TOHA]T

PannanmonHoe nmopaxenue

CuUHIpOM perpeccuu siueK

Opxur

PanHss HEMOCTATOYHOCTD STMYHUKOB

TpaBMaTHueckoe mopakeHue

OnepaloHHoe Jie4yeHre

XumuoTtepamnus (aJIKUIUPYIOIINE U AHTUHEOTUIACTHUYECKUE areHThI)
AyTouMMyHHBIE 3200JI€BaHUS

[IpreM TOKCHUYHBIX BEIIECTB

O O O O O O O o O O


https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%BE%D0%BF%D0%B8%D1%82%D1%83%D0%B8%D1%82%D0%B0%D1%80%D0%B8%D0%B7%D0%BC

o Ilpuem eKapCTBEHHBIX MPENapaToB, OJIOKUPYIOMINUX CHHTE3 ITOJIOBBIX TOPMOHOB (OJIOKaTOPHI
CTEpPOHUJIOTeHE3a, OJIOKATOPHI apOMaTasbl U T. J1.)
I'unoronagoTponHblii (BTOPUYHBIN) THIIOTOHAM3M:

Bpoosicoennvie popmut

o Hapymienus cekpenyy roHai0TPONUH-PUIM3HHT-TOPMOHA (cuHApoM KanbmaHa B coueTanuu ¢
aHoCMUei u 6e3)

o MW3onupoBanHOE HapyIIeHHE CEKPELUU FOHAOTPOIMHOB

[TaHrunonurynrapusm

o Mo3:XeuKoBbI€ aTaKCUU C TUIIOTOHAIM3MOM (arakcust punapeiixa, CHHIPOM MapuHecko—
Merpena, cunpom Jlyn—Dbapp u ap.)

o Bpoxnennas runoriasust Kopsl Haano4euHukoB (aedexr DAX-1 rena)

o CunapomansHbsle popmbl (cunapoM Ipanepa-Bumm, cunnpom bapae—bunns u ap.)

Ilpuoopemennvie ghopmut ( 6K1104aA YYHKUUOHANbHBLIL 2UNOZOHAOUZM)

(@]

o HWHpekunoHHbIEC U OMTyX0JIEBBIE TIOPAKCHHS THITOTATIAMYyCca, Ceporo 0yrpa u rurmodusa, B TOM
YHUCIIe OKa3bIBarole Macc-3p ekt

o T'mmepnponakTHHEMUS, B TOM YHCIIEC HA (POHE MPHEMa aHTHTICHXOTHYECKHUX TPEenapaToB

lNumepanporenus Ha GOHE JEKOMIICHCAITUH BPOXKACHHON JUCHYHKITUH KOPHI HAIIIOYCYHIKOB

(medurmmt 2 1-runpoxcuinasbl, nedunut 11-6eta-ruapokcunasbl)

JlyueBas Tepanus

XuMHOTEpANUS

AyTouMMYyHHbIE 3a00J1€BaHUS

Nudexmmonnbie 3a001eBaHmsl, 3aTparuBaroIne XHa3MalbHO-CEIIIPHYIO 00J1acTh)

Amorutekcus runogusza

[Ipuem nekapcTBeHHBIX MpernaparoB (ananoru ['HPI', moioBeie cTeponIbl, TIIIOKOKOPTUKOU/IBI,

OTIMATHI | JIp.)

0 XpOHHUYECKHUE TSHKEINbIe JEKOMIIEHCUPOBAHHBIE 3a001€BaHUS

KoncrurynuonajibHas 3ajepkka mosaosoro paszsutusi( K3I1P)

O

O 0O O O O O

KiauHnnyeckasi KADTHHA

O6H_[I/IMI/I KIIMHUYCCKHUMU IIPOABIICHUAMUA IJI BCEX BPOKICHHBIX (1)0pM I'. sBasroTCs: OTCYTCTBHC
Pa3BUTHUA MOJIOYHBIX IKCEJIC3 U OTCYTCTBHC MCHAPXC Y JACBOUYCK; HCAOPA3BUTUC HAPYKHBIX
ITOJIOBBIX OPTaHOB, OTCYTCTBUC POCTA BOJIOC B aHAPOTCH3aBUCHUMBIX 30HAX, TUIIOINIA3UA AUYCK Y
MaJIbUMKOB. Y MNaIieHTOB OTCYTCTBYCT XapaKTCPHOC HOHO'CHGHI/IQ)I/IHGCKOG nepepacupeaciiCHuc

HO,Z[KO)KHO')I(I/IpOBOI\/’I KIICTYATKH 110 ) KCHCKOMY WJIN MYKCKOMY TUITY COOTBETCTBCHHO.

Bcneactrue OTCYTCTBHS BJIUAHUA ITIOJIOBBIX TOPMOHOB OTMCHYACTCA PA3BUTUC JUCITPOIIOPIHHU TECJIa
3a CUCT YJIMHCHUA HUKHECTO CCTMCHTA OTHOCHUTCIIbHO TYJIOBUIIIA (((GBHYXOI/I,Z[HOG» CTpOGHI/Ie). v

MaJIbYUKOB COXPaHACTCSA «BBICOKHI TeM6p ToJioCa, BO3BMOKHO PA3BUTHEC TMHCKOMACTHH.

HpI/I HpHOGpCTCHHBIX (I)opMax THIIOTOHAaJM3Ma, BO3HUKIIMUX IIOCJIC Hadajia ny6epTaTa )51
COOTBCTCTBCHHO KAaKOI'0O-TO IICPUOIa JIENCTBUS MOJIOBBIX TOPMOHOB Ha OpTraHnu3M, KIIMHUYCCKUMU

MPOSABJIICHUSAMU TUIIOTOHAAW3Ma y NCBOYCK 6y,£[yTZ 3aMCIJICHUC pa3BUTHUA HIJIM YMCHBIIICHHUC B



pa3Mepe MOJIOUHBIX JKeJe3, HapyLIEHUs MEHCTPYaJIbHOIO LUKJIA C MOCIEIYIOIUM pa3BUTHEM
BTOPUYHON aMEHOpPEH, y MaJbuMKOB OyJeT OTMEUYaThCsl CHIDKEHHE pOCTa BOJIOC HA JIHUIIE,
MCYE3HOBEHHE IMOJUTIOIHN, HEIOCTATOYHOE PAa3BUTHE MBIIIEYHON MacChl, yMEeHbIIeHnEe 00bEMa 1

IIOTHOCTU AUYCK, BOBMOKHO Pa3BUTUC TMHCKOMACTHU.

Oco0eHHOCTH KJIMHHYECKOH KapTHHBI IIPHA HauboJ1ee PacnpoCTpaHCHHbIX HO30JOI'NYCCKUX

¢popmax I'.
Cunapom lepemesckoro—Tepuepa ( CILIT)— cM. cOOTBETCTBYIOIIHIT TPOTOKOJI.

Cungpom Kuaiindenbrepa — Haubosnee wyacras IpUYMHA TUIEPrOHAIOTPOITHOTO
runoroHaausMa cpeau MykuuH. CK o0OycioBieH HalnyueM J0MOJIHUTENbHOW o HOU 1 Oonee X-
XpPOMOCOMBI TIpU Hanmu4uuu oJHOM Y xpocmocombl (47,XXY, 47,XXY/46,XY, 48, XXXY u 1. 1.).
Hammuue pomosmauTensHONM X XpOMOCOMBI OOYCJIOBIIEHO HapyIIEHHMEM Meio3a B IpoIiecce
(dbopMUpOBaHUSI TOJIOBBIX XPOMOCOM JIMOO HapylIEHHEM MHUTO3a B TEPHOJ Pa3BUTHUSL 3UTOTHI
(xapakTepHo Ui MoO3aW4HbIX BapuaHToB). Kiaccuueckumu mpossiaeHusmMu CK  sBistoTes
TUIOIUIa3UPOBaHHbIE SWYKK (MeHee 2,5 cM), TMHEKOMAacTusi, «EBHYXOMJHbIE» Mporopuuu. B
nomyoepratHoM Bo3pacte CK Moxer ObITh 3amOJ03peH MpU HAIUYMU KPUOTOpPXU3Ma U
MUKpoIieHrca. B mepro mojsoBoro co3peBaHusl y 4acTH MallMEHTOB HAOJIOIAeTCs CIIOHTAHHBIN
myOepTaT ¢ Xoporiei Bupuiau3ainueil. B atom cinydae nmogospenne Ha CK Bo3HMKaeT mpu HaTM4IUH

HECOOTBETCTBUA MEXK Y CTCIICHBIO BUPUIIN3all 1 YMCHBIIICHHBIM 00bEMOM SIMYEK.

VY 6onpHbIX ¢ CK yacTo UMEIOTCS MOPOKH Pa3BUTHS BHYTPEHHUX OPraHOB: HapylieHue (QyHKIUU
CEepJCUHO-COCYTUCTON, MOUEBBIBOISIIEH CHCTEMbI, OPraHOB 3PEHUS; Y YaCTH MAIlMEeHTOB MOTYT
HaOMoIaTbes 3aJiepikKKa YMCTBEHHOTO Pa3BUTHS, TPYAHOCTH KOHTAKTa CO CBEPCTHUKAMH,

TPYAHOCTH B 00yueHun[47].

Cungpom Hynan (cM. cuHApoManbHas 3alilepKKa pPOCTa)— OTHOCHUTEIBHO YacToe
3a0oJeBaHKe, HacIEAyrolIeecs ayTOCOMHO-IOMHUHAHTHO M HMMEIoIIee CXO0XKUe (EeHOTHITUYECKHE
yepThl ¢ cunapomoM Illepemeckoro—TepHepa mpu HopMmanbHOM Kapuotune. Cunapom HyHnan
OJIMHAKOBO 4acTO BCTPEYAETCS y JEBOUYEK U MAIBUMKOB. XapaKTEpHbl COMaTHYECKHE HAPYILIECHUS:
CHHJPOMaJIbHAsE HU3KOPOCIIOCTh, KOPOTKAs IIesl ¢ KPhUJIOBUAHBIMU CKJIaJIKaMH, «O00YK00Opa3Has»
IpyJHas KJIETKa, JIETKUI N1TO3, aHOMAJIMKA KUCTEH, YIIHBIX PAKOBHH, MOUYEBBIBOASIIEH U CEPIAEUHO-
cocyauctoit cucreM (80% OOJBHBIX UMEIOT MOPOKU cepua). PenpoaykTuBHas QyHKuus y il
’KEHCKOTO TI0JIa PEJIKO HapyIIeHa, TOr/la Kak y JIUIl MYKCKOTO IoJjia HaOJIt0JaeTcsl KPUIITOPXH3M,

TUIIOIIa3uA ANYCK, U B HyGCpTaTHOM BO3pacCTe — T'UICPI OH&I[OTpOHHBIfI THUIIOTOHAaIU3M.



Ta6. 1 LlenTpanpHblii (THUIIOTOHAJOTPONHBIN) TUIIOTOHAIM3M W ACCOLMUPOBAHHBIC

q)eHOTI/IHI/I‘IeCKI/IC MMPOABJICHUSA

reH OMIM denoTun
KAL1 #308700 bumanyanbpHas CUHKEHE3Us,
(ANOS1) OJIHOCTOPOHHSISI ar€HE3Hs TIOYKH, PACIIETUICHHE

Heba areHesmwsi 3yOOB, arakchs, HHCTarM,

aHoMaJIus yxa, CHUKCHUC CIIyXa

FGF8 #612702 Pacmerienne HeOa/3as1ubs ryoa,
FGFR1 #147950 CUHJAKTUJIUS, areHe3usi 3y0OB, CHIKEHHE
cityxa, OMMaHyaJlbHass CHHKCHE3US, aHOMaJIHH
yXa, CpeIuHHBIC 1e(DEeKTHI NI, aTPe3us X0aH,

KoJ0060Ma, IOPOK cepara

PROK?2 # 610628 Hapymienue cHa, BbICOKO€ (TOTHUECKOE)
PROKR2 #244200 HeOo, OMMaHyallbHas CHHKEHE3HS, CHU)XEHHE

ci1yxa, TrMIoJJOHTHA, OXKUPCHHA, HUCTarM

CHD7 #612370 Konmoboma, mopoku cepana, arpesus
X0aH, 3aJiepKKa pPOCTa, aHOMAJHs TIOJIOBBIX

OpraHoB U yxa

NELF #614838 -
HS6ST1 #614880 3asupsi  ry0a/pacmieruieHue  HeOa,
KJTMHO JAKTHJTHSI
WDR11 #614858 -
SEMA3A #614897 -
JAnarnocruka

Knauanueckue MNpOsBJICHUS THUIIOTOHAaAMW3Ma 3aBUCAT OT BO3pacTa O6CJ'ICI[OB8.HI/IH
ONpCACIIAOTCA MEPUOAUICCKUM XapAKTECPOM AKTHBHOCTU FI/IHOTaﬂaMO'FHHO(l)H3apHO'FOHaHHOﬁ
CHUCTCMBEI.

Kommenmapuu:



B nepuoo enympuympobdnozo pazsumus y 0e8ouexk AUYHUKU QYHKYUOHANLHO HEeaKmMUGHbL,
moeoa Kax y MaabYyuKo8 AUYKU XAPAKMEPU3VIOMCS BbICOKOU 2OPMOHANLHOU AKMUBHOCMBIO,
obecneyusas hopmuposanue HAPYI’CHLIX U BHYMPEHHUX NOJ0BLIX OP2AHO8, ONYVUeHUe AUYEK 6
MOULOHKY.

K momenmy poorcoenus y manvuuxos ypoeens nosiogvix 2OpMOHO8 CHUdcaemcs, a ¢ 6-7 ous
NOCMHAMANLHO20 PA3BUMUS BHO8b NHPOUCXOOUN MPAHIUMOPHAS NO8bIULEHUE 2OHAOOMPONUHO8 U
NOJIOBbIX CMEPOUOO8 8 CblBOPOMKe KPOSU UNU Nepuoo MuHunybepmama. Y HOBOPOHCOEHHbIX
MATbYUKOB — MAKCUMANIbHASL — KOHYEHMpayusi  20HA0OMPONUHOs,  npeumyujecmeenno  JII,
Habaooaemcss 6 nepuoo 3—I12 Hedenvb JKCU3HU, 3ameM NOCMENEeHHO CHUMCAemcst 00
npenybepmamubvlx 3Ha4enuti Kk 6 mecayy scusnu. Iluk cekpeyuu mecmocmepona npuxooumcs Ha
4 — ]2 medenu ocusHu U CHUNCAemcs 00 npenybepmamuozo ypoeHs K 6 -9 mecayy. Munu-
nybepmam y Maib4uKo8 accoyuuposan ¢ ygeaudenuem odvema auvex u npoaugepayueii Kiemox
Cepmonu u Jletiouea[48, 117].

Hosopooicoennvle 0egouku umeiom menee 8blpaxceHHulil nuxk cexkpeyuu JII' no cpagnenuro
¢ manvyuxamu, Ho 3nadumenvroe nogviuwenue OCI" 6 nepuoo 2 — 12 nedenvb nocmHamaibHO20
pazseumus. C 4 mecaya sxcuznu ypogenv @CI nocmenenno cHudcaemcs, Ho MOdicem 0CMagamucsl
6 onpedensiemvlx 3Hawenusx 0o 3 — 4 nemmnezo eospacmal24]. Bauzkuil k nybepmamuwvim
3HAYeHUsM Ypo8eHb ICmpaouona coxpamsemcsa 00 6-9 mecayes owcusnu. Munu-nybepmam y
0egoueK Conpogodcoaemcs npoaugepayuell Kiemox epaHyiesvl U pazeumuem 08apUudibHblX
Gonnuxynos [58].

llepuoo mpan3umopHol NOCMHAMANLHOU AKMUBHOCU 2UNOMANAMO-2UNOPUIAPHO-
2OHAOHOU CUCmeMbl CMEHSAEmCcsl 108CHUNbHOU NAY30l Ul HeUmpalbHblM NepuoooM, Ko20d

VPOBEHb NOJIOBBIX 20PMOHO8 CHUdICAEMCsl 00 00NYOepmamuo20 ypOoGHsi.

- Ilybepmam — credyrowuti nepuoo axmueayuu 20HAOOMPONHOU CeKpeyuu U NoJ108blX
Jrcesie3, KOmMopwviii NPOUCXOOUM 8 803PACIMHOM Npomedxcymre degouex 8-13 nem, y manvyuxos 9-
14 nem. B samom nepuoo npoucxooum pazgumue 8MopuiHbIX NOJ08bIX NPUSHAKOS U CMAHOBIEHUE
penpooykmugnou @yuxkyuu. Hauano nybepmama onpedensemcs cnocoOHOCmMbio YeHmpaibHOU
HEpPBHOIL cucmemvl UHOYYUPOBAMb UMNYIbCHYIO CEeKpeyuro CuHme3 20HaA0OMPONUH-DULUSUHS

eopmona (I'nPI).

JKaJ00bI 1 aHaMHe3:

B panHem Bo3pacTte y A€BOYEK Kal0Obl OTCYTCTBYIOT.

vy MaJIbYUKOB, POJAUTCIIN MOTYT O6paTI/ITLCSI ¢ ’xano0aMu Ha MUKPOIICHUC, OTCYTCTBUC ANYCK B
MOIIIOHKE.



B moapocTkoBoM Bo3pacTe BeAyLIIMMU kKajlo0aMy y IeBOUEK OyayT: OTCYTCTBHE WIIN ME/ICHHbIE
TCMIIbI Pa3BUTUA MOJIOYHBIX KCJIC3, OTCYTCTBUC MeHCpraHHﬁ, Y MAJBYUKOB — OTCYTCTBUC
YBEJIMUCHHUS TTOJIOBOTO WICHA, OTCYTCTBHE JIOOKOBOTO OBOJIOCEHHS, BRICOKHH TeMOp roJjoca.

[Tpu cbope kanod pekoMeHayeTcss yTOUHUTD [27]:

® CHWXKEHHUE WU OTCYTCTBUE OOOHSHUS, XapakTepHoe Juid cuHapoma Kanbmana;
® CHIKEHHE CIyXa;
e HapylUICHHUE 3PECHHUS.
Kommenmapuu: Jna CK xapaxmepHul d#canobvl Ha 6blCOKUL POCM, MOX}CEmM OMMeuamycs

passumue 2uUHeKoMacmuy, mpyoHOCmu 6 00VUeHUU, nepeMeHbl HACMPOeHUus U CKIOHHOCHb K
oenpeccusnvim cocmosinusam [26]. VI 3. VVP B. Jina CLIT xapaxmepno omcmasanue 6 pocne
[45]. /[ns cunopomanvhvix opm eunoeonaousma (cunopom Ilpadepa-Bunnu, Pyounwmetina-

Tetibu) srcanobol 6yOym onpedensmvcsi XapakmepHoimu npusHakamu cunopoma [37, 54].

AHamMHe3

PeKOMeHZIyeTCSI BBIACHUTD:

e ceMeifHbI aHAMHE3: CPOKH TOSIBIICHUS BTOPUYHBIX MTOJIOBBIX MPU3HAKOB U TCUCHHE
mybeprara y OMmKalIImX pOJCTBEHHHKOB; HATMYHE THIIOTOHAM3Ma, OSCIUTOAHS Y
POJICTBEHHUKOB.

o Kommenmapuii: no30Hue CpoKu Ha4aid noJi08020 Pa3eumusi Cpeou OIUNCATUUX
POOCMEEHHUKO8 No380som 3anodo3pums K3IIP, moeda kax naiuyue 8 cembe pOOCHEEHHUKO8
C 2UNO2OHAOUIMOM, YKAZBIBAC HA €20 8PONCOCHHBIU 2eHeMUYECKU - 0emePMUHUPOBAHHBIL
xapakmep.

® 0COOEHHOCTH MEePUHATAIBLHOI0, HEOHATAJBLHOI'0 MEPHOI0B: OIICHKA aHTPOIIOMETPHYCCKUX
MoKa3aTeliel pH POXKICHUH, HHPOPMAIUS O TCUCHHE HEOHATATLHOTO MEPHOa U HATHYUU
BPOXICHHBIX IOPOKOB PAa3BUTHS, OLIECHUTh HEPBHO-TICUXUYECKOE pa3BUTHE peOCHKa,
CTaHOBJICHUE HABBIKOB PEUYH, KOTHUTHBHBIC (DYHKITHH.

Kommenmapuu: ons nekomopwix CUHOPOMATbHBIX POPM 2uno2oHaouzma. Xapakxmepua 3a0epiicka

RCUXUYECKO20 U YyMCMBeHH020 pazeumusi [54)], nanuuue 8podicoeHHbIX NOPOKOS pazeumus makx Jice

noseoJisienl npednwzaeamb CqupOMaJlebllz eapuanm 2UNO20HAOU3MA.

¢ HAJIWYKUC B aHAMHEC3C XPOHUUYCCKUX 3a00J1€BaHMi U ICPCHCCCHHBIX onepauI/Iﬁ.
IIOPOKHU Pa3BUTHUA IIOUCK, IIOPOKHW Ppa3BUTUA JIMLCBOI'O0 4YCPCIIa IIOPOKH Pa3BUTUA CCPACUYHO-

COCYHHCTOﬁ CUCTEMBI, OHKOJOTHUYCCKHUC 3a00JIeBaHUS (,I[J'I}I JICYCHUS KOTOPBIX IIPOBOJUIIMNCH
XUMHO- WM JIydeBad TepaHI/Iﬂ), BOCIAIMTENIbHBIC  3a00JICBaHUS ToHaa, CHUCTCMHBIC
BOCIAJIUTCIILHBIC 38.60J'IGB8.HI/I$I, TpaBMbI TOJIOBBI, JICHCHHUC HUTOCTATUKAMH WX IIPOBCACHHUC
HMMyHOCyrIpCCCHBHOﬁ TCpariiy, OICPATUBHBLIC BMCHIATCIIBCTBA 110 IIOBOAY KPHUIITOPXHU3MA,

IMaxoBOM I'PBDKH, IOPOKOB pa3BUTUA MOYEBBIACIUTEILHON CUCTEMBI.

Kommenmapuu: ons Hekomopwix ¢popm eunol’. xapaxmepno couemarue ¢ NOPOKAMU PA3GUNUSL
opyaux opeanos u cucmem ( cm. Tab.)



PexomMenayercsi coopathb CleayIOINE CBEACHUS:

- HaJIMYME KPUNTOPXU3Ma Yy POJCTBEHHHKOB. Hanmbosblee qUarHOCTHYECKOE 3HAUCHHE MMEET
JBYCTOPOHHUI axoBblid Kpuntopxusm[5, 17, 19, 41].

- paciienuHbl TyObl 1/uian Heba y poacTBennukos [110, 117];

- HaJIMYUE POJCTBEHHUKOB CO CHM)KEHHBIM O0OHSHHEM, CryXoM[27, 64];

- BBISIBUTH OCOOCHHOCTH TI0JIOBOTO Pa3BUTHS POJACTBEHHUKOB

- HaJIM4Me POJCTBEHHUKOB C OeCIoiueM

Pexomenayercst npu cOope aHamHe3a

YTOYHUTH TEMIIBI POCTA 3a MocyeHue 2-3 rojaa

OTIPENICNIUTH CPOKH U TIOCIIEIOBATEIIEHOCTD TIOSIBJICHNSI BTOPHYHBIX MTOJIOBBIX IPU3HAKOB!

BpeMsI MOSIBIIEHUE JIOOKOBOTO OBOJIOCEHUSI, U3MEHEHHs TeMOpa rojoca

y IEBOYEK CTAHOBUTH BO3PACT HaYaJla YBEIIMICHUST MOJIOYHBIX XKeJle3,

Yy MaJbYMKOB BO3pPAcT Hadalla yBEJIHUYEHHs O0ObeMa SUYEK, YBEIWYCHUS HAPYKHBIX MOJIOBBIX

OpraHoB.

duznkajabHoe 00cae10BAHHE

Pexomenayercsl y MallMeHTOB C 33J€P>KKOI MOJIOBOTO Pa3BUTHSI MIPOBOAUTH aHTPOIIOMETPHIO C

onenkoit SDS pocra u ckopoctu pocta[25]. VI 1. VYP A.

Pexomenayercst mpoBecT aHanu3 KpuBol pocra. Y/ 2. YVVYP B.

[MarrenTs! ¢ runol’. MOTYT UMETh CpeHHE IMOKA3aTeId CKOPOCTH POCTA, MPU 3TOM OTCYTCTBYET
nybepTaTHBIN ckadok pocta [27, 110]

Kommenmapuu: Jina K3IIP xapakxmepno omcmasaunue pocma (Hudce 3-U nepyeHmuau) Ha
npomsdicenue 8ceeo Nepuooa 0emcmed, U NO30HU «POCMOBOU CKAYOK» € OOCHUICEHUEM
HOPMAIbHO20 KOHeuHo20 pocma [15].

Hna CLUT u mo3zauunvix ¢hopm ouceenesuu 20HAO XAPAKMEPHbl HU3KASL CKOPOCMb POCMA C
Panne20 803pacma, Omcymcmeaue nyoepmamHmo20 cKauka u HusKkull Koneunolil pocm [45, 54, 76].

Lna CK xapaxmepHul 6vicokue memnsi pocma.

PexoMenayercsi IpoBECTH U3MEPEHUE POCTA CUJIA C LIENIbIO ONPEIEIECHNUS JUIMHBI CETMEHTOB TeJa
U MX COOTHOIICHUSI XapaKTePU3YIOIIEro npomnopuuu tena [75, 77].
Kommenmapuu: [na I. uawe xapaxmepno ¢hopmuposanue e6HyXOUOHbIX NPONOPYUL mend,

KOMopble XapaKxmepusyromcs yeeiudeHuem OluHbl KOHeYHocmel omHocumensvrHo mynrosuua [61,

77].



Hcknrouenue cocmasnsaiom nayueHmol ¢ CUHOPOMANbHbIMU opmamu I, demoncmpupyroujue

xapakmepHhvle napamempusl pocnma u qbeHomunuquKue uepnbl umernecocs cuHOpoma.

Pexomenayercs onienuts unaekc maccol tena (MMT) u SDS UMT.

[TaTonoruyeckre COCTOSTHHS, ACCOIUMMPOBAHHBIC C KPaWHUMHU KOJICOAHUSIMH MAacChl Tela, Kak
nedunut maccet Tena (SDS UMT < 2 SD), Tak u MOpOHIHOE OKUPEHUE — SIBJISIOTCS IPUIHHOM
pa3BuTHs QYHKIIMOHATBEHOU (opmbl TUrol .

Kommenmapuu:

Ilpu oegpuyume maccol mena 0o nepuooa nybepmama, 6yoem HadI00amMbCs 3a40EPHCKA NO08020
passumus. Ilpu 6o3HuKHOBeHuU Oehuyuma maccel nocie cmapma nybepmama 8eposimHo
cmazHayus npocpeccuu 8MOpPUYHbIX NON0BbIX NPUSHAKOS U PA38UMUE 8MOPUYHOU AMEHOpeu Y
0esoyex.

DYHKYUOHATILHASL 3A0EPHCKA NON0B020 PA3GUMUSL NPU  OXNCUPEHUU Hauje XapakmepHa Ons

MAlb4UKOE, moeaoa Kaxky 0eBoYeK OHO COI’lpOGOJfC@CleWLC}Z YCKOpeHUem nojloeoco pa3eumusl.

Coueranue ['. U OXUpEHUS XapaKTEpPHO Il TeHETHYeCKHX cuHApomoB: [lpamepa —Busm,

Jloypenca-Mymna-bapae-bumns, bopecona-®opcmana-Jlemana [54].

C LECJIBIO BBIABJIICHUSA TUIIOTOHAAU3Ma Y MaJIbYUKOB:

Pexomenayercs:

[TpoBOIUTH OCMOTP HAPYXHBIX ITOJOBBIX OPraHOB B MEPHO/IbI MHHH-ITyOepTaTa U myoeprara.
OneHuBaTh JIOKAIH3AIMIO W O0bEM SWYCK, BHENIHMW BHJl HAPYXHBIX IOJOBBIX OpPraHOB,
pacroyio)kenue mMearyca. KITMHHUECKUME TPOSIBICHUSIMH BPOXKIECHHOTO T'HIIOTOHAIU3Ma MOTYT
OBITh MBYCTOPOHHUH MaxoBblil kpunTopxusMm (y 30 — 50% naipeHToB), Malblil pa3Mep sHYeK,
mukpornenuc (y 20 — 40% marnuentos)[5, 17, 19, 41, 53, 107].

Kommenmapuu:

Mukponenuc onpedenen Kax Mmopgonocuuecku HOPMATbHBIL NON0BOU YNeH OJIUHA
KOMOpo20 Menvule cpeoHell Onunsl 01 0anHoz2o eospacma Ha 2,5SD u 6onee. Y oonoutennozo
HOBOPOIICOCHHO20 NONI0BOU UjleH MeHee 2,5 cm onpedenen kak mukponenuc[48].

Tsicenvle aHoManuu cmpoenust HapyliCHbIX NOJIOBbIX OP2AHO8, MAKUe KaK pacujenyieue
MOWLOHKY, NPOKCUMATbHbIE (DOPMbL 2UNOCNAOUU, OBOUCMBEHHOE CMPOECHUe 2SeHUMANUll npu
POACOEHUU, XAPAKMEPHbL 05l 3a001e6aAHUL, CONPOBONCOAIOWUXCS HAPYUEHUAMU OUOCUHME3A
b0 Oeticmsust aHOPO2EH08 8 NePUod panhe2o sHympuympobrnozo pazeumusi[48, 53, 106].

Pexomennyercst



[Ipn BbISIBICHUM KIMHUYECKUX MPU3HAKOB THUIOTOHAJAM3Ma B HEOHATaJIHLHOM MEpPHOJIe
MIPOBECHUE OIICHKH YPOBHS TJIIOKO3BI KPOBH, HccienoBanue comaromenua C u cBOOOTHOTO
TUPOKCHHA C IENbI0 BBISIBIICHUS COYETAHHOTO JeUIUTa TPOMHBIX TOPMOHOB —
runonutyutapusma [48]
Kommenmapuu:
l'unocnuxkemus 6 HeoHamanbHOM nepuode modxcem Oblmb NposieHueM Ooepuyuma 2OpMOHA
pocma u / unu emopuunozo cunokopmuyusma[48].
Pexomennyercst

[IpoBOANTH KIWHUYECKYIO OIIEHKY TIOJIOBOTO Pa3BUTHUS U €ro MPOTPECCHH  TI0
knaccudukanuu Tannep. s oneHku 00bemMa STHYEeK UCoNIb30BaTh opxuaomeTp [pazaepa.
PexomMeHnayercsi yCTaHOBUTH 3aJIEPKKY TOJIOBOTO PAa3BUTHUS MpU 00beMe siMueK MeHee 4 M y
MaJIbuMKOB ctapiue 14 ner [61, 63, 77]. YA 1. YYP A.
Kommenmapuu:
Ilpusnaxkom uHuyuayuu nybepmama y Manb4uKo8 sGN[Aemcs yeeiuveHue o00vema SUUeK.
llosasnenue 106K06020 08on0CeHUs NPU 0OBeMe AuUeK MeHee 4 M onpedensiemcs KaK aopeHapxe
U He ABIAEMCsl NPUSHAKOM (uzuonocudeckozo nybepmama. [117]
lna CK xapaxmepno Hecoomeemcmeue obvema Auvek cmaouu nonoeozo pazeumus. Illpu
unuyuayuu nybepmama obOvem Audexk yeenuuugaemcsi 0o 6 — 8 wma, a 3amem Moodcem

ymeHnvuumocs[84].

Pexomenayercsi MpoBeCTH MajbHAIMIO TPYIHBIX KEJIE3 Y MAJIbYUKOB C LIETBI0 HCKIIOYEHUs
TMHEKOMACTHH.
Kommenmapuu:
l'unexomacmuss npu HaAIUYUU 3A0EPAUCKU NOJOBO2O PA3BUMUS U/UTU MATIOM 00beme AUdeK
xapaxmepha 011 CK u coxpansiemcs @ meuenue 6ceco nybepmamto2o nepuooa 8 omiuyue om

Puzuono2uUecKoll IOHOUWECKOU 2UHEKOMACIUU, KOMOPAsl HOCUM mpan3umophvlil xapaxmep [26].

C 11eJIbI0 BBISIBJICHUS TUTIOTOHAIM3MA Y ICBOYEK:

PexomeHyeTcsi MPOBOIUTH OCMOTP B MEPHOJ MyOepTaTa Ui OIEHKH Pa3BUTHS BTOPUUHBIX
MOJIOBBIX TIPU3HAKOB MO Kiaccuukaimu TaHHEpa: pa3BUTHE MOJOYHBIX Keje3, JIOOKOBOE
OBOJIOCEHHE, MOosIBIIeHHE MeHapxe [17, 117].

Kommenmapuu:
T'unozonaousm y degouex He umeem CHeyu@uYecKux KIUHUYECKUX NPOsGIeHUl NPU OCMOmMpe 6

oonybepmamHom nepuooe.



Pexomenayercs:

YCTaHOBUTH 3aJEpXKKY IIOJIOBOTO Pa3BUTHS Yy JI€BOYEK crapiie 13 jeT mpu OTCYyTCTBUM POCTa

MOJIOYHBIX JKelie3 Jrbo pu OTCYTCTBHUU HNPOIrpeCCUPOBAHHA BTOPHUYHLIX IIOJIOBBIX IPU3HAKOB

nocie (GU3HOJIOTHYECKOTo cTapTa myoeprata [4, 77].

YCTaHOBUTH 3aJEPKKYy IOJIOBOTO Pa3BUTHS y JEBOYEK B Cllydae OTCYTCTBUS MEHapXe Ipu

JOCTHXECHUH Bo3pacTta 15 jer (nepBuunas amenopes) [94, 117].

Kommenmapuu:

Hanuuue nybapxe npu omcymemeuu pocma monounsix sxene3 onpedensiemcs y 88% oegouex 6

so3pacme cmapute 13 n1em ¢ cenemuuecku noomeepicoenuvim eunol . [94].

Cnoumannulill pocm MONOUHLIX dicene3 eviasigemces y 50% oOesouex ¢ eunoel. ckyouvie

HepezynsipHble mencmpyayuu naomooaromes y 10% desouex ¢ eunol .[94].

Pexomenayercsi mpu oCMOTpe OOpaTHTh BHUMaHUE Ha HATW4YUE (PEHOTUIMMYECKHUX MPU3HAKOB,

aCCOIMMPOBAHHBIX ¢ THIOroHaau3mMoMm [20, 27, 64, 67]:

e OueHuTh QYHKINIO OOOHSHUS, 3PEHUS U CITyXa;
e Pacnonoxenue 3y00B, GopMHUpPOBAaHUE TTPUKYCA;

e (CoCTOsIHME KOCTHOM CUCTEMbI: HAUIMYHUE CKOJIN03a, aHOMAJIUK PA3BUTHSI KOHEUHOCTEH;

e CocCTOsIHME CepJICYHO-COCYIUCTON CUCTEMBI
e (CocCTOosSHHE KOXH;

e KorautuHble (YHKIIUN U OCOOCHHOCTH TIOBEACHUSI.
Tabnua. DeHOTUITHYECKUE TTPU3HAKH, ACCOIIMUPOBAHHBIE C BPOXKACHHBIM rUmol .

DEHOTUITNYCCKHI TPU3HAK ['eHBI, TpPH TOPAKEHUH KOTOPBIX
BCTPEYAIOTCS yKa3aHHBIC
(EHOTHITMYECKUE YEePTHI

AHOCMMUS WJIH TUIIOOCMHS; KAL1, NELF, CHD7, HS6ST1,

Pacmienuna ry0Os! u/miu Heba;

Hapymenue ciyxa / HeHpoceHCOpHast TYTOYXOCTh;
Hapymienust 3peHust / rumnomiazus 3puTeIbHOTO HEPBa;
Koao6oma;

bumanyanbHas CHHKUHE3HUS,

Arenesus 3y00B U aHOMaJIMH MAaJIbIIEBBIX KOCTEIH;
AreHe3usl TMOYKH WM TOPOKH Pa3BUTHUS MOUYEBBIX
IIyTEH;

HenocratoyHnocTh KOPBI HAAITOYCYHUKOB,

Oxupenune

FGF8/FGFR1, PROK2/PROKR2
FGF8/FGFR1, CHD7

SOX 10, CHD7

HESX1, SOX2

CHDY7

KAL1

FGF8/FGFR1

KAL1, FGF 8




NROB1 (DAX1) - BpoXacHHas
TUIOIUIA3Us HAAMIOYCYHUKOB

LEP, LEPR

JlagopaTopHasi IMArHOCTHKA

TI'opMoHanbHbBIE HCC/IEI0OBAHUSA.

e Pexomennayercs:
MIPU TI0/I03PEHUN Ha TUTIOTOHAIN3M U JudhepeHInanbHON JUarHOCTUKH €ro ()OpM MTPOBOIUTH

TOPMOHAJILHOE 00CIIeIOBaHNE B TICPHO/IbI AKTUBHOTO (DYHKITMOHHPOBAHUS CHCTEMBI
TUTIOTAIAMYC-TUMIO(U3 -TOHAJIBI: MUHUTTYOepTaT (onmumanvro ¢ 30 no 180 oenw sncusnu) n

myoepTat: neBouku >13 net, manpunku > 14 ner. Y/1 - 2 YPP -2.

Kommenmapuu:

YV Oesouex 6 cea3u ¢ omcymcmeuem 8pOHCOEHHBIX KIUHUYECKUX NPOABIEHUL 2UNO020HAOUSMA
2OPMOHATIbHBIE UCCNe008AHUSI 8 NEePUOO MUHUNYOepmama nposoosmcs mMoaAbKO Npu HATUYUU
OMACOWEHHO20 CceMeliHo20 anamHe3a no eunol’. V manbuuxkoé 2opmonanvHvle UCCIe008aHUs
PEKOMeHOYemcsi Npo8OOUNb 8 NePUo0 MUHUNYOEpmama npu HATUYUU 8POHCOEHHBIX NPOABIEHUU
2UNO20HAOUMA U/UTU OMALOUJEHHO20 CeMelino20 anamuesa.[72].

s unmepnpemayuu pe3yibmamos OpMOHAILHOLO UCCIEO08AHUL HEOOXOOUMO UCNONb308AMb
Hopmamuesl, paspabomannvie 0 nepuooa munu-nyoepmama.[25, 89]

He pexomenoyemcs nposedenue uccreoosarnus JII, @CI" u nonosvlx cmepouoos 6 eospacme om
6 mec. 0o 13 nem y oesouek u 14 nem y manbuuxos, 3a UCKIOUeHUeM NAYUEHMO8 C NOOO3PEeHUEeM
na CLUT unu CK, xo2oa nogvluierue 20Ha00MpPONUHO8 MOANCEN BbIAGIAMbCA U 8 O0NYOepPMamHOM
so3pacme[16].

C yenvlo OuazHOCMUKU 2UNO20HAOUSMA 6 HeUMPAIbHOM Nepuode y MAalb4uKO08 BO3MONCHO
uccneoosanue yposus AMI. Jlna oyenxu oOanno20 nokazamens ciedyem UCNOIb308aAmb

gospacmuvle Hopmamuesl [18].

e Pexomennyercs:
OlLICHUBAaTh Oa3aJibHBI ypoBeHb TOHaHOTpomnHbIX ropmoHoB (JII, ®CI') B kauecTBe MeTona

middepenunansHoit muarnoctuku ['unepl” u rumol. IloBbimeHne ypoBHEH TOHAJOTPOIHBIX
ropmoHoB (JII', @CT’) BblIe BO3paCTHBIX HOPM IIPU CHIXKEHHBIX 3HAUEHUSIX TOJOBBIX CTEPOUIOB

MO3BOJIACT JUArHOCTUPOBATDH anepF.



e Pexomenayercs:
y MaJb4HUKOB TPHU TIOJI03PEHUH Ha TUTIO] . HccleoBaHue TECTOCTEPOH OOIIHiA, UHTHOWH B,

AMI', y neBouek —ctpaauon, uaruoun B, Y1/ 3, VPP B

e Pexomennayercs:
OIIEHUBATh 0A3aBHBIN YPOBEHb TOHAJOTPOITHBIX TOPMOHOB B Ka4€CTBE CKPUHUHTOBOTO METO/Ia

maddepenunansroit nuarnoctuku ['unol’. u K3I1P.

bazanwnsrit yposens JII' > 0,65E]1/n cBunerenscTByeT B osib3y K3IIP. V]IJI 3 VPP C.
bazansnoe conepkanue @CI' < 1,2 EJl/n , JIT' < 0,6 E[/n En/n, TecTocTepona < 2,0 HMOJIB/JT B
KPOBH CBHICTEIHCTBYIOT B MOJIB3Y THrol . y MaiabunkoB [18, 46, 52, 73, 93, 111, 115].
bazanpnoe conmepxkanme JII' B cwiBoporke kpoBu <0,9 En/m, ®CI' < 2.5 Ep/n,
HEOTIPeIeIIIEMbII/HU3KHIA YPOBEHD 3CTPAMOJa CBHIETEILCTBYIOT B TOJB3y TUMOl . y J1eBovek

[18, 105].

e Pexomenayercs:
OTIpENeNIATh CcoJiep>)KaHue HMHruOouHa B B chIBOpoTke KpoBH Ui U depeHInaabHOMN

JMAarHOCTHUKH THIIOTOHAIOTPOITHOTO THUIOTOHAJW3Ma M KOHCTUTYIIMOHATIBHON 3aJIepiKKU
noJioBoro pazsurus Y1 -2 YPP -B

Kommenmapuu:

Onpedenenue cooepiicanus uHeubuna B 6 cvieopomke Kpogu 0151 oupdepenyuanvHou
OUACHOCTUKU 2UNO2OHAOOMPONHO20 2UNO2OHAOUSMA U KOHCTUMYYUOHATLHOU 3A0ePAHCKU
NOI06020 PA3BUMUSL Y MATLYUKOE NO YYBCIMEUMENTbHOCTU U CHeYUDUYHOCIU CONOCTNABUMO
C Mecmom ¢ aHail02oM 20HAOOMPONUH-PUIUZUHE 2OPMOHA, NPU MeHbULell CMOUMOCMU, d
MeMOoOUKA UCCLe008AHUSL NPOUe MeCma ¢ AHAL020M 20HAOOMPONUH-PUTUZUHE 20pMOHA[6].

Cooeporcanue uneubuna B <35 ne/mn na cmaouu nonogoeo passumusa G1 u <65 ne/mn
Ha cmaouu nonogozo pazeumus G2 ceudemenbcmeyem 6 Nob3y 2UN020HAOOMPONHO2O
eunozonaousma y manvuuxog[28]. Cooeporcanue uneubuna B<20 ne/mn xapaxmepro s
2UNO20HAOOMPONHO20 2uno2onadusma y desouex[39].

e Pexomennyercs:
IpoBeieHNe MPoObl ¢ aHAIOTOM TOHAJOTPOIMH-PUIM3UHI-TOPMOHOM Y MallbuuKoB npu KB>

12ner, y neBouek mpu KB > 11 ner
c 1uenplo audQepeHInanbHON JAUArHOCTUKM THIIOTOHAJOTPOIHOIO TMIIOTOHAIU3Ma |
KOHCTUTYLIMOHAJIBHOM 3aep>KKu nojosoro passutus Y/ -2 YPP -B
Meroauka mnpoBeleHHsl NMPOObI € AHAJONOM TIOHAJOTPONHH-PHUIH3HHI-TOPMOHA:
onpenensercs 6a3anbHblii ypoBeHs JII' u @CI” kpoBu, BBoauTcs mpenapar aHanor ['HPT

KOPOTKOT'O HeﬁCTBHﬂ, Ha (I)OHC CTUMYJIOUN ONPCACIIICTCA B TUHAMHUKE YPOBCHB JI' u



OCI' kpoBu. Ilpenaparsr I'HPI', ucnons3yromuecs s npoObl, ¥ BPEMEHHBIE TOUKU
3a00pa KpOBH MPEACTABICHBI B TAOIUIIE
Kputepuu oueHku mnpodbl ¢ aHAJONOM TOHAJOTPOIHMH-PUIH3HHT-TOPMOHOMA
noBbiieHue JII' 6 cviopomie kpoeu >8 E0/n Ha poHE CTUMYISAIUHN UCKiIrodaeT [ 'umor. <
SE0/n — noomeepoicoaem 2uno2oHadomponHulil euno2oHaousm, >5 no < 8 Eo/n mpebyem

OONONIHUMENbHO20 00CNe08aHUs U OuHamuyeckoeo Habmodenus[10, 99, 111, 114].

o Tadauua. BapuanTel npoBeaeHus npoObl ¢ penapaToM roHaJ0TPONUH-PUIIN3HHT
rOpMOHa.

I[Mpenapat Ho3a Cnoco0 BBenenusi Bpems 3a6opa | Omnpenesisiemble
KPOBH TOPMOHBI
Bycepenuu 300 mkr WHTpaHa3aJIbHO 0,14, 4q JI' m ©CT
[Tudepenun/ 100 mxr /K 0, 14, 4q
JlexarenTua
Kommenmapuu:

B nacmosawee epems omcymcmeyrom 1abopamopuvie Memoobl OUASHOCMUKU,
NO380JIAIOUUX C BbICOKOU MOUHOCIbIO Ouppepenyuposams eunol . u K3IIP. Kombunayus
08yX u 0Oonee OUACHOCMUYECKUX UHCMPYMEHMO8 NOGbluidenm YY8CMEUmMeNbHOCHb U
cneyuuuHOCms  OUAZHOCTIUKU  2UNO20HAOOMPONHO20 2uno2onaduzma[32]. Pesyromam
mecma modicem Oblmb HeOOCMO8epeH NPU KOCMHOM 8o3pacme menee 11 1em y desouek u
12 nem y manvuuxos

CoomHowienue  MAKCUMAIbHO2O0 — YPOBHS — 20HAOOMPONHLIX ~ 20PMOHO8  NOCIe
CMUMYAYUU aAHaAN020M 2OHAOOMPONUH-PUNUSUHE ~ 20PMOHA (ko3¢ puyuenm
JII'max/@CI'max) <1,0  mooxcem  cayxicumev  OONOIHUMENbHLIM  Kpumepuem,
NOOMBEPHCOAIOWUM HATUYUE SUNOSOHAOOMPONHO20 2UNO20HAOUBMA ) MATbYUKO8

Omcymcmeyrom uemxue Kpumepuu OYeHKU mecma C aHAN020M 20HAOOMPONUH-
PUNUBUHE  20pMOHA 014  OugghepeHyuanbHot  OUACHOCMUKY — 2UNO020HAOOMPONHO20
2UNO20HAOUIMA U KOHCIMUMYYUOHANbHOU 3A0ePAHCKU NON06020 pazeumust y desouek[105].

Tecm ¢ ananozom 2oHA0OMpPONUH-PUNUZUHE 20pMOHA 6 MmeHee uem (,5% moorcem
Modicem Oblmb N10dACHO-OompuyamenvHuim ( noovem JII' > 8 E/l/n npu nanuuuu eunol”)

Pexomennyercs:



¢ uenbio auddepeHnnanbHO  TUArHOCTHKH THIIOTOHAJOTPONHOIO THUIOTOHAAW3MA |
KOHCTUTYLIMOHAJIBHOM 3aJepKKU II0JI0BOTO Pa3BUTUS y MAaJIbYUKOB IPOBOJUTH TECT C
XOPUOHUYECKUM FOHAI0TponMHOM uenoBeka. YI/I - 4YPP —4
Kommenmapuu: Cywecmeyem neckonbko npomokonogé npoeedenusi npobwr ¢ XI,
Haubonee npumersiemvlii 8 PO — mpexonesnwiil.
Metouka npoBeieH!s! IPOObl C XOPUOHUYECKUM T'OHAJA0TPOIIMHOM YEJIOBEKA:
3-X THEBHBIM TECT: OMpEIeNsieTCs CoJAepKaHue TectocTepoHa B kpoBu ¢ 08:00 mo
10:00, BHYTpUMBIIIIEYHO BBOJUTCSI XOPHOHUYECKUM roHagoTponuH yenoBeka 1500 ME na
WHBEKIIMIO TPU JIHA TOCIEO0BAaTEeNbHO, 4Yepe3 24 dyaca Moclie MOCIeIHEeH HWHBEKIUU
ompenensieTcss cojnepxkanue TectoctepoHa B kpoBu ¢ 08:00 mo 10:00. Copeprkanue
TECTOCTEPOHA TIOCTE CTUMYJSLUUU XOPUOHMYECKMM TOHAJOTPONMHOM uyenoBeka < 3,6

HMOJIB/JT CBUIETENILCTBYET B MOJIb3y nuarHo3a ['umnol.[43, 92, 104].

Kommenmapuu:

Tecm ocnosan Ha cnOCOOHOCMU 20HAO AOEKBAMHO CEKPEMUPOBANb MeCmMOCMeEPOH 8
omeem HaA CMUMYIAYUIO XOPUOHUYECKUM 2OHAOOMPONUHOM YeNl08eKa MOAbKO NPU YCI08UU
npeovloywe2o B8030elcmsauss 20HA0OMPONUHO8 Ha 20Haodvl. Illpu 2unocoHadomponHom
2UNno2oHaousme, 8 Omauyue Om KOHCMUMYYUOHANbHOU 3A0EPIHCKU NOJI0B020 pA3GUMUS,
8030elicmeue 20HA0OMPONUHO8 8 NEPUOO BHYMPUYMPOOHO20 pa3sumusi U MUHU-nyoepmam

omcymcmeyem, nodnomy cekpeyust mecmocmepora 6 omeent Ha CMUMYJIAYUIO CHUINCEHA.

Ipu comHumenshuvix peyromamax 3-x OHe8HOU NPoObL UL C Yelbl0 OOHOBPEMEHHO20 NPOBEOCHUS.
npoobl U CMUMYIAYUU NOJI0B020 PA3BUMUSL, 3-X HEOeIbHO20 MeCma: ONpeoeisiemcs CoOepuCaHUe
mecmocmepona 6 kKposu ¢ 08:00 oo 10:00, eHympumblueuHo 6800UMCL XOPUOHUHECKUL
2onadomponun yenosexka - 1500 ME na unvexkyuro, 2 pasa 8 neodenio, 8 meueHue mpex Heoeiv,
yepes 24 waca nocie nocieoHell UHbeKyuu Onpeoeisiemcs CoOOepAucanIe mecmocmepoHad 8 Kpos.
Vposenv < 9, 5umonv/n (3-x nedenvuwviii mecm)ceudemenbcmayem 8 noiv3y ouaenosa I'unol.[43,
92, 104].

L4 PeKOMeHI[yeTCH
Manpunkam pu HEJIOCTaTOYHOM I/IH(1)OpMaTI/IBHOCTI/I ApYyrux MCTOO0B

middepeHnanbHON  IMArHOCTUKM — THUMOTOHAJOTPOIHOIO  THIOTOHAagu3Ma |
KOHCTUTYLIMOHAIbHOU 3aJEPKKH IIOJI0BOI0 Pa3BUTHUS IIPOBOAUTH OLIEHKY TOPMOHAIbHBIX
nokaszaTesieil mocie BBeJIeHUs Mpernapara Tectocrepona (npaitmunr) Y/1/1-3 YPP-B

Mertoauka MpoBeieHUs1 TecTa: cMech 3pupoB TecTocTepoHa 100 Mr BHyTpUMBIIIEYHO 1

pa3 B 28 nHell B TeueHue Tpex mecsueB. Conepxanue uHruouHa B > 94,7 nr/mn nocne



IIOCIEAHEW MHBEKIUU CBUJETEIBCTBYET B I0Jb3Y KOHCTUTYLIMOHAJIBHOW 3aEP:KKU
1oJioBoro paszsutus [39].

e Pexomenayercs:
JIEBOYKaM IIpU MOJ03peHuHu Ha ['mmnol’. ¢ mepBMYHOM M BTOPUYHOM aME€HOpeel NpPOBOAUTH

poOy ¢ recrareramu Y1/ - 3 YPP — B

Metoiuka npoBeJieHUs] TecTa C recTareHaMu: Ipenapar, COJEepKalluil recTareHsl:
MUKPOHU3UPOBaHHBIH mporectepon 200 mMr/cyT 6 1HEel Wil aHaJIOT MPUPOTHBIX TeCTareHOB
(munporectepon) 20 mr/cyt 10 nHE

OreHka TecTa: OTCYTCTBHE KPOBSHHUCTHIX BBIJICTICHUN uepe3 3-7 JHEH 1ociie OTMEHBI
npenapara CBHJAETENBCTBYET O ciaboi mposmdepatuBHON TpaHChOpPMAIUU BCIIEICTBHE
BBIPAKEHHOM HEJJOCTaTOYHOCTH ACTPOTE€HHBIX BIUSHUM.

[IpoTuBOonOKa3aHusl s MPOBENEHUS TecTa: J0NMyOepTaTHBIM pa3sMep MaTKH,

COJIepKaHKe 3CTpaanoiia B KpoBH < 60 mMoJb/J, pazMep sHaoMeTpus < 8 mM|[3].

Kommenmapuu:
Tecm no3zsonsem oOyeHumv ICMPOLEHHYIO HACLIWEHHOCMb, (QYHKYUOHATbHOE
cOCmosiHue 3HOOMempusl.

e PekxomeHyeTCs IPH MOA03PCHUH HA HATMYKE TUTIOTOHAIO0TPOITHOTO THIIOTOHAIN3Ma B
KOMOMHAIMH C Je(UIIUTOM IPYTHX TOPMOHOB THMO(H3a HA WK (PYHKIIHOHAITBHOTO
THIIOTOHAIN3MA, CBS3aHHOTO C IPYTHMMHU SHIOKPUHHBIMHU 3a00JICBaHUSIMH, UCCIICIOBATh
ropmoHanbsHbie nokazarenu (TTI, T4 ceo6oausiit, nponaktuH, AKTI, UDP1, koptuzon)
W/ OMOXUMUYECKUE TI0Ka3aTelu (TITF0K03a) B 3aBUCUMOCTH OT KIIMHUYECKON KapTHHBI
3a00JI€BaHUS .

L4 PeKOMeHI[yeTCﬂZ
BKJIKOYATh B AJITOPUTM O6CJ'ICI[OB3HI/IH IIpU JOKA3aHHOM I'MIIOT'OHaJOTPOITHOM I'MIIOIrOHAaAN3ME

OMOXMMHYECKHE TECTHI, U UCKIIOYCHUS FeMOXpoMaro3a: xeine3o, pepputut, koddduurent
HaCBIIEHUs TpaHCcheppuHa

L4 PeKOMeHHyeTCHi
Ipu I1OAO3PCHHMHM Ha HAJIUYUC Q)YHKHI/IOH&]'ILHOFO THIIOTOHaaAuM3Ma, CBA3aHHOIO C

COMAaTHYECKUMH 3a00JIeBaHUSAMH, HCCIEI0BaTh OMOXMMHMYECKHME M HMMYHOJIOIMYECKHE
IIOKA3aTeNH C yU€TOM KIIMHUYECKUX MPOSIBICHUMN.
Kommenmapuu: 00vém  uccnedosanuii  npu  nooospeHuu HaA  QYHKYUOHANbHbLU
2UNO20HAOU3M 3ABUCUM OM KIUHUYECKOU KAPMUHbL OCHOBHO20 3A00]1e8aANUL U MOJHCEm
onpeoensamovcs  CNeYUanucmom,  3aHUMAOWUMC — Npeononazaemou  namonocuetl,

npugeouteli K (hYHKYUOHANbHOMY 2UNO2OHAOUIMY

Tabnuua 5. Hopmarusst AMI [7]



Bo3spacr AMI’

[Imous/n Hr/mn
< 14 nueit 250-1000 35-140
15 nueii-6 mec 200-1500 55-210
6 mMec-2 rona 600-2300 85-320
2-9 ner 400-1800 55-250
9-18 ner:
Tannep 1 250-1400 35-200
Tannep 2 70-1000 10-140
Tannep 3 30-400 4-55
Taunep 4 30-160 4-22
Tannep 5 30-150 4-21
B3pocisie 25-130 3-18

HNHCcTpYMEHTAJbHAS IHATHOCTHKA

Pexomennayercs:

OIICHMBATh pa3Mep TECTUKYN C MCHOJb30BaHUEM opxuaomerpa Ilpanepa mist AuarHoCTUKA

runoronaguzma YJIJ1 - 2 YPP - B

Kommenmapuu:

Obvem sauuex< 1,0 mn caudemenvcmeyem 6 nonv3y cuno2onaouzma[111]

Pexomennayercs:
MIPOBOJIUTH YIBTPA3BYKOBOE UCCIICIOBAHUE OPTAHOB PETPOAYKTHUBHOM CHCTEMBI BCEM

ManueHTaM C LEeJbI0 JUAarHOCTUKHM TUIIOTOHAAM3Ma, YTOUHEHHS BapHaHTa 3a00JIeBaHUS
Y/ -2 YPP-B.

O0beM roHafbl (SIMYKa, STMYHUKA) paccuuThiBaeTcs mo dopmyne: 0,523* mepenne-
3aIHAH pa3zmep (cM)* BepXHEe-HIWKHUN pa3Mep (cMm) * TommuHa (cm).

O6bem smuka <3,0 M B Bo3pacte > 14,0 neT sBISETCS KPUTEPUEM 3aJEPiKKU
MOJIOBOTO  Pa3BUTUS M OMNpeAensieT  HeoOXOOUMOCTh  KIMHHKO-JIa0OpaTOpPHOIO
WCCIIeIOBAHUS 711 UCKITFOUYEHHUS TUTIOTOHAIU3MA.

VY neBouek ¢ MepBUYHON ameHopeeil Heo6xoaumMo npoBouTh Y3U opranoB manoro

Ta3a AJjid UCKIIFOUCHUSA CUHAPOMa POKI/ITaHCKOI‘O'KIOCTHepa'Maﬁepa

Kommenmapuu:

Hcnonvzosanue Homoepammvl yIbmMpazeyko8oeco obvema 20HAO Ol  OYEHKU
aghghexmusnocmu mepanuu pymuHHO He PeKOMEHOYemcs, yuumoléas 3¢ gexmusnocms u

npoCmomy MauyaibHOU OYeHKU U3MeHeHUs pasmepa 2oHa0




OCHOBHBIM  YIbMPA38YKOBLIM NPUSHAKOM HAYANA NOJ08020 pPA3GUMUS Y 0e80YeK
ABNACNCA MYTLMUDPOITUKYIAPHOE CMPOEHUEe AUUHUKA

e Pexomenayercs:

® [IAIMEHTaM C YCTaHOBJIEHHBIM AuarHo3om I'unol’. npoBoaute MPT rososHoro mosra.
Y -3 VYPP-A
Kommenmapuu:

Llenv MPT conosnoco moszea uckmoyums onyxoau L[HC, ungurvmpamusenvie
3a60.1e8aHUs, OYeHUMb 0OOHAMENbHbIE CMPYKMYPbl, 3PUMENbHbIN HEP8, 6HYMPEHHE YXO U
pasmepul 2unogpuza

B 6onvwuncmee cuyuaes I'unol. ¢ anocmueu (cunopom Kanimanma) umeem mecmo
2UNONAA3USA/OUCHAA3US ODOHAMENLHBIX JIYKOBUY.

e Pexomenayercs:
MPOBEICHUE PEHTT€HOTPAMMbI KUCTEW PYK JJI OLIEHKH KOCTHOTO BO3pacTa y JeTel ¢

MOJI03PEHUEM Ha TUTIOTOHAIN3M B niepro myoeprara Y/ - 3 YPP — B. /luarnoctudecku

3HAYMMBIM CIIEyeT CYUTATh OTKIIOHEHHE KOCTHOTO BO3pacTa OT (paKTUUYECKOTO >2 JIeT.

Kommenmapuu:

Ilpu onpedenenuu KoCmHO2O 603PACMA PEKOMEHOYEeMCsl UCHONb308AMb AMJIAC
Greulich-Pale unu cucmemy Tanner-Whitehouse.

Ilpu  KOHCMUMYYUOHATILHOU — 3A0epicKe  NOJI0B020  PA3BUMUL  OMMedaAemcsl
omcmasanue KOCMHO20 803pacma om ¢hakmudeckoeo eospacma. Ilpu eunoeonaduszme
KOCMHbBLI 803PAC Yauje COOmMEemcmeyen Gakmuieckomy 603pacmy.

Oyenka Kocmno2o 803pacma no360asen NPOSHO3UPOBANb KOHEUHbLI pOCH pebeHKa U
onpeoensims MaKmuKy 1e4eHusl

e PexomeHjyercs MPOBOAUTH OIIEHKY MJIOTHOCTH KOCTHOM Tkanu (BMD) netsim
myOepTaTHOTO BO3pacTa ¢ TUIIOTOHAIU3MOM C UCIIOIb30BAaHUEM JBYXIHEPreTHUECKON
peHTrenoBckoit abcopbrmomerpun (DEXA) npu Hanuuuu OTSromeHHOro aHaMHe3a:
BTOPHUYHAsI aMEHOPEs, CBsI3aHHAs C HapYIICHUEM IUIIEBOTO OBEICHUS (HepBHAs
aHOpeKCHs) /WK N30BITOYHON (U3NYECKON Harpy3KoH, GyHKIIMOHATbHBIN
TUIIOTOHAJOTPOITHBIN THIIOTOHAIU3M, ACCOLIMUPOBAHHBIN C XpPOHUYECKUMHU
BOCIATUTEIHHBIMU 3200JIeBaHUSMU KullleuHuKa (601e3up KpoHa, Hecrienuduyeckuit
SI3BEHHBIN KOJINT), IEJIMKH, caxapHbiii auadet tun 1[30, 91, 119]1V/J1 - 3 YPP - B

Kommenmapuu:

Ilpu pewenuu 6onpoca o npogedeHuu OeHCUmMoOMempuu ciedyem YUumviéamo,
oKasicem iy pe3yibmam OeHCUMoMempuu GIUsAHUE HA NAAH JledeHus nayuenma

Ilpu oyenke OaHHbIX OeHcUumMOMempUU ) NAYUEHMO8 C 3A0EPHCKOU NON0B020
pazeumus u pocma ciedyem Ucnoib308ams HOPMAMUBHl, pa3pabomanHvle ¢ YYyemom

pocma.



B cayuae cunopoma Illepewesckoco-Tepnepa npogooums oyeHKy HIOMHOCMU
KOCMHOU MKAHU cliedyem nepeo HA4aioM 3amMecmumenbHol 20PMOHANbHOU mepanuu u

oanee I paz 6 06a 200a

HNHas 1MarHocTukKa

e Pexomennayercs:
[IpoBeneHue oneHKM OOOHSHUS Y TAIMEHTOB € MOJ03peHNeM Ha BpoxkaeHHbIH [umol . VI /1 -

3VPP-B
Kommenmapuu:
Omcymcmeue #anod co cmopomsbl Nayuenma Ha CHUMCeHue 00OHANUSL He UCKTIoYaem
HapyuieHue 0O0HAHUS NO OAHHBIM 0JhaKmomempuu
Kommenmapuu:
Hapywenue cnyxa svisisnsemes y 5-15 % c epoowcoennvim I'unol’. B cesa3u ¢ uem npu
Nno003penUU Ha HapyuleHue CIyxa peKoMeHOyemcs npogeoeHue ayouoMempuu.
Buisignenue napywenue ciyxa onpeoensiem Xapakmep 2eHemuiecko20 Uccie008aHus:

2en CHD7, SOX10, IL17RD[118]

e He pexomennyercss pyTHHHO MPOBOJUTH CIIEPMHUOTIOTHYECKOE UCCIIEJOBAHHE MalliEHTaM
¢ ['umol'. o 18 netHero Bo3pacTa, B CBS3H C OTCYTCTBUEM pedEePEHCHBIX JAHHBIX JIJIS
JTAHHOW BO3PACTHOW T'PYIIIHI.

e PexoMeHII0BaHO MaJbUMKaM H JEBOYKAM ITPOBOJIUTH IIUTOTCHETUYECKOE UCCIICOBAHUE
MPY HAJTMYHH JTA00OPATOPHBIX (TTOBBIINICHUE YPOBHS TOHAOTPOTTHBIX TOPMOHOB) H/VIIH

KIIMHUYECKHUX MPOSBIEHUI NEPBUYHOTO (TUIIEProHaI0TPOIHOro) runoronaausma Y J1J1 -
1 YPP-1

o [Ipumeuanus
VY ManbuMKOB KIMHUYECKUM MMOKA3aHUEM JUIS LIUTOT€HETUYECKOTO HCCIIeI0BaHuUS

SBJIICTCSI HECOOTBETCTBUE O0bEMa IOHAJ BO3PACTHOW HOPME MM CTaJAUU IOJOBOTO
pa3BUTHSL.

Y neBouYeK IIOKAa3aHUEM Ui LUTONEHETUYECKOIO UCCIIECIOBAHUS SBIIAIOTCS
KIIMHUYECKHE IIPOSIBJICHUS CUHIpOMa [lepewmesckoro-TepHepa (cMoTpH
COOTBETCTBYIOLINE PEKOMEHALINN)

Kpome Toro nmpoBoANTh IUTOTEHETUYECKOE MCCIEIOBAHUE CIENYET JIEBOYKAM C
HOPMAJIbHBIM YPOBHEM T'OHAJOTPONHBIX TOPMOHOB, IIEPBUYHOM aMEHOpeeH, Co
c(OPMHUPOBAHHBIMU BTOPUYHBIMHU MOJOBBIMH NMPU3HAKAMHU, HO OTCYTCTBUEM MAaTKHU IO
na"HbIM Y3U ninun MPT. [pu BeisiBiennn kapuotuna 46, XX TMarHoCTUPOBATh areHE3UI0
MIOJJIEPOBBIX MPOTOKOB, B Ciydae BbIsABICHHS KapuoTumna 46,XY — moiaHyio ¢opmy

CUHApPpOMA PE3UCTCHTHOCTH K aHAPOTCHAM



Kommenmapuu:

IIposedenue MoneKyIAPHO-2eHEMULECKO20 UCCIe008aHUSA NPU nodo3peruu Ha I unol .
no3eonsem — OCYWecmensimb  NPOSHO3UpOBaHUe U CeMelHoe  2eHemuyecKoe
KOHCYTbMUPOBAHUe, OOHAKO He MOXCem Oblmb PEKOMEHOO08AHO OJisl DYMUHHO20 NPUMEHEHUS

6 HacmosAwee epems ¢ y4emom cmoumocmu UCCneo008anus u omcymcmeus eco 6JAUsAHUA HA

MmaxKkmukKy J1e4eHuUsl.



Jleuenue

KoHcepBaTHBHOE JIeYeHHE

Beeoenue. 1lenpio neyeHus rUoroHasn3Ma B IOJPOCTKOBOM BO3pacTe SBJISETCS BOCIOJIHEHHE
NeQUIMTa TIOJOBBIX TOPMOHOB, CTUMYJSIIUS PA3BUTHS BTOPUYHBIX IOJIOBBIX IPH3HAKOB,
KOPPEKIMsI POCTOBOTO IMPOTHO3a M BO3MOXKHOE BOCCTAHOBJIICHHE (DEPTHIIBHOCTH TIpU
TUTIOTOHAJOTPOITHOM THUIIOTOHAIM3Me. BpIOOp MeTona Tepanuu ¥ CpPOKM WHHUIMAIIMHN TEepParuu
OTIPENIETISIOTCST TUOJIOTHYECKUM BapUAHTOM THUIOTOHAIM3Ma W BO3PACTOM YCTaHOBJICHUS

JMarLosa.

Jleuenue TuInoroHajin3imMa y MaJlbYnKoOB

PGKOMeHﬂyeTCﬂ JUIA 3aMEeCTHUTEILHOMI FOpMOHaHBHOﬁ TEpalliu TUIIOTOHaAM3Ma HCIIOJIB30BAaTh

pa3IuYHBIE JIEKAPCTBEHHBIE (POPMBI TECTOCTEPOHA.
Kommenmapuu:

B cea3u ¢ nanuuuem npomusonoxazamuii 018 npuMeHeHUs MpancoepMalbHblX Npenapamos u
mecmocmepona yHOeKaHoama 6 OemcKoM 8o3pacme, y oemell U NoOpPOCMKO8 UCHONb3VIOMCS
npenapamul cmecu 3¢hupos mecmocmepoHa. Tecmocmepona nponuoHam He UCNONBLIYEmcsL O
3amMecmumenbHol mepanuu 8 C8A3U CO 3HAYUMENbHbIMU CYNPAPUIUOTIOUYECKUM KOJIeOaHUAMU

yposus mecmocmepona[57, 112].

B Poccutickoii @edepayuu, kax u 8 601bUUHCMBE CMPAH MUPA, NPENnapamvl mecmocmepona iubo
He paszpeuieHvl Ol NpuMeHeHus y auy maaowe 18 nem, aub0 OOMNCHBL NPUMEHAMbCA C
OCTOPOICHOCIBIO 8 C8A3U C OMCYMCMBUEM OAHHBIX 00 UX 3ppexmusHocmu u 6e30naAcHOCmu.
Ha3znauenue npenapamos mecmocmepona npu HAIU4uu NPOMUBONOKA3AHUL 8 UHCMPYKYUU NO
MEOUYUHCKOMY NpUMeHeHUto mpebyem ogopmienus HazHavenus eHe uncmpykyuu (“‘off-label ) ¢
noiyuenuem UH@OPMUPOBAHHO2O CO2NACUSL U NPOBEOeHUs] 8PAYEOHOU KOMUCCUU Nneped UX

Hasznavenuem y oemell.

Ta6Jmua 6. .HeKapCTBeHHBIe npenaparsl TCCTOCTCPOHA I JICHCHHUA T'MIIOTOHAAN3Ma Y

MAIMEHTOB MYKCKOTO T10J1a, 3apETUCTPUPOBAHHbIE HA TeppUTOpUn PD

MexayHapomHoe ®dopma BEITyCKa HosmpoBka | Crocob JmaTensHOCTh
HETIaTeHTOBAaHHOE MPUMEHEHHUS JIEWCTBHS/UCIIONB30BaHNE Y

HauMMCHOBaHUC ,Z[CTCﬁ 1 NMOAPOCTKOB




JIEKapCTBEHHOT'O
mpenapara
TecrocTepoH [cMech | pacTBOp s 250 mr/min Buyrpumsimeunoe | Konnenrpanus
3¢hupoB BHYTPUMBIILIEYHOT O BBe/IeHHE, | pa3 B | TecTocTepoHa
TECTOCTEpOHA: BBEJICHHUS, 21-28 nneii BO3BpallaeTcs K UCXOIHOM
IIPOIIUOHAT, [MacnaHbIi] yepes 21 neHb.
(eHMIIPONMOHAT, C ocropoxHOCTBIO 10 18
W30KaIlpOHAT, JIET B CBSI3H C OTCYTCTBHUEM
Jekanoat]**[123, JIAaHHBIX 00 3((EeKTUBHOCTH
124] n 0e301acHOCTH
Tecroctepona pactBop i 10 mMr/mi, Buytpumeieunoe | Ilepuon nonyBeiBeneHus 3-
nporroHaT**[125] BHYTPUMBILLIEYHOT'O 50 mr/mn BBeJIeHUE, | pa3 B | 4 yaca
BBEJICHNS, 2 Henenu C OCTOPOXHOCTBIO Y
[MacnaHBIi] HOJPOCTKOB
TecrocTepona pacTBop A 250 Mr/min BryTtpumseieunoe | Ilepuon nomyBsiBeaeHus 53
yHIeKaHoaT**[126] | BHYTPUMBIIICYHOTO BBe/IeHHE, | pa3 B | JHA
BBEJICHMS, 10-14 menenn [TpotuBomokasau a0 18 et
[MacnsHBIH] B CBSI3U C OTCYTCTBUEM
JIAaHHBIX 00 3((EeKTUBHOCTH
1 0e30I1acHOCTH
Tecroctepor**[127] | rens mis Hapyxuoro | 10 mMr/r Hanecenue Ha KoHueHTparys npuxoauT K
HPUMECHEHUS KOXY, ©KEIHEBHO | HCXOAHOMY YPOBHIO Uepes
72-96 4yacos
[IpotuBonokasan 1o 18 et
B CBS3U C OTCYTCTBHEM
JIAaHHBIX 00 3((EeKTUBHOCTH
1 0e30M1acHOCTH

JleyeHue runmoroHagu3Ma y Majb41KOB /10 lepuojia nydeprara

e Pexomenuyercs:
IUIS ICUCHHST MUKPOTICHHH Y MTbYMKOB C ITPEAIOaraeMbIM THIIOTOHAIU3MOM

UCIOJIb30BaHUE MpEenapaToB cMecu 3PUPOB TECTOCTEPOHA 6 doze 25-50 me I pas 6 4 nedenu,
onumenvrocms Kypca 3-4 unvexyuu. YYP A (Y - 3).

o Jleuenue KPHUIITOpXHU3Ma NPOBOAUTCA COTJIACHO COOTBCTCTBYIOIIHUM KIIMHUYCCKUM
PEKOMCHAALIUAM.

Kommenmapuu:

Yuumeieasa, umo npu poofcc)eHuu y SHAYUMENbHOU YACMU MAIbYUKO8 C 2UNO2OHAOUIMOM

ommedaemcsia MUKPONEHUA,

PEKOMEHOYemcs.

HA3HA4YeHUue

npenapamoe

cmecu  3gupos

mecmocmepoHa ons yeeauderus ONUHBL NOJI06020 YjieHa. Jleuenue diceramenbHo npoeodumb 6
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meuvenue 1-20 2o00a HCU3HU, Ko20a uyecmeumeilbHoCmb mraneu bonee évicokas. Bozmooscnvimu
nobouUHbLIMU aqbqbekmafwu Jle4eHusr mozcym Obimb cunepnuemernmayusl Kostcu MOUWOHRKU, NOABIEHUE

osonocenus 6 oonacmu naxal9, 13, 16, 21, 51, 55, 70, 120].
JleyeHne rUNMOroHaIM3MAa Y MAJILYMKOB - OJPOCTKOB

e Pexomennayercs:
Haznauenue npenaparoB cMmecu 3(pUpOB TECTOCTEPOHA YIS JICUCHUS TUTIOTOHAIM3MA Y MATbYUKOB

YVYP A (YA - 2).

Vv MalMCHTOB C THUIIOTOHAAOTPOIHBIM THMIIOTOHAAWU3MOM QJIbBTCPHATUBHO BO3MOXHO JICHCHHC

npernapaTaMy XOpUOHUYECKOI0 FOHAJ0TPONMHA, peKoMOMHaHTHBIMU Tipenapatamu JII' u OCI.

YYP A (VI - 2)

Kommenmapuu:

Ilpu nepsuunom eunozoHaouzme 01 3aMeCMUMENbHOU MePanuu UCHONb3VIOMCSA MOJILKO
npenapamul mecmocmepoHa. Y nayuenmos ¢ 2uno2onadompontvimM 2UN020HAOUIMOM 8O3MONCHO
npumMeHenue KAk — Npenapamos — mecmocmepoud,  Onsi  OOCMUIICEeHUs  ONMUMAIbHOLU
anopozenuzayuy, maxk u Npenapamos XOPUOHUHECKo20 20Hadomponuna uenosexa (XI'4),
pexomobunanmuvlx npenapamos JII' u @CI. Ilocreonue noszeonsiom He MOIbKO 80CHOJIHUMD
oehuyum mecmocmepona, HO U YBeIUUUMb 00beM MeCmUKyl, CHOCOOCMBYI0m CO3PEBaAHUI0
cnepmamozoudos. Oonaxo mepanus XI'Y, JII' u @CI" mpebyem 6vlcoxoll KpamHocmu 66e0eHUs

npenapamos, UHOUBUOYAIbHO20 N00OOPA mepanuu.

Ybeoumenvnovix oannvix o mom, 4mo uHuyuayusl mepanuu npenapamamu mecmocmepoHa 'y
nayuennos c¢ ZZ/II’ZOZOHGOOH’ZpOnglM SUNO2OHAOUSMOM OKA3bI8Aen He2amueHoe GIUAHUA Ha

pepmunvrocms 60 63pociom so3pacme, 6 nacmosiee epems nem [31, 42, 81, 83, 85, 116].

L4 PeKOMeHHyeTCHi
3aMCCTUTCIIbHYIO TCpAIIUIO IIPU I'unol’. HaunHaATHL Ipu JOCTHKCHHUHU ITACIIOPTHOI'O BO3pacTa 14

JIET ¥/WJIH TIPU KOCTHOM Bo3pacte He Menee 12 net. YYP B (VI - 4).

Kommenmapuu: V 95% manvuuxos nybepmam nauunaem 0o oocmudicenusi ozpacma 14 nem, @
C6A3U YeM UHUYUAYUS MEPanuuy yenecooopasHo npu 0ocmudicenuu smoeo 6o3pacmal108]. Oonaxo
npu noomeepaiicoeHuu ouacHosa 0o 14 nemmueco 603pacma, 0COOEHHO y NAYUEHMO8 C
2UNEP2OHAOOMPONHBIM 2UNO2OHAOUSMOM BO3MONCHA UHUyuayusi mepanuu ¢ 12-13 nemmnezo

eospacma, ¢ yeivro npedomepamenuﬂ d)OpMupOGClHMﬂ Oucnponopuuu meja u 86blICOKOpoCIoCmu.
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YV nayuenmos c cunopomom Knatingpenomepa pannee nazmauenue 3amecmumenbHoOl mepanuu

npenapamamiut aHOPO2SEHO8 MONCEM YIYHUams Helpo-KoeHumueHvle ynxkyuu oemeti. [68, 88]

e PekoMeHayeTcs y MallUeHTOB C MOATBEPKICHHBIM THIEp] . HHUITUUPOBATH TEPAIUIO
npernapaTamM TeCTOCTepoHa Ipu noBeimieHuu JII' Ha GoHE CHUKCHHS YPOBHS
TECTOCTEPOHA HIKE pePEePEeHCHOTO MHTEPBaa Uil COOTBETCTBYIOIIEH BO3PACTHON
rpynmnsl. YYPC (YA - 5).

Kommenmapuu:

Haubonee yacmoti npuuunoii nepuuHo20 cuno2oHaousma y MAaibyuKos A6NAemcs: CUHOPOM

Knaungenomepa. 'V 6onvwuncmea nayuenmos ¢ dmum  CUHOPOMOM OMMeyAemcs

CNOHMAaHHOoe pazeumue nybepmama ¢ HOPMAIbHO-HUSKUMU NOKA3AMENIMU MeCmOCmMepPond, U

OONONHUMENbHOE HA3HAYeHUe Npenapamos mecmocmepoua OaHHLIM NAYUEeHMAM He

mpebyemcs. Y uacmu nayuenmos uepez 1-2 2o00a om uauana nybepmama Ommeqaemcs

CHUJICEeHUEe YPOBHA mecmocmepoHa, 4mo mpe5yem HA3HAYEHUS 3aMeCmMUmMenbHoll mepanuu.

[112]

e PexomeHyeTcsHaYMHATHTEPATMIOTMIIOTOHAA3MAyMaTbuUKOBCI03bICMECHA(UPOBTECTO
crepona 50-75 mr 1 pa3 B 28 aueii. YYP B (Y - 5)

e PexoMenayeTcs yBeNIMYMBATh 103y TecTocTepoHa Ha S0 mMr kaxasie 6-8 mecsues. YYP B

(VIUL - 5).

Kommenmapuu:
B nepuoo nonosozo pazeumus npoucxooum nocmenennoe ygenuienue ypoeHs mecmocmepoHa
8 Kpo8u, 4umo obecneuusaem nOCMeneHHyr0 aHOpoOeHU3AYU0 NOOPOCmKa u hopmuposanue
8MOPUYHBIX NOJIOBLIX NPUSHAKOS. Hcnonb306anue HauanbHbIX HUSKUX 003 MEeCMOCmMepoHa ¢
NOCMENneHHbIM UX YeludeHueM odecneyugaem UMUMAYUIO eCMECTN8EHHO20 MeYyeHUs

ny6epmama, He CHUaxcaem pocmoeoﬁ npocHO3 nayueHnma.

Ilpu nosonem ycmauo@nenuu OuacHO3a U/UMU HATUYUE BbIPAICEHHOU OUCHPONOPYUU
ce2MeHmo8 mena 803MONCHA UHUyuayus nybepmama ¢ OOIbWUX 003 NPenapamos cmecu

apupos mecmocmepona 125-250me / 1 paz 6 21 oens [11, 18, 69, 80, 102, 112].

e VYV NanueHTOB ¢ THIIOTOHAA0TPOIIHBIM I'MIIOTOHAU3MOM BO3MOYXKHA MHULIAALUS
nybepTara mpenapaTaMu XOpHOHHYecKoro ronagoTponusa (XI') kak oTaensHo, Tak U B
KoMOMHaIuu ¢ npenaparamMu pekoMouHanTHoro OCI'. [Ipu nanmanumn nmydeprara XI'
BBOJAT B 103€ 500-1000 ME kaxxaple Tpu 1HA, yBeIU4MBas 103y KaxKJble 6 MeCsILEB Ha
500 ME g0 no3et 1500-2000 ME kaxaeie 3 mas. YYPB (Y - 3).

e VYV NanueHTOB ¢ THIIOTOHAA0TPOIIHBIM I'MIIOTOHAU3MOM BO3MOXKHA MHULIAALUS
nybeprara npenapatamu pekomOuHanTHoro @CI' B komOunanmu ¢ XI'Y B ctapToBoit
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no3e 50-75 ME kaxJple Tpu JHS, YBeTU4YUBas 103y Kaxable 6 mecsueB HaS0-7SME no
10361 150-200ME kaxaeie 3 nus. YYP B (YU - 3).

Kommenmapuu:

V' nayuenmos c¢ eunocoHaoomponHviMu Qopmamu SUno2oHaousMda OAHHASL MemoOuKa
N0360Ji51em He MONbKO Y8eIUUUMb 00beM 20HAO, HO U Y 3HAYUMENbHOU YACmU NAYUeHMOos
NPOUCX00UM CO3pesane CRepMamo30ud08, a 3Ha4um, 60CCMAHABIUBACMCS PePMUTLHOCb.
Ocobenno oanunas mepanus 3¢gexmusHa y nayueHmos ¢ npuoopeméHuviMu @opmamu
2UNO2OHAOOMPONHO20 2UNO2OHAOUBMA, Y KOMOPbIX OMMEYANdACt A0eK8aAMHAsL CIMUMYIAYUS
kaemok Jleuouea, Cepmonu u cnepmamozeHH020 SNUmenus 60 6HYMpUympoOHoM nepuooe u
nepuooe  MuHu-nybepmama.  J{onoiHumenvbHo — pamHee — NpUMEHeHUe — Npenapamos
20HAOOMPONUHO8 NO3B80JAem 00OUMbC  Y8eludeHuss 00veMma sAuYeK 6 NyOepmamHoMm
gozpacme, UmMoO ABIAEMCA 3HAYUMBIM Ol  NCUXONIOSUYECKO20 Cmamyca nayuenmad.
Kpumepuem s3¢pgpexmuenocmu npenapamos @CI" cuyscum ygenruyeHue pasmepos saudex u
yeenuueHue ypoeus uHeubuna B. B ciayuae neyoosnemeopumenvHozo omeema nayueHm

nepesooumcs Ha mepanuio NPenapamamil mecmocmepond.

Ilpu nosonem ycmauoenenuu OuazHoO3a /Ul HATUYUU BBIPANHCEHHOU OUCHPONOPYUU
cecMeHmo8 mena 803MOMCHA UHUyuayus nybepmama ¢ OONLWUX 003 NPEnapamos cmecu

agpupos mecmocmepona[ll, 18, 69, 80, 102, 112].
MOHUTOPHUHT Tepanuu

e PexomeHyeTCsl MPOBOAUTH OCMOTP MAIMEHTA TOTyYaloIero TOPMOHAIBHYIO Teparuo 1
pa3 B 6 MecsIIeB C OIIEHKOH T0Ka3areyel pocTa, CKOPOCTH POCTa, OIIEHKA COOTHOIIICHUS
CErMEHTOB TeJla U CTaJIuH 1MoJIoBoro pa3Butus 1o Tanuepy. [14, 103, 112]. YYP B

(Y1 - 4).

HpI/I Ha3HA4YCHUM TCPAIIMK IIpCliaparaMu TCCTOCTCPOHA C MLCJIIbIO JICUCHHC MHUKPOIICHHCA

PEKOMCHAYCTCA NTPOBEACHUE OCMOTpA UCPE3 2 MCCilla OT HavdaJjla TCpalliu.

YBeaunueHue pasMcEpa SAUYCK Ha q)OHe 150505000585000%041 ny6epTaTa nperaparaMmu TCCTOCTECPOHA
ABJIICTCA TIPU3HAKOM PCBCPCHUBHOTO TUIIOTOHAaJAU3Ma U Tpe6yeT OTMCHBI TCpalMu U

MpOBEICHUs TIOBTOpHOTO 00cenoBanus. YYP A (VI - 3).
KomMmeHnTapun:

YV  nmamueHTOB C TINOATBCPKACHHBIM B  XOAC CTHMYIALNUOHHBIX Hp06
TUIIOTOHAOTPOIIHBIM T'MIIOTOHAAU3MOM B 10-20% CJIyqacB OTMECYACTCA BOCCTAHOBJICHUC

NpOAYKIIMKM TOHAAOTPOIMMHOB B OTBCT HA HWHUIHUALUIO r[y6epTaTa npenapartamMmu
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TECTOCTEPOHA (PEBEPCUBHBINM T'UNOTOHAJAOTPONHBIA TUMOTOHAIU3M). KinmHu4ueckum
MPOSIBJIEHUEM PEBEPCUBHOTO THUIIOTOHAJOTPOIHOrO THIIOTOHAAW3Ma OYyAeT yBelUYeHUe
pa3MepoB TECTUKYJI, UTO TPEOYET MOBTOPHOTO 0OCIIETOBAHMS U OLEHKH HEOOXOIMMOCTH

JanbHEHINeH Tepanuy Wik OTMEHBI rpenaparos. [59, 66, 79, 96, 97].

Pexomenayercs oneHka ypoBHS TECTOCTEPOHA:!

KayK/ple 6 MECSI1IEB B TEUEHHE I1€PHO/Ia OCTEIIEHHOTO HapallMBaHUs 103bl
3aMeCTHTEIbHON Tepanuu npemnaparamu tectoctepona . YYP B (Y - 3).

yepe3 14 qHel nociie ouepeHON UHBEKITMY TpU HHUIAIuU nyoeprata. YYP A (YA —
3).

3a 1-2 mHs 10 OYepeTHON HHBEKIIMEH MpernapaToB CMECH dPUPOB TECTOCTEPOHA. 110
JOCTHXCHUH TOJHOH 3amectuTenbHoi 1036l — YYP C (Y -5).[14, 69, 103, 112]

YpoBeHb TecToCTepoHAa HAa (OHE 3aMECTUTEIbHOM Tepamnuy JIOJDKEH HAaXOAMThCS B Ipenenax

pedepeHcHOTO WHTEpBasia Il JaHHOW BO3pacTHOW Tpynmbl. lleneBbIMU 3HAYEHHUSIMU YPOBHSI

TECTOCTCPOHA MOCJIC NOCTUKCHUA ITOJTHOM 3aMECTUTCIIFHOM JO03BI SABJIAIOTCA CPEAHE-HOPMAJIbHBIC

3HAYeHHs s B3pocibiXx MyxunH. YYP B (VI - 2).

Kommenmapuu:

B nepuoo unuyuayuu nybepmama uccieoyemcs MAKCUMATbHLIL YPOBEHb
mecmocmepona nocie 66edeHus cmecu dQupos 0 oyeHKu 3Igekmusnocmu u
bezonacrnocmu mepanuu. I1o docmudiceHuo NOIHOU 3aMecmUmenbHoOU 003bl UCCIe0Yemcs
VPOBEHb MeCMOCMEPOHA Nneped 04epeOHOl UHbeKyuell npenapama Oisi OYeHKU
CMabuIbHOCMU YPOBHSL MECMOCMEPOHA MENCOY UHBEKYUSMU.

Oyenka YpoBHsi 20HAOOMPONUHO8 He  SGIAEMC  UHGOPMAMUBHOU Ol
MOHUMOpUHeA —~ Mepanuu  Npenapamamu  mecmocmepoHa )y  NOOPOCMKO8 ¢
eunozonaouzmom.[69].

Kpumepuem s¢gpgpexmusnocmu npenapamos XI'4 sensiemcs npoepeccusi noio6020
Pazeumuisl, yeeiudeHue pasmepos noi08020 YjieHd, NOBbIULEHUE MeCOCepPOHa 00 YPOBHS,
COOMBEMCMEYIwWe20 peepeHCHOMY UHMEPEALy Oasi OAHHOU CMAOUU NOI0BO2O
passumus. Kpumepuem s¢hpexmusnocmu npenapamog DPCI' cnyscum ygeruueHue
Pa3mMepos siudex u yseiudeHue yposHs uneubuna B, oonaxo kpumepues 071 OyYeHKu ypoeHs.

IMOco cOPMOHA 6 HacmosAwee 6pems He paspa60maH0.

e PexomeHyeTcs MPOBOAUTH KOHTPOJH OOIIETO aHAIK3a KPOBU C IENBI0 UCKITIOYCHHUS
MOJIMIUTEMUH Kaxble 6-12 mecsiieB. YYP B YV /I/1-2

o  Kommenmapuu:

Ha ¢pone mepanuu npenapamamu mecmocmepona 8 psioe ciyuaes pa3gusaemcs

spumpoyumos. Jaunnwlii 3¢pgpexm asniemca 00303asucumviM. B nacmosawee epems
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OGHHBIX O PUCKE PA3BUMIUSL CEPOEUHO-COCYOUCMBIX COOBIMULL Y NOOPOCKO8, NOLYUAIOUWUX
3amMecmumenbHy0 mepanuio NPenapamamy mecmocmepora Hedocmamouto. Yuumolieas
00303A68UCUMbLIL XAPAKMED NOAGNEHUS IPUMPOYUMO3d, NPU UHUYUAYUY Mepanuu, Ko2od
VPOBHS MeCmOCmMePOHA 3HAYUMENbHO HUNCE YPOBHS MEeCMOCMEPOHA ) 83POCIILIX MYIHCUUH,
OYEeHKY 2eMamoKpuma ciedyem nposooums nepeo Ha4aiom mepanuu u oaiee Kaxcovie 12
mecayes, nocie 00CMUdiCeHUs noooepoicusaowell 003vl mecmocmepona 1 paz 6 6

mec..[15, 29]

e PekoMeHayeTcs UCCIIeIOBAHKE JIMTTUTHOTO TTPOoduist (0O1IIHiA X0JIeCTEPHH, X0JIECTEPUH
JITTHIT, xonectepun JIIIBII, Tpurnutepuapl) 10 HHUIIMAIIAN TEPATUH U J1ajiee Kaxapie 12
mecsiieB. YYP A (VI - 2).

Kommenmapuu:

YV noopocmros ¢ eunoconaouzmom ommeuaromes Ooiee 8blcoKue noKazamenu Xoiecmepund,
OucCIUnUOeMUsl, Yauje 6Cmpeuaemcs HeaaKa2oabHas Hcuposas bonesns nevenu. Kpome moeo,
mepanusi npenapamamu  mecmocmeporHa Moxcem HPUBOOUMs K UBMEHEHUI0 JUNUOHO2O
npoguiist, 8 Cés3U ¢ uem HeoOX00UM pe2yasapHblll MOHUmopune aunuorozo npoguasa[40, 100,

113]

e PexomeHyeTcs OlleHKA YPOBHSI IEYEHOYHBIX TPAHCAMUHA3,
YPOBHSIOOIIEroONINPYOHHAKAXKIBICO -
12mecanaiIauCKIIOUeHUABIM HUSITpenapaToBTecTocTepoHananeyenb. Y YPC (VU —
5).

e PexomeHyeTcANpPOBEACHUEPEHTTEHOTPAPUUKUCTEHPYKCOLIEHKOMKOCTHOTOBO3paCTaKaK
Ible 6- MecsileB Ha GoHe 1MoA00pa Tepanuu IIsl OLEHKU CTENeHH IIPOrPEeCcCUU KOCTHOTO
Bospacta.YYPB (VI - 2).

e He pexomennyercs uccienoBanue ypoBHs rnpocrarcnennduueckoro anturena (IICA) na
(boHe jeucHHs penapaTaMy TECTOCTepOHa y moApocTtkoB. YYP B (VI - 2).

Kommenmapuu:

Pax npocmamer  sgnsemcsa oo0uou u3z Haubolee pacnpoCMpaHEHHLIX 310KAYEeCEEHHbIX
3abonesanutl y myaxcuun nocie 60 rem. OOHaKo 00 HAcMoAwe20 8peMenU 8 Tumepamype meHee
30 cnyuaes pazeumus O0aHHO20 3a007€6aHUsA Y MYH#cUuH muadute 40 nem, 6 cesa3u ¢ yem npu
JleYeHUuu NOoOPOCMKO8 C 2UNO2OHAOUSMOM He pekomeHOyemcs ucciedosanue ypogusa IICA u

c80600H020 TTCA[50].

JleueHue rumnoroHaagusmMa y 1€Bo4UcK
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Pexomenayercst st 3aMECTUTENBbHOW TOPMOHAJIBHOM TEpanuu THUIIONOHAAU3Ma JEBOYEK
WCIIOJIb30BAHME PA3IUYHBIX JIEKApCTBEHHBIX (opM scTpaauona. B Hacrosmee Bpems B PD

3aperuCcTPUPOBAHBI HECKOJIBKO JIEKAPCTBEHHBIX MpenapaToB 3¢cTpainoia (tadnuia 7).

Tabnuma 7. JlekapcTBEHHBIC MpeNapaThl ACTPAAUOIIA IS JICUCHUS TUTIOTOHAIM3MA Y MTAallUEHTOB

YKEHCKOTrO I10J1a, 3apETUCTPUPOBaHHbIE HA TeppuTopuu PO

MexnynapogHoe | @opma BbIITyCKa Ho3uposka | Crioco0 [Ipumeuanue
HENaTeHTOBAHHOE PUMEHEHUS
HauMEHOBaHHUE
JIEKapCTBEHHOI'O
npemnapara
Dctpaanon[128] | rens 1,0 mr/t Hanecenne  Ha
TpaHCAECPMAIIbHBIN KOXY
OcTtpaauoiia IpaxKe 2 mMr ITepopanbHO IIpoTBOTIOKA3aH
Basiepar[129] 1o 18 met

JleueHHe runoroHaau3Ma Y A€BOYEK - MOAPOCTKOB

e PexomeHyeTcs Ha3HaYCHHE MPENApaToOB 3CTPAINOIIA IS JI€UEHUS TUIIOTOHAIU3Ma Y
nesouck. YYPA (Y - 2).
Kommenmapuu:

Imununscmpaouoainepexomen0yemcaOIAUHOYKYUUnyoepmanmy0esouekceuno2oHaousmom  Jlns
uHuyuayuu nybepmama y 0eBo4eK ¢ 2UNO2OHAOUBMOM DEKOMEHOYemCs UCNOIb308aMb
npenapamvl 5cmMpaouoid, KOmopwlil A61emcs OUOUOSHMUYHBIM 20PMOHOM DMUHULIICMPAOUOT,
Oonee aKMueHbLl CUHMEMUYECKUll 3CMmpoceH, obaadaem 00jee BbIPANCEHHbIM GIUAHUEM HA
Memadonuzm OenKos neyeHu, ceepmvlearouyio CUCIeMy KPO8U, MeHbUle C8SA3bl8AeN(Csl C CeKC-
CMEpPoOUOCBA3bLLBAIOWUM 2T0OYIUHOM, OONIee AKMUBHO GIUAEH HA XPAWESYI0 MKAHb 30H POCMA

6ce0cmeue akmusayul Kaxk aibga, mak u bema scmpozenosvix peyenmopos.. [8, 44, 72, 78, 98]

L4 PeKOMeHI[yeTCHI/ICHOJIB30BaHI/ICBCTpaI[I/IOJ'IaBBI/I)IeTpaHC)IepMaJ'ILHLIXHpel'[apaTOB. YVYPA

(YA -2).
Kommenmapuu:
Hcnonv3zoeanue mpancoepmanbHulX Npenapamos 3cmpaouoia no3eonsem 6 6onvuieli cmeneHu
UMUMUPOBAMb  CYMOYHBIU PUMM CeKpeyuu ICMpaouond u sAe1aemcs npeonoumumenbHbiM
gcredcmeue Omcymcemeus 3¢ pekma «nepeo2o NPOXOAHCOEHUs» Yepe3 nedeHsb, 8 MeHbulell CmeneHu

6UAA HA qbyHKI/ﬂ/IOHCUZbHyIO AKmueHocCnib nedeHu, eKiruas eblpa6oml<y npoxKoazyjiAyuOHHbLX
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gaxkmopos. B ciyuae nHe8o3MONCHOCIU UCNONIL308AHUSL MPAHOEPMATLHBIX YOPM PEKOMEHO08ANHA

mepanust nepopaivhbimu npenapamamu scmpaouoiaa [106, 109].

e  CrapTOBBIEAO3BIICTPAINOIACOCTABISIOTIIPHUCIIONH30BAHUUTPAHCACPMALHBIXIIPEIapaT
oB 0.25-0.5 mr/cyt, nepopanbHbix npernaparos 0.5 mr/cyr. YYPB (Y - 4).

¢ 3aMeCTHTEIbHBIET03BIICTPAANO0IACOCTABISIOTIIPHUHACIIONH30BAHUN TPAHCACPMATIBHBIXITPE
naparoB 1-2 mr/cyr, nepopajibHbIx mpenaparoB 1-4 mr/cyr. YYPB (VI - 4).

e PekoMeHyeTCsl yBeIMUMBATh 103y ICTPAU0IIa B 2 pa3a Kax/aple 6-8 MecsIeB 10
JOCTH)KEHUS B3pOCIIOi 3aMmecTuTenbHo# 10361 YYP B (Y1 — 4).

e Tepanwuro nmpemaparaMu 3CTPaIHoia y AEBOYEK C YCTAHOBICHHBIM THArHO30M
THIIEPTOHAJOTPOITHOTO THIIOTOHAM3MAa HA3HAYAIOT Y MAIMEHTOK C TUTIOTOHA/IU3MOM C

11-12 ner. YYPB (Y1 - 4).
e Pexomenmyercs yepes 2 Toja Teparuy MpernapaTaMu 3CTPOTCHOB I

MO CJICTIOIBIICHUSITIEPBBIXMEHCTP yaJIOTI0,10 OHBIXBBIICTICHH T00aBIICHU T PETIAPATOBIIPOTE

crepona.YYP A (Y1 - 1).
Kommenmapuu:
B Hopme nonoeoe passumue y degouex npooondcaemcs 8 meuenue 2-3 nem. Huuyuayus mepanuu
€ HU3ZKUX 003 3CMPO2EHO8 NO360JISII0ON 00OUMbCSA XOPOUUX MEMNO8 ICMPOSEHUZAYUU He CHUNCAS
nokaszamesneli KOHEYHO20 pocma nayueHmok. bonee nos3oHsAs unuyuayus mepanuu Modcem

npueodumz; K CHUJMCEeHUIO MuHepaﬂbHOIZ NAOMHOCIU  KOCIMHOU MKAHU, NCUXOSI02UYECKOU

oezaoanmayuu. [56, 71, 76, 86, 87].

Ilocne Oocmudicenusi y0061emEOPUMENbHOl  ICMPOSEHU3AYUU C  Yelbl0 NpPeoOmEpauieHus
2unepniazuy SHOOMempusl, YCmaHo81eHUs pe2yiapHo20 MeHCMPYAIbHO20 YUKILA PEeKOMEHOYemcs
UCNONIb308AMb NPEnapamvl MUKPO2EHUIUPOBAHHO20 npozecmepona ¢ 10-14 Omsa yuxna 28

oHesHno2o yukia 6 meuenue 10 oueil. [38, 44, 95]
MOHHUTOPHMHI Tepanuu

e  OcMOTp SHAOKpPUHOJIOTa peOeHKa, OTYJarOIIero Tepanuio npenaparaMu 3CTpagroia
u\WJIM IPOTeCTEPOHa, TO0JDKEH IIPOBOIUTHCSA Kaxkaple 6 mecsies. YYP B (VI — 3).
Kommenmapuu:

Pexomenoyemcanabniodenuey0emcko203HOOKPUHON02AKAHMCObleb MecAyes ¢ OYEHKOU
nokazameinei pocma, cCKOpOCmu pocma, OYeHKU COOMHOUEHUs Ce2MeHmOo8 meid U Cmaouu

non06oeo pazeumus no Tannepy. Habnrooenue 0egouek ¢ 2uno20Haou3Mom OO0IHCHO
NPOBOOUMBCI COBMECHO € OeMCKUM SUHEKOTIO2OM.
e PexoMeHJyeTCs OLIEHKa YPOBHS 3CTPaJM0JIa KX Ible 6 MecsleB. YpOBeHb DcTpaIuoia Ha

(dhoHe 3aMecTUTETHLHON Tepanuy AODKEeH HaXOAUTHCS B Mpeenax pedepeHCHOro HHTepBalia
JUIsl TaHHOM Bo3pactHoU rpymmbl. YYP C (Y -5).
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e He pekomeHyeTcst HCCIeI0BAHUE YPOBHS TOHAIOTPOIIMHOB HA (POHE 3aMECTHTEIIHLHOM
TEpanuK 3CTPAJAUOJIOM U TpenapaTaMu nporectepona [56]

e Pexomennyercs nposenenue Y3 opranoB Manoro Taza Kaxjaple 6-12 MecsieB ¢ OLEeHKON
pa3mMepoB MaTku U o0bema simanukoB. YYPB (VI - 3).
Kommenmapuu:

Pecynapnoe nposedenue Y3U opeanoe manozo maza nozeonsiem oyeHums pocm pasmepos

MAmMKu, 4nmo moaicem 61UAiAnms Ha CKOpocCnib uHuyuayuu 3aMecmumenbHoll mepanuu[56]

e PexomeHyeTcs MpoBe/ieHNE pEHTIeHOTpadun KUCTEN PyK C OLIEHKOH KOCTHOTO
BO3pacTa KaxJaple 6 MeCSIIeB Il OIEHKH CTETICHH MPOTPECCHUU KOCTHOTO Bo3pacTta. YYP

B (Y - 4).

XUpypruueckoe JjeuyeHue

anyprnquKoe JICYCHUE MAJIBYMKOB C KPUIITOPXU3MOM IPOBOJUTCA COTIaCHO KIIMHUYCCKUM

PEKOMECHAAIWAM IJI JICUCHUA KPUIITOPXHU3Ma B JETCKOM BO3pacTe.

HuHoe Jeuyenue

HaHI/IeHTaM C TUITIOrOHAAU3MOM PEKOMEHIOBAHBI PETYIAPHBIC KOHCYJIbTAllUU IICUXO0JI0Ta C

IIENIBI0 ajanTaiuu pebeHKa B mepuo myoeprara [18, 44, 122]

PeaOunauranus
PeKOMeHIlyeTCﬂ IICUXOJIOTHYECCKOC KOHCYHBTHpOBaHI/Ie 1 IICUXOJIOTrnYCCKas pea6I/IJ'II/ITaI_[I/I5I
ACTAM U l'IOI[pOCTKaM C IICUXOJIOTHYCCKUMHU HpO6HeMaMI/I Ha (1)0He 3az[ep>1<1<1/1 IIOJIOBOT'O pa3BI/ITI/IH,

(bopMUpOBaHHS HEPABUIIBHBIX MIPOIOPIMIA TENIA, 3aMECTUTEIbHOM Tepanuu. [34, 35, 62].

Y 2. YVPA.
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IIpodunakTuka U TUCIIAHCEPHOE HAOII0ICHHE
Pexomenayercsi IPOBOIMTH OICHKY IOJIOBOTO PAa3BHTHUS Y BCEX MalbuMKOB crapiie 14
JIeT ¥ Y BCEX JICBOYEK cTapiie 13 JIeT ¢ 1ebi0 CBOCBPEMEHHOTO BBISIBIICHHS 33ICPIKKHU TI0JIOBOTO
pazeutus [61, 121]. Y 1. VYP A.
PexomeHyeTcst IPOBOMTH €KETOAHYIO OLICHKY TI0OJIOBOTO pa3BUTHs Ha OoHE mydepTaTa
C LIeJIbIO OIICHKH ero mporpeccupoBanus [63, 77]. Y 2. YYP A.
PexomeHayeTcsi IPOBOJUTh MOHUTOPUHT KIMHUYECKHMX W TOPMOHAIBHBIX MMOKa3aTeiei
MOJIOBOTO pa3BUTHs Ha (hoHe seueHus (cM. pazaen Jleuenue).
PexomeHayeTcsi MaIbYMKaM C JIBYCTOPOHHHM MAXOBBIM KPUIITOPXU3MOM B Bo3pacte 1 —
6 MecsIeB MPOBOIUTh KIMHUYECKUI OCMOTP M TOPMOHAIBHOE 00CIIeIOBaHUE C OMpEACICHUEM
YPOBHSI TOHAJIOTPOTIMHOB M TIOJIOBBIX TOPMOHOB C IIEJbI0 PAHHETO BBISBJICHUS TUIIOTOHAM3MA
(cm. pasgen Jlmarnoctuka). [1, 4, 6, 3]. VI 2. VYP A.
Pexomenayercsi mpu BbIOOpe croco0a JieYeHHsl THUIOTOHAJOTPOIHOTO THIIOTOHAJIN3MA,
YUYHUTBHIBATH BO3MOKHOCTh COXpaHeHHs noteHimana pepruabaoctu [49, 90]. Y 2. VYP B.
PexomeHayercsi TPOBEJCHUE JCHCHUTOMETPUH C IEIbI0 M3MEPEHHS IUIOTHOCTH KOCTHOM
TKaHW JI0 Hayaja 3aMeCTHTEJIbHOW Tepamuu, Yepe3 [Ba roja MOCie Hadaua JICYCHUS U TpU

JIOCTHKEHUH KoHeuHoro pocta [116]. Y/ 2. VYP b.
I[OHOJ'IHHTG.HI)Haﬂ I/IH(l)OpMaIII/IH, BJINAIOIIAA HA TCUCHHUEC U UCXO0T

3200J1eBaHUA

Kpurtepun onieHKH Ka4eCcTBa MeAUIIUHCKON MTOM O

Ne

Kpurepun kauecra Y1 YypP
1. [BeimmosHeHo uzMepeHue pocra u ouenka SDS pocta 2 B
2. [[IpoBeneHa olleHKa JUHAMHUKH pocTa / KPUBOM pocTa 2 B
3. [BoimosHeHa — KIMHUYECKas  OLEHKAa  IOJIOBOTO 1 A

[PA3BUTUA HAa OCHOBAHUWHW HIKAJIbL TaHHep

4. [BeinosHeHa OleHKa JOKaJIU3aluy 1 00beMa SM4eK y 1 A
MaJIbUYKOB

5. [[IpoBeneHa oOIEHKAa MEHCTPYalbHON GQYHKIUH Y 2 B
NIeBOYEK

6. [BbimosiHEeHa OlleHKa KOCTHOTO BO3pacTa IO aTiiacy GPP GPP

Greulich-Pale unu cucreme Tanner-Whitehouse
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Kpurepuu kayecrsa YA YYP

7. laboparopHoe oOciiejoBaHHE AJIs TOATBEPXKICHUS 2 B
TUTIOTOHAIM3Ma TPOBEICHO B Bo3pacte 1| — 6
MECSIIEB Y MaJTbYUKOB

8. laboparopHoe oOciiejoOBaHHE IJIs TIOATBEPXKICHUS 1 A
CUTIOTOHAM3Ma MPOBEJACHO B Bo3pacTe crapiie 14
IeT y MaJIbYMKOB U cTapiie 13 et y qeBouex

9. [BommosiHeHo ompenenenue yposHs JII' B chiBopoTKe 2 B
KpOBH

10. Beimonaeno onpenenenre ypous OCI™ B CHIBOPOTKE 2 B
KpOBH

11. BeimmonHeHO onpe/ieieHre YPOBHS TECTOCTEPOHA B 3 C
CBIBOPOTKE KPOBHU

12. |BbInonHEHO Onpee/ieHue YPOBHS 5CTpauosa B 3 C
CBIBOPOTKE KPOBHU

13. [Beinonueno onpenenenue ypoBHss AMI' B CBIBOpOTKE 3 C
KPOBU

14. |BemonHeHo onpeneneHne ypoBHs HHTHOMHA B B 3 C
CBIBOPOTKE KPOBHU

15. Bemmonxnena mnpobGa c¢ anaigoroMm ['H-PI' mpu 2 B
ITOCTHKEHUH KOCTHOTO Bo3pacTa 12 jet

16. [BeimosHEeHO HcCCIENOBaHUE B CHIBOPOTKE KPOBU 3 C
cBoOoiHOTO T4, KOpTH30Ja, MpotakTuHa, UDOP1

17. Beimmonneno Y3U suuek y MmanbuukoB crapiue 14 ner GPP GPP

18. BeimosnHeno Y3U opraHoB Majoro tasza y J€BOYEK GPP GPP
crapuie 13 ner

19. Beimomneno  MPT  rosoBHOro  Mosra  mpu 3 C
YCTaHOBJIEHHOM TUIIOTOHAJA0TPOITHOM
TUTIOTOHAM3MeE / TUTIOTTUTYUTapU3Me

20. [Haznauena 3aMecTUTENbHAS Tepanus MpenaparaMmu 4 A
PCTPOTr€HOB JEBOYKAM C THIOTOHAJAM3MOM TpHU
TOCTH>KEHUH KOCTHOTO Bo3pacrta 12 ner

21. |BpINOJIHEHO HCCIIEJOBAaHUE KOCTHOTO BO3pacTa IO

[peHTreHorpamme kucre, Y31 opraHos manoro tasa
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Kpurtepuu xkauecrBa

YA

YYP

y JEeBOYEK C TUIOTOHAAWU3MOM Ha  (oHe
3aMECTUTEIbHON TEpaIluu 3CTPOreHaMu

22.

HasnaueHa 3amMecTHTeNbHAS TEparus Mpenaparamu
TECTOCTCPOHA MAJIbYUMKaM C T'HIICProHag0oTpPOIIHBIM
THIIOTOHAINU3MOM npu JOCTUKCHUU KOCTHOT'O
Bo3pacta 12 ner

23.

HasnaueHa 3amMecTUTeIbHAS Tepamus Mpenaparamu
TECTOCTCPOHA MAJIBYMKaM C THIIOTOHAJOTPOIIHBIM
TMIIOTOHAINU3MOM npu JOCTNXXCHUU KOCTHOTI'O
Bo3pacTta 12 ner

24,

Haznauena 3amecturtenbHas Tepamnus npenaparamu
[PEKOMOMHAHTHBIX ~ TOHAJOTPONHBIX  TOPMOHOB
MajbuMKaM C YCTAaHOBJIEHHBIM THIIOTOHAIOTPOITHBIM
CUTIOTOHAIU3MOM

25.

BrImosHEHa OIEHKAa CKOpPOCTH pocta Ha (oHe
MPOBEACHUS 3aMECTUTEILHON TepaTiH

26.

BrinosHeHO HccienoBaHUE KOCTHOTO BO3pacTa y
MaJbuMKOB €  TUIOTOHAAM3MOM  Ha  (poHe
3aMECTUTEILHON TEpanuu

217.

BbinonHeHO uccneaoBaHme YPOBHA TECTOCTEPOHA Y
Ma/ZIb4NKOB C TMNOroHaAN3MOM Ha (I)OHe
3aMeCTUTEIbHOM TeEPanun

28.

BbinoNHEHO nccnepoBaHue O6LLI,€FO dHa/1M3a KPOBHU,
BMOXMMUYECKNX MOKa3aTe el KpOBU Yy Ma/ZIb4UNKOB C
rMnNoroHagn3mMmom Ha d)OHe nposeaeHuA
3amMecTUTeNbHOM Tepanuun

29.

30.

31.
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43




1. Oepnos WN. U., Cemuuesa T. B., Netepkrosa B. A. NMonosoe pa3suTue gereir: Hopma u natonorua / U. U.
HDepos, T. B. Cemunyuesa, B. A. lNMetepkosa, M: Konop Ut Ctyamno, 2002. 232 c.

2. Makpeugkas H. A. [ ap.]. KimHnyeckasa n moneKynsapHoO-reHeTu4eckasa XxapakTepucTmnka cayyaes
M30/IMPOBAHHOrO MMNOroHaZ0TPOMNHOIO FTMNOroHaaAn3mMa, obycnosneHHoro gedektamum peuentopa
rOHaZAo0TPOMUH-PUANSUHT-TOPMOHA // Mpobaembl IHAoKpUHOAOrMK. 2021. Ne 3 (67). C. 62-67.

3. YBaposa E. [u ap.]. Moka3aHMA N 0COBEHHOCTM UCMO/Ib30BaHUA recTareHa AMAporecTepoHa B
nybepratHom nepuoge // PenpoayKkTMeHoe 340poBbe aetei n nogpoctkos. 2014. Ne 2 (55). C. 48-58.

4. Abitbol L., Zborovski S., Palmert M. R. Evaluation of delayed puberty: what diagnostic tests should be
performed in the seemingly otherwise well adolescent? // Archives of Disease in Childhood. 2016. Ne 8
(101). C. 767-771.

5. Acerini C. L. [uap.]. The descriptive epidemiology of congenital and acquired cryptorchidism in a UK
infant cohort // Archives of Disease in Childhood. 2009. Ne 11 (94). C. 868—-872.

6. Adan L. [uap.]. Plasma inhibin B and antimillerian hormone concentrations in boys: discriminating
between congenital hypogonadotropic hypogonadism and constitutional pubertal delay // Medical
Science Monitor: International Medical Journal of Experimental and Clinical Research. 2010. Ne 11 (16).
C. CR511-517.

7. Aksglaede L. [ugp.]. Changes in anti-Miillerian hormone (AMH) throughout the life span: a population-
based study of 1027 healthy males from birth (cord blood) to the age of 69 years // The Journal of
Clinical Endocrinology and Metabolism. 2010. Ne 12 (95). C. 5357-5364.

8. Ankarberg-Lindgren C. [uap.]. Nocturnal application of transdermal estradiol patches produces levels
of estradiol that mimic those seen at the onset of spontaneous puberty in girls // The Journal of Clinical
Endocrinology and Metabolism. 2001. Ne 7 (86). C. 3039-3044.

9. Arisaka O. [nagp.]. Systemic effects of transdermal testosterone for the treatment of microphallus in
children // Pediatrics International: Official Journal of the Japan Pediatric Society. 2001. Ne 2 (43). C.
134-136.

10. Bang A. K. [ugp.]. Dynamic GnRH and hCG testing: establishment of new diagnostic reference levels
// European Journal of Endocrinology. 2017. Ne 4 (176). C. 379-391.

11. Barrio R. [uap.]. Induction of puberty with human chorionic gonadotropin and follicle-stimulating
hormone in adolescent males with hypogonadotropic hypogonadism // Fertility and Sterility. 1999. No 2
(71). C. 244-248.

12. Behre H. M. [ngp.]. Long-term effect of testosterone therapy on bone mineral density in
hypogonadal men // The Journal of Clinical Endocrinology and Metabolism. 1997. Ne 8 (82). C. 2386—
2390.

13. Ben-Galim E., Hillman R. E., Weldon V. V. Topically applied testosterone and phallic growth. Its
effects in male children with hypopituitarism and microphallus // American Journal of Diseases of
Children (1960). 1980. Ne 3 (134). C. 296-298.

14. Bertelloni S. [nap.]. Androgen therapy in hypogonadal adolescent males // Hormone Research in
Paediatrics. 2010. Ne 4 (74). C. 292-296.

44



15. Bhasin S. [nap.]. Testosterone Therapy in Men With Hypogonadism: An Endocrine Society* Clinical
Practice Guideline // The Journal of Clinical Endocrinology & Metabolism. 2018. Ne 5 (103). C. 1715—
1744.

16. Bin-Abbas B. [uap.]. Congenital hypogonadotropic hypogonadism and micropenis: effect of
testosterone treatment on adult penile size why sex reversal is not indicated // The Journal of Pediatrics.
1999. Ne 5 (134). C. 579-583.

17. Boehm U. [nap.]. Expert consensus document: European Consensus Statement on congenital
hypogonadotropic hypogonadism--pathogenesis, diagnosis and treatment // Nature Reviews.
Endocrinology. 2015. Ne 9 (11). C. 547-564.

18. Boehm U. [uap.]. Expert consensus document: European Consensus Statement on congenital
hypogonadotropic hypogonadism--pathogenesis, diagnosis and treatment // Nature Reviews.
Endocrinology. 2015. Ne 9 (11). C. 547-564.

19. Boisen K. A. [uap.]. Difference in prevalence of congenital cryptorchidism in infants between two
Nordic countries // Lancet (London, England). 2004. Ne 9417 (363). C. 1264—1269.

20. Bry-Gauillard H. [uap.]. Anti-Miillerian Hormone and Ovarian Morphology in Women With Isolated
Hypogonadotropic Hypogonadism/Kallmann Syndrome: Effects of Recombinant Human FSH // The
Journal of Clinical Endocrinology and Metabolism. 2017. Ne 4 (102). C. 1102-1111.

21. Burstein S., Grumbach M. M., Kaplan S. L. Early determination of androgen-responsiveness is
important in the management of microphallus // Lancet (London, England). 1979. Ne 8150 (2). C. 983—
986.

22. Canale D. [uap.]. Effects of hormonal replacement treatment on bone mineral density and
metabolism in hypogonadal patients // Molecular and Cellular Endocrinology. 2000. Ne 1-2 (161). C. 47—
51.

23. Celik O. [ngp.]. Ghrelin action on GnRH neurons and pituitary gonadotropes might be mediated by
GnlH-GPR147 system // Hormone Molecular Biology and Clinical Investigation. 2016. Ne 2 (25). C. 121—
128.

24. Chada M. [ngp.]. Inhibin B, Follicle Stimulating Hormone, Luteinizing Hormone, and Estradiol and
Their Relationship to the Regulation of Follicle Development in Girls during Childhood And Puberty 2003.
(52).C. 6.

25. Chellakooty M. [ngp.]. Inhibin A, inhibin B, follicle-stimulating hormone, luteinizing hormone,
estradiol, and sex hormone-binding globulin levels in 473 healthy infant girls // The Journal of Clinical
Endocrinology and Metabolism. 2003. Ne 8 (88). C. 3515—-3520.

26. Close S. [nap.]. Phenotype and Adverse Quality of Life in Boys with Klinefelter Syndrome // The
Journal of Pediatrics. 2015. Ne 3 (167). C. 650-657.

27. Costa-Barbosa F. A. [uap.]. Prioritizing genetic testing in patients with Kallmann syndrome using
clinical phenotypes // The Journal of Clinical Endocrinology and Metabolism. 2013. Ne 5 (98). C. E943-
953.

28. Coutant R. [uap.]. Baseline inhibin B and anti-Mullerian hormone measurements for diagnosis of

hypogonadotropic hypogonadism (HH) in boys with delayed puberty // The Journal of Clinical
Endocrinology and Metabolism. 2010. Ne 12 (95). C. 5225-5232.

45



29. Coviello A. D. [uap.]. Effects of graded doses of testosterone on erythropoiesis in healthy young and
older men // The Journal of Clinical Endocrinology and Metabolism. 2008. Ne 3 (93). C. 914-919.

30. Crabtree N. J. [nap.]. Dual-energy X-ray absorptiometry interpretation and reporting in children and
adolescents: the revised 2013 ISCD Pediatric Official Positions // Journal of Clinical Densitometry: The
Official Journal of the International Society for Clinical Densitometry. 2014. Ne 2 (17). C. 225-242.

31. Deebel N. A. [ngp.]. Age-related presence of spermatogonia in patients with Klinefelter syndrome: a
systematic review and meta-analysis // Human Reproduction Update. 2020. Ne 1 (26). C. 58-72.

32. Degros V. [uap.]. The human chorionic gonadotropin test is more powerful than the gonadotropin-
releasing hormone agonist test to discriminate male isolated hypogonadotropic hypogonadism from
constitutional delayed puberty // European Journal of Endocrinology. 2003. Ne 1 (149). C. 23-29.

33. Deligeoroglou E. [nap.]. Evaluation and management of adolescent amenorrhea // Annals of the
New York Academy of Sciences. 2010. (1205). C. 23-32.

34. Dwyer A. A. [uap.]. Psychosexual Development in Men with Congenital Hypogonadotropic
Hypogonadism on Long-Term Treatment: A Mixed Methods Study // Sexual Medicine. 2015. Ne 1 (3). C.
32-41.

35. Dwyer A. A., Smith N., Quinton R. Psychological Aspects of Congenital Hypogonadotropic
Hypogonadism // Frontiers in Endocrinology. 2019. (10). C. 353.

36. Dye A. M., Nelson G. B., Diaz-Thomas A. Delayed Puberty // Pediatric Annals. 2018. Ne 1 (47). C. el6—
e22.

37. Eldar-Geva T. [uap.]. Hypogonadism in females with Prader-Willi syndrome from infancy to
adulthood: variable combinations of a primary gonadal defect and hypothalamic dysfunction //
European Journal of Endocrinology. 2010. Ne 2 (162). C. 377-384.

38. Furness S. [uap.]. Hormone therapy in postmenopausal women and risk of endometrial hyperplasia
// The Cochrane Database of Systematic Reviews. 2012. Ne 8. C. CD000402.

39. Gao Y. [uap.]. Serum inhibin B for differentiating between congenital hypogonadotropic
hypogonadism and constitutional delay of growth and puberty: a systematic review and meta-analysis //
Endocrine. 2021. Ne 3 (72). C. 633—643.

40. Garevik N. [nap.]. Effects of different doses of testosterone on gonadotropins, 25-hydroxyvitamin
D3, and blood lipids in healthy men // Substance Abuse and Rehabilitation. 2014. (5). C. 121-127.

41. Ghirri P. [map.]. Incidence at birth and natural history of cryptorchidism: a study of 10,730
consecutive male infants // Journal of Endocrinological Investigation. 2002. Ne 8 (25). C. 709-715.

42. Gong C. [uap.]. Pulsatile GnRH Is Superior to hCG in Therapeutic Efficacy in Adolescent Boys With
Hypogonadotropic Hypogonadodism // The Journal of Clinical Endocrinology and Metabolism. 2015. Ne
7 (100). C. 2793-2799.

43. Goyal A. [ngp.]. Dynamic Testing for Evaluation of Adrenal and Gonadal Function in Pediatric and

Adult Endocrinology: An Overview // Indian Journal of Endocrinology and Metabolism. 2019. Ne 6 (23).
C. 593-601.

46



44, Gravholt C. H. [nap.]. Clinical practice guidelines for the care of girls and women with Turner
syndrome: proceedings from the 2016 Cincinnati International Turner Syndrome Meeting // European
Journal of Endocrinology. 2017. Ne 3 (177). C. G1-G70.

45. Gravholt C. H. [nap.]. Clinical practice guidelines for the care of girls and women with Turner
syndrome: proceedings from the 2016 Cincinnati International Turner Syndrome Meeting // European
Journal of Endocrinology. 2017. Ne 3 (177). C. G1-G70.

46. Grinspon R. P. [ugp.]. Basal follicle-stimulating hormone and peak gonadotropin levels after
gonadotropin-releasing hormone infusion show high diagnostic accuracy in boys with suspicion of
hypogonadotropic hypogonadism // The Journal of Clinical Endocrinology and Metabolism. 2010. N2 6
(95). C. 2811-2818.

47. Groth K. A. [map.]. Clinical review: Klinefelter syndrome--a clinical update // The Journal of Clinical
Endocrinology and Metabolism. 2013. Ne 1 (98). C. 20-30.

48. Grumbach M. M. A window of opportunity: the diagnosis of gonadotropin deficiency in the male
infant // The Journal of Clinical Endocrinology and Metabolism. 2005. Ne 5 (90). C. 3122-3127.

49. Guo F. [ngp.]. Role of treatment with human chorionic gonadotropin and clinical parameters on
testicular sperm recovery with microdissection testicular sperm extraction and intracytoplasmic sperm
injection outcomes in 184 Klinefelter syndrome patients // Fertility and Sterility. 2020. Ne 5 (114). C.
997-1005.

50. Gupta S. [uap.]. Prostate Cancer: How Young is too Young? // Current Urology. 2017. Ne 4 (9). C.
212-215.

51. Guthrie R. D., Smith D. W., Graham C. B. Testosterone treatment for micropenis during early
childhood // The Journal of Pediatrics. 1973. Ne 2 (83). C. 247-252.

52. Harrington J., Palmert M. R. Clinical review: Distinguishing constitutional delay of growth and
puberty from isolated hypogonadotropic hypogonadism: critical appraisal of available diagnostic tests //
The Journal of Clinical Endocrinology and Metabolism. 2012. Ne 9 (97). C. 3056—3067.

53. Hatipoglu N., Kurtoglu S. Micropenis: Etiology, Diagnosis and Treatment Approaches // Journal of
Clinical Research in Pediatric Endocrinology. 2013. Ne 4 (5). C. 217-223.

54. Heksch R. [uap.]. Review of Prader-Willi syndrome: the endocrine approach // Translational
Pediatrics. 2017. Ne 4 (6). C. 274-285.

55. Ishii T. [uap.]. TESTOSTERONE ENANTHATE THERAPY IS EFFECTIVE AND INDEPENDENT OF SRD5A2
AND AR GENE POLYMORPHISMS IN BOYS WITH MICROPENIS // The Journal of Urology. 2004. Ne 1 (172).
C. 319-324.

56. Klein K. O., Phillips S. A. Review of Hormone Replacement Therapy in Girls and Adolescents with
Hypogonadism // Journal of Pediatric and Adolescent Gynecology. 2019. Ne 5 (32). C. 460-468.

57. Kornmann B. [uap.]. Body Fat Content and Testosterone Pharmacokinetics Determine Gonadotropin
Suppression After Intramuscular Injections of Testosterone Preparations in Normal Men // Journal of
Andrology. 2009. Ne 5 (30). C. 602—613.

58. Kuiri-Hanninen T., Sankilampi U., Dunkel L. Activation of the hypothalamic-pituitary-gonadal axis in
infancy: minipuberty // Hormone Research in Paediatrics. 2014. Ne 2 (82). C. 73-80.

47



59. Laitinen E.-M. [ugp.]. Reversible congenital hypogonadotropic hypogonadism in patients with CHD7,
FGFR1 or GNRHR mutations // PloS One. 2012. N2 6 (7). C. e39450.

60. Laitinen E.-M. [uap.]. Bone mineral density, body composition and bone turnover in patients with
congenital hypogonadotropic hypogonadism // International Journal of Andrology. 2012. Ne 4 (35). C.
534-540.

61. Lawaetz J. G. [uap.]. Evaluation of 451 Danish boys with delayed puberty: diagnostic use of a new
puberty nomogram and effects of oral testosterone therapy // The Journal of Clinical Endocrinology and
Metabolism. 2015. Ne 4 (100). C. 1376-1385.

62. Lee Y., Styne D. Influences on the onset and tempo of puberty in human beings and implications for
adolescent psychological development // Hormones and Behavior. 2013. Ne 2 (64). C. 250-261.

63. Lindhardt Johansen M. [ugp.]. Pubertal Progression and Reproductive Hormones in Healthy Girls
With Transient Thelarche // The Journal of Clinical Endocrinology and Metabolism. 2017. Ne 3 (102). C.
1001-1008.

64. Maione L. [ap.]. Reversal of congenital hypogonadotropic hypogonadism in a man with Kallmann
syndrome due to SOX10 mutation // Clinical Endocrinology. 2016. Ne 6 (85). C. 988—989.

65. Maione L. [map.]. GENETICS IN ENDOCRINOLOGY: Genetic counseling for congenital
hypogonadotropic hypogonadism and Kallmann syndrome: new challenges in the era of oligogenism and
next-generation sequencing // European Journal of Endocrinology. 2018. Ne 3 (178). C. R55—R80.

66. Mao J.-F. [ngp.]. Reversal of idiopathic hypogonadotropic hypogonadism: a cohort study in Chinese
patients // Asian Journal of Andrology. 2015. Ne 3 (17). C. 497-502.

67. Marcos S. [ngp.]. The prevalence of CHD7 missense versus truncating mutations is higher in patients
with Kallmann syndrome than in typical CHARGE patients // The Journal of Clinical Endocrinology and
Metabolism. 2014. Ne 10 (99). C. E2138-2143.

68. Mason K. A., Schoelwer M. J., Rogol A. D. Androgens During Infancy, Childhood, and Adolescence:
Physiology and Use in Clinical Practice // Endocrine Reviews. 2020. Ne 3 (41). C. 421-456.

69. Mason K. A., Schoelwer M. J., Rogol A. D. Androgens During Infancy, Childhood, and Adolescence:
Physiology and Use in Clinical Practice // Endocrine Reviews. 2020. Ne 3 (41). C. 421-456.

70. Nerli R. B. [uap.]. Penile growth in response to hormone treatment in children with micropenis //
Indian journal of urology: 1JU: journal of the Urological Society of India. 2013. Ne 4 (29). C. 288-291.

71. Nguyen H. H. [ngp.]. Delay in estrogen commencement is associated with lower bone mineral
density in Turner syndrome // Climacteric: The Journal of the International Menopause Society. 2017. Ne
5(20). C. 436-441.

72. Norjavaara E., Ankarberg-Lindgren C., Kristrdm B. Sex Steroid Replacement Therapy in Female
Hypogonadism from Childhood to Young Adulthood // Endocrine Development. 2016. (29). C. 198-213.

73. Odink R. J. [nap.]. Predictive value of serum follicle-stimulating hormone levels in the differentiation
between hypogonadotropic hypogonadism and constitutional delay of puberty // Hormone Research.
1998. Ne 6 (49). C. 279-287.

74. Palmert M. R., Dunkel L. Delayed Puberty // New England Journal of Medicine. 2012. Ne 5 (366). C.
443-453.

48



75. Palmert M. R., Dunkel L. Clinical practice. Delayed puberty // The New England Journal of Medicine.
2012. No 5 (366). C. 443-453.

76. Pareren Y. K. van [uap.]. Final height in girls with turner syndrome after long-term growth hormone
treatment in three dosages and low dose estrogens // The Journal of Clinical Endocrinology and
Metabolism. 2003. Ne 3 (88). C. 1119-1125.

77. Persani L. [nap.]. ENDO-ERN expert opinion on the differential diagnosis of pubertal delay //
Endocrine. 2021. Ne 3 (71). C. 681-688.

78. Quigley C. A. [ngp.]. Effects of low-dose estrogen replacement during childhood on pubertal
development and gonadotropin concentrations in patients with Turner syndrome: results of a
randomized, double-blind, placebo-controlled clinical trial // The Journal of Clinical Endocrinology and
Metabolism. 2014. Ne 9 (99). C. E1754-1764.

79. Raivio T. [map.]. Reversal of idiopathic hypogonadotropic hypogonadism // The New England Journal
of Medicine. 2007. Ne 9 (357). C. 863—873.

80. Raivio T., Wikstrém A. M., Dunkel L. Treatment of gonadotropin-deficient boys with recombinant
human FSH: long-term observation and outcome // European Journal of Endocrinology. 2007. Ne 1
(156). C. 105—-111.

81. Rastrelli G. [uap.]. Factors affecting spermatogenesis upon gonadotropin-replacement therapy: a
meta-analytic study // Andrology. 2014. Ne 6 (2). C. 794-808.

82. Reindollar R. H., Byrd J. R., McDonough P. G. Delayed sexual development: a study of 252 patients //
American Journal of Obstetrics and Gynecology. 1981. Ne 4 (140). C. 371-380.

83. Rohayem J. [ngp.]. Causes of hypogonadotropic hypogonadism predict response to gonadotropin
substitution in adults // Andrology. 2016. Ne 1 (4). C. 87-94.

84. Rohayem J. [ngp.]. Testicular function during puberty and young adulthood in patients with
Klinefelter’s syndrome with and without spermatozoa in seminal fluid // Andrology. 2016. Ne 6 (4). C.
1178-1186.

85. Rohayem J. [ngp.]. Testicular growth and spermatogenesis: new goals for pubertal hormone
replacement in boys with hypogonadotropic hypogonadism? -a multicentre prospective study of
hCG/rFSH treatment outcomes during adolescence // Clinical Endocrinology. 2017. Ne 1 (86). C. 75-87.

86. Rosenfield R. L. [nap.]. Optimizing estrogen replacement treatment in Turner syndrome //
Pediatrics. 1998. Ne 2 Pt 3 (102). C. 486-488.

87. Ross J. L. [mgp.]. Growth hormone plus childhood low-dose estrogen in Turner’s syndrome // The
New England Journal of Medicine. 2011. Ne 13 (364). C. 1230-1242.

88. Samango-Sprouse C. A. [uap.]. A review of the intriguing interaction between testosterone and
neurocognitive development in males with 47,XXY // Current Opinion in Obstetrics & Gynecology. 2020.
Ne 2 (32). C. 140-146.

89. Schmidt H., Schwarz H. P. Serum concentrations of LH and FSH in the healthy newborn // European
Journal of Endocrinology. 2000. Ne 2 (143). C. 213-215.

49



90. Schopohl J. [uap.]. Comparison of gonadotropin-releasing hormone and gonadotropin therapy in
male patients with idiopathic hypothalamic hypogonadism // Fertility and Sterility. 1991. Ne 6 (56). C.
1143-1150.

91. Schousboe J. T. [nap.]. Executive summary of the 2013 International Society for Clinical
Densitometry Position Development Conference on bone densitometry // Journal of Clinical
Densitometry: The Official Journal of the International Society for Clinical Densitometry. 2013. N2 4 (16).
C. 455-466.

92.Segal T. Y. [nap.]. Role of gonadotropin-releasing hormone and human chorionic gonadotropin
stimulation tests in differentiating patients with hypogonadotropic hypogonadism from those with
constitutional delay of growth and puberty // The Journal of Clinical Endocrinology and Metabolism.
2009. Ne 3 (94). C. 780-785.

93. Sequera A. M. [uap.]. Basal ultrasensitive LH assay: a useful tool in the early diagnosis of male
pubertal delay? // Journal of pediatric endocrinology & metabolism: JPEM. 2002. Ne 5 (15). C. 589-596.

94. Shaw N. D. [ugp.]. Expanding the phenotype and genotype of female GnRH deficiency // The Journal
of Clinical Endocrinology and Metabolism. 2011. Ne 3 (96). C. E566-576.

95. Shifren J. L., Gass M. L. S., NAMS Recommendations for Clinical Care of Midlife Women Working
Group The North American Menopause Society recommendations for clinical care of midlife women //
Menopause (New York, N.Y.). 2014. Ne 10 (21). C. 1038-1062.

96. Sidhoum V. F. [uap.]. Reversal and relapse of hypogonadotropic hypogonadism: resilience and
fragility of the reproductive neuroendocrine system // The Journal of Clinical Endocrinology and
Metabolism. 2014. Ne 3 (99). C. 861-870.

97. Sinisi A. A. [ngp.]. Homozygous mutation in the prokineticin-receptor2 gene (Val274Asp) presenting
as reversible Kallmann syndrome and persistent oligozoospermia: case report // Human Reproduction
(Oxford, England). 2008. Ne 10 (23). C. 2380-2384.

98. Sitruk-Ware R., Nath A. Metabolic effects of contraceptive steroids // Reviews in Endocrine &
Metabolic Disorders. 2011. Ne 2 (12). C. 63-75.

99. Smals A. G. [nap.]. Predictive value of luteinizing hormone releasing hormone (LHRH) bolus testing
before and after 36-hour pulsatile LHRH administration in the differential diagnosis of constitutional
delay of puberty and male hypogonadotropic hypogonadism // The Journal of Clinical Endocrinology and
Metabolism. 1994. Ne 3 (78). C. 602—608.

100. Sonmez A. [ngp.]. Metabolic syndrome and the effect of testosterone treatment in young men with
congenital hypogonadotropic hypogonadism // European Journal of Endocrinology. 2011. Ne 5 (164). C.
759-764.

101. Stamou M. 1., Cox K. H., Crowley W. F. Discovering Genes Essential to the Hypothalamic Regulation
of Human Reproduction Using a Human Disease Model: Adjusting to Life in the «-Omics» Era //
Endocrine Reviews. 2015. N2 6 (36). C. 603-621.

102. Stancampiano M. R. [uap.]. Testosterone Therapy in Adolescent Boys: The Need for a Structured
Approach // Hormone Research in Paediatrics. 2019. Ne 4 (92). C. 215-228.

103. Stancampiano M. R. [uap.]. Testosterone Therapy in Adolescent Boys: The Need for a Structured
Approach // Hormone Research in Paediatrics. 2019. Ne 4 (92). C. 215-228.

50



104. SukumarS. P. [uap.]. Diagnostic utility of testosterone priming prior to dynamic tests to
differentiate constitutional delay in puberty from isolated hypogonadotropic hypogonadism // Clinical
Endocrinology. 2017. Ne 5 (86). C. 717-724.

105. Sun Q.-H. [nap.]. Role of Gonadotropin-releasing Hormone Stimulation Test in Diagnosing
Gonadotropin Deficiency in Both Males and Females with Delayed Puberty // Chinese Medical Journal.
2015. No 18 (128). C. 2439-2443.

106. Swee D. S., Javaid U., Quinton R. Estrogen Replacement in Young Hypogonadal Women—
Transferrable Lessons From the Literature Related to the Care of Young Women With Premature
Ovarian Failure and Transgender Women // Frontiers in Endocrinology. 2019. (10). C. 685.

107. Swee D. S., Quinton R. Congenital Hypogonadotrophic Hypogonadism: Minipuberty and the Case
for Neonatal Diagnosis // Frontiers in Endocrinology. 2019. (10). C. 97.

108. Tanner J. M., Whitehouse R. H. Clinical longitudinal standards for height, weight, height velocity,
weight velocity, and stages of puberty. // Archives of Disease in Childhood. 1976. Ne 3 (51). C. 170-179.

109. Torres-Santiago L. [uap.]. Metabolic effects of oral versus transdermal 17B-estradiol (E>): a
randomized clinical trial in girls with Turner syndrome // The Journal of Clinical Endocrinology and
Metabolism. 2013. Ne 7 (98). C. 2716-2724.

110. Varimo T. [ngp.]. Congenital hypogonadotropic hypogonadism, functional hypogonadotropism or
constitutional delay of growth and puberty? An analysis of a large patient series from a single tertiary
center // Human Reproduction (Oxford, England). 2017. Ne 1 (32). C. 147-153.

111. Varimo T. [ngp.]. Congenital hypogonadotropic hypogonadism, functional hypogonadotropism or
constitutional delay of growth and puberty? An analysis of a large patient series from a single tertiary
center // Human Reproduction (Oxford, England). 2017. Ne 1 (32). C. 147-153.

112. Vogiatzi M. [uap.]. Testosterone Use in Adolescent Males: Current Practice and Unmet Needs //
Journal of the Endocrine Society. 2020. Ne 1 (5).

113. Wang W.-B. [uap.]. Evaluation of Basal Serum Adrenocorticotropic Hormone and Cortisol Levels
and Their Relationship with Nonalcoholic Fatty Liver Disease in Male Patients with Idiopathic
Hypogonadotropic Hypogonadism // Chinese Medical Journal. 2016. Ne 10 (129). C. 1147-1153.

114. Wilson D. A. [ngp.]. Evaluation of the buserelin stimulation test in diagnosing gonadotropin
deficiency in males with delayed puberty // The Journal of Pediatrics. 2006. Ne 1 (148). C. 89-94.

115. Wu F. C. [uap.]. Patterns of pulsatile luteinizing hormone and follicle-stimulating hormone
secretion in prepubertal (midchildhood) boys and girls and patients with idiopathic hypogonadotropic
hypogonadism (Kallmann’s syndrome): a study using an ultrasensitive time-resolved
immunofluorometric assay // The Journal of Clinical Endocrinology and Metabolism. 1991. Ne 6 (72). C.
1229-1237.

116. Yang L. [map.]. Application of hormonal treatment in hypogonadotropic hypogonadism: more than
ten years experience // International Urology and Nephrology. 2012. Ne 2 (44). C. 393-399.

117. Young J. [nap.]. Clinical Management of Congenital Hypogonadotropic Hypogonadism // Endocrine
Reviews. 2019. Ne 2 (40). C. 669-710.

118. Young J. [uap.]. Clinical Management of Congenital Hypogonadotropic Hypogonadism // Endocrine
Reviews. 2019. Ne 2 (40). C. 669-710.

o1



119. Zemel B. S. [nap.]. Height adjustment in assessing dual energy x-ray absorptiometry measurements
of bone mass and density in children // The Journal of Clinical Endocrinology and Metabolism. 2010. N
3(95). C. 1265-1273.

120. Zenaty D. [nap.]. Bilateral anorchia in infancy: occurence of micropenis and the effect of
testosterone treatment // The Journal of Pediatrics. 2006. Ne 5 (149). C. 687—-691.

121. Zhu J. [nap.]. Practice Variation in the Management of Girls and Boys with Delayed Puberty //
Endocrine practice : official journal of the American College of Endocrinology and the American

Association of Clinical Endocrinologists. 2020. Ne 3 (26). C. 267—-284.

122. Zitzmann M. [nap.]. European academy of andrology guidelines on Klinefelter Syndrome Endorsing
Organization: European Society of Endocrinology // Andrology. 2021. Ne 1 (9). C. 145-167.

123. M_N014397_01[2019]_0.pdf.
124._N013419_01[2020]_0.pdf.
125. /IN-001702[2020]_0.pdf.
126. /1C-001028[2012]_0.pdf.
127. N1C-000869[2020]_0.pdf.
128. M_N015526_01[2003]_0.pdf.

129. N_N013529_01[2021]_0.pdf.

52



Ipunoxkenue Al. CocraB padoueii rpynnsl 1o pa3padorke u

nepecMOTPy KIMHUYECKUX PEeKOMeHIaIuii

PYKOBOJIMUTEJIM:

IlereprkoBa Banentmna AJjekcanapoBHa — akagemuk PAH, mpodeccop, mokrop
MEIMLMHCKUX HayK, HAay4yHbI pykoBoaurtenb MHcruryra nerckoi sHpokpuHonorun OI'BY
«HMUL] »apoxpuHOonoruu» Mun3npaBa Poccum, 3aBenmyromas kadenpoid  aeTckoi
SHJIOKPUHOJIOTUH-THabeTonorn MHCTUTYTA BBICIIETO W JOMOIHUTEIBHOTO MPO(eCCHOHAIBHOTO
ob6pazoBanusi ®I'BY «HMMUIL] suaoxpuHosornn»y MuHn3zapaBa Poccuu, TiIaBHBIM BHEIITATHBIN
JIETCKUH CIEeIUAIUCT SHIOKpUHOJIOT MuH3apasa Poccun.

Bbesnenkuna Oubra bopucoBHa — TOKTOp MEAMIIMHCKUX HAYK, 3aMECTUTENb JUPEKTOpa
Hentpa - nupekrop MuHcTUTyTa nerckor supokpuHonorun OI'bY «HMMUL sHnokpuHOIOr MM
Munszapasa Poccun, npodeccop kadeapsl AeTCKON 3HI0KpUHONIOrMH-auaderonorun MHctutyra
BBICIIETO W  JIOMOJIHUTENBHOTO  TpodeccruoHanbHoro obpaszoBanus @OI'bY «HMUL]
SHIOKpUHOJIOTUM» MuHn3apasa Poccun.

ABTOPBI TEKCTA:

Kaaunuenko Haranbs FOpbeBHA — KaHIUIAT MEAMIMHCKUAX HAYK, BEIYIINI HAY4YHbBIN
COTPYIHUK OTHCJICHUS THUPEOUIOJIOTUH, PENPOIAYKTUBHOIO M COMATHYECKOTO Pa3BUTHUS
HNuctutyra aerckoit snapokpuHoioruu ®I'bY «HMUL supokpunonoruny Munsnpasa Poccun

YyrynoB Uropr CepreeBuuY — KaHIWJIAT MEAUIIMHCKUX HAYK, BEAYIIMA HAy4YHbBIN
coTpynHuk HMucturyra pgerckoil sHaokpuHosoruu DPI'BY  «HMUL[ »sHIOKpHUHOJIOTHN»
MunznpaBa Poccun, 3aBeayroniui JI€TCKUM KOHCYJIbTaTUBHO-IUATHOCTUYECKUM OTIEICHUEM
OI'bY «HMMUL] sunokpuHosiorun» Munszapasa Poccuun

Paiiropoackas Hagexxna HOpbeBHa — JOKTOp MEOMIIMHCKHX HAayK, IOIEHT Kademps
MPOTIEACBTUKU JETCKUX OOJIE3HEH, NETCKOW 3HAOKpHuHOJorun u amaderonorun ®I'bBOY BO
Caparosckuii ['ocynapctBennbiii MenuuuHckuii YauBepceuteT Munszapasa Poccun

JlarbimeB OJier FOpbeBHY - KaHIUIAT MEAMIIMHCKUAX HAYK, JOUEHT Kadeaphl TeTCKOM
3HAOKPUHOJIOTUU dI'BOY Poccuiickas MEIMIIMHCKAas aKageMus HEMPEPHIBHOTO
npodecCHoHAIBHOTO 00pa30BaHNs MUHHUCTEPCTBA 3/IpaBooXpaHeHuss PD

IKCIIEPTDI:

IMankuna JI060Bb AJleKCaHAPOBHA -  JIOKTOp MEAMLUHCKUX HayK, Hpodeccop
WNHctuTyra Tepanuum M MHCTpyMeHTanbHOM auarHoctukn @OI'bOY BO "TuxookeaHckuit
rOoCylapCTBEHHbI MEIUIMHCKUN yHHBepcuTeT" MuHn3znpaBa Poccum, rmaBHBIM BHEIITATHBIN
CHELMAIIUCT AETCKUN dHA0KpuHOJIOT J[ansHeBocTouHoro ®O.

Tapanymenko Tarbsana EBreHbeBHa -  JOKTOpP MEIUMLUMHCKMX HayK, 3aBeayrollas
Kaeapoil menuaTpuu MHCTUTYTa nocieaurioMHoro obpasosanus I'bOY BO "KpacHosipckuii
rOCyJapCTBEHHbIN MEIUIIMHCKUN yHUBEpcuTeT uMeHHu npodeccopa B.D. Boiino-SceneBckoro”
Munzapasa Poccun, TiiaBHBIM BHEIITATHBIN CHIEUATUCT IETCKUI 3HI0OKpHUHOJIOT KpacHospcKoro
Kpasi, [JIaBHBIA BHEIITATHBIM CHIEIMaIUCT AeTCKUM sHA0KpHHOJIOr Cubupckoro @O.
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Herpsiiiknna Enena EpumoBHa - 1okTOp MequuMHCKUX Hayk, qupekrop OCII PHUMY
nmenn H.W.IIuporoBa MunsgpaBa Poccun, IIaBHBIM BHEIUTATHBIM CIELUATUCT JETCKHM
SHIOKPHUHOJIOT T.MOCKBBI, TJIABHbIA BHEIUTATHBIM CHEUUAIACT JETCKUWA SHIOKPHHOJIOT

HentpansHoro ®O.

MasmmeBckuii Osier ApTypoBHMY - JOKTOp MEAMIMHCKHX Hayk, mpodeccop kadeapsl
rociutanbHoi neguarpun ®I'bOY BO «bamkupckuil rocynapCTBEHHBIH MEIULIUHCKUN
yHuBepcuTeT» Mun3apasa Poccnu, Ti1aBHBINA BHEINTATHBIN CHENUAIACT JETCKANA SHAOKPUHOJIOT
[Tpusomxckoro ®O.

Kusies Auexceit BacuiabeBHY - JOKTOp MEIUIMHCKUX HayK, mIpodeccop Kadeapsl
rocnutanbHol  nenuatpun  ®I'BOY BO "Vpanbckuif rocyqapCTBEHHBIH MEIUIMHCKUN
yHuBepcuteT" Munsapasa Poccun, pykoBoaurens Llentpa nerckoit sunokpunosoruu 'AY3 CO
«O0nactHasg neTckas KIMHWYEcKas OOJIbHUIIA», TJIaBHBIM BHEINTATHBIM CHEIHMAINCT JCTCKUM
SHAOKpUHOJOT CBEpAJIOBCKOM 00NacTH, TJHABHBIM BHEIMITATHBIA  CIECIUATUCT  JETCKHUM
SHAOKpHUHOJIOT Ypanbckoro PO.

Kocrposa Upuna bopucoBHa - 3aBenyromias OTAEICHHEM JETCKON SHIAOKPHUHOJIOTHH
I'bBY "Jlerckas pecmyOnmkaHckas kiauHu4yeckas OompHuIa uM. H. M. Kypaesa", rmaBHBIN
BHEILITATHBIN CIIEHUATNCT AETCKUN SHIOKPUHOJIOT pecityonnku JlarectaH, riiaBHbIN BHEIITATHBIN
cnienuanucT aetckuit saaokpuHosor GpCeBepo- KaBkasckoro ®O.

Bbamnuna Enena BopucoBHa - TOKTOp MEIMIIMHCKUX HayK, mpodeccop Kadeapbl
SHIOKpUHOJIOTMM uMeHH akaaemuka B.I'.  bapanoa ®I'OYBO «Ceepo-3anagHsiit
rOCyJIapCTBEHHBIM MEIUIIMHCKUI YyHUBEpcUTET MeHH .. MeuHukoBay, riiaBHbIA BHEIITATHBIN
CIIELMAUCT AETCKUI s3HA0KpUHOIO0T CeBepo-3anagnoro ®O.

I'aaxkuna I'aqnHa AJIeKCAHAPOBHA - IOKTOP MEIULIMHCKUX HAYK, 3aBEAYIOIIAsl JE€TCKUM
SHIOKpUHHBIM otaeneHuemM HUUM akymepctBa u neauatpuun DPI'BOY BO "PocroBckwmit
rOCyJIapCTBEHHBI MEIUUMHCKUN yHUBepcuTeT' MuHn3zapaBa Poccuu, TIaBHBIA BHELITATHBINA
CHEIHATUCT JETCKUI 3HIOKpUHOJIOr POCTOBCKOI 007acTH, TIaBHBIA BHEUITATHBIN CHEIMATUCT
nerckuit sHao0kpuHoJor FOxunoro ®O.

KOH@JII/IKT HHTEPECOB: aBTOPhI KIIMHUYCCKUX peKOMCHI[aI_II/Iﬁ ACKIApUPYIOT OTCYTCTBUC

KOH(IUKTa UHTEPECOB.
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Ipunoxenue /1. Popma peueHsuu Ajast 0GpopMIICHUA NPEAT0KECHUN H

3aMe4YaHUuil K NPOECKTY KIMHHYECKHX PEKOMeHIal il
Penien3ust Ha MpOEKT KIMHUYECKUX peKoMeHJanui "' ['unoronaausm y aereit U NoJpocTkoB
®ammug 1.0.:
KonTakTHbIE TaHHBIE:
MecTto paboThI:
JlOKHOCTB:
Jara 3anmonHeHus:
1. Ilpencrasnennsiii mpoekT KP «'unoronaausm y nereit u moapoctkoB» Bam monsiten? JA/HET

2. Bame otHomenue k 3Haunmoctu KP «I'unoronaausm y gereit 1 oJIpoCTKOBY JIJIsl CHCTEMBbI

3apaBooxpanenust Poccuiickoit denepanuu:

3. IlpeacraBnennsiii mpoekt KP " I'mmoronamusM y AeTel W mMOApPOCTKOB " OyAET IMOJe3eH
(6ecrioneseH) ISl MPAKTHYECKOTO 37PaBOOXPAHECHUSI, U B YEM €T0 TO0JIb3a (OTCYTCTBHE IOJIb3HI,

Bpen)?

n

4. TlpencraBnenubii npoekt KP " ['mmoronamusm y nerel U moapoCTKOB COOTBETCTBYET
(mpoTtuBOpeunT) 3akoHOAaTeNbCTBY Poccuiickoit denepauuu wunu (M) 3aKOHOJATEIHCTBY
cyobekTa Poccuiickoit ®@enepanun) (eciau NpOTUBOPEUUT, TO KAaKUM UMEHHO JOKYMEHTaM U B

gém).

5. IlpeacraBnennslii mpoekt KP " I'mnmoronaausm y netei u MOJPOCTKOB " COOTBETCTBYET (HE
COOTBETCTBYET) CJIOKHUBIICHCS TUHITMYHOM MMPAKTUKE B 3/IpaBooxpaHeHnn Poccuiickoit deaepanuu

(ecau HE COOTBETCTBYET, TO B UEM).

55



6. Vkaxure Apyrue cooOpakeHwus, IIPEI0OKEHUS:

7. B cnydae Hecornacus ¢ OTANIbHBIMU MoJI0keHUAMHU npoekta KP " I'mnoronanusm y nereit u
MIOJAPOCTKOB " MPENIOKUTE CBOM BApUAHThl C YKA3aHHWEM CTpPAHUIbl U IYHKTa, OTHOCUTEIHHO

KOTOPOTO MPEAIOKEHBI H3MEHEHUS (0POPMIISIETCS B COOTBETCTBUH C TaOIULIEH ).

Ne /it Howmep [Tpunoxenne O6ocHoBaHue Hctoununkn
CTPaHUIIBI, WJIM 3aMEUaHue | TPEI0KEHUS JTUTEPaTypHI,
Ha3BaHUE WJIM 3aMEUaHUs | MMOJTBEPXKIAI0IINE
MyHKTa MIPEITOKEHUS W
3aMEYaHUs

[Tpocum BeiciaTh Bamy penensuto Ha aapec kalinnat@rambler.ru B cpoxk 10 «09» oktsiops 2021

T. BKJIIOUUTENBHO.
B cootBeTcTBMUM CO CIIOXKUBIIEHCS MEXKIyHAPOJAHOW MPAKTHUKOW B ciydae OTCYTCTBHs Bareit

PEUOCH3MN TPUHUMACTCA PEIICHHUE O TOM, UYTO Ber cormacHel cO BceMH IMYHKTaMHu

MPEJCTaBICHHOTO TPOCKTA.
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