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Cnucok cokpalieHumn

KT — xomneroTepHast Tomorpadus

MKB 10 — mexxnynapoanas kinaccuduxaius 6onesneit 10-ro mepecmotpa
MPT — MarHUTHO-pE30HaHCHAsE TOMOTrpaus

[TITP — npexieBpeMEHHOE TTOJIOBOE pa3BUTHE

Cungpom MOB — cunapom MakKsiona-On6paiita-bpaiinieBa
I'T — runoranamuyeckas raMmapToma

CB — cungpom Bunbsamca

Y11 — ypoBeHb TOCTOBEPHOCTH J10KA3aTEIbCTB

YVP — ypoBeHb yOEIUTETHPHOCTH PEKOMEHIAITNIT

V3U — ynabpTpa3ByKOBOE HCCIIEIOBAHHE

GPP — cnoxuBIasicss KTMHAYECKas MPaKTHKA

I'aPI" — ronagoTpONUH-pUIN3UHT -TOPMOH

XI'Y — XOpHOHUYECKUM T'OHAJOTPOIIUH YEI0BEKA

OCI — hommMKyIOCTUMYIUPYIOIIHI TOPMOH

JII' — moTenHU3Up YoMl TOPMOH

AI'DA — neruaposnuaHapoCTEPOH

JAI'9A-C — neruipo3nuanpoCcTepoH cyibdar

BJIKH — BpoxeHHast TUCPYHKITUS KOPBI HAIITOYCUHUKOB
IHHC — nentpaipHast HEpBHAsS cCTEMA

TepMUHBbI N onpeaeneHus

[IpexxieBpeMEeHHOE MOJI0BOE PAa3BUTUE — ATO MOSBICHWE BTOPUYHBIX MOJOBBIX MPU3HAKOB Y
JIEBOYEK 10 8 JIET U Y MAJIbYUKOB 710 9 JIeT.

['onagoTponuH-3aBucHMOE (LIEHTPaIbHOE, UCTUHHOE) MPEXKAEBPEMEHHOE 0JI0OBOE Pa3BUTHE —
3TO MOSBJIEHUE BTOPUYHBIX IOJIOBBIX MPU3HAKOB Yy JEBOYEK J10 8 JIET U y MaJbYMKOB A0 9 Jer,
00yCIOBJIEHHOE MTPEKIECBPEMEHHON aKTHBAI[UEH TUIIOTATaMO-TUIO(PHU3apHOI CHCTEMBI.

['onagoTponmH-He3aBHcUMOE (TIeprdEeprHIEcKOe) MPEKIEBPEMEHHOE MTOJI0BOE PA3BUTHE — ITO
MOSIBJICHUE BTOPHYHBIX TIOJIOBBIX MPU3HAKOB y JEBOYEK JO0 8 JIET W y MaJb4MKOB 10 9 €T,
OOyCJIOBJICHHBIE ~ aBTOHOMHOH  CEKpElIHMEH  TOJIOBBIX  CTEPOMIOB  TOHAJAAMH, CTEPOU]I-
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CEKPETHPYIOIUMH OIyXOJSMHU IOHAJ WM HAaJINOYEYHHKOB, M30BITOYHON CEeKpeluel aHIpOreHOB
HAAIIOYEYHUKAMU  BCJICICTBUE HapyLIeHUH CTEpOUIOTEHESA, XTI -cexpeTupyomuMH
repMUHATUBHO-KJIETOYHBIMU OIYXOJISIMH, I€KOMIIEHCUPOBAHHBIM IIEPBUYHBIM I'MIIOTHPEO3OM.

ITpexaeBpeMeHHOE H30MPOBAHHOE TEIAPXE — U30JIMPOBAHHOE MTOSABICHHUE JKENE3UCTON TKaHU
MOJIOYHBIX JKeJle3 Yy JeBoYeK a0 & mneT 0e3 Jpyrux KIMHHMKO-JIA0OpaTOPHBIX IPU3HAKOB
IIPEXKAEBPEMEHHOT O I10JIOBOTO Pa3BUTHSL.

[IpexneBpeMeHHOE M30JIMPOBAHHOE aJpPEHAapXe — H30JMPOBAHHOE IOSBJICHHE JIOOKOBOTO
OBOJIOCEHUSI Yy JeBOo4YeK J0 & jer 0e3 JApyrux KIMHUKO-Ta0OpaTOpHBIX IPU3HAKOB
MIPEXAEBPEMEHHOT O ITOJIOBOTO Pa3BUTHSL.

VYpoBeHb JOCTOBEPHOCTH OKA3aTeIbCTB — CTENEHb YBEPEHHOCTH B TOM, UYTO HailJeHHBII
3 QeKT OT MPUMEHEHHS MEIUIUHCKOTO BMEIIATENIBCTBA SBIISETCSI UCTUHHBIM

YpoBeHb yOenUTENTbHOCTH PEKOMEH AU — CTENEHb YBEPEHHOCTHU B IOCTOBEPHOCTHU I (heKTa
BMEIIIATENILCTBA M B TOM, YTO CJICIOBAaHHE PEKOMEH/IAIUSAM IPHHECET OOJIbIIE TOJIB3bI, YeM Bpea B
KOHKPETHOW CUTYyalluH

CnoxuBiiasics KIMHUYECKas NpakTuka — (aHrl. good practice point, GPP) ncnosns3yercs ans
TE3UCOB-PEKOMEHJAlNM, OTHOCALIMXCS K cOOpy *ajo0 M aHaMHe3a NalMeHTa, (U3MKAIbHOMY
OCMOTpY THAalMeHTa, a TaKXKe XapaKTepU3YIOUIMX OpraHU3alyi0 MEIUIMHCKOW IOMOIIU
(opraHu3anul0 MEAMLUHCKOrO Ipolecca) B clydae, €ClId OTCYICTBYIOT JI0Ka3aTelbCTBa,
[IOJly4YE€HHbIE HAa OCHOBAaHUHU pE3YJIbTaTOB CHCTEMAaTHYECKOI'0 MOMCKAa M OTOOpa KIMHUYECKHX
UCCIICJOBAHUH.

1. Kpatkas wuHdopmauua no 3aboneBaHu0 WU COCTOSIHUIO (rpynnbl
3aboneBaHU UM COCTOAHUM)

1.1. OnpegeneHue 3aboneBaHUsi UM COCTOSIHUA (rpynnbl 3aboneBaHUN WUNKn
COCTOSIHUN)

HpemneBpeMeHHoe II0JIOBOEC paSBI/ITI/Ie — OTO ITOSBJIICHHUEC BTOpI/I'-IHI)IX ITIOJIOBBIX HpI/ISHaKOB y
JeBOYEK 70 8 jieT v y MajapuukoB 10 9 nert [1, 2, 3, 4, 5].

1.2. Jdtmonorna W nartoreHe3d 3aboneBaHUs uNU cocTosiHUA (rpynnbl
3aboneBaHU UM COCTOAHUM)

Boigensior  roHagOTpONMH-3aBUCHUMYIO  (LIEHTPaJbHYIO, MCTHUHHYIO), TOHAJIOTPOIHH-
HEe3aBUCUMYIO (TeprepuuecKyo) U napuuansHyto gopmsl [1I1P.

I'onagorponma-3apucumoe [1T1P 00ycioBieHO MpekIeBpEeMEHHON aKTHBAIIMEH IIEHTPAIILHOTO
3BEHa IMIOTaIaMO-TUMIO(U3apHO-TOHATHON CHCTEMBI — ITOBBIIIEHUE CEKPELMH MTOJIOBBIX CTEPOHIOB
roHajaMM TpU JaHHOM Qopme SBASETCS CJIENCTBUEM CTUMYJISALIMM  TOJOBBIX  JKeJe3
TOHAJIOTPONHBIMU ropMoHaMu runodusa. [IpudnHON NpPEXAEBPEMEHHOIO IOJOBOIO pa3BUTHUS
LEHTPaJbHOI'O TE€HEe3a SBIISIIOTCS OINYXOJM XHa3MajbHO-CEJUIIPHOW 00JacTH, OpraHuyeckoe
nopaxxenue LIHC (apaxHompanbHble KUCTBI, TPaBMbI, THapoledaus), FeHeTHUeCKUe HapyLIeHUs
(akTUBUpYIOIIKME MyTalluu reHa-penentopa kucc-nentuHa GPR54 unu rena kucc-nentuna KISS1 u
nHaKkTHBUpYytomue wmyrtanuu reHa MKRN3, mepemanHoro ot otma) [2, 6]. lleHtpansHOe
MPEeXAEBPEMEHHOE TOJI0BOE pa3BUTHE ¢ MaHU(ecTanueil B 6-7 JeT XapakKTepHO ISl CHHAPOMA
BuwibaMmca, cuHIpOMa — OAHOPOAMTENIBCKOM  aucomMuu 14 XpOMOCOMBI ~ MAaTEPHHCKOIO
nporcxoxaeHus (cuaapom Temruia), otmeueHo npu cuHapome Cunbepa-Paccena [7, 8, 9, 10].
Taxxe npexaeBpeMeHHasi aKTUBALUs TOHAA0IMOEpUH-TOHAIOTPOIIOB MOXKET BO3HUKHYTh B OTBET
Ha M30BITOK MMOJIOBBIX CTEPOUIOB, BO3HHUKAIOIINH 1pu nepudepuueckux Gopmax IIITP [11].

B GonmpmmHCTBE ciiydaeB nmpuunHa neHTpansHoro [1I1P ocraercst HeM3BeCTHOM, Takue ciydyan
Ha3bIBAIOTCS UAMONATUYECKUM IOHAIOTPONUH -3aBUCUMBIM TTITP.

INonagorponH-He3aBucumoe (mepudepuueckoe) I[IIIP o0ycioBiieHO Ccekpernuel MOoJIOBBIX
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CTEpOMJOB TOHAJaMH HUJHM ONYXOJSMH TOHAaJ WM HAAMOYEYHUKOB, HU30OBITOUYHOW CEKpeuuen
aHJPOrCHOB HA/AMOYCYHMKAMH BCIICACTBUE HAPYILICHUH cTepougoreHesa [12].

AxTHBanMs roHaJ 0e3 CTUMYJMPYIOLIEro BO3ACHCTBUSIM T'OHAJOTPONMHOB M B OTCYTCTBHE
OIlyXOJIEH MOXET OBITh CIIEACTBHEM TI'€HETUYECKUX HapyUIeHUH (TECTOTOKCHKO3 U CHHJIPOM
MakKrrona-Onbpaiita-bpaiinieBa), Bo3aelictBusi Ha mojioBbie jkesie3bl XU mpu repMHHOTCHHBIX
onyxoysix min TTI npu qeKoMIIEH CHPOBAaHHOM IEPBUYHOM TMIIOTUPEO3E.

TecToTOKCHKO3 — 3200JIEBaHNE C Ay TOCOMHO-JOMMHAHTHBIM TUIIOM HACJI€0BAaHUs, BOZHUKAET
BcaeacTeue aktuBupyronmx myrauuid B reie LHCGR, kogupyromem peuentop JII'. TlocrosiHHas
aKTUBalLUsl pelenTopa NPUBOAUT K CTUMYJLIIMM KIETOK Jledaura M CHHTE3y TECTOCTEpOHAa B
SUYKaxX, HECMOTPs Ha HU3Ku# yposens JII' [13, 14].

Cungpom MakKsrona-OnOpaiita-bpaiiniesa (cunagpom MODB) 00ycnoBieH akTUBUPYHOUIMMHU
comaThyeckuMu MyTtanusaMu reHa GNAS, Koaupyroomero CTUMYJIHPYIONIYI0 alb(a-CyobeJuHHUILY
G-6enka (Gas). Dta cyObeaMHUIIA WTpaeT BaXKHYIO pOJb B Iepegadye CUTHajda OT MHOXKECTBa
NENTHIHBIX TOPMOHOB B KJIETKax MulIeHsaX, B yacTHOCTU OoT JII' u ®CI'. AktuBanus Gas npuBoguT
K noBbllieHUI0 HAM® B KkieTkax TOHaJ M NPOAYKLUMHU IOJOBBIX CTEPOUJIOB B OTCYTCTBHUE
CTUMYJIIIMK  ToHajmoTponuHamu [15, 16]. KioHBI KJIETOK ¢ MYTaHTHBIMH  aJUICISIMU
pacnpenessoTes B TOHAlaX HEPABHOMEPHO. Y JI€BOYEK OHU MOTYT JIOKAJIM30BaThCSA B OJHOM HIJIU
IBYX SIMYHUKAX, OOYCIIOBJIMBAas NEPUOAMYECKOE IOSBJICHUE ASCTPOTrEHIPOAYLUPYIOIUX KUCT C
MOCTIEAYIOLIUM UX perpeccoM. Y MajbUHMKOB TAK)K€ MOXKET BO3HHKaTh nepudepuueckoe IIIIP, Ho
yaine Ha0Ir0/1aeTcs U30JMPOBAHHBIM MaKpOOPXUAU3M, YTO OTMEUAETCS MPU MPEUMYIIECTBEHHOM
HaJIM4YUM MyTalui B KieTkax CeproiM ¢ MEHBIIUM COJEpKAaHUEM MM OTCYTCTBUEM TAKOBBIX B
kierkax Jleiaura [17, 18, 19].

Kpome cunnpoma MOB, BapraHTOM aBTOHOMHOMW THIIEP(YHKIIMH MOJOBBIX JKEJIe3 y JIEB OYeK
spisercst npexonsmee nepudepuueckoe [P BcraencTBue ¢GyHKIMOHATBHBIX KUCT STHYHUKOB,
MPUYKHBI TOSBIICHUS KOTOPBIX OCTalTCs HesicHbiMu [ 20, 21].

XI'U-cekpeTupyronye repMUHOTeHHbIE OMYXOd — 00BbeMHBbIe 00pa30BaHUs, BO3ZHUKAIOIINE
BCIEACTBUE  HapymeHuss Au(QepeHIupOBKH  IIIIOPUIOTEHTHBIX  3apOJBIIIEBBIX  KJETOK,
BO3HUKAIOIME B MOJIOBBIX YKE€JI€3aX WM BHE IOHAJl 10 CPEAMHHON JMHMM TeNa IO MYTH MUTPaLUU
MPUMOPIUATBHBIX 3aPOJIBIIIEBbIX KJIETOK [22]. BoipabGatbiBaemblii omyxonbto XI'U, cXomHbIi MmO
crpykrype ¢ JII', aktuBupyer pernentopsl Kk JII' B knerkax Jlefiaura B siMUKax W MPUBOIUT K
MOBBIIIEHUIO CEKpELUUU TecTocTepoHa. Ilpu 3ToM, Kak NpaBHIIO, HE NPOUCXOAUT 3HAYMMOIO
yBeIMYeHUs B oObeMe suYeK, Tak Kak kijeTku Cepronu, oOecreduBaronive crepMaToreHes,
aktuBupytoTcs moa BozaerictBuem DOCIT [23]. XT'U-cekpeTupyroliue T'epMHUHOTCHHBIC OIMYyXOJIH
BBI3BIBAIOT NPEKACBPEMEHHOE I1OJOBOEC Pa3BUTUE Yy MAJIbYUKOB, TOTJa KaK I JE€BOYEK C ITUM
3aboneBanueM [P He xapaktepHo. DTO OOBSICHIETCS TEM, UTO OMOCUHTE3 ICTPOT€HOB B STMYHUKAX
tpeOyeT Bo3neicTBus kak JII', tak u ®CI'. Tem He MeHee, B TUTEpaType €CTh ONMHUCAHHUE JIBYX
ciyqaeB nepudepuueckoro IIIP y npeBouek ¢ XI'Y-ceKpeTHPYIOIIMMU TepPMUHOTCHHBIMU
onyxoysimu [24, 25].

JleKOMIIEHCUPOBAHHBII  NEPBUYHBIA  TUIOTHPEO3 TAKXKE MOXKET ObITh  NPUUYUHOU
roHagorponuH-HesaBucumoro I[ITIP. HaunGonee BepostHpiM Mexanusmom passutus I[P B stom
clly4ae CYMTAETCs CTUMYJIALUA 3Ha4uTenbHO noBbleHHbIM TTI penentopoB k @CI' B roHanax,
YTO CTAaHOBHUTCS BO3MOXKHBIM OJjlaroapsi HaJM4YWI0 OJUHAKOBBIX aib(a-CyObeAUHUIl B CTPYKTYpE
TTI u ®CI' [26]. Buepssie IIITP, 00ycioBIeHHOE TSHKEIBIM MEPBHYHBIM T'MIIOTHPEO30M, OBLIO
ormucano B 1960 r. Ban Bukom u I'pombaxoM M Temepp M3BECTHO Kak cuUHApoM Ban Buka-
I'pombaxa [27].

Onyxoau HaJIIOYEYHUKOB Hallle CEKPETUPYIOT aHIPOreHbl, BbI3bIBas n3ocekcyansHoe [IIIP y
MaJIbuMKOB M rerepocekcyanbHoe [IIIP y neBouek, penko MOryT CEKpeTHpOBaTh 3CTPOTE€HBI, UYTO
IIPUBOJMT K Pa3BUTHUIO TE€TEPOCEKCYAIbHOI0 MPEKIAEBPEMEHHOIO MTOJIOBOIO Pa3BUTUS Y MaJIbUUKOB
U M30CEKCYaJIbHOIO IIPEXKIAEBPEMEHHOIO IIOJOBOrO pas3BUTHs y JneBodek. Cpeau crepous -
CEKPETUPYIOIIUX OIyXOJIEH SMYEK dYallle BCTPEYAIOTCS JIEHIUTOMBI, OMYXOJM SUYHUKOB MOTYT
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CEKpPETUPOBATh KaK 3CTPOrEHbI, TaK U aHJIPOT €HBI.

W30piTOuHass  ceKpeuus  aHJApPOrE€HOB  HAANOYEYHUKAMM  BCJEJICTBUE  HapyLIEHUH
CTepoUJOreHe3a MpU pa3IUYHbIX BapUaHTaX BPOXKIAEHHOM AUCPYHKIMHM KOPbI HAJIOYEYHHKOB
npuBogut K nepudepuyeckomy I[P mo Tumy u30CeKCyaJbHOTO Yy  MallbYMKOB U
reTepoCcCeKCyaJbHOro y A€BOUEK.

[Tonmasie dopmsl [TITP xapakTepusyroTcs CHCTEMHBIM BO3/CHCTBHEM IOJOBBIX TOPMOHOB Ha
OpraHu3M peOeHKa, YTO MPOSBISIETCS MNPOrPECCUPYIONIMM pa3BUTHEM BTOPUYHBIX IOJIOBBIX
MIPU3HAKOB U YCKOPEHUEM KOCTHOI'O CO3PEBaHUs C YBEIMUEHUEM CKOPOCTH pOCTa.

[Tapunansusle ¢opmbl [P mpencraBiasioT co0oil MpeXIeBpEeMEHHOE H30JMPOBAHHOE
yBEJIMYCHUE MOJIOYHBIX JKeJie3 Yy JIeBOYeK (M30JMpOBaHHOE TMPEXKJIEBPEMEHHOE Telapxe) U
MPEXAEBPEMEHHOE  M30JIMPOBAHHOE  Pa3BUTHE  IIOJOBOIO  OBOJIOCEHUS  (M30JIMPOBAHHOE
NpeKaAeBpeMeHHOe aapeHapxe) [2, 28].

N30nupoBaHHOE yBEIMYEHHE MOJIOYHBIX XKEJIE3 Y JIEBOUEK PaccMaTpUBAETCA KakK CIIEACTBHE
TPAaH3UTOPHON AaKTHBAIMU IIEHTPAJIbHOTO 3BE€HA THIOTAJIaMO-TUIIO(GU3aPHO-TOHAAHOH OCH C
npeobnaaaromuM n3ositkom OCIT [29].

W30mupoBaHHOE NPEXAEBPEMEHHOE aJpEHApXEe BO3HMKAET BCIIEACTBHE IPEKIEBPEMEHHOIO
CO3pEBaHUs  CETYATOM  30HBI  KOpPbl  HAANOYEYHUKOB  C  IIOBBIIIEHUEM  YpPOBHS
nerunposnuanapoctepor-cyibdara. (AIDA-C), obnamaromero OTHOCHUTEIBHO  CIA0BIMH
aHApPOreHHbIMU cBoMcTBaMu. I[laToreHes mpexIeBpeMEHHOr0 aJpeHapXxe OCTAaeTcs HESICHBbIM, Ha
JTaHHBI MOMEHT JIMIIb YCTAaHOBJIEHO, YTO AEBOUYKH C 3TUM COCTOSIHUEM HaXOJAATCS B TPYIIIE PUCKE
110 Pa3BUTHIO CUHAPOMA MOJMKUCTO3HBIX SMYHUKOB [30].

1.3. Anuaemumonorma 3aboneBaHMsA MU COCTOSIHUA (rpynnbl 3aboneBaHUn Unu
COCTOSIHUN)

PacnipocTpaHeHHOCTh IPEXAEBPEMEHHOIO MOJOBOIO Pa3BUTHS 3aBUCUT OT HO30J0TMYECKOI0
BapHaHTa, 1mojia u Bo3pacta. ['oHagoTpomnuH-3aBucuMbie Gopmbl IIITP BcTpewaroTcst y neBouex
3HAYUTENBHO Yallle, YeM y MalbyuKOB. [l0 JaHHBIM MHUPOBOH JIUTEpaTyphl PacIpOCTPAaHEHHOCTh
ueHTpaibHbix ¢Gopm I[P y neBouek no 2 ner cocrasiser 0,5 cmywaeB Ha 10000 gerckoro
Hacenenus, oT 2 no 4 ner — 0,05: 10000, or 5 no 9 mer — &: 10000. Cpenu manpuuxoB [P
BCTpEYAeTCs peke BHE 3aBHCUMOCTH OT Bo3pacta — 0,05: 10000 [31].

["'oHaOTpONMH-HE3aBUCUMOE TPEXKIEBPEMEHHOE II0JIOBOE Pa3BUTHE BCTPEUYAETCSl IOpa3fo
pexe, pacpoCTpaHEHHOCTh 3aBUCUT OT (POpMBI 3a00JIeBaHUSI.

1.4. OcobGeHHOCTM KOAUPOBaAHUA 3aboneBaHMA UNU COCTOSIHMA (rpynnbi
3aboneBaHunn unm COCTOSIHMWN) no MexpayHapogHou CTaTUCTUYECKOWN
Knaccudmkaumm 6onesHen m npobnem, CBA3aHHbIX CO 340POBbLEM

E30.1 [IpexneBpeMeHHOE TOJIOBOE CO3PEBAHUE

E30.8 dpyrue HapyuieHus MoJIOBOr0 CO3PEBAHUS

E22.8 IIpexaeBpeMeHHOE M0JI0BOE Pa3BUTHE LIEHTPAIILHOIO IPOUCXOXKICHUS
E28.1 M30bITOK aHIpOT€HOB

E29.0 T'unepdyHKIUS U4 eK

E31.1 IonurnanmynspHas runepdyHKINs

1.5. Knaccudmkauma 3aboneBaHus unm coctosiHuaA (rpynnbl 3aboneBaHMn unum
COCTOSIHUN)

B ocHoBy knmaccudukanuu cunapoma I[P monokeH mnaTOreHeTUYECKUd MPUHIINII,
YUYUTHIBAIOIIUN MEPBUUHYIO JIOKAJIM3AIMIO MAaTOJOTMYECKOro Mpolecca B CUCTEME THUIOTallaMyC —
runo(u3 — roHaabl — HAANOYECUHHUKH.
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1. FloHapoTponuH-3aBucumoe MNP

- T'unoranamuueckas ramapromMa (SKTONMSI TUIIOTAJaMUYECKOW TKaHHW, BbI3BaHHAs
[ATOJIOTMed MUTPALlUK HEHPOHOB B AMOPUOHAILHOM MEPHOJIE).

- OObemHble 00pa3oBaHMs TOJOBHOI'O Mo3ra (IJIMOMBI, aCTPOLMTOMBI, apaxHOWJAJIbHBIE
KHCTBI XHMa3MaJIbHO-CeJUIIPHOU 00J1aCTH U JHA 3 KETy10UKa).

- Oprannueckoe mnopaxenue I[[HC (runmpouedanus, yueBas Ttepamus, TpaBMa B T.4.
XUpYpruyeckasi, BOCHaJIUTEIbHOE TOPAKEHUE).

- lenernuecku obyciorneHnoe (MmyTamuu B reHax KISS1, GPR54, MKRN3).

- OOycCIlIOBJI€HHOE MpPEeaBAPUTEIFHBIM H30BITKOM IOJIOBBIX CTEPOMIOB, BOSHHKAIOUIUM IpU
nepugepuaeckux Gopmax II1P

- Unnonatuaeckoe ITIP.

- AccouuupoBaHHOE € CHHIpPOMajbHOM matonoruei (cuHapoM Bunbsmca, cuHIpOoM
OJHOPOJUTENBCKON AUcOMUM 14 XpoMOCOMBI MAaTEPUHCKOIO IIPOUCXOXKAEHUA, CHHIpOoM CuilbBepa-
Paccena)

2. FloHapgoTpoONUH-He3aBMCUMOEe NpeXxaeBpeMeHHoe NosiIoBoe pa3sBuTue

2.1. O0ycnoBIEHHOE CEKPELHEN MOJOBBIX CTEPOUIOB TOHATAMHU.

y J€BOUEK

- Cunapom MakKrsrona-On6paiita-bpaiinieBa

- Ilepcuctupyrommue GoTUKYISIPHBIE KUCTHI

- [lepBuuneblii runiotupeo3 (cunapom Ban Buka-I'pombaxa)

Yy MaJIbYMKOB

- XI'U-cekperupyrouye omnyxonu (repMUHOMBI)

- Cunapom MakKsrona-On6paiita-bpaiinesa

- TecToTOKCHKO3

- [lepBuunsblil runotupeos (cunapom Ban Buka-I'pombaxa)

2.2. O0yCnoBICHHOE CeKpeLre MOIOBBIX CTEPOHIOB OIYXOJIMHU I'OHA ] MM HAATIOUYEYHUKOB!

- DCTpOreH-npoayLUPYIOIIHE ONTYXO0JIH SUUHUKOB

- AHAPOreH-TPOAYLUPYIOLINE OMYyXOJIU SUYHUKOB

- Jlenguromsl

- DCTpOreH-NpoayLUPYIOIINE OMYXO0JIH HaII0YEYHUKOB

- AHAPOreH-TPOAYLUPYIOLIHE OyXO0JIM HAATIOYEYHUKOB

2.3. OOycnoBieHHOEe HM30BITOYHOH CeKpenuell aHIPOTeHOB HAINOYEYHHKAMH BCIEACTBUE
HapylLleHui crepougorenesa (popmsl BpoXKACHHON AMCPYHKIMM KOPBI HAANOYEYHUKOB) — BCEr/a
M30CEKCYyaJbHOE Y MaJIbUMKOB U FeTEPOCEKCYaIbHOE y JE€BOYEK

- Nedunut 21-rugpokcuiassl

- Nedunur 11 B -TUJIPOKCUITa3bI
- Hedunur 36eTa-rUIpOKCUCTEPOU-IErUAporeHasbl (TOJIBKO y JEBOYEK IPUBOIUT K
MPEKIEBPEMEHHOMY aIpEHAPXE)

3. UsonupoBaHHble hopMbI NpexaeBPEeMeHHOro NoNoBoOro pa3BuUTUs
3.1. 3ommpoBaHHOE MPEXKAECBPEMEHHOE TEIapXe

3.2. M30mMpoBaHHOE MPEXKAESBPEMEHHOE aipeHapXe

Tab6muna 1. Kinaccudukanus mpexeBpeMeHHOr 0 M0JIOBOTO Pa3BUTHU S

YpoBeHb Hozonornueckuit BapuaHT CooTtBercTBHE TOTY
ITOPaXKEHUS
I'onapnotponuu- ['mnoranamuyeckas ramapToma Bcerna
3aBUCUMOE Onyxomaun XMa3MaJIbHO-CEJUIIPHOU 00J1aCTH | U30CEKCYAIbHOE
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(ueHTpambHOE) (acTpouuToma, rmmoma U T.J1.)
npexnaespeMenno |Bpoxaennoie anomanmuun  IIHC  (runpponedanus,
e II0JIOBOC | apaXHOUJAJbHbIE€ KHUCTbI, CYNpPaCEUISIPHbIE KHUCTHI,
pa3BUTHE rpaHyJieMaTO3HbIE 3200JIEBaHU)

[Ipuobperennsie TpaBmelr [[HC  (xupypruyeckoe

BMEIIATEIbCTBO, 00JIyUEHHE, TPaBMa, BOCIIAJICHUE)

l'enernueckn o0OyClIOBIEHHOE (MyTalMd B TEHax

KISS1, GPR54, MKRN3)

AcCCOIIMMPOBAHHOE C CHUHJPOMAJIbHOM MAaTOJIOTHEn

(cungpom BunbsimMca, CHHIPOM OJHOPOIUTEIbCKOU

JVCOMHUH 14 XPOMOCOMBI MaTEepUHCKOr 0

nporcxokaeHus, cunapom CunbBepa-Paccena)

[IpenBapuTenbHbIii  HM30BITOK TIOJIOBBIX CTEPOHUIIOB,

BO3HMKaromui npu nepudepuueckux popmax [1T1P
['onanorponuu- Mytanuun B rene GNAS — cungpom MakKeiona- | Beerna
HE3aBUCHMOE On6paiita-bpaiiieBa: a3cTporeHnIpoOAYUPYIOLINE KUCThI | ©30CEKCYaIbHOE
NPEXIEBPEMEHHO |SIUYHUKOB Y JIEBOYEK/aBTOHOMHAs THIIEpCEKperus
e MIOJIOBOE | TECTOCTEPOHA B SAWYKAaX y MaJIbYMKOB/MAKPOOPXHUAU3M
pa3BuTHE, 0e3 AaBTOHOMHOW THUIIEPCEKEPLUUHU TECTOCTEPOHA Y
00yCJIOBJICHHOE | MAJIbUHUKOB
aBTOHOMHOU QDOJUIMKYIISIPHBIE KUCTHI IMYHUKOB
cekpenuen MyTtanuu B rene LHCGR — cemeliHblil TECTOTOKCUKO3
IOJIOBBIX XI'Y-cekpeTupyroiue repMUuHOMbI
CTEpOUI0B [TepBuunblii  runotupeo3 (cunapom Ban Buka-
rOHaJaMHu I'pombaxa)
l'onagotponuH- | DcTpOreH-NpoAYLUPYIOIIME ONYyXOIH SUMUHUKOB N3ocekcyanbHOE Y
HE3aBUCHUMOE JIEBOYEK
MPEXAEBPEMEHHO | AHAPOT €H-TIPOAYLUPYIOIIHE OMYXOJIU SUYHUKOB I'eTrepocekcyanbHOE
e I10JIOBOE y JIEBOYEK
pa3BuUTHEC, JlelituroMEbl N3ocekcyanbHOE Y
00yCIIOBJIEHHOE MaJbYUKOB
OIlyXOJIAMHM TOHAl | DCcTpOreH-NMpoAyLUPYIOIIME OMYXO0JM HallOueuHUKoB | ['eTepocekcyanbHoe

U HAAIIOYCUYHUKOB

y MaJIbYUKOB n
HN30CCKCYAJIbHOC y
JCBOYCK

I'onagorponuu- | PopMel BPOXKJIEHHON T CHYHKIHH Kopsl | ['eTepocekcyaiibHbie

HE3aBUCHMOE HAAMOYEYHUKOB (neduuT 2 1 -TuapoKcuas3bl) y JIEBOYEK u

MPEXIEBPEMEHHO N30CEKCYyaJbHbIE Y

e II0JIOBOE MaJIbYMKOB

pa3BuUTHE,

00yCJIOBJICHHOE

HapyLIEHUSI MU

CTEPOUOTeHe3a

Henonnsie IIpexxaeBpeMeHHOE U30JIMPOBAHHBIE TEJIapXe N3ocekcyanbHoe y

(V301 pPOBAHHBIC) JIEBOY EK

bopMbI [IpexneBpeMeEHHOE N30JIMPOBAHHBIE aJIpEHApPXE N3ocekcyanbHOE Y

MPEXIEBPEMEHHO MaJIbYMKOB u

ro II0JI0BOTO reTepoceKcyaabHOe

pa3BUTH y JIEBOYEK
(HaATIOYEYHUKOBOT O
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1.6. KnuHuyeckas kapTuHa 3aboneBaHMss WU COCTOAAHMA  (rpynnbl
3aboneBaHU UK COCTOAHUN)

VcTuHHOE TOHAIOTPONHMH-3aBHCUMOE MPEXKICBPEMEHHOE MOJIOBOE PAa3BUTHE Bcerjaa ObIBaeT
IIOJIHBIM, T.€. y IEBOYEK I10CIIE YBEINUEHNE MOJIOYHBIX KEJI€3 U YCKOPEHUS TEMIIOB POCTa MOSBUTCS
II0JIOBOE OBOJIOCEHHE U HACTYNUT MEHApXe, a Y MaJIb4YMKOB HapsAAy C YBEIMYEHUEM T'€HUTAIUN U
YCKOPEHUEM pocTa OyJeT MPOUCXOIUTh yBEINYEHUE 00beMa SUYCK.

[Ipy TrOHAZOTPONUH-HE3aBUCUMOM IMOJIOBOM DPa3BUTUU Y MaJbYMKOB MPOHCXOJUT
aHApPOreHMU3AIMs, OJJHAKO HeT cTuMynupytomiero so3aeiicteust ®CI” Ha ToOHAIBI, BCIEACTBUE YEro
HE OTMeYaeTcs pocTa o0beMa SUYEK; Y JeBOYEK BO3MOXKHBI HEIUKINIECKHE MEHCTPYaIonoJ00HbIe
KpOBOTEUEHHUsI, 00YCIIOBJICHHBIE PE3KMMH KOJIEOAaHUSMH YPOBHS ACTPOT€HOB P KUCTaX SIMYHUKOB
i npu cunapome MaxKerona-Onbpaiita-bpaiinesa.

OCOGEHHOCTU KIIMHUYECKOW KapTUHbl MNPU  pPas3fiM4HbIX HO30N0rM4YeCcKux
¢opmax MMnP

I'mnoranamuueckass ramaproma (I'T) — HamGonee wyacTo BbIsBIsIEMOe OOpa3oBaHME
neHtpaibHoi HepBHOU cuctembl (IIHC) y nereii ¢ uctunubiM IIIIP mo 3 ner ’ku3HuU BHE
3aBUCUMOCTH OT IOJa. ['MmoranamMudeckas raMapToMa HE SBIETCS ONYXOJIbIO, a IPEACTaBISAET
co00# BpOXKIEHHYIO SKTOMHIO Tunotaniamudeckoit Tkanu. I'T B 70% ciyuaeB Bei3biBaet [1TTP [32].
[Tomumo IITIP, ramaproMbl TMIOTAJAMHYECKOM JIOKAIM3ALMM MOTYT  COMPOBOXKIATHCS
HEBPOJIOrMYECKUMHU u IIOBEICHYECKUMU aHOMAJIUSIMU. TunuyasiM IIPOSIBIIEHUEM
MHTParunoTalaMUuecKoro (CECHJIbHOIO) TUIIa FaMapTOM SIBJSIETCS IPUCTYINbl HACUIbCTBEHHOI O
cmexa (gelastic seizures). Yacro oTMeuaroTCss SMOIMOHAJIbHAS JaO0WIBHOCTh, arpecCHMBHOCTD,
CHIDKCHHU € TIAMSTH, BO3MOXKHO CHIDKEeHUE HHTe/IekTa [33].

I'miomel 1 actpouuTOMBl Kak npuunHa ucTUHHOrO IIIIP BecTpewaroTcs 3HAYMTENBHO pEXke.
BonbmmHcTBO oM, conpoBoxaaromuxcs kuHukon [P, nokanuzytores B o6imacTu Xxua3Mmbl U
JHa 3-T0 XeJlyAo4dKa WINM PaclpOoCTPaHSIOTCS BIOJb 3pUTENbHOro Tpakrta. IlomaBistoniee yucio
IJIMOM  00JIalaeT HU3KOM  NpoiaudepaTHBHONH AaKTUBHOCTBIO M MPEACTABISIOT — CcOOOM
J0OpOKaYeCTBEHHbIE MUJIOMIHBIE aCTPOLIUTOMBI, O0JIaJJal0NINe TEHACHIUEN K MEJIEHHOMY pPOCTY.
AHarulacTU4eckie  acTpPOLMTOMBI  (3JI0KQYeCTBEHHBI  BapHaHT  TJHMOMBI)  BCTpeUYaeTcs
MPEeUMYIIECTBEHHO Yy B3pocibiX. Ha MP-cHHMKax TIHOMBI MPECTAaBIAIOT cO00H OJHOPOIHYIO
Maccy, CXOAHYIO 10 IUIOTHOCTU C BEIIEeCTBOM Mo3ra. OnTuueckue riMoMbl HeOONIBIINX pa3MepoB
MOTyT MaHU(pecTupoBaTh ToJbKO cumnrTomamu I1I1P, Gomnpiine pazmeps! olyXxoiau Xua3Mbl U JHa 3 -
ro JKelIyJouyKa MOTYT COINpOBOXJAATbCAd SBICHUSAMM HecaxapHoro auabera, CTI -gedunura,
CY)KEHMEM IIOoJIell 3pEHHus, CHUKEHHUEM OCTPOThl 3pEHUS U OOIIEMO3rOBBIMU CHMIITOMaMH,
CBSI3aHHBIMM C IIOBBIIIEHUEM BHYTpUYepenHoro nasieHus. JlocratouHo yacto cumnrtoms! IIIIP,
WIM YCKOPEHHOro my0epTaTa, pa3BUBAIOTCS Cpa3y MOCIe ONEPaTUBHOIO yAAJeHUS UM OOTydeHUs
TJIMOM XHMa3MaJIbHO-CEJUISIPHOM JIoKamu3auuu [34].

Cungpom  MakKerona-OnOpaiita-bpaiinesa (OMIM  174800) —  MynbTHCHUCTEMHOE
3a0oyeBaHue, KOMIOHEHTaMHU KOTOPOro SIBISIOTCA ISITHA LiBeTa Kode-c-MOoJoKoM, (uOpo3Has
JUCIIIa3usl CKeleTa, TUIEepQYHKIMS SHAOKPUHHBIX XKejie3 (roHaj, comartoTpodoB rumnodusa,
(eTanabHOM KOPHI HAIIOYEUHUKOB, IIIMTOBUTHOM JKeJIe3bl), @ TAKXKE PSIJI MaTOJIOTUH JPYTruX OpraHoB
(Taxukapaus, XOJIECTaTUYECKMM TIeNaTUT, racTPOMHTECTUHAJbHbIE IIOJMIIBI, BHYTPUIIPOTOKOBAs
NaMWUIIPHO-MYIIMHO3HAS OIyXOJdb TOJDKENynodHoi skene3bl) [18, 35]. ®ubpo3Has mucriazus
nposiBasieTcs: AedopMalisiMi BEpXHUX KOHEUHOCTEH, AepopManusMu HUKHUX KOHEYHOCTEH Mo
TUIYy TacTYHIbEro Iocoxa, AedopManusMU uepena, NaTOJOTHYECKHMMM IepeioMaMH KOCTeH,
cornpoBoknaercs runepdocdarypueii ¢ BOSMOKHOCTBIO pa3BUTUS THIO(OcHaTeMHUIECKOr0 paxuTa
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[36]. XapakrtepHoit ocobenHocThio nepudpepuueckoro ITIP npu cuaapome MOB y neBouek
SIBJIIETCSL BOJIHOOOPA3HOE TEUEHUE C HEIpe/icKa3yeMol 4acToTol mosBieHus npusHakos [ITIP B
BU/JIC YBEJIMUEHUS MOJIOYHBIX JKeJie3 ¢/UiaM 0e3 KpOBSHUCTBIX BBIAEICHUM M3 MOJOBBIX myTeil [17,
18, 37]. YV mampumukoB npu cunapome MODB uamie HaOmonaercs MakpoOpxXuaAu3M 0e3 Apyrux
npusHakos [ITIP u B oTcyTcTBHE MOBBIIIICHHS TecTocTepoHa [17, 18, 19].

AXTUBHpYOIIKME MyTaluu reHa perentopa k JII' mpuBonsar k nepudepuueckomy [P Tonpko
y MaJbuMKOB, M Takod BapHaHT 3a00JieBaHMsS Ha3bIBAETCS TECTOTOKCHKO3. Ero ormmuunTensHOI
YEepTOH SIBJISIETCS BBICOKMM YPOBEHb TECTOCTEPOHA IPH MOJABICHHBIX YPOBHSIX T'OHAJIOTPOIMHOB U
IIpU pa3Mepe sIMYEK, He COOTBETCTBYIOIIEM MOBBILIICHHBIM 3HAYEHUSIM TecTOCTepoHa (He Oosee 6-
8MJT), TOCKOJIBLKY OCHOBHOH 00BEM SIMYEK COCTaBISIOT CTPYKTYPBI, POCT KOTOPBIX CTUMYIUPYETCS
OCT'. Ilpu naHHOW HO30JOTMM OTMEYAeTcs paHHssI MaHU(ecTauus (Ha MEPBOM TrOAy KU3HM) U
ObICTpast MPOrpeccus MPU3HAKOB MOIOBOr0 pa3BuThs [13, 14].

XI'Y-cexkpetupyronye repMUHOTeHHbIE onmyXoun. B nerckom Bospacte Berpedarores XIH-
CEKpeTHPYIOIMEe TIenaTo0JacTOMBbl, PpEeXe MeAUacTeHaJbHble TEPaTOMbl M TEpaTOOJIACTOMBI,
PETPONEPUTOHEAIbHBIE KaPLIMHOMBI, XOPUOKAPLUUHOMBI U T'€PMHUHOMBI rOHaA. sl KpaHHMaIbHBIX
XI'Y-cekpeTHpyOIIUX ONyXoJyied HauOojee TUNHUYHAS JIOKalIW3alus-TIMHeanbHas 00JacTh, pexe
cynpacemsipHas  uucrepHa.  Jlo  30%  repMMHaTHMBHO-KJIETOYHBIX  ONYXOJIEH  UMEIOT
3JI0Ka4eCTBEHHBIN xapaktep. Kpanuansaeie XIU-cekpeTHpyOIHME OIYXOJU XapaKTEepPU3YITCA
MHOroOOpa3HOM HeBpoJorudyeckoi cumnromatukod. Ilpu cynpacemisspHON JoKanau3alUMu B
HEBPOJIOrMYECKONM CHUMITOMATHUKE Mpeo0IajaloT CHUMIOTOMBI MOBBIIIEHUS BHYTPHUYEPEITHOIO
JIABJICHUS U 3PUTEIIbHBIE HAPYIICHUs, CBSI3aHHBIE C IOPAKEHUEM ONTUYECKOW XHUa3Mbl. BO3MOXKHBI
SHAOKPUHHBIC HAPYIISHHs: C BBICOKOW YAaCTOTOW BCTpeuyaeTcsl HecaxapHblil nuaber, pexxe-CTI -
nedurur. Ilpu omyxomsx, JOKaJM3YIOLUMXCA B NHHEANbHOM o00JacTd, Beaylied sBIseTcs
HEBPOJIOrMYecKasi CHMIITOMaTHKa, 00YCIOBJICHHAs! C/IaBJICHUEM TEHTOpUYyMa: HUCTarm, napes B3opa
BBEPX, aHU30KOPUS, & TAKIKE BBIPAKCHHBIC CUMIITOMbBI BHYyTpUYeperHon runeprensuu [38].

Cungpom Ban Buxka-I'pombaxa xapaxtepusyer IIIIP Ha ¢oHe nekoMmneHCHpOBaHHOTO
MIEPBUYHOIO TUIIOTHPEO3a. Y JE€BOUEK OTMEYAIOTCSI KPOBSIHUCTBIE BBIAEICHHS U3 IOJOBBIX ITyTEH,
pexe — yBEeIUYEHHE MOJIOYHBIX JKeJIe3 U TaJakTopes, Y MaJbUMKOB — YBEJIMUEHHE B 00beMe SUYEK.
KoctHelli BO3pact, kak mnpaBwio, otcraer. l[locne Ha3HaueHHs 3aMECTUTENIBHOW TEparuu
neBoTUpOKcHHOM HaTpusi cumnTombl [P perpeccupyrot [26, 27, 39, 40, 41].

OpHoponuTensckass AUCOMHUS 14 XpOMOCOMBI MATEPUHCKOTO IMPOUCXOXKJEHHUs, nenenuu 14
XpOMOCOMBI OTIIOBCKOTO TMPOUCXOXKIEHUS U HapylLIEHUs METHIHpOBaHUA AuQepeHunaIbHo
METHJIMPYEMBIX PETMOHOB 14 XpOMOCOMBI MPUBOIAT K Pa3BUTHIO CHHApoMa TemIuia (10 UMEHHU
aBTOpA, BIIEPBBIC OMKCaBIIETo 3TO 3a0oseBanue B 1991 r.), BKmroyatomiero B cedst: AeUINT Beca,
IIpe- U NOCTHATAIBHYIO 3aJE€pPXKKY pOCTa, TMIIOTOHUIO, aKPOMUKPHIO KUCTEH M CTOI, YMEPEHHBIE
IpOSBIIEHUS] JIMLEBOr0 AUCMOp(dHU3Ma, JETKYI0 CTeNeHb 3aJepKKU YMCTBEHHOIO pa3BUTHUS,
IPEXIEBPEMEHHOE II0JI0OBOE DPa3BUTHE € MeHapxe B Bospacte 8-10 ner, compoBoxnaromieecs
OnepeKeHHEM KOCTHOI'0 BO3pacTa B OTCYTCTBHE 3HAYMMOI'0 YCKOpeHus pocra [ 8, 9].

Cunnpom Bunssimca (CB) — 310 MynbTHCHCTEMHOE 3200JIEBaHIE, 00YCIOBICHHOE IETICIUSIMU
JUTMHHOTO Tiieda 7 xpomocoMmbl. [Ipu CB oTmewaercs psan (GEHOTHNUYECKUX YepT (XapaKTepHOE
"muno anbga, myxssle ryObl U XpUIUIBIA T'0JIOC), MOBEIEHUYECKUX OCOOCHHOCTEH (Upe3MepHO
IpyXeno0HOe MOBEIeHHEe, YMCTBEHHAs! OTCTAJOCTh) U MATOJOTUI pa3jMYHbIX OPraHOB U CHCTEM
(HagKIanmaHHBIA AOpTajbHBIM CTEHO3, CTEHO3 MepHU(EepUUYEeCKUX JErOYHbIX apTEepHil, aHOMAaIUU
pa3BUTHS MOYEK, KOHEUHBIH POCT HUXKE cpeAaHero u Ap.). Y3 sHAokpuHHBIX Hapyumenuid npu CB
OTMEUYAIOTCsl TUIIEpPKaNbLIMEeMHUs ¢ MaHU(ECTalUEeN B IIEPBbIE I'O/1bl )KU3HU, TUIIOTUPEO3, HAPYLIECHU
yrAeBOAHOr0 OOMEHa, LEHTpPaJbHOE MPEXKIEBPEMEHHOE I0JIOBOE Pa3BUTHE C MaHM]ecTanueil B
Bo3pacte 6-7 net [7].

[TpexxneBpeMEHHOE M30JUPOBAHHOE TEIAPXE XapaKTEPU3YETCsl YBEIMYEHHEM MOJIOUHBIX
xese3 10 3 cTaguu pa3BuTus 1o Tanner, 6e3 yCKOPEHU ST KOCTHOTO BO3pacTa M MPOTPECCHU IPYTHUX
BTOPHYHBIX MOJIOBBIX MpU3HAKOB [29, 42]. Yame Bcero BO3HUKAET B TEUCHHE MEPBBIX IBYX JIET
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KU3HU U B OOJILIIMHCTBE cliydyaeB perpeccupyet. [locie 2 neT Taxke BO3MOKHO BO3SHHKHOBEHHE
W30JIMPOBAHHOTO TelapXe, OJHAKO B TAKUX CIydasx IIOBBIIICH PUCK TpaHCHOpPMAIHH
M30JIMPOBAHHOIO TeJIApXe B MOJHYIO LeHTpaibHyio Gopmy ITITP [29].

[IpexxneBpeMEeHHOE HW30JUPOBAHHOE aJpeHapXe He SBJISETCS NPU3HAKOM HCTUHHOTO
nedTpaisHoro IIIIP, Tak kak mpoiecc akTUBALMK CETYATOM 30HBI KOPHI HAJMOYEYHUKOB, TJI€
00pa3yloTcs aHJPOTEHbI, HE PErylupyercs TOHAJOTPOIHBIMH TOpMOHaMH. KiMHHYECKUMU
MpU3HAKaMU MPEKIACBPEMEHHOTO aJipeHapXxe SBJISIOTCS THITHYHBIC MPOSIBICHUS TUTIEPAHIPOTCHUN
B BHJIC TOSIBJICHHsI JIOOKOBOTO OBOJIOCEHHMsI, 3amaxa IMoTa W yrpeBOM CHIMH, TAKKE XapaKTEPHO
yckopenrne KoctHoro Bospacta [29, 30, 43]. IIpexaeBpeMeHHOE aapeHapxe — 3TO JAUArHo3 —
HCKITIOU€HHUE, KOTOPBIM MOXKET OBITh YCTAHOBJICH TOJIBKO TOCJE 00CTIEIOBaHUS HA MPEAMET IPYTUX
BO3MOKHBIX TPUYUH TUIIEPAHPOT CHHH.

2. [lnarHocTuKka 3aboneBaHMA uNU COCTOAHUA (rpynnbl 3aboneBaHUW UK
COCTOSIHUA) MeaAULMHCKME TMNOKa3aHUA U NPOTUBOMNOKA3aHUA K MNPUMEHEHUIO
MeToA0B AMarHOCTUKMU

Kpurepun ycraHoBieHMsI nuarHo3a: MaHU(eECTallds BTOPUYHBIX IOJOBBIX IPHU3HAKOB Y
JICBOYEK 70 8 JIeT ¥ y MajabuuKoB 10 9 aet [5, 6, 11].

Huarnoctuka IIIIP mpoucxogutr mostanHo (cMm. Ilpunoxkenue b. Anroputmsl nefictBuit
Bpaua). Ha nmepBom 3Tane HE0OXOAMMO KOHCTATUPOBATH HAJIM4YUE MPEXKIEBPEMEHHOI'O IOJOBOIO
Pa3BUTHSA, BBIJICIUTH IPYIITY HENOIHBIX (HOPM, T.H. U30JMPOBAHHOE TEApXe U aJipeHapXe.

Ha BTOpOM 3Tane y nalueHToB C MOATBEPHKACHHBIM IPEXKIEBPEMEHHBIM I10JIOBBIM Pa3BUTHEM
HE0OXOIMMO YCTaHOBUTH HO30JIOIMUECKUI BAPHAHT C LIEJIbIO ONpPENeICHNUS TAKTUKH JICUCHHUS.

2.1. XXanoObl n aHamHe3

- IIpu c6ope aHamMHe3a peKOMEHIYETCSl YTOUHUTD CIIEAYIOIIME BOMPOCHI:

- Bpemst mosiBiieHUSI MOJIOUHBIX JK€JI€3 y JeBOYEK: MOSBICHHE MOJOYHBIX Kelle3 Ha MepBOM
roJly )KU3HU Yallle BCTPEUaeTcs IPH U30JIMPOBAHHOM Tenapxe [42, 44].

YpoBeHb yoenuTtenbHoCTH pekomeraanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — 4)

- CKOpOCTb IPOrpecCUr BTOPUUHBIX ITOJIOBBIX IPU3HAKOB:

- U1 OBapUAJbHBIX  ACTPOTEHINPOAYLHUPYIOIIUMX  KUCT  SUYHUKOB  XapaKTEpHO
HHTEPMHUTTHPYIOIIEE TeUCHHUE MoIoBOro pasutust [29, 45, 46, 47].

VpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 3)

- CkopocTb pocra 3a nepuon 3-6 Mec.: IpH IPEXAEBPEMEHHOM H30JIMPOBAHHOM Telapxe U
aZipeHapxe He OTMEYaercsi YCKOpeHus pocTa. Taxke OTCyTCTBHE YCKOPEHMs pocTa HalOJt01aeTcs
npu IIIIP Ha ¢Qone runomnutyurapu3Ma NpU apaxHOUJAJbHBIX KHCTax, CENTO-ONTHYECKOH
mucrnasuu, onyxomsx LIHC, mocne obmyuenns IHTHC u nmpu mopokax pa3BUTHS THIIOTOJIAMO -
celsipHO# obactu [48, 49, 50].

VpoBenb yoenutensHocTH pekoMenganuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 4)

- Hanuuue HeEBpONOrM4eckoil CHUMOTOMAaTMKM M CHUMIITOMOB HecaxapHOro jauabera:
MIPEXAEBPEMEHHOE I10JI0OBOE DPAa3BUTHE MOXET ObITh IMOCIEICTBUEM OPraHUYECKOro MOpa>keHUs
IIHC [51, 52].

VpoBenb yoenutenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 4)

- Hannuue mpu3HaKoB yacThIX KOMIOHEHTOB cuHapoma MakKseroHa-Onbpaiita-bpaiiesa:
¢bubpo3Has AMCIUTa3usl W/WIK TSITHA I[BETa KOPe-C-MOJIOKOM C HEPOBHBIMH 'Teorpaduyeckumu"
kpasimu [17, 18, 53, 54, 55].

VpoBenb yoenutenbHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

- Hamuume npusHakoB CHHAPOMAJIbHOM NaTOJIOTUMM (BO3MOXHBIE CHHJApPOM Buibsmca,
CumsBepa-Paccena, Temrna): cTUTMBI JUCOMOpPUOTEHE3a, OTCTABAHKUE B PA3BUTHHU, HU3KOPOCIIOCTb,
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IMOBCACHUYCCKHEC OCO6€HHOCTI/I, IIOPOKH pa3BUTHUA CCpLia, THIICPKAJIbIIUCMUS, ITPU3HAKN MBIIICYHOM
TUIIOTOHHH, HU3KOPOCIOCTb U T.1.

2.2. ®usmnkanbHoe obcnepgoBaHue

- Pexomenmyercs NMpoBOAUTH KIMHUYECKYHO OIICHKY TIOJIOBOTO PAa3BUTHSI HA OCHOBaHUU
mKajael TaHHEp BCEM JIETSM ISl OMpEeNICHUs] CTEMEHU MOJIOBOI0 CO3PEBAHUS U €€ COOTBETCTBUS
BO3pacTy peOeHKa: CTENeHb MOJIOBOro paszButus Tanner 2 m Oonee y AeBouYeK mutafimie 9 JeT u
ManbuuKoB Miaame 9 ner sBisiercss kputepuem [P (Cm. npunoxenue I'l. Cragum pasButus
MOJIOYHBIX JK€JIe3 U IOJOBOr0 OBOJOCEHUs y JeBodek mo Tanner u mpunoxenue [2. Cragun
MOJIOBOT'O pa3BUTHs Y MaJbuKKoB 1o Tanner) [4, 5, 51].

VYpoBens yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB — 4)

- Pexomenayercs neBoukam Miafmie 8 JeT M MajlbyMKaM Miafiie 9 JeT ¢ KIMHUYECKUMU
npuzHakamu  [IIIP  BBINOJHATH: AHTPONOMETPUYECKHE MCCIENOBAaHMUS C LEIbI0  OLIEHKU
Ko3(uieHTa CTaHIApTHOrO OTKJIOHEHHsS 110 POCTYy — IIpeBbllieHHe pocta Ooinee 2SD
OTHOCHTENILHOT'O LIEJIEBOr0 pOCTa Ha JJAHHBIN BO3pacT siBisiercst kputepuem I1I1P [6, 28, 48].

VpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 5)

- PekomeHnyeTcs MOACYET CKOPOCTH pOCTa 3a NOpealecTByromme 6-12 mec. ¢ Lebro
OTIPEICNICHHUs] CKOPOCTU POCTa — YBEIMYEHHE CKOPOCTH pocta Oomee 2SD 3a mpemmecTByrommit
NEepPHOJI CBUICTENBCTBYIOT B 0JIB3Y siBisieTcst Kputepuem [P [6, 28, 48].

YpoBeHb yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

- Pexkomenmyercs MajpuydMKaM IPOBOIUTH OLEHKY OObeMa TOHAJL WM JUIMHY sHYKa.
HecootBeTcTBHE pa3mepa situeK CTEIIEHH MTOJIOBOTO PA3BUTHUS ABISICTCSA KPUTEPHEM IOHAOTPOITHH -
HE3aBUCHMOTO MPEKACBPEMEHHOTO TOJI0OBOM pa3Butu [12].

YpoBeHb yoenuTenbHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — )

- Pexomenayercss neBodkaMm MPOBOAUTH OIEHKY MEHCTpPYyaJdbHOW (GYHKIUU — HAINYHE
MEHCTpyaluii y AeBouek muaiie 8 jet ssisiercs kpurepuem [P [5, 6, 18].

YpoBeHb yoenutenbHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — )

KommenTtapuu:

JIOTIOTHUTENBHO TIPH OCMOTPE MOXXHO BBISBUTH COITYTCTBYIOIIME CUMIITOMBI, XapaKTepHbIS
JUISL OTIEIbHBIX HO30JIOTUYECKUX (hopMm:

- Hammuyme mnsAten uBera Kode-c-MOJIOKOM C HEPOBHBIMU reorpauueckumMu KpasMmu
xapakTepHo a1 cuHapoMa MakKsrona-OnOpaiita-bpaiinieBa

- Hanmuyme okpyriibIix/oBaNbHBIX MSTEH IBETa KO(E-C-MOJOKOM, BECHYIIEK B MOIMBIIIEUHBIX
o0acTsax, HeUpopuOPOM XapakTepHO Helpodubpomaro3a 1 Tuma, mpu KoTtopoMm pasputue [ITTP
00yCIIOBJIEHO IJIMOMaMH 3pUTEIHLHOTO HEpBa.

- Hamnuue nedopmanuii Kocteld KOHEUHOCTEH MO TUITY MACTYIIBETO Mocoxa, AeGopmMalui u
acUMMeETpHil uepena xapakrepHo s cunapoma MakKerona-Onbpaiita-bpaiinesa.

- Hanuuue HEeBpOJIOrHMYECKOM CHMITOMATHKH (HUCTarM, KOCOrjasue, MIaTKOCTh MOXOJKU U
T.1.) MOXKET CBUJIETEILCTBOBATh B MOJIb3Y opranndeckoro nmopaxenus [THC.

- HeperynspHble MEHCTpyasonoao0HbIE peaklIUH XapaKTepHbl sl cuHApoMa MakKbioHa-
OnOpaiita-bpaiinena

2.3. llabopaTopHble AUarHocTUYecKue uccrieqoBaHus

- PexoMenyercs geBoukam muaamie 8 et ¢ KauHudeckumu npusHakamu [P u manpunkam
Miaame 9 ner ¢ kiauHU4YeckuMu npusHakamu [IIIP omnpeneneHue ypoBHS TOHAJZOTPOIHBIX
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TOPMOHOB (MCCJEI0BaHKe JTIOTeUHU3Upyrolero ropmona (JII') B cbIBOpOTKE KpOBH, UCCIEIOBAHUE
dbommukynoctumynupytomero ropmona (®CI) B ChIBOpOTKE KpPOBH U TIOJIOBBIX CTEPOUIOB
(uccrnenoBaHue ypoBHS OOIIETO TECTOCTEPOHA B KPOBH, UCCIICIOBAHUN YPOBHS OOIIET0 dCTPaIuoia
B KPOBH) ISl MOATBEPXKICHUS TPEKIEBPEMEHHOTO MOJOBOr0 pa3BuTHs W AuddepeHnamibHoi
nuarHoctuku ero ¢popmsi [5, 6, 56, 57, 58, 59, 60].

YpoBeHb yoenuTenbHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTeNILCTB — 4)

KommenTtapuu:

- HawubGonpmeit wHOOPMATUBHOCTHIO B JIUArHOCTUKE TOHAAOTponuH-3aBucumoro I[IT1P
obmamaer yposeHsb JII', HO TONBKO MPU MCTOIB30BAHUHU BHICOKOUYBCTBUTEIBHBIX MeToANK (ICMAC
gyBctBUTeNbHOCTRIO 0,01 Ex/m mmu ECLIA ¢ uyBctButensHocthio 0.1 En/m) m namuuuum B
nabopaTopuu 101y0epTaTHBIX HOPMAaTHUBOB.

- 3nauenue JII' Berme 0,3 En/n mpu Mcmonb30BaHUM BBILIICYKa3aHHBIX METOIUK C BBICOKOH
BEPOSTHOCTBIO CBHUJICTEIBCTBYET O HaJMYMU ToHajoTponuH-3aBucumoro III1P [56, 57, 58, 59, 61,
62, 63].

- 3nauenue JII' menee 0,3 En/m He mMO3BOJIIET UCKIIOYUTh TOHAAOTPONKH -3aBucuMoe [111P,
Tak Kak 710 50% 310poBBIX [€BOYEK CO BTOPOM CTaJAMed II0JOBOIO pPa3BUTHUS HMMEIOT
nonyoepratHbiii ypoens JII' [59, 64, 65, 66].

- YpoBens JII' y 3M0pOBBIX J€BOYEK MIaAIie 2 JIET MOXKET COOTBETCTBOBATH MyOepTaTHBIM
3HAYEHMSIM B COOTBETCTBUU C XapaKTEPHBIM JJIsl 3TOT0 BO3pacTa "MUHU -ITyOepTaToM", 4TO ClIeayeT
UMETh B BUJy [IPU HHTEPIPETALUU Pe3yibTaToB [67, 68].

- Y neBoueK ¢ NaJIbIUPYyEMbIMU MOJOYHBIMU JKE€JI€3aMU BO3PACTOM J10 3 JIET MOBBIIICHHBIN
ypoerb OCI" npu nomyOepraTabix 3HaueHus X JII' ykaspiBaer Ha Hanmuue HenoiaHou ¢opwmer [TITP
— IpexaeBpeMeHHoro tenapxe [69, 70].

- Pekomenayercs neBoukam miajiie 8 et ¢ kiauHudeckumu mpuznakamu [1I11P u manpunkam
mitazme 9 ger ¢ knuHuyeckuMy npusHakamu [P nposenenue npoOsl ¢ aHAIOrOM T'OHAIOTPOIIHUH -
PWIMBHHT-TOPMOHA  KOPOTKOro  JAeHcTBHs ¢ 1enbio  JuddepeHaibHol  JUarHOCTUKHU
rOHa0TponMH-3aBucuMoro Bapuanta [1I1P u ronagorponuu-He3aBucumsbix (opm IIIIP [71, 72].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — D)

KommenTtapuu:

ITpy KIMHUYECKON KapTHUHE, COOTBETCTBYIOLIEH CTaJuM MOJ0BOro pa3BuTHs 3 no TanHepy u
BbIIlIE, B cOUeTaHUU ¢ nyOepTaTHbIM ypoBHeM JII', B nmpoBeaeHun npoObl ¢ anaiorom I'H-PI" Her
HEOOXOIMMOCTH.

MeTtoaunka mNpoBeAeHUS TMPoObl C€ TOHAJAOTPOMHH-PUIN3UHT-TOPMOHOM: OIpeeseTcs
6azanbpHbId ypoBeHb JII' 1 OCI kpoBu, BBoguTcs aHaimor ['HPIT kopoTkoro neiictBusi, Ha (QoHE
CTUMYJIIIMM KOTOPBIM ompenensiercs B auHaMmuke ypoBeHb JII' u @CI' kposu. [Ipenapatel ['HPT,
HCHOJIBb3YIOLIMECS 111 TPOOBI, U BPEMEHHbIE TOUKH 3a00pa KpOBU MPEACTABJIEHbI B TabyuLe 2.

Kpurepun oueHku npoObl ¢ TOHAJOTPOIMH-PUIM3UHT-TOpMOHOM: noBblieHue JII' 6omnee 6

En/n Ha ¢oHE cTUMYISAIIUMU CBHAETEILCTBYET B MOJIb3Y TOHAAoTpomuH-3aBucumoro IIITP [59, 60,
70,73,74,75,76, 77].

Tabsmna 2. BapuanTsl npoBeeHus IpoObl C penapaToM roHaJ0TPONKH -pPUIM3UHT TOPMOHA.

[Ipenapar Jo3a Crnioco0 BBeneHUS Bpewms 3a60pa Ornpenensiemblie
KpPOBH TOPMOHBI
#bycepenun 300 MKr | MHTpaHa3aJbHO 0, 14, 44 JII'u ©CI'
#Tpunropenun** 100 mxr | m/k 0, 14, 44

B uHCTpyKIIMM K mpuMeHeHuto #rpunropenuHa®™* 0,1 mr u #0ycepemuna 150 MKr/mo3a HET
YKa3aHWs Ha NMPUMEHEHUE B pPaMKax JUArHOCTUYCCKMX TECTOB MPH OOCIICIOBAHHH IO TOBOIY
HapyIIeHUH TOJOBOro pa3Butusa. OJHAKO JAaHHBIC MpermapaThl MPUMEHSIOTCS C YKA3HOH BBIIIE
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[ENbI0 BHE 3apETMCTPUPOBAHHBIX MOKA3aHUH Ha OCHOBAHUU PE3yNbTAaTOB 3(PPEKTUBHOCTH H
0€30MacHOCTH 1O MEXIYHapOJHBIM JaHHBIM U KJIMHHYeCKMM ombiToM B @OI'BY HMUIL
supokpuHooruu [78, 79, 80, 81, 82, 83].

Panee moporoBeiM 3Hauenuem JII' Ha mpobe c¢ amamorom ['HPI, moarBepxkmarommm
nentpasibHoe I[P, cuurtanock 3Hauenue 10 Ex/n, ogHako B COOTBETCTBUM C JaHHBIMH
MEXYHApOIHBIX MCCIEAOBAaHUM W KiauHu4ueckuM onbitoM B OI'BY HMMUI snpokpuHonoruy,
PEKOMEHI0BaHO CHU3UTH IOporoBoe 3uauenue a0 6 Ex/n [59, 60, 61, 62, 63, 70, 73, 74, 75, 76, 77].

OtcytcTBue nossiieHus JII' cBUAETENBCTBYET B OJIB3Y TOHAAOTPONHH -He3aBucumoro IT11P.

IIpeBprienne ypoHs ®CI' Han ypoBHeMm JII' cBuaeTenbCTBYET B MOJb3Y M30JIMPOBAHHOIO
Tenapxe.

WccnenoBanue ypoBHsI OOIIEro TECTOCTEPOHA KPOBH y MajbUHMKOB, MCCIEIOBAHHE YPOBHS
o0Imero scTpaguoia y JeBOYEK I03BOJIAET NoATBepAuTh auarHo3 [IIIP mpum BeIpakeHHOM
MIPOTPECCHH TIOJIOBOTO PAa3BUTHUS U HE SIBISIETCS WH(OOPMATUBHBIM Ha PAaHHHUX CTAIUSX UCTUHHOTO
IPEXKIEBPEMEHHOI O ITOJIOBOI'O Pa3BUTHS.

3HauUTENFHOE MPEBBIIICHNE YPOBHS OOIEro 3cTpaauoia KpoBU Ha (oHe momyOepTaTHBIX
3HAQYEHUH T'OHAJOTPONHBIX TOPMOHOB SBJISIETCSI KPUTEPUEM ICTPOrEH-CEKPETUPYIOIUX KHUCT U
omyxoJeit suanukoB [18, 20, 21, 45, 46, 47, 84].

3HAYUTENBbHOE MPEBBINICHNE YPOBHS aHIPOr€HOB KPOBU Ha (oHE NOMyOepTaTHBIX 3HAYCHUM
TOHAJIOTPOMHBIX TOPMOHOB SIBIISIETCA KpPUTEpPHEM THUNEPOYHKIUMU SUYEK, OMyXOJel SUYeK HIIH
HaIIo4eyHuKoB [12, 14].

- Pekomennyercs y Mmanbunkos ¢ [1I1P ob6s3aTenbHOe onpenenenue ucciegoBaiue yposss 17 -
ruapokcurnporectepona (170HP) B kpoBHM ansl MCKIIIOYEHHS] BPOXKICHHOW IUCHYHKLIUU KOPBI
HagnoueynukoB (BJIKH), anbda-deronporenHa, wucclienoBaHUE YpPOBHS XOPHOHHUYECKOI'O
roHajsiorponuHa (cBobopHas OeTa-cyObenUHMIA) U HMCKIIOYEHUS TI'epPMUHOICHHBIX OITyXOJIeH,
HCCIIEIOBAHUE YPOBHS CBOOOMHOrO (HEKOHBIOTHPOBAHHOIO) Aeruaposnuanapocrepora (AIDA)
KpPOBH W/WJIK IeTUapo3NHaHipocTepoHa cynbdara B KpoBu (AI'DA-C) s uCKItOUEHUs aHIpOreH-
MPOAYIHPYIOIIMX OMyX0Jiek Haamodednukos [85, 86, 87, 88, 89, 90].

VpoBenb yoenutenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 4)

- PekoMeHnyeTcsl y eBOYEK C MPEXAECBPEMEHHBIM aapeHapXxe 005A3aTeIbHOE HMCCIeIOBAHUS
ypoBas 170HP u JAI'DA/AI'DA-C nna wuckmouenus BJIKH; anapocTeHamoHa B KpoBH,
JAIDA/IIDA-C kpoBH W OOIIEro TECTOCTEPOHA B KPOBU IS HCKIIOYECHHUS aHJPOTEH -
MPOIYIHUPYIOUIMX OMYXOJIeH SHYHUKOB WK HaamouedHukos [85, 86, 87, 91].

YpoBeHb yoenuTebHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0OKa3aTeIbCTB — 4)

KommenTtapuu:

- NIpY UIMONATUYECKOM MpexaeBpeMeHHOM aapeHapxe ypoBeHb [II'DA-C (AI'DA-C menee
BapuaOeNbHBIN TIOKa3aTenb 1Mo cpaBHeHHIO ¢ JII'DA) cootBercTByeT 2 cTaauu no Tanuep (40-135
MKr/mn wm  1,1-3,7 MKMoOnb/i), TOrga Kak TpU  aHAPOTEH-TPONYLHPYIOUIMX  OMyXOJsX
HaganouedyHukoB Il A-C npebimaet S00mkr/mt (15 MxMoub/i).

- ypoBenb 17OHP Boime 15 amons/n (SHr/MiT) ¢ BBICOKON BEPOSATHOCTBIO CBUICTENBCTBYET O
HEeKJIaccuyeckoit popme neduuura 21-ruapokcunassl. B comHuTENnbHBIX citydasx (ypoBenb 170HP
6-15 HMOJIB/JT) peKOMEHJ0BaHO 1000 e oBaHue (M3105KEHbI B mpoTokonax mo BJAKH).

2.4. UHCcTpyMeHTanbHble AuarHocTuyeckme uccrenoBaHus

- PexoMenyercs geBoukaMm mutajame 8 jeT ¢ KinHudeckumu npusHakamu [P u Mmanpunkam
mianme 9 ser ¢ kimHu4eckumu mnpuszHakamu I[P mpoBexenue penTreHorpadguu Kucted ais
OIIEHKH KOCTHOr0 Bo3pacta [5, 92, 93, 94, 95, 96, 97, 98, 99, 100].

YpoBeHs yoenuTensHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — 3)

KomMmeHTapun:
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- OmpeneneHre KOCTHOTO BO3pacTa MPOBOJUTCS HAa OCHOBAHUU pEHTreHorpaduu KucTel
(JleBOM KHCTH JJIs TpaBIlIeld) — ONEpPEeKEHHE KOCTHOrO Bo3pacta Oosiee yeM Ha 2 roma oOT
nacroprtHoro sisercs kpurepuem [P [96, 97, 99, 100].

- [Ipu ompezeneHny KOCTHOTO BO3pacta peKOMeHayercsi ucnosib3oBath atiac Greulich-Pale
win cuctemy Tanner-Whitehouse nian meton bByxmana [92, 93, 94, 97].

- Pexomennyercs mposenenue MPT romoBHoro mosra mnpu J0OKa3aHHOM TOHAJOTPOIIMH -
3apucuMoM xapaktepe [IIIP neBoukam c¢ manudecramueii [IIIP B Bozpacte 6 ner u mianme u
Manpunkam ¢ MaHudecramueit IIIIP 1o 9 nmer ¢ menplo0 UCKIIOYEHHS OOBEMHBIX OOpa30BaHHIA
THIIOTajIaMo-CeJuIsapHoit obnactu [3, 32, 101, 102].

VpoBenb yoenutenbHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 4)

KommenTtapuu:

- O6s3atenbHO npoBeaeHre MPT y Bcex Malb4MKOB C TOHAAOTPONUH -3aBUCUMbIM [ITIP u y
IEBOUYEK Miajle 6 Jer.

- JleBoukam ¢ nebrotom roHagorponuH-3asucumoro IIIIP B npomexytke ot 6 1o 8 ner MPT
MIPOBOJUTCS MIPU HATTMYUU HEBPOJIOTUUECKON CUMITOMATUKUA W/UJIM MPU3HAKOB TUIIONUTYUTapU3Ma
[3, 102].

- Ilockonbky ronamoTponuH-3aBucumoe [IITP He cBsizaHo ¢ ameHomamu runodusa, HET
HEOOXOAMMOCTH B KOHTPACTHOM YCUJIeHUH TpH npoBeneHuu MPT.

- PexoMenyercs mpoBeneHue yabpTpa3ByKOBOE UCCIEIOBAHUE OPTraHOB MOIIOHKH MajlbuuKaM
¢ kmuHuyeckumu mnpuszHakamu I[P nns omeHku cOOTBETCTBHS BO3pacTy oObeMa SUYeK,
HCKITIOYCHUSI 00hEMHBIX 00pa30BaHHUI SIMYECK MaJIbYUKaM C KIMHHUYEeCKUMU npu3Hakamu ITITP [52,
103, 104, 105].

VpoBenb yoenutenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 4)

- Pexomennyercs mnpoBeaeHue Y3UM opraHoB Maioro Ta3za JA€BOYKAM C KIMHUYECKUMH
npusHakamu [I[1P s ormeHkw COOTBETCTBHS BO3pacTy pa3MepoB MAaTKM UM O0beMa SUYHUKOB,
UCKITIOYEHHSI 00bEMHBIX 00pa3oBaHMii SMIHUKOB |3, 45, 46, 47].

YpoBeHb yOenUTENbHOCTH peKOMeHIanuii B (ypoBeHb TOCTOBEPHOCTH J10KA3aTEIILCTB — 3)

- PekoMenayercss npoBeAeHNE BU3YaIU3UPYIOLIMX METOJIOB MCCIENOBAaHUSA HAAINOYEYHUKOB
(Y31 mnanmoueunukoB w/mmn  MPT  HaAmoyeyHWKOB, WM 1O TOKa3aHUSAM CHHpaIbHAs
KOMITBIOTE€pHAsE TOMOrpadust MOYeK U HAATIOUYEUYHUKOB) JUIS UCKIIOUEHHsSI 0OBEMHBIX 00pa30BaHHM
U TUIIEpIIa3uu HaJIOYEYHUKOB AETSIM C aJipeHapXe W/ NOoBBIIEHHBIM ypoBHeM JI'DA/[IIDA -
C[87, 88, 89, 90, 91, 102].

YpoBeHb yoenuTenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — 4)

KommenTtapuu:

- HaJM4yue 3XO0-MpU3HAKOB (osukya 6osnee 1 cM B AuameTpe y AEBOUYKU MpenyOoepTaTHOro
BO3pacTa ONpeiesieTcsl KaKk KUCTa SHYHMKA.

- npu npoBenennu Y3UW opranoB maioro Taza B pamkax auarHoctuku I[P cnemyer
OLIEHUBAaTh COOTBETCTBHE DPa3MEpPOB MAaTKM M oObeMa SUYHHKOB Bo3pacTy. OObeM SMYHHUKOB
paccumThiBaeTcs 1o Qopmyse: jumHa (cM) X mmpuHa (cM) X Bbicota (cMm) x 0,5233. Ilpwm
nentpasibHoM [IITP y neBodek oTmeuaroTcss O JblMe pa3Mepbl MATKH U 00BbEM SIMYHUKOB (I10
CPaBHEHHMIO C MPEMyOepTaTHBIM KOHTPOJIEM U IEBOYKAMHU C U30JIMPOBAaHHBIM Tenapxe) [106].

- BBICOKOCTIELIM(PUYHBIM, HO MaJOYyBCTBUTEJILHBIM IPU3HAKOM TOHAJO0TPONNH-3aBUCUMOIO
MPEKIEBPEMEHHOT O MOJIOBOI'0 PA3BUTHS ABJISACTCS HATMYKHE 3XO0-MTPpU3HAKoB dHIoMerpus [107].

- y JIeBOYEK Ha CTaJuy MaHU(ECTalnu ToHaJA0TponuH-3aBucuMoro I1ITP MaTka U SMYHUKH
MOTYT OBITh €Ille T0myOepTaTHBIX pa3MepOB, B CBSI3U ¢ ueM npu aud dhepeHInanbHOM 11 arHOCTUKE
MEXJly TOHAJOTPOINUH-3aBUCUMBIM IPEXAEBPEMEHHBIM IOJOBBIM Pa3BUTHEM M H30JIMPOBAHHBIM
Tenapxe mpoBeaeHue Y3M MaTKu M SUYHMKOB Y JI€BOUYEK MOXKET HCIOJIb30BAaTHCS TOJIBKO Kak
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BCrioMoraresbHbiid Meton [76, 107, 108].

- Pexomennyercs mnpoBenenue MPT romnoBHoro mosra, Y3U mneuenu, KT cpegoctenus
mansyukaM ¢ IIITP u noBbimieHHbIM XIY € 11€J1bI0 TTOMCKAa T€PMHUHATUBHO-KJIETOYHBIX OIMYyXOJIen
[38, 108, 109, 110, 111].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

2.5. Hble gnarHocTnyeckme nccnenoBaHus

- Jleram ¢ numarHozom cuHapoM MakKeiona-OnOpaiita-bpaiineBa pexkomenayercs
o0ciieoBaHKe 151 HCKITIOUCHHUS IPYTrUX KOMITOHEHTOB 3a0oneBanus [112, 113, 114].

VYpoBeHb yoenutenbHoCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — 5)

KomMeHTapun:

[Tanmentam ¢ cuHapomoM MaxkKeiona-OnOpaiita-bpaiiiieBa He0OXOIMMO peryJIsipHOE
00CcJeI0BaHME C 11eNIbI0 CKPUHUHTa KOMIIOHEHTOB 3a00J1eBaHUs:

- Y3U1 mmTOBUAHOM Kene3bl 1151 UCKIIIOUEHUS y3JI0BOr 0 MOpaK eHUs

- UccnenoBanune ypoBHsi cBoOogHOrO THpoKcuHa (CT4) CBIBOPOTKM KPOBH, HCCIEIOBAHUE
ypoBHs TUpeoTponHoro ropmona (TTI') B kpoBuU AJ1 HCKITIOYEHUS TUPEOUHOW aBTOHOMUH.

- UccnenoBanue ypoBHsi comatorpornHoro ropmona (CTI') B kpoBu, uccienoBanue ypoBHs
IpOJIAKTHHA KPOBH, MCCIIEIOBAaHUE YPOBHSA WHCYIMHOMOAOOHOr0 pocToBOoro ¢akropa I B xpoBu
(M®P1) nnst vckimoueHus: akpoMEeTraluu U TUIIEPIPOJIAKTHHEMUHU

- Tectbl TyOynsipHOU peabcopOimu (pocdaToB M UCKIHOYEHHUS THUIOPOCHATEMUIECKOTO
paxuTa

- Uckmouenne cunapoma KymmHra y aetell mepBbIX JIE€T >KU3HHM (MCCIEOBAHHME YpPOBHS
aapeHoKopTUKoTporHoro ropmoHa B kpoBu (AKTI'), uccnenoBanue ypoBHs OOIIEro KOpTH30Ja
KpOBHM, MHCCJIEOBAaHUE YPOBHS CBOOOJHOrO KOpPTH30Jla B MOYE, HCCIECJOBAHUE YPOBHS
JeTUApOodNHaHapocTepoHa cyibdaTa B kKpoBu (D A-C)

- [IpoBenenue rimoko3oToiaepaHTHOro Tecta ¢ ompeneneHueM CTIT (mo mokazaHusiM — mpu
noBsitieHHOM ypoBHe CTT u/mmu UDP1)

- MPT ronoBHOro mosra Jajisi UCKIJIIOYEHHs aJleHOMBbI runodusa (1Mo mokazaHUsSM — IpU
orcyrctBuu nonasieHuss CTI Ha mpoOe uiy npu TUNeprpoNakKTHHEMHUH )

- CounTurpadus KocTed Bcero Tena A YTOYHEHMs] PacHpOCTpaHEHHOCTH (uOpo3HOH
JMCIUTa3uu (Tocie 5-6 neT) u/umm peHTreHorpadus B MpsMON IPOSKIIMH HUKHUX KOHEYHOCTEH /IS
UCKIIIOYEHHs 04aroB (puOpPO3HOM AMCIUIA3UH, YIPOXKAEMBIX MATOJOIMYECKUMHU MEpelIoMaMy U/Win
TPeOYIOIIUX OMEPATUBHOTO JICUECHHUS.

- KommnbroTepHasi Tomorpadusi roloBHOro Mosra (1o MOKa3aHUsIM — Ui YTOUHEHHUS O4aroB
(huOpPO3HON TUCIIIA3UM Yepena).

- OdTanpmockonus (IO MOKa3aHUSAM — JJI1 HCKIIOUEHUS! aTpoduu 3pUTEIbHBIX HEPBOB MPH
HaJIU4YuU 04aroB GUOPO3HON JUCIUIa3UM Yeperna).

- Hersim ¢ TIIIP BcnenctBre 00beMHBIX 00pa30BaHUi TOJTOBHOTO MO3ra, JTOKATU3YIOIIUXCS B
XHa3MallbHO-ceJUIpHOM oOnactu, u geram c [IIIP, nepenecmmm oOgydeHHe Xua3majabHO-
CeJUIIPHOM 00JIACTH PEKOMEHIyeTCsl O0CIeNOBaHME JIsl MCKIIOYEHHWE Tunonutyutapusma [115,
116, 117].

VYpoBeHb yoenauTenbHOCTH pekoMeraanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTeNILCTB — 4)
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3. JleyeHune, BKnO4YasA MeOUKAMEHTO3HYHD U HeMeAUKAMEHTO3HYK Tepanuwm,
aveTtoTepanuio, o6esbonMBaHne, MeAULMHCKME NOKa3aHUA U NMPOTUBOMNOKAa3aHUA K
NPUMEHEHUI0 MeTOA0B Jie4YeHus

3.1. KoHcepBaTMBHOE fe4yeHue

TepaneBTuyeckast TaKTUKA onpenessiercs tuonorndyeckuM sapuantoM IITP. lenbro neuenns
[IIIP sBisieTcss TOPMOXKEHUE MPOrPECCUPOBAHUS KOCTHOIO BO3pacTa U MPENSTCTBUE NPOTrPECCUU
MOJIOBOT'O Pa3BUTHS, YTO MO3BOJMUT aJalTUPOBATh NALMEHTOB C IICUXOJIOTMYECKONW M COLUAIBHOMN
TOYEK 3PEHUSL.

- Pexomennyercs HazHauyeHHE IPOJOHTMPOBAHHBIX AHAJOrOB T'OHAJOTPOIWH-PHIIU3UHT
TOPMOHA IIPH YCTAHOBJIEHHOM JIMAarHO3€ TOHAIO0TPOIMH -3aBUCHMOT O TIPEXIEBPEMEHHOT'O TIOJIOBOTO
pa3BHUTHSI y ACBOUEK 110 6 JeT ¥ y ManbIukoB 10 9 jer [3, 115].

VpoBenb yoenutensHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

- Pexkomennyercs  npu  YCTAaHOBJIEHHOM  JMAarHo3€  TOHAJOTPONMH-3aBUCUMOrO
IPEXIEBPEMEHHOIO I0JOBOIO Pa3BUTUS Y JI€BOYEK C 6 10 8 JeT MHAUBUIYAIbHOE pEIIeHHE
BOIIPOCA O HA3HAYCHUU MPOJIOHMPOBAHHBIX aHAJIOIOB TOHAOTPOIMH -pUIIM3HHT ropmoHa [3, 118].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

KommenTtapuu:

- Bo3aM0xHO Ha3HaYeHUE NPOJOHTUPOBAHHBIX aHanoros I'HPI nmocne 8 ner y neBouek u 9 ner
y MaJbuyuKoB npu Hamuuuu npuoOperenHoro CTI' neduuura Ha ¢one omyxoneir ITHC B Tom
cllydae, €clid €CTb BO3MOXKHOCTh Tepanuu npenapatamu ropmona pocta (HO1AC: Comarponun u
ero aronuctbl, HO1AX: ['opMOHBI mepenHel Q0JM THHOPH3a W UX aHAJOTH) JUIA YITYYIICHHS
POCTOBOI'O IPOTHO3a.

- [lanmenTtoB ¢ roHagoTponuH-3aBucuMoit popmoii [P crenyet BkitouaTs B @enepaibHblii
PETUCTD JIUII, CTPAAAIOIINX KU3HEYTPOKAIO MU U XPOHHYECKUMU TTPOTPECCUPYIOMUMHU PEIKUMU
(opdanHBIME) 3a00JIEBAHUSAMU, MPUBOISIINMHI K COKPAIICHUIO MPOAOJDKUTEIFHOCTU TPAKIaH WUITH
ux uaBamuaHoctu" [118].

- B rpymrie neBoyek ¢ roHaJOoTPONMH -3aBUCUMBIM ITPEKIEBPEMEHHBIM MTOJOBBIM PAa3BUTHEM B
BO3pacTe OT 6 10 8 JET JOCTOBEPHOI'O YJIYYILIEHUS POCTOBOrO MPOrHO3a He MoijydeHo. Bompoc o
Ha3HAYCHWM TEpanvd B JIAHHOW TPYIIEe NAIMEHTOB pEIIAeTCs HWHIWBHAYATbHO C YYETOM
TICUXOJIOTUYECKOW COCTABIISIFOIIEH.

- B Poccun Ha ceromHsIIHMI J€Hb 3apEeruCTPUPOBAHbI ISl HUCIOJB30BaHUA Yy JETeH ¢
TOHAJIOTPONMUH-3aBUCUMBIM TPEKIEBPEMEHHBIM IOJOBBIM Pa3BUTHEM JBa MpenapaTa U3 TPYIIbI
IIPOJIOHTUpOBaHHBIX aHajoroB I'HPI' nns exxeMecauHbIX MHBEKUMH: #TpunropenuH™* 3,75 mr u
#nerinipopenuu** 3,75 mr. Ob6a mpenapara UMEIOT CXO0XYIO 3(PPEeKTHBHOCTh U 0€30MaCHOCTb.
[Ipenaparsl TpunTopeuH** unm nerdnpopenun** HazHavaroTcs B/M 1 pa3 B 28 qHEl B CTapTOBOM
no3e 3,75 Mr BHe 3aBUCUMOCTH OT Beca pedbenka [119, 120, 121, 122].

CorizacHo KIMHUYECKUM PEKOMEHAALUsAM, pa3padOTaHHBIM MEXKIYHAPOAHOW T'PyMHIOn
JETCKUX DSHIOKPUHOJIOTOB, CTapToBas J103a IPOJOHTMpOBaHHBIX (opm ananoroB ['HPI
COOTBETCTBYET 3,75 Mr B/M ¢ yacToToi 1 pa3 B 28 nHeil BHe 3aBUCHMOCTH OT Beca pebenka [123].

- B Poccun umerorcst npononrupoBanusie ananoru ['HPIT Gonee mnmrenbHOro neictBus —
tpunrropermuH** 11,25 Mr u #nerinpopenuu** 11,25 mMr, KoTopbie Ha3HAYAKOTCS B/M € 4acTOTOH |
pa3 B 12 Henmenb. Otu mnpenaparbl ucnonb3dytorcs B EBponme m CHIA B neueHun paerei c
MIPEXKIEBPEMEHHBIM TOJIOBBIM Pa3BUTHEM C JOKa3aHHOW 3()(PEeKTHBHOCTRIO U 0E30MacHOCTHIO |3,
115].

- Jlersim, moy4aromuM TEepaIvio MpoJoOHTMpoBaHHbIMU aHanoramu ['HPI' mo nosony IIIIP,
peKoMeHlyeTcsl 00s3aTeabHOe COOJIIOACHNUE YCIOBUH TEpalmuy MPOJOHTMPOBAHHBIMU aHAJIOraMH
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I'HPI": HempepbIBHOCTH TEpAIUH, BEJCHUE KaICHAaps U COONM0IeHHE pexuMa nHbeKkui [3].
YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

- Jlersim, moy4arolmuM TEepaInio MpoJOHrMpoBaHHbIMU aHanoramu ['HPI' o nosony IIIIP,
PEKOMEHIyeTC s peryssipHast orieHka 3(hGeKTHBHOCTH POBOAUMON Tepanuu [3, 115].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

KommenTtapuu:

Onenka 3(h(peKTHBHOCTH MPOBOAMUTCSA HE paHblIe, 4YeM 4epe3 3 Mecsdla OT Hayana JIeYeHUs,
3ateM He pexe 1 pas3a B rox. OueHka pe3yibTara JE4eHHs IPOBOJUTCS TOJIBKO IO COBOKYITHOCTH
KJIMHUYECKHUX U JTA00paTOPHBIX MoKazaTenei [3, 124].

[IpoTokon BeAeHHS MalMEHTOB, MOJYYAIOMIMX TEPANUI0 MPOJOHTMPOBAHHBIMU aHAJOraMH
I'aPl:

- Onenka monoBoro pa3Butus — 1 pasz/émec

- AHTpOonnoMeTprueckue uccienoBanus — 1 paz/6mec

- Pentrenorpagus kuctei — 1 pas/roa, npu BBICOKHX TEMIAX pOCTa U MPOIPECCUM IIOJIOBOIO
pa3Butus — 1 paz/6mec

- UccnenoBanue ypoBHs ropmoHoB kpoBu: JII' (eneBoii ypoBeHb menee 0,5 En/m), oOmuii
TECTOCTEpOH (LlefieBoe 3HAYeHHEe MeHee | HMOJb/) WM oOumii sctpanuon (1ejaeBoe 3HaueHHe
meHee 70 mMois/m) — lpasz/6Mec (aHAIM3Bl MPOM3BOIATCA 3a 1-3 JHS 0 OYEpPETHON WHBEKIIHH
nperapara).

- Y31 opranoB Manoro tasza y JeBoueKk — 1 pa3/6 Mec. B MEpBBIA IOj JCUYCHHs U Jajee Mo
MTOKa3aHUsM.

K kpurepusim 3¢(peKTHBHOCTH Tepanuy OTHOCATCS CIIEAYIOIME TapaMeTphl:

- CKOpOCTh pOCTa — CHU>KEHHE /10 BO3PACTHOW HOPMBI;

- OTCcyTCTBHE IPOrPECCHU TTOJIOBOT'O Pa3BUTHSI UJIM PErPECcC BTOPUUHBIX MTOJOBBIX MPU3HAKOB;

- [Iporpeccust kocTHOrO Bo3pacra He Oosiee yeMm Ha 1 rox 3a 1 rox (mpoBoauTcs 1 pas B rof,
MIPH HEOOXOUMOCTH uepe3 6 mec);

- bazanpublii ypoBeHb JII' M CTEPOMIHBIX TOPMOHOB KpOBU (OOIIEro TECTOCTEpPOHA ISt
MaJIbYMKOB, OOIIEro 3CTpajuoJia JJIsl JEBOYEK) MOXET CIYyKUTh KpuTepuem 3¢G()EeKTHBHOCTH
TOJBKO B TOM CIIy4yae, €CJId M3HA4aJbHO OIpPENENsUICS IOBBIIIEHHBI ypOBEHb 3THMX FOPMOHOB;
yMepeHHO MOoBbIIeHHBIH ypoBeHb PCI He sBiseTcs MpU3HAKOM OTCYTCTBUS 3((dexTa OT Tepanuu;

Yepes 6 MecsueB OT Hauyajga Tepalud B COMHUTEIBHBIX CilydasX (IpU HEMNOJHOM
COOTBETCTBHM KpUTEpUsM 3((HEKTUBHOCTH Tepamuu) MpoBOAMUTCS Mpoba c¢ anamorom ['HPI (3a
OUH JIeHb 10 ouepenHol uHbekuuu aHaiora ['H-PI'), xputepueM s¢dekTuBHOCTH JiedeHUs
sBIsieTcst oTcyTcTBue BeiOpoca JII' Ha mpoGe 6onee 4 En/n [66, 74, 125, 126, 127, 128, 128, 129,
130].

CuuTaercs [OKa3aHHbIM OTCYTCTBME€ HETaTUBHOIO BJMSHHUS JUIMTEIBHOM  Tepanuu
nposoHTupoBaHHbIMU aHasoramMu ['HPI' Ha Habop Beca M CHHUXKEHHE MHMHEPAJIbHOM IJIOTHOCTH
KOCTHO# TKaHu y neteit ¢ [TTTP [124].

B Hactosiee BpeMs HE CYLIECTBYET YETKHUX KPUTEPUEB, OMPEHENSIOIUX CPOKH OTMEHbI
TEpaIny, KaX/Iblil Cllydail pacCMaTpUBaEeTCsl MHANBUYyaJIbHO, IPUHUMAasl BO BHUMaHUE CIEAYIOLINE
kputepuu [3]:

- JloctixeHue myoepratHoro Bospacra (aeBouku 10-12 ner, manpunku 11-13 neT)

- JlocTimxeHne KocTHOro Bo3pacra (aesouku 12-13 ner, manpuuku 14 ser)

- CHMKEeHMe CKOpocTH pocta MeHee 2 SD Ju1st JTaHHOrO0 KOCTHOI'O BO3pacTta

- JlocTikeHne pocTta, COOTBETCTBYIOIIET0 KOCTHOMY BO3pacTy (KOHEUHBII MpPOTrHO3UPYEMBIH
pocT, ONMM3KUI K LIETIEBOMY)

- Ilcuxonorudeckast TOTOBHOCTh peOEHKA U POAUTEINEH

- PCKOMeHI[yeTCH KOoppeKkuuAa Tepanuu ACTAM, IMMOJTYyHArOMUM TECPANNIO MPOJOHT'MPOBAHHBIMHU
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ananoramu ['HPI' mo noBony IIIIP, B ciydae HemoCTaTOUHOrO MOAABJIEHUS] TOHAJOTPOIIMHOB Ha
(dboHe TedYeHHS PEKOMEHIyeTCs YBEIWYeHHEe J03bl Ipenapata (#TpunropenuHa**  wiam
nefnpopenrHa**) BHyTpUMBIIIEYHO ¢ 3,75 Mr/28 aueit go 7,5 mr/28 nueii [ 66, 126].

YpoBeHb yoenutenbHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB — 4)

KommenTtapuu:

CorimacHo KIMHUYECKUM PEKOMEHIANUAM, pa3pa0OTaHHBIM MEXKIYHAPOAHOW TPYMIION
JETCKUX SHIOKPUHOJIOTOB, C €0 JOCTHKEHHUS aJeKBAaTHOM CYNpPECCHU BO3MOXKHO YBEJIMUYEHUE
7103bI TIPOJIOHTUpOBanHOro aHanora ['uPT" [123].

Jleuenue ronagorponun-uesasucumoro INIP

- Pexomenayercst OeTsSM ¢ TOHAJOTPONHH-HE3aBUCHMBIMH (OpPMaMHU TNPEKIEBPEMEHHOTO
II0JIOBOT'O Pa3BUTHsI BOIIPOC O HA3HAUEHMHU JICUEHHUS pEIIaTh B KaKJIOM Cllydae MHIUBUAYAIbHO B
CIIeIHMaIM3UPOBAHHBIX IIeHTpax. [12, 131]

VpoBenb yoenutensHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 1I0Ka3aTeIbCTB — O)

KommenTtapuu:
B Hacrosiiee BpeMs HCIOJB3YIOTCS MHTHOUTOPBI apomaTasbl 3 IOKOJEHHsS — #J1eTpo30d,
#aHacTpo301™**; aHTHACTPOreHbl — #TaMOKCHUPeH** wim #ynBecTpaHT**; aHTHAHIPOI€HbI —

#OuxkasyraMua**; mpu 3TOM HE CYLIECTBYET €IUHBIX OOLICTPUHATHIX CXEM U 103 Tepanuu
TOHAJIOTPONMH-HE3aBUCHUMBIX  ()OpM  MPEKIEBPEMEHHOTO  IOJIOBOTO  Pa3BUTHUA  JAaHHBIMU
npernapataMy, HO 1O JAHHBIM MHUPOBOW MPAKTHUKU INpPHU JEUYEHUHU TOHAJAOTPOIHH-HE3aBUCUMOIO
IPEXIEBPEMEHHOIO IOJOBOTO PAa3BUTUS #JIETPO30J MCHOJIB3YIOT B J03€ 2,5 MI €XeIHEBHO
nepopaibHO, #aHacTpo30a** 1 Mr B JICHb ©KEIHEBHO, MEPOpabHO, #TaMokcuden™* B goze 10-20
MT B JIeHb €KEIHEBHO IepOopasbHO, #(ynBecTpaHT** 4 MI/KI BHYTPUMBIIIEYHO KaXKble 28 IHEH,
#Oukamytamua** mepopanbHo B q03ax oT 12,5 1o 100 Mr/aeHs 1Mo JaHHBIM pa3HBIX MCTOYHUKOB
[132, 133, 134, 135, 136, 137, 138, 139, 140].

Hu y oagHOro m3 MCHOJB3YIOUMXCA C 3TOM LEIbI0 NMpEnapatoB B HACTOSIEE BpPEMs B
MOKa3aHUAX K Ha3HAYEHUIO HE UMEETCs MPEKIEBPEMEHHOr0 TTOJIOBOI'O Pa3BUTHS, IPH Ha3HAUCHUH
JEKapCTBEHHOIO  IIpernapaTa  BHE  3apErUCTPUPOBAHHBIX  IOKa3aHUH  PEKOMEHIYETCs
nH(QOPMUPOBAHHOE COIJIacCHe poAuTeNell W MHHUIMAIMS WM COIJIaCOBAaHME TEpanuu B
CIICIMAIM3UPOBAHHBIX HAYYHBIX IIEHTPA C COTJIacCOBaHMEM Ha BpaueOHOM komuccuu [131].

Jleuenue TroOHATOTPONMH-HE3aBUCHUMOIO0 TMPEXKAEBPEMEHHOTO TOJOBOTO Pa3BUTHS IMpU
cuapoMe MakKelona-OnOpaiita-bpaiiieBa y 1eBouek Ha3HA4aeTcss B Clydae OMNEPeXeHUs
KOCTHOI'O BO3pacta Ha 2 roja M 0Oojee OT NacCHOpPTHOrO, YacThIX SIMH30[0B KPOBSHHUCTBIX
BBIICJICHUH M B HACTOsIIEe BpeMs PEKOMEHIyeTcs Ha3HaueHue MHrubuTopa apomartasbl 3
nokojeHust — #uerpo3on 2,5 mr x 1 pa3 B neHb. [Ipu HedpPeKTUBHOCTH NaHHOW Tepamuu —
COUYETaHME HJM 3aMEeHa Ha aHTHACTporeHnl — #ramokcupen™* 10 mr x 1 pa3 B JeHb WIH
#bynsectpant** 4 mr/kr/mecs [114, 132, 133, 134, 135, 136, 137, 141].

Jna nedyeHus TOHaJOTPONMH-HE3aBUCHUMOIO IPEXKIEBPEMEHHOI'0 IOJIOBOTO Pa3BUTHUS INPU
cugapome MaxkKspiona-On6paiita-bpaiinieBa y MallbYuKOB, COMPOBOXIAOIIEIOCS OMEPEKECHUEM
KOCTHOI'O BO3pacTa Ha 2 roja M 0ojee OT HAacloOpTHOIO, W JJs JIEUEHMs] TECTOTOKCHKO3a B
HAcTOsilee BpEMs pEKOMEHAyeTCs Ha3HAYeHHWe WHTHOMTOpa apoMarasbl 3  MOKOJCHUS
#anactpozon** 1 Mr X 1 pa3 B JIGHb IMEpOpaJibHO COYETAHUH C AHTHAHIAPOTCHaMH
#oukamyramugomM** B mo3ax or 12,5 nqo 100 mMr/neHs o naHHBIM pa3HbIX UcTOYHUKOB [138, 139,
140, 141, 142, 143].

BosmoxkHa Tpancdopmanusa ronagorponuH-Hezasucumoro [P B ronagorponuH-3aBucUMOe
IpU KOCTHOM BoO3pacTe, ONM3KOM K mydoepraTHOMY. Jlyii AMAarHOCTUKM JAHHOTO COCTOSIHMS
UCTONB3yeTCs CcTaHmapTHas mnpoba c¢ aHamorom ['HPI' (cm. [uarnoctwmka). Ilpum nokazaHHOM
roHaJoTponuH-3aBucuMoM xapaktepe [1I1P y nereit ¢ mepsuuno nepudepudeckum I1TTP Bo3M 0xKHO
MPUMEHCHHUE MPOJOHTUPOBaHHBIX aHanoroB ['HPT [12, 144, 145].

VpoBeHb yOeMUTeNbHOCTH peKoMeHanuii B (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEeIbCTB — 3)
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3.2. Xupypruyeckoe ne4yeHuve

- VYnaneHue HOBOOOpa3oBaHUM TOJOBHOIO MO3ra WM  PEHTIEHOTEepamus Ipu
HOBOOOpa3oBaHusAX ronoBHoro mosra y gereil ¢ IIIIP pekomenayercss mpoBOAMTH TOJBKO IO
MOKa3aHUsM, oTpeiensieMbIM BpauoM-HEHpOXUpyprom: FOHAJOTPOIUH-3aBUCHMOE
MIPEKIEBPEMEHHOE TIOJIOBOE€ PA3BUTUE XOPOLIO MOAJAETCA TEpanuM IPOJIOHTHPOBAHHBIMHU
aHasioramu ['HPI" BHE 3aBUCMMOCTH OT HO30JOTMYECKOIO BapUaHTAa U HE SBJISIETCSA MOKa3aHUEM K
XUpypruueckomy seuenuto [121, 124, 125, 126, 146, 147].

YpoBeHb yoenuTeabHOCTH pekomeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — )

- Jersm c IIIIP, oOycnoBiieHHBIM OOBEMHBIMH OOpa30BaHUSMU HAANOYEUHHKOB U TOHA],
PEKOMEHJIOBAHO XUPYPruveckoe Je4eHHe (CM. MPOTOKOJ BEAEHHS NAIMEHTOB C OIYyXOJISIMU
Ha/AMOYEYHUKOB 1 ToHax) [148, 149, 150, 151].

YpoBeHb yoenuteapbHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNbCTB — 4)

- He pexkoMeHayeTcss XMPYpPruuecKoe yJajJeHue KUCT SIMYHUKOB JI€BOYKAM IPU CHHIPOME
MakKsrona-Onbpaiita-bpaiinieBa,  y4uThiBas  TOTEHIMAJIbHBIM  HeEraTUBHBIH  A(pdekT Ha
(GepTUIBHOCTH ¥ BBICOKYIO BEpOSATHOCTb pEIHAMBA KHCT B OCTaBIICCS TKaHU SHUYHUKA.
HckimrodeHne COCTaBIIIOT — ClIy4au JUIMTEIBbHOM NIEPCUCTEHIMM KHCT M IIOJO03pEHHE Ha
HOBOOOpasoBanwue [114].

VpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTEIbCTB — 5)

3.3. MUHoe neuveHuUue

- Hersm c cungpomom MakKetona-OnbOpaiita-bpaiiieBa peKOMEHIOBAaHO MPOBOIUTH
TEpAINI0 Ka)JI0ro KOMIIOHEHTa 3a00JIeBaHUS B 3aBUCUMOCTH OT NPEACTABIEHHOCTU NPOSBICHUN
3a00JICBaHUs B K&KIOM KOHKpETHOM ciydae [114].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommenTtapuu:

Manpunku ¢ XIU-cekpeTupyromuMy TepPMUHATUBHO-KICTOUHBIMU OMYXOJISIMU TOJTY4aroT
JICYEHHE Y Bpayeii-OHKOJIOrOB 10 COOTBETCTBYIOIIUM MpoTokoiam [152].

4. MepauumHcKkasa peabunutaumMsas UM CaHaAaTOPHO-KYPOPTHOE  rievyeHue,
MeAMLMHCKME TMOoKa3aHUs WU MNpPOTUBOMNOKa3aHUA K TMPUMEHEHUI MeToaoB
MeAMLUHCKON peabunutauum, B TOM YMUCNIe OCHOBAaHHbIX Ha WCNONIb3OBaHUU
NPUPOAHLIX Ne4yebHbIX hakTopoB

HpI/I OTCYTCTBHU CBOCBPECMCHHOI'O HA3HAYCHUA JICUCHUA INPU NPCKIACBPECMCHHOM I10JIOBOM
Pa3BUTUHU OTMECUYACTCA YCKOPCHHOC 3aKPBITUC 30H pOCTa U HETaTUBHBIN IMPOrHo3 KOHCYHOI'O poCTa,
YTO MOXCET HOTpC60BaTB IICUXOJIOTHYCCKOM MOAACPKKHU JIA aJallTalluy MalrueHTa.

5. NMpocdmnakTuka n gucnaHcepHoe HabnwaeHne, MegULUHCKME NOKa3aHUA U
NPOTUBOMNOKAa3aHUs K NPUMEHEHUI0 MeTOAO0B NPO(PUNaKTUKN

- Bcem nersiM pexomMeHayeTcs IJisi paHHETO BBISBJIICHHS TPU3HAKOB MPEXKIEBPEMEHHOTO
MOJIOBOTO PA3BUTUS M CBOCBPEMEHHOI'0 HAa3HAYCHHS JICUECHUS MPOBOJIUTH AHTPOIOMETPHUECKOE
HCCJIEIOBaHUE, PEryJIApHbI TMOJICYET CKOPOCTH pocTa 3a mpeauectByronme 6-12 wmec.,
KIIMHUYECKYIO OI[EHKY IIOJIOBOTO Pa3BUTHS HAa OCHOBAaHWHW KAkl TaHHep (cM. (U3MKAIbHOE
obcnenoBanue) [4, 48].

VpoBeHb yOeIUTeNbHOCTH peKoMeHanuii B (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 3)
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- JletsiM ¢ pex1eBpEMEHHBIM TIOJOBBIM Pa3BUTHEM PEKOMEHAYETCS IPOBOIUTH PETYJISIPHOE
oOcreloBaHNEe C OLIGHKOW mapameTpoB 3(dekTuBHOCTH Ha (OHE HA3HAYEHHOTO IO TMOBOAY
PEKAEBPEMEHHOT O MOJI0BOr0 pa3BuTHs JedeHus (cm. Jleuenue) [3, 115].

YpoBeHb yoenutensHoCTH pekomenaanuii C (ypoBeHb OCTOBEPHOCTH JJ0KA3aTEILCTB — D)

6. OpraHMsaumsa okasaHusi Me QULIMHCKOMN NMOMOLLU

IToka3zanus 1 rOCIUTAIN3AUY B MEJUIUHCKYIO OPraHU3alUIo:

[InanoBas rocnuTanu3anys B CTAlMOHAP MJIM JHEBHOM CTAIlMOHAp AETEH C MOJO03pEHUEM Ha
MIPEKIEBPEMEHHOE TI0JIOBOE Pa3BUTHE NPU OTCYTCTBUM BO3MOXHOCTH IPOBEAEHUS MEPBUYHOTO
o0crneoBaHus B TIOJTHOM 00beMe aMOyIIaTOpHO.

IInanoBas rocnuTaIM3anus B CTALIUOHAP WM JHEBHOM CTALlMOHAp AETEH C YCTaHOBJIECHHBIM
JUArHO30M IPEKIAECBPEMEHHOIO MOJOBOIO PAa3BUTHS NPU OTCYTCTBUM BO3MOKHOCTH IPOBEICHMS
JUHAMHYECKOTo 00ClIe0OBaHus B TOJIHOM 00beMe aMOyJIaTOPHO.

[InanoBas rocnuranu3anys B CHELUATU3UPOBAHHBIN CTALlMOHAP WJM JHEBHOM CTalMOHAp
JIeTe ¢ MOJO3PEHUEM Ha MPEXKIEBPEMEHHOE I0JIOBOE PAa3BUTUE NPU OTCYTCTBUU BO3MOXKHOCTH
YTOYHEHUS JAMArHO3a U ONPEACIICHHUsS TAaKTUKU BEACHUS B YCIIOBHUAX FOCHUTAIM3ALUU B TEKYyILEH
MEJIULIMHCKOW OpraHu3aluH.

IInanoBas rocnuranu3anys B CHEHHUAIU3UPOBAHHBIA CTALIMOHAD WJIM JHEBHOM CTalMOHAp
JIeTeH € MO O03PEHUEM HMIIM YCTAaHOBJIECHHBIM JUArHO30M IIPEXKIEBPEMEHHOE II0JI0OBOE Pa3BUTHE IIPU
HEOOXOAMMOCTH pEeIIeHUsT BOMNpOCca O Ha3HAUYEHUU I[IPEnapaToB BHE 3apErUCTPUPOBAHHBIX
ITOKA3aHM.

DKCTpeHHasi TrOoClUTaIn3aluus AeTe B CTAallMOHAp C IMOJO03PEHUEM Ha IPEXKIEBPEMEHHOE
IIOJIOBOE Pa3BUTHE MPU HAIWYNU HEBPOJIOIMYECKOM CUMIITOMAaTUKH, CHMIITOMAX "OCTpOro xusora'
Ha (hoHE 00BEMHBIX 00pa30BaHUM TOHA HJIM HAITOYECYHUKOB.

IToxa3aHus K BBIIMCKE MAIMEHTA U3 MEAUIIMHCKON OpraHu3aluu:

[Tocne yTouHeHus AMarHo3a u OnpeAeneHus TabHENIIEN TAKTUKNA BEACHUS.

MapmpyTuzanuss nanueHTa B CHEHHMATU3UPOBAHHYI0 MEIUILMHCKYIO OpPraHM3alUI0 IpH
OTCYTCTBUHM BO3MOXXHOCTH YTOYHEHHUs IUArHo3a U ONPEACIICHHUs TAaKTUKH BEICHUA B YCIOBUAX
TOCIUTAJIMN3AMY B TEKYIIEH MEIUIINHCKOW OPraHU3allH.

7. OononHuTenbHaa WHdopmauma (B TOM uyucne ¢akTopbl, BnusaWwMUe Ha
ncxop 3aboneBaHUs UMM COCTOSAHUA)

Ha Tteuenne m ucxon 3a0oseBaHus BIMAIOT CPOKM MaHH(ecTanuu 3a00JIeBaHUS, CPOKU
YCTaHOBJIEHUSI JTMarHo3a, OCOOEHHOCTM OCHOBHOrO 3a0oJyieBaHMs, Ha ()OHE KOTOPOro pa3BHIIOCH

MMPEKACBPEMCHHOT' O ITOJIOBOC PA3BHUTHEC

KpuTepum oueHKMn KayecTBa MeAULMHCKOM NOMOLLM

N Kpurepun xauecta VYpoBeHb VYpoBeHb
yOeMTeNbHOCTH | JOCTOBEPHOCTH
JI0Ka3aTeIbCTB pEeKOMeEHJauun
1. Bremonneno usMmepenue pocta u ouenka SDS|C 5
pocTa
2. [IpoBenen  momcuer  ckopoctd  pocra 3a|C 5

npenmecTsyomue 6-12 Mecsie (mpu HaIMYUA
JTAHHBIX POCTA)

3. BreimmonHeHa  kiauHMYeckas —oleHka mojoBoro | C 4
Pa3BUTHS HA OCHOBaHHMHM MIKaJIbl TaHHEp
4. Brimonnena pentrenorpadus kuctei ¢ ouenkoit | C 3
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KOCTHOT'0 Bo3pacTa npu auarnoctuke [11TP

BeinonHeHno uccnenoBanue yposHs JII' kpoBu npu
nuarnocruke I1ITP

Y gerel ¢ TOpeXAEBPEMEHHBIM  aJpeHapxe
BBITIOJIHEHO ucciIe0BaHue YPOBHS 17-
ruapokcunporecrepona  (170HP) B kpoBwu,
UCCIIEZIOBAHNE YpOBHS CBOOOAHOTO
(HEKOHBIOTUPOBAHHOT'0)
Jerupodnuanipoctepona B kposu (AI'DA) u/umu
JIErUIpOdHAHIPOCTEpPOHa cylb(aTta B KpOBHU
(AI'DA-C) npu auarnoctuke [1T1P

MainpyukaM ¢ roHagoTponuH-3aBucuMmsiM IIITP u
JIeBOYKaM ¢ TOHaAOTponuH-3aBUCUMBIM  IIIIP
muaamie 6 net BeimoiHeHo MPT romoBaoro mosra
nipu auarsoctuke [11TP

Brmonneno Y3U opranoB Majoro Tasa y 1€BOYEK
¢ IITIP m ynpTpa3ByKOBOE HCCIEAOBAHUE OPraHOB
MOIIOHKH y MayibuukoB ¢ IIIIP npu auarnocruke
ITITP

[TpoBeneHsl BU3YaIU3UPYIOLIHE METO/IbI
WCCIIEZIOBAHUS HAAMOYEUHUKOB
(Y3U/MPT/xommnbroTepHas Tomorpadus
HAJMOYEYHUKOB) JAETAM C aJpeHapxe W/uiu ¢
noBblIeHHBIM ypoBHeM JII'DA w/mmu JAI'DA-C
nipu auarsoctuke [1I1TP

10.

Jleroukam mMutaamie 6 JeT ¥ MaJlbuMKaM MJtajamie 9
JeT HazHadyeH a”ajor I'H-PI' mpojgoHrupoBaHHOro
JICUCTBUS TIPU TOKAa3aHHOM lieHTpaiibHoM [1TTP

11.

Hersm ¢ uentpansHbiM [P, nomywarommm
nedeHue aHainorom ['H-PI' mpononruposanHOro
nericTBus, npoBoauTcs perynspaoe (1 pasz B 6-12
Mec.) oOcienoBaHue A OLUEeHKH 3()(HEKTUBHOCTH
Tepanuu

12.

Hersm ¢ unedrpansHbiM [IIIP, monyvaronmm
nmeyenre anajgorom [H-PI' mpomonrmpoBaHHOrO
NENCTBUS, TIPU BBIABJICHHH HEIPPEKTUBHOCTH
MPOBOAMMOIO JICUEHHUs, IPOBEIECHA KOPPEKLHUS
Tepanuu.

Tanner//Archives of Disease in Childhood. — 1970. — Vol. 45. — N 239. — P. 13-23.
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[Tpunoxenue Al

CocTaB paboyen rpynnbl No pa3paboTke U NnepecMoTpy KIMHUYECKNX
pekomMmeHgaumu

[TerepkoBa BanenTrHa AsnekcaHapoBHa — akajgeMuk PAH, nmpodeccop, TOKTOp METUIIMHCKUX
HayK, Hay4dHbId pykoBoauTeab WHcTtuTyta pgerckor »suaokpuHojoruun OI'BY  "HMUIL
sHAoKpuHOJorun" MunsapaBa Poccum, 3aBeayromas kxadeapod AETCKOM 3HIOKPUHOJIOTHH -
nuaberonoruu MHCTUTYTa BBICHIET0 U JOMOJIHUTEIbHOIO MpodeccuonansHoro oopasosanus ®I'bY
"HMUIL[ supoxpunosorun” Mun3npaBa Poccun, TiaBHBI BHEINTATHBIA AETCKUM CHELUMAIHACT
SHJO0KpUHOJOr MuH3pasa Poccnn

besnenkuna Omnbra bopucoBHa — MOKTOp MEIUIMHCKHX HayK, 3aMECTHTENb TUPEKTOpa
Hentpa — nupexrop Muctutyra nerckoit supokpunonorun OI'BY "HMUL supoxpuHomorun"
Munsapasa Poccun, npodeccop xadenpsl neTckoil 3HIOKpUHONIOrHH-1uaderonsorun MHcTUTyTa
BBICIIIETO U JOMOJHUTENBLHOr0 podeccuonansHoro oopasoanust ®I'bBY HMULL sunokpunonoruu
Munzapasa Poccnn

Kononkuna AnHa AlekcaHApPOBHAa — KaHIWJIAT MEIUWLIMHCKUX HayK, 3aBeayrolnas
OTAEJICHUEM HacCJEICTBEHHBIX 3a00JIEBaHUH M SHAOKPUHONATUN paHHEro Bo3pacta MHcTuTyTta
nerckoit sHoKkpuHosorun ®I'bY "HMMUIL] sunokpunonorun" Munsapasa Poccuu.

Kamunuenko Hatanes HOpbeBHa — KaHIMIAT MEAMIMHCKAX HAyK, BEAYIIMA HAay4YHBIN
COTPYJIHUK JI€TCKOTO OTIEIEHUS TUPEOUJO0JIOIMH, PEIPOJYKTUBHOIO U COMATUYECKOTO PAa3BUTUS
HNucrutyta gerckoit sngokpuHonorun ®I'BY "HMUL supoxkpunosoruun" MunsapaBa Poccuu,
JOUEHT Kadenpsl JETCKOW  3HIOKpUHONOrMM-nuaderonoruu  MHcTUTyTa  BBICIIETO U
JOTIOJHUTENBHOTO  TpodeccrnonansHoro obpaszoBanuss DI'BY  "HMMUL supoxpunomorun"
Mun3snpasa Poccun.

UyrynoB Urope CepreeBud — KaHAMAAT MEAUIMHCKUX HAyK, 3aBEAYIOLIUA OTIEJIEHUEM
OMmyXoJiell DSHAOKPUHHOM cucrembl HMHcTtuTyTa gerckoit »HaokpuHosorun PI'BY "HMUIL
sHaoKpuHOJorun" Munsapasa Poccuun

Makaszan Hanexna BukTopoBHa — KaHIMIAT MEIUUMHCKMX HayK, HAay4YHBI COTPYJIHHUK
JIETCKOr0 OTHENIeHUs omyxosned 3HAoKkpuHHOM cucrembl PI'BY "HMMUIL supoxpunonmorun"
Munsnpasa Poccuu, crapmmii mpenonaBatens Kadeapbl TETCKOW dHIOKPUHOIOT U -T1Ua0eTOIOTUH
WNucTuTyTa BBICHIET0 W JIOMOJHUTENBHOrO MpodeccuoHanbHoro obpazopanuss OI'BY "HMMUI]
sHaoKpuHOJorun" Munszapasa Poccun.

XabubOymnuHa JluHa AnpOepTOBHAa — Bpad-ACTCKHM SHIOKPUHONIOT, acnmupadnT WHCTHUTyTa
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nerckoit sHnokpuHosiorun GI'bY "HMUL sunokpunonorun" Munsapasa Poccun.

IKCIEepPThI:

[lerpsiiikuna Enena EdumoBHa — JOKTOp MEAMIIMHCKMX HaykK, Ti1aBHbBIA Bpad ['BY3 r.
Mocksbl "Jlerckasi ropoackas kiaumHHU4eckas OonpHHIIA UM. CBsitoro Bmagmmupa Jlemapramenta
3paBoOXpaHeHus T'. MOCKBBI", TJIaBHbIII BHEIITATHBIN CIENUATUCT JACTCKUM SHIOKPUHOJIOL T.
MOoCKBBI, IMTaBHBIM BHEIITATHBIN CIIEIUATUCT JeTCKU sHA0KpUuHOJIOr LlenTpansHoro @O

Tapanymenko TatesiHa EBreHbeBHa — OKTOp MEIUIIMHCKUX HAayK, 3aBemyromas kadempoit
MeANaTpul  HWHCTUTYTa  MocieauruioMmHoro  obpazoBanus [BOY  BO  "KpacHosipckuit
rocyJJapCTBEHHbI MEIMLMHCKUM YHUBEpCUTET MMeHu mpodeccopa B.dD. BoiiHo-SceneBckoro"
Mun3npaBa Poccum, TrnaBHBIM BHEIITATHBIM crenHanuct KpacHOSpCKOro Kpas, TJIaBHBIN
BHEUITATHBIN CHEUATNCT AeTCKUi sHA0KpuHONIOr Cubdupckoro ®O.

MamueBckuii Oner ApTypoBUY — JOKTOp MEIUIMHCKUX HayK, Mmpodeccop Kadeapbl
rocnuTtasbHod  neauarpun  ®I'BOY  BO  "bamkupckuil rocyqapCTBEHHBIH  MEIMLIMHCKHUM
yHuBepcuter" MuH3znpaBa Poccuu, riaBHBIM BHEIUTATHBIN CHEMUAIUCT JETCKUH 3HIOKPUHOJIOL
[Tpusomxckoro @O.

KuseB Aunekceli BacunbeBUd4 — JOKTOp MEIUIMHCKUX HAyK, JOHEHT Kadeapsl
noymkiauHudeckon neauatpun u  neguatpun  PIIK u IIII ®I'BOY BO "VYpanbckuii
rOCYJIapCTBEHHBI MEIUUMHCKUNM yHUBepcuTer" MuHn3apaBa Poccuu, TraBHbIA BHEIMITATHBIN
CIEUATUCT NEeTCKU SHAOKpUHOIOr CBEpATOBCKOM 00JacTH, IIaBHBIA BHEHITATHBIN CHEIMATHCT
JIETCKHUI SHAOKpUHOJOTr Y pansckoro @O.

Kocrpoa Upuna bopucoBHa — 3aBenyromas OTAEIECHUEM AETCKOW 3HAOKpuHOJornu ['BY
"JleTckasi pecrnyOiuKaHcKas kiuHu4eckas OonpHua uM. H.M. KypaeBa", rinaBHbI BHEIITaTHBIN
CHEIMAINCT pecnyOonuku JlarectaH, TJIaBHBIH BHEIITATHBIN CHEMHUAIUCT JIETCKUN SHIOKPUHOJIOT
Cesepo-Kakaszckoro @O

lankuna TanuHa AJiekcaHAPOBHA — JOKTOP MEIUUMHCKMX HayK, 3aBeAyrollas JeTCKUM
SHAOKpUHHBIM oTnenenneM HUW akymepctBa u neguatpun PI'BOY BO "Pocrosckuit
rOCyAapCTBEHHBI MEOUIMHCKHI yHuBepcuTer' Mun3apaBa Poccun, T7aBHBIA BHEIITATHBIN
CHENHUATNCT JETCKUN SHAOKpUHONIOT POCTOBCKOW 007acTH, TJaBHBIA BHEMITATHBIN CHEIUATHCT
nerckuil sHaoKpuHOJOT FO%xHOTO ®O

[Hankuna JIro60Bb AJlekCaHIpPOBHAa — JOKTOpP MEAMLIMHCKHUX Hayk, nmpogeccop MHctuTyTa
Tepanuu U UHCTpyMeHTalibHOU nuarHoctukn OI'BOY BO "TuxookeaHCKuil rocynapCTBEHHbBIN
MEIUIMHCKUN yHuBepcuTeT" Mun3npaBa Poccum, riiaBHbBIM BHEIITATHBIN CHEHUAIMCT JIETCKUM
sHAokpuHojor JlansHeBoctounoro ®O.

bammnuna Enena bopucoBHa — [J0OKTOp MEAMLIMHCKHUX Hayk, Mpodeccop Kadeapbl
SHAOKpUHOJOIMM  uMeHu  akagemuka B.I'. bapanosa ®I'OYBO  "Cesepo-3anagHsblii
rocyJapCTBEHHbIN MeAMLMHCKUI yHHMBepcuTeT uMeHu W.M. MeunukoBa'", TiaBHBIM BHEIITATHBINA
CHEHAINCT AeTCKuil 3H10KpuHoIIor CeBepo-3amnannoro @O

XpamoBa Enena BopucoBHa — MOKTOp MEIUIIMHCKUX HAyK, 3aBenyromias kadenpon JeTCKUX
Oonesneld memuarpuueckoro dakympreta DPI'BOY BO "TrooMeHCKHE rocyaapCTBEHHBIN
MEIUUMHCKUM yHHBepcuter" MunzapaBa Poccuu, riaBHBIM BHEINTATHBIA CHEIUATUCT AETCKUN
SHA0KpHUHOJOr TroMEeHCKol 001acTu.

AmumoBa Hpuna JleoHuI0BHA — JOKTOp MEOUIIMHCKUX HAyK, 3aBenyiomas kademapoi
TOCIUTAJILHOW TenuaTpuu ¢ KypcoMm HeoHnaronoruu ¢akynsrera 110 ®I'BOY BO "Cwmonenckuit
rOCYJIapCTBEHHBI MEIUIMHCKUM yHUBepcuTer" MuHn3apaBa Poccuu, TriaBHBIA BHEIMITATHBIN
CHEIUAUCT NETCKUU dHA0KpHHOI0r CMOJIEHCKON 00J1acTH

CamconoBa JlroOoBr HukomaeBHa — JOKTOp MEAMIIMHCKHUX HayK, 3aBeayrolmas kadempoi
nerckoil 3HnokpuHosiorun PI'BOY JIIIO "Poccuiickas MeAMIIMHCKAs aKaJeMHsl HENpPEpbIBHOTO
npodeccruonansHoro oopazosanus” Munzapasa Poccun

bonoroBa Hwuna BukTOpoBHa — [JOKTOp MEOMIIMHCKMX Hayk, Mpodeccop Kadeapsl
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NPONEACBTUKN JETCKUX OOoye3Hel, IeTCKoW 3HAOKpuHOonoruu u auaderonorun O®I'BOY BO
"CapaTOBCKMIl TOCYJApCTBEHHBIM MEIUUMHCKMI yHHMBepcuter wum. B.M. PasymoBckoro"
Munzapasa Poccun

KoH}uKT HHTEpecoB y BcexX UJIeHOB paboueil rpymibl OTCYTCTBYET.

[Ipunoxenue A2
MeTtogonorua pa3paboTku KIIMHNYECKUX peKoMeHaauum

MeTozpl, ucnoss3yembie sl cOOpa/cenekun 10Ka3aTelbCTB: MOUCK B 3JIEKTPOHHBIX 0azax
JTAHHBIX.

OnucaHue METOAOB, MCIOJNb30BAHHBIX JJIsI HCHOJIB30BAaHHBIX JJs1  cOOpa/ceneKiuunu
JI0Ka3aTeNIbCTB: JI0KAa3aTeIbHOM 0a30il /uis peKOMEHAAIMi SBISUIUCH MyOJMKAIMK, BOUICAIINE B
KoxpeitHoBckyto 6ubanoreky, 0a3sl janasix EMBASE, MEDLINE u PubMed. I'ny6una noucka —
15 ner.

MeTonbl, UCHOJIb30BaHHbIE J/JI1 OLIEHKM KadyecTBa M CHJIbl JI0KAa3aTEJIbCTB: KOHCEHCYC
9KCIIEPTOB; OLIEHKA 3HAYMMOCTU B COOTBETCTBUU C PEUTUHIOBOM CXEMOM.

MeTozpl, HCHONIB30BAHHBIE [ aHajiM3a JJOKa3aTeNbCTB: O0030phI  OMyOJMKOBAHHBIX
KJIMHUYECKUX MCCIIEOBAHUN U CHCTEMAaTHYECKUX 0030pOB.

LleneBast aynuTOpusi JAHHBIX KIMHUYECKUX PEKOMEH AN

1. Bpauu — nerckue 3HI0KPUHOJIOTH;

2. Bpauu — neauatpsi;

3. Bpauu o0mieit mpakTiKu

Tabmuma 3. Illkama omeHkn ypoBHEHW JocToBepHOCTH AokazatensctB (Y /) mist meromos

JMAarHOCTUKH (IMarHOCTUYECKUX BMEIIATEIIHCTB)
Y PacimmdpoBka

1 CucremaTnueckue 0030pbI HCCIEOBAaHUN C KOHTpoJiIeM pedepeHCHBIM METOIOM HIU
CHCTEMAaTHYeCKHii 0030p PaHAOMH3MPOBAHHBIX KIMHHUYECKUX HCCIEIOBAHUU C
IIPUMEHCHUEM METa-aHaJn3a
2 OTnenpHBIE HCCIEIOBAHHUS C KOHTPOJEM pPEePEepeHCHBIM METOIOM WM OT/ACIbHBIC
pPaHIOMHU3UPOBAaHHBIC KJIMHUYECKAE HWCCICAOBAHUS W CHCTEMAaTHYECKUE 0030pHI
WCCIIEIOBAaHUN JIFOOOT0 nu3aiiHa, 32 MCKIIOUEHHEM PaHIOMHU3MPOBAHHBIX KIMHUYECKHX
WCCIIEIOBAHNH, C TPUMEHEHHEM MeTa-aHaJIn3a
3 HccnenoBanust 0e3 TOCIEIOBATENBHOIO KOHTPOJs pedepeHCHBIM METOAOM  HIIN
UCCNIEOBaHUA C peQepeHCHBIM METOAOM, He SBISIONIMMCS HE3aBHCUMBIM  OT
HCCIIEyeMOr0 METO/Ia WJIM HEePaHIOMHU3HPOBAHHBIC CPABHHUTEIBHBIC HCCIIEIOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEAOBAHUS
4 HecpaBHuTENBHBIE HCCIIETOBAHUS, ONTMCAaHUE KIMHUYECKOTO CITydast
3) Nwmeercst muiib 000CHOBaHME MEXaHU3Ma IS CTBUS WIIM MHEHHE SKCIIEPTOB

Tabmuma 4. Illkana omeHku ypoBHeEW nocToBepHOCTH AokazatenbctB (Y /1) mist meromos
HpO(l)I/IJ'IaKTI/IKI/I, JICHCHUSA U MCI[I/IHPIHCKOﬁ p€a6I/IJ'II/ITaHI/II/I, B TOM 4YHCII€C OCHOBAHHBIX Ha

WCIOJIb30BAHUM  TPUPOAHBIX  JICUCOHBIX  (akTOpoB  (MPOPHUIAKTHUECKUX,  JICUYCOHBIX,
peabuIUTallMOHHBIX BMENIATENbCTB)
Y[ PaciudpoBka
1 Cucrematnueckuii 0030p PKU ¢ npumeHeHneM MeTa-aHaimu3a
2 Otnenmsabie PKM u cuctematuyeckue 0030pbl MCCIENOBAHMMA JHOOOTO IU3aifHa, 3a
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uckmouenueM PKU, ¢ npuMenennem Meta-aHaansa

3 HepangomusupoBaHHbIE  CpaBHUTEJBbHBIC  HCCIEAOBaHUSA, B  T.4.  KOTOPTHBIE
UCCIIEIOBAHUS

4 HecpaBHutensHbIe MCCIENOBAHUS, OMMCAHUE KIMHUYECKOTO CIy4asl WM CEPUU CITydaeB,
uccaea0oBaHus "' ciy4ai -KOHTPOJIb"

5 Nwmeercs numb 000CHOBaHME MEXaHHM3Ma JCHCTBUS BMEMIATEIHCTBA (IOKIMHUYECKUE
MCCJIeJIOBAHNUSI) UM MHEHHUE IKCIIEPTOB

Tabmuna 5. llkana oneHkn ypoBHel yOeautenbHocTH pekoMenaauuil (YVYP) nns meronos
NpO(UIAKTUKY, TUATHOCTUKHU, JICUEHUS U MEIUIMHCKOM peaObuiauTaly, B TOM YHUCIE OCHOBAHHBIX
Ha WCIOJIb30BAHUU TPUPOIHBIX JIEYEOHBIX (PAKTOPOB (MPODUIAKTUYECKHX, TUATHOCTHYECKUX,
Jie4yeOHbIX, peaOUIMTAIIMOHHBIX BMEIIATEIbCTB)

YVP PactmdpoBka

A CunbHast pekoMeHAauus (BCe paccMaTpuBaeMble KpUTEPHUH 3(PPEKTUBHOCTH (UCXOAbI)
SBISIIOTCS BaXKHBIMHM, BCE MCCIIEOBAHUS HMEIOT BBICOKOE WM YJIOBJIETBOPUTEIHHOE
METOJI0JIOTHYECKOe KauyeCTBO, MX BBIBOABI 110 HHTEPECYIOIIUM HCXOAAM SBIISIOTCS
COTJIACOBAaHHBIMHU)

B VYcnoBHas pekoMeHaauus (He Bce paccMaTpuBaeMble Kputepuu 3(QekTuBHOCTH
(ucxompl) SBISIFOTCS BaXXHBIMHM, HE BCE MCCICIOBAHHUSA MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBLHOE  METOJOJIOTMYECKOE KayeCTBO HM/WIAM  HX  BBIBOABI IO
HMHTEPECYIOIIMM UCXOAaM He SIBJISIIOTCS COrJIaCOBaHHBIMHU)

C Cnabast pexomeHmanus (OTCYTCTBHE JI0KAa3aTEJIbCTB HAJJISKAIIETO0 KayecTBa (Bce
paccmaTpuBaemMbie KpuTepur 3(PPEKTUBHOCTH (MCXOABI) SBJISIOTCS HEBAXKHBIMH, BCE
UCCJIEJIOBAHUS HMEIOT HHM3KO€ METOAOJOrMYEeCKOe KauyecTBO M HUX BBIBOABI IO
MHTEPECYIOIIUM HCXO0AaM He SBJIIOTCS COTJIaCOBAaHHBIMM)

MopsfaoK OOHOBNEHUA KIMMHUYECKMX PeKOMeHaauumn

MexaHunsm OOHOBJICHUS KIIMHUYECKUX pEKOMEHAA NI npeaycMaTpuBaeT nx
CUCTCMATUYCCKYIO aKTyaJIM3allUI0 — HE PCKE YE€M OJUH pa3 B TPpHU roAa, a TAKXKC IIPU TMOSABJICHUU
HOBBIX JAHHBIX C ITIO3UIIUU HOKaSaTGHBHOﬁ MCIULIMHBI I10 BOIPOCAM JUAI'HOCTUKH, JICUCHUA,
HpO(i)I/IJ'IaKTI/IKI/I nu peaGI/IHI/ITaHI/II/I KOHKPCETHBIX 3360J’IeBaHHI7I, HaJIMUnn O6OCHOB AHHBIX
JIOTIOJIHEHH/3aMevannii k paHee yrBepkaeHHbIM KP, Ho He daie 1 pa3a B 6 mecsiiies.

[Tpunoxenue A3

CnpaBoYHble MaTepuansbl, BKIO4Yasi COOTBETCTBME NOKa3aHMN K NPUMEHEHUI0 U
NpoTMBONOKa3aHUN, CNOCO60B NPUMEHEHUA U A03 NeKapCTBeHHbIX Npenaparos,
MHCTPYKLUMX MO NPUMEHEHUI0 JieKapCTBEHHOr o npenapara

[Ipukaz MunzgpaBa Poccum ot 18.10.2022 N 6781 OO0 yTBepXkJIeHUU CTaHAApTa
MEIUIMHCKON MOMOIIM JAEeTSAM HpU MPEKIAEBPEMEHHOM I10J0BOM pa3BUTUU (AMArHOCTHKA U
JICUEHHE) U O BHECEHUM W3MEHEHUU B HEKOTOpble NpHKa3bl MHHHUCTEPCTBA 3paBOOXPAH EHUS
Poccuiickoit @enepanuu 0 cranaapTax MEIUIIMHCKON TOMOIIH.
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IIpunoxenue b
AnroputmMmbl AencTBMK Bpaya

B1. Anroputm auarHoctuku MNP y aeBo4ek ¢ npexxaeBpeMeHHbIM YBeNMMYEHUEM MOJTOUYHbIX Xere3

YEenaIeARe MOTOTHEIX HeTed

Co0TEETCTEYIOT EOPACTY HAH YCKOPEHE! Yeszopeser: pocr =250, ek onepesaer
HESHAYHTEARHO: poct <150, k.5, onepexasT PocT, KOCTHRBIA BOZPACT DacnopTHEE Hi 1 E oaee mer
DACOOpPTHRE MeEes, TeM Ea 2 roga

Pedenox g0 3 mer PedeHox crapme 3 mxer IIpoda ¢ JII'-PT

HzompoeaaHoe

-3 — nar
TelapIe JomyGepTaTaeiil oTEer JII' Hmzkwit oteer 1T 1 BCT, HyéepraTasi oreer JII'
INoesmmen oTBeT BCT 32 BLICOKHA

Had.rogenne

Cuv.npanoxenne L2

MPT ronoBnI

Jlewenne MPOXOHTHY O AHHBIME

anamoramm ['aPT’
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b2. AﬂrOpMTM ANAarHOCTUKHN nne Yy AeBOo4YeK C npexpaeBpemMeHHbIM YyBelindYeHUem MOJIOYHbIX Xefne3 "
MeHCpraﬂOHOAOSHbIMM BblaerneHnsmMum

IyGepraTasii oTtBer JIT Tipoéa ¢ JIT-PT Hmm}?}'ng:q;m—‘xnﬁﬁ P(T,

Hanmame naren Kode-

MPT ronoeEs C-MOJIOKOM H/ILITH I2-mpoayImEpyoman

OOYI0IE ATH KHCTA

$udpozacil gACILIATHA :
Caagpom MOB MIHHEES

Onyxoma ITHC HymonaTageckoe
(ramaproMa) 1P

Habmronense AIH Te9eHAS

AHTHMTPOI¢HAMHA HITH
r
HHTHOHTOPpAMH apoMaTaibl OIIEPpATAEHOM JIeTe¢HAH

Pemenne Bonpoc ob

JNMegepme anamoramu JIT-PI°
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B3. Anroputm auardHoctuku MNP y aeBo4ek ¢ npexaeBpeMeHHbIM U30NMPOBaHHbLIM agpeHapxe

OcMOTp Epatda aKyIep-THHEKOI0TA

CHMIOTOMEL BHPAIHIAIAN TeHATATHH He mmetoTcs

¥exopesss: pocr =150, e - CoOTEeTCTEYHT BEO3PACTY HIH YCROPEHR
onepexaeT nacnoprHEmi aa 1 B Goagg Pocr B KOCTHBIH BOIpacT HeSHAYHTENLHO pocT <250, k. E. omepeacaeT
JneT N3 CT0PTHEH MEHes, 5eM Ha 1 roga

YVIHMPT maano9Ie¢9dAKoB, AATHAKOE

; NI"3A-Ct coOTEETCTEYET
17 OHII 11 ATIA-C 11 Tecrocrepon 111 ﬂﬁepra’rl;'

ITpofa c AKTT
Onyxoms /My IETHCTEpOHIHEGE anaTas

¥CxopeHHOE afpeHApIE
MOJL-TeH. Hecnenosanne CYP21

HAI0IeIHARA

|

Jegenne

- T q
OneparneHoe yanenme Hexmaccurreckmii medar 210H
IIHEKOKOPTHROATAMHA +- =

Hadmogeane

MHAHEPATOKOP THEOHIAMHEA

HabmrogeHre AIH Ie9eHAE
TII0KOKODTAKOATAMHA
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B4. Anroput™ auarHoctuku MNMMNP y manbuynkos

TecToTaKcHKOS,

Uewrpansnce MNP o 1 MOE

: v

MPT ronoeHoro np:ﬁm:;me
a aHanns LHOGR
: |
Ananora THPT ‘ Brokaropu: |
apoMmaTazs

YnydweHHas Bépcrka: [letckasa yponorusa B Omcke http://disuria.ru

T

XY -CEHDETH PYIOLLE
7@ PMAH HOM B

L i
MPT ronoBHons MOIra
MCHET cpeaocTessA |
salpoumsHNOn
NPOCTRAHCTES

¥ ; W

YIH Avuen

EMMHOTEDAMTMA XMpyprva

BTopu4Hblie Nnonosbie
npuW3Haku go 9 ner

MerHeTwuecHMd ananmas
CYP21

i

FAKSKOHODTHROM Ok

Habmogenue
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IIpunoxenue B
UHdopmauusa ana nauueHTa

YT1o Takoe npexapespemMeHHoOe nofoeoe pa3BMTMe?

[IpexxneBpemennoe nonosoe paszputue (I1IIP) — 310 3a00neBanue, Npu KOTOPOM BTOPUUHBIE
MOJIOBbIE  MpPU3HAKW  MOSBISAIOTCA  paHblie  cpoka. [lomoBoe — pa3BuTHEe  cUMTaeTCs
MIPESKIEBPEMEHHBIM, €CITH OHO BO3HUKAET: Y JE€BOUYCK /10 8 -MU JIET, Y MAIBYHUKOB J10 9-TH JIET.

YTo AOJTIXKHO HAaCTOPOXUTb pop,meneﬁ B COCTOAHUU 300pPOBbLA pGGEHKa?

B nepByto ouepenb poauTensM cieayeT oOpallaTh BHUMaHUE Ha TEMIIbI POCTa U pa3BUTHUS
pebeHka, a Takke ero noBelaeHHE. B ciydae omepexeHuss TEMIIOB POCTa BBIIIE HOPMATHBHBIX
3HA4YCHUH, yBEMMUEHUS MOJIOYHBIX JKeJie3, MOSIBICHHUS MEHCTPYyalui, MOJOBOTO (JTOOKOBOTO W/WITH
HOAMBIIIEYHOr0) OBOJIOCEHUS (Y JeBOYEK — JI0 § JIeT, Y MAJIbUUKOB — /10 9 JIeT), yBEeIUYEHUs ANYEK,
IIOJIOBOI'O 4JIEHAa, HM3MEHEHus TeMOpa roisioca, TpeOyeTcs He3aMeIMTeNbHO OOpaTUThCA K
SHIOKPHUHOJIOTY.

YTO HY)KHO 3HaTb O NONMOBOM pa3BUTUN?

Cucrema, peryupyroias mojoBoe pa3BUTHS UYEJI0BEKa, BKIIOUAET B ceOs:

- TUNOTAJaMyC — CTPYKTypa TOJIOBHOTO MO3Ta, BBIACISIONICH TOHAIOTPONUH -PUITHU3HHT -
ropmon (I'u-Pr).

- runou3 — TriaaBHas skeneza-koopamHaTop. Ilon aefictBuem ['H-PI' runodmus Bwigenser
TpomHbie ropMoHbI: JIrorenHusupyromuii (JIIN) u @omwmukynocrumynupyroiuii (OCI7) ropMoHBI.

- Sluunuku n SAwdku (roHa;) — MOJIOBBIE JKEJIE3BI JKEHCKOTO U MYXKCKOro opraHu3moB. [lox
neiicteuem JII' 1 @CI" runoduza oHM BBIIEISIOT MYKXCKHE U JKEHCKHE TOPMOHBI (TECTOCTEPOH U
ACTPOTECHBI, COOTBETCTBEHHO).

- DCTpOreHbl U TECTOCTEPOH BBIICIISAIOTCS FOHAIAMH U HETIOCPEICTBEHHO BIUSIOT HA TKAHU U
OpraHbl OpraHu3Ma, OTBEYAIOT 3a BHEIIHUME W BHYTpEeHHHE M3MeHeHus Tena. Kpome storo, moa
JICIICTBUEM TIOJIOBBIX TOPMOHOB YCKOPSIOTCS TEMBbI POCTa, U OAHOBPEMEHHO C 3THUM MPOHUCXOAUT
3aKpBITHE POCTOBBIX KOCTHBIX TUIACTHH — TaK Ha3bIBa€MBIX ""30H pocTa'.

B Hopme, B BOo3pacte 9-10 ner, rumorajamyc HaYMHAET HMMIYJIbCHO BBIACHATH [H-PI,
aKTUBUPYS THUNOPHU3, KOTOPHIA CTUMYJIMPYET TOJOBBIC JKEIE3bl JUIA BBIICICHUS TOJIOBBIX
ropmoHoB. [loj nelicTBeM MOJIOBBIX TOPMOHOB Yy peOeHKa MPOUCXOAUT YCKOPEHUE TEMIIOB POCTa
("pocToBoil ckayok"), MOSBJISIOTCS BTOPUYHBIE I10JIOBBIE IPU3HAKH.

KakoBbl npu4uHbI U MexaHu3mbl passutus MMP?

CymectByer Heckoidbko MexaHu3MoB paszputus I[IIIP. Te dopmsr TP, mpu koTophix
TUIOTAJIaMyC HAaUMHAET paHbllle CPOKa UMITYJIbCHO BoIesATh JII'-PI', Ha3biBatoTcs L{eHTpanbHbIMY,
nm ['onaporponuH-3aBucuMBIMU. [lpyrum MmexanusmoM passutus [IIIP sBisercs npomykunus
MOJIOBBIX TOPMOHOB CaMHMH TOHAJaMU (SMYEK WIM SUYHUKOB) WM ONYXOJSIMU TOHAI WIU
HaJMO4YeYHUKaMu 0e3 BiusHUSA TuUnotasamyca u runodusza. Takxume Gopmbel HazbpBarOTCA
[Tepudeprueckumu unu ['oHag0TPONHH-HE3aBUCHMBIMHU.

HentpanbHoe (roHagorponun-zapucumoe) IIIMP. ITlpuumnamu Takoll akTUBAlMM MOTYT
CIY)XUTh Ppa3JUYHbIE OpPraHUYECKHE TOpa)kKeHUs IeHTpajdbHOM HepBHOM cuctembl (ILIHC):
ruaporedanus, MOCIeACTBUS POIOBON TpaBMbI, HEUPOUH(EKIINH, apaxXHOUJATbHBIC KUCTHI U AP., a
TaKXKe pa3JUYHbIE ONYXOJM TOJOBHOIO MoO3ra (TJIMOMBI, acTpouMUTOMBbI). JlocTaTouHo yacToi
MPUYMHONW JTOTO 3a00JIeBaHUSI CIHY)KUT TaK Ha3blBaeMas THUIIOTaJaMUYecKas TramapToMa —
obpazoBanne IIHC, koTopoe sBisercs HTOOpPOKaYEeCTBEHHBIM, M COJEPKHUT HEUPOCEKPETOPHBIE
rpanyisl, Beyaenswomue I'H-PI. B Tom cnywae, ecnu IIIIP HOCHMT TrOHaZOTPONMH-3aBUCHUMBIN
xapaktep, a mnartosorun co crtopoHbl [[HC He BBIABISIIOT, Takol BapHaHT HAa3bIBACTCs
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UUONATUYECKUM.

LlentpanbHast ¢opma IIIIP yamie BcTpedaercs y AeBOYEK U pexe y MajabuukoB. [Ipu 3Tom B
45-75% nereii ¢ nepedpanbupiMu popmamu [IITP BeIsBISIOTCS OMyX0nu MM 10OPOKaYeCTBEHHBIC
o0beMHBIE 00pa3oBaHUs IEHTPAJIbHONW HEpPBHOW cucTeMbl. CTOMT 3aMETHUTh, YTO IMATOJOTHUS CO
cropoubl [IHC wame BwisiBisiercs y wmanpuukoB (oT 46 o 90%), a y neBouek Ooiee
pacripoctpaneHa wuauomarudeckas ¢opma IIIIP, mpu KOTOpol HE BBIIBISIETCS HHKAKUX
OopraHudeckux u3MeneHui co cropons [IHC.

[Tepudepuueckoe (ronagorponun-uezasucumoe) IIIIP. Jlannas ¢opma IIIIP obyciosnena
MTOBBIIIEHHON CEKpELHEN MOJOBBIX TOPMOHOB HEMOCP €ICTBEHHO MOJIOBBIMU JKEJIE3aMH IMYHUKAMH,
AWYKAMH, HAANIOYECUHUKAMHU, TOPMOHAIbHO-aKTUBHBIMH OITYXOJIIMU BHE 3aBUCUMOCTH OT CEKpELUn
TOHAIOTPONUHOB. [IpK 3TOM 0JIOBOE pa3BUTHE MOXKET MPOTEKATh KaK 110 U30CEKCYaIbHOMY THILY,
KOrJa BTOPUYHBIC TIOJIOBBIE€ MPU3HAKM COOTBETCTBYIOT IOJly peOeHka, Tak H 10
reTepoCeKCyalbHOMY THILY, KOIIa IPOSIBJICHHUE MOJOBOIO CO3PEBAHUS HE COOTBETCTBYET moiy (y
MaJIbYUKOB MOTYT YBEJIMUYMBATHCS MOJIOYHBIE XKEJE3bl, Y J€BOUYEK -YBEIIMUUBACTCS KIUTOP, rpyodeeT
roJioc, MPOrPecCUpyeT OBOJIOCEHNUE).

[IpyynHaAMU TIOBBIIMIEHHON CEKpEelUH TOJOBBIX TOPMOHOB MOTYT OBITh OOBEMHBIE
oOpa3oBaHMsl TOHaJ, pa3iauuHble cuHIpoMbl (MaxKeiona-OnbOpaiita-bpaiinieBa, T€CTOTOKCHKO3),
MIPU KOTOPBIX IMOJIOBBIC *kKeJe3bl cnoHTanHo, 0e3 aeiictBus JII' u @CI' HaumHaOT IPOAYIIUPOBATh
II0JIOBBIE€ CTEPOM/Ibl; HAPYIIEHUSI CUHTE3a TOPMOHOB HAANOYEUHUKAMHU (BPOXKIACHHAs TUCHYHKIUSA
KOPbI HaJIIIOY€YHUKOB).

[Tepudepuueckue popmsl I1I1P BcTpeyaroTcs 3HAYUTETBHO PEXKe IEHTPAIbHBIX.

Kpome Toro, cienyer Bbimenarh HermodHbie ¢opMmbl I[P, mpu KOTOPBIX B KIMHHYECKOM
KapTUHE NPUCYTCTBYET TOJIBKO OJJMH IIPU3HAK [10JIOBOTO CO3PEBAHUS.

W3onupoBaHHOE NPEXAEBPEMEHHOE Tejapxe sBJsieTcss Hauboyiee 4YacTo BCTPEYaeMbIM
nobpokadectBeHHbIM BapuaHtoMm IIIIP y neBouek. [l maHHON (GOpMBI XapaKTEpHO TOJIBKO
yBEJIMYEHHE MOJIOYHBIX jkejie3. B GoNbIIMHCTBE cllydaeB 3TO COCTOSHUE HAOI0aeTcs y JeBOYEeK
no 3 ner xku3HU: 10 1% Bcex IeBOoYEK ATOro BO3pacTa MUMEIOT YBEIMUYEHUE MOJIOUHBIX KeEJe3.
[IpyurHON pa3BUTUS TPEKAEBPEMEHHOTO TelapXxe CYUTaloT BpeMeHHoe mnoBeimieHne DOCT,
00YCJIOBJICHHOE HE3PENOCThI0  TUIIOTAJaMO-TUNO(U3apHO-TOHAJHON  cHCcTeMbl. BpemeHHas
aktuBanus cekpeunn OCI' MOKeT NPUBOAUTH K KPATKOBPEMEHHONW CTUMYIISLUU SIMYHHUKOB. [1pn
39TOM TEMIBl POCTa MU KOCTHOI'O CO3PEBAHUS y JIEBOYEK HE OTIMYAIOTCS OT HOPMATHUBOB. JTO
COCTOSIHME He TpeOyeT CHelHalbHOro JieueHus, ogHako B pane ciaydaeB (0,1%), nzonupoBaHHOe
Tenapxe nepexonut B moinyto ¢opmy IIIP, moatomy netu c¢ stoit popmoii TIITP Hyx)maroTcs B
JUHAMHYECKOM HaOII0IEHUN YHIOKPUHOJIOTa.

M3omupoBaHHOE  NPEXKIEBPEMEHHOE  aJpeHapxe. [IpexneBpemMenHOe  axpeHapxe
XapaKTepU3yeTCcsl PAaHHUM H30JIMPOBAHHBIM IOSIBJIEHUEM I10JIOBOI'O OBOJOCEHHUS. DTO COCTOSHUE
yaiie HaOdIoaeTcs y JeBOYeK B BO3pAcTHOM mepuon ¢ 6 no 8 net. M3omupoBaHHOE anpeHapxe
ABJIIETCSI CJIEACTBUEM YCKOPEHHOW CEKPELUUH IIOJIOBBIX TOPMOHOB HAJIIOYEYHUKOB M MOXKET
CIy’)KUTb IPOSIBJICHUEM pa3IMyHBIX 3a00/IeBaHMM HAJIMOYEYHUKOB (HEKJaccuueckas ¢opma
BPOXJACHHOM  AUCQYHKIMM  KOPbl  HAAMNOYEYHUKOB, TOPMOHAJIBHO-aKTUBHBIE  OIYXOJIU
HaJno4eyHuKoB). [ToaToMy Bce 1eTu ¢ IpeXIEeBPEMEHHbBIM aJIpeHapXe HYKIAI0TCs B THIATEIbHOM
obcnenoBanuu. M3ommpoBaHHOE MPEKIEBPEMEHHOE alpeHapXe CTaBUTCS B TOM CiIydae, €clii IO
pe3ylnbTaTaM OOCIIeOBaHUS HE BBIABICHO HHUKAKUX JAPYrUX MNATOJOTMYECKUX MPUYMH IS
MIOSIBJICHUS TI0JIOBOI'O OBOJIOCEHUSI.

KakoBbl nocnencTBuda npexpgeBpemMeHHOro noJyioBoro pa3Butua n 3a4emMm HyxHo
ero ne4ynTb?

st pebenka u cembu [P conpsikeHo ¢ Tsxkenol ncuxo3MOLMOHAIbHOM TpaBMoi. Tak, npu
MPEXAEBPEMEHHON aKTUBAIMU I10JIOBOI'O Pa3BUTHUS B IETCKOM BO3PACTE, IPOUCXOIUT BBIPAKEHHOE
YCKOpPEHHE TEeMIOB pocTa. Takue JeTh MOryT ObITh 3HAYUTEIBHO BBIIIE CBOMX CBEPCTHHKOB,
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OJIHAKO, MO/ JAEHCTBUMEM IMOJIOBBIX TOPMOHOB "30HBI pocTa" B KOCTAX OYE€Hb CKOPO 3aKPBIBAOTCA,
YTO BIIOCJEACTBUU MPUBOAUT K HU3KopochaocTu. Kpome toro, IIITP mMoxer sBASATbCS OAHUM H3
CUMIITOMOB psila HOBOOOpA30BaHUM TOJIOBHOTO MO3Ta, BPOXKIAEHHBIX CHHAPOMOB, MATOJIOTHH
HaAJITOYEUHHUKOB, TMUYEK WIN THIHUKOB.

Bygner num Mown pebeHOK HopmanbHO pactTMy W [OCTUFHET Jin  OH
yAOBNEeTBOPUTENbHOIrO KOHeYHOro pocta?

CBoeBpeMeHHOe oOpalleHne K dHIOKpUHoJIory, yrounenue gopmsl [ITIP n BoBpeMs: HauaToe
JeyeHue, B OOJBUIMHCTBE CJIy4aeB IO3BOJSIOT MPEAOTBPATUTh IPOrPECCUPOBAHUE PA3BUTHUS
MIOJIOBBIX MPHU3HAKOB M JOCTUYH COLMAIBbHO-TIPUEMIIEMOro pocta pedeHka. BaxxHo mMeTh BBUAY,
yro npu ¢opmax IIIIP, TpeOyrommx AuHaAMHYECKOro HAOIIOJEHUS, HEOOXOAMM peryispHbINA
KOHTPOJIb TEMIIOB pa3BUTUS peOEHKa, UTOOBI B Clyyae MPOrpecCUpOBaHUs 3a00JI€BaHMSI BOBPEMSI
IIPUHSTH MEPBHIL.

KakoBbl MeToabl neyvenus MMNP?

[IIIP sBnseTCS TETEPOreHHOW TpyNHIoW 3a00JieBaHWUM, IMOAITOMY TOYHOCTh ITOCTAHOBKH
JMarHo3a omnpezenseT TaKTHMKY BEJEHHUS MalueHTa W IO03BOJSAET JaTh NPOTHO3 €ro AajJbHEHIIEro
COCTOSIHMSL.

IIpu auarHocTHKe LEHTPAIbHBIX (OPM, MPUMEHSIOTCS IpenapaThl-aHaJord IOHAIO0TPONHH-
pwim3uHr ropMoHa (ananoru ['H-PI'), cmnocoOcTByromue OJOKMPOBKE LUPKAJHOIO pUTMA
cooctBennoro ['H-Pr.

Tepanus npecneayer 18e OCHOBHBIE LIEJIH:

1. IlonaBieHue pa3BUTUS BTOPUYHBIX MOJIOBBIX MPU3HAKOB, BHI3BIBAIOIIUX SMOLIMOHAJIbHBIE U
TICUXOJIOTUYECKHE MPOOIJIEMBbI y peOCHKA U €ro CEMBHU.

2. CHMKeHHE TEMIIOB KOCTHOI'O CO3PEBaHUs, MO3BOJISIONINE YIYUIIUTh POCTOBOI MPOrHO3.

Kpowme 3T0ro, B cityuae BbISBIEHHUS [TATOJIOTHYECKUX 00pa30BaHUM TOJIOBHOTO MO3Ta, BOIIPOC
0 TaKTHKE BEJICHUS PEIIAeTCsl COBMECTHO C HEUPOXUPYpraMu.

Pemenne 00 oTMeHe Tepanmuu BcCerja MPUHUMAETCS WHIUBUIYalIbHO, B 3aBUCHMOCTH OT
BO3pacTa, pOCTOBBIX ITOKA3aTeNeH U MCUXOJIOTHYECKOTO COCTOSHUS.

Tepanus nepudepuyeckux (GopMm sBisSeTCs 0ojiee CIOKHON, MOXKET BKJIOUATh HECKOJIBKO
TPy PenapaToB, B 3aBUCUMOCTH OT (JOPMBI U TeUeHUs 3a00IeBaHUSI.

[Tpunoxenue I'l -I'N

LUkanbl oueHkKu, BONMPOCHUKN N Aapyrme oueHo4YHble MHCTPYMEHTbl COCTOAHUA
nauueHTa, npnBeaeHHble B KITIMHNYEeCKUX peKoMeHaauunaAax

M. Ctapmu pa3BuTUS MOJIOYHbLIX Xere3 U NOJSIOBOro OBOSIOCEHUSA Yy AeBOYeK No
Tanner

Ha3Banne Ha pycckoMm sspike: Illkana TanHep i OLEHKM CTaauil ITOJIOBOrO Pa3sBUTUA Y
JC€BOYCK

Hcrounuk Var Marshall W. A., Tanner J. M. Variations in pattern of pubertal changes in
girls.//Archives of Disease in Childhood. 1969. N 235 (44). C. 291-303.

Tun: nikaza ONeHKH

Haznauenwne: OLICHKA CTaAWH ITIOJIOBOI'O PA3BUTHA Y JCBOYCK

Coz[epmaHHe CTaI[I/II/I Pa3BUTUA MOJIOYHBIX KCJIE3 W IMOJOBOI'O OBOJIOCCHUSA Yy ACBOYCK IO
Tanner [153]
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[TosicHenus:

I cragus — MolO4HBIE Kene3bl MpenyOepTaTHbIE, Kele3nucTas TKaHb OTCYTCTBYET, AHAMETP
apeoJtbl < 2 cM, apeoJtbl OJICTHO OKPAIICHBI.

IT cragust — MONOYHBIE Kelle3bl U apeoJibl BHICTYNAIOT B BHJIE KOHyca 0€3 BBIICICHHUS UX
KOHTYPOB, MOSIBJISIETCS TUTMEHTALIMS apPEOIbl.

IIT cragus — apeona MHTEHCUBHO OKpallleHa, BHICTYNAET B BUJE BTOPOrO KOHYcCa HaJ TKAHbBIO
MOJIOYHOM JKEJIe3bl.

IV cramus — BBICTymaHwWe apeoyibl M COCKa HaJ TPYIHOHM JKelne30i; apeosia WHTEHCHUBHO
OKpaIllleHa, BEICTYIIAeT B BHJIE BTOPOTO KOHYCA HaJl TKAHBIO MOJIOUHOH JKeJe3bl.

V craamsi — B3pOCIBIC KOHTYpPHI TPYIHOM Kelle3bl C BBICTYIIAHUEM TOJBKO COCKa; KOHTYP
MEX]ly TKaHbIO MOJIOYHOM KeJIe3bl U apeoJIOi Criia)KeH.

ITonoBoe OBOJIOCEHHE:

I cragust — oBOJIOCEHUE OTCYTCTBYET.

II cTagus — pocT peaKrX MTUTMEHTHPOBAHHBIX BOJIOC HA MOJIOBBIX Ty0ax.

IIT cTagust — BOIOCKHI CTAHOBSITCSI TEMHEE H T'yIIIE, PACIIONIATAIOTCS Ha IOHHOM COYJICHEHUH.

IV cragust — rycrele, B3pOCIOro TUIA BOJIOCH, HE PACHPOCTPAHSIOMINECS HA MEIHATBHYIO
MTOBEPXHOCTH Oernep.

V craaust — BOJIOCHI B3pOCJOro THIIA, PACIPOCTpaHSIONHMecs B (GopMe KIACCHYECKOTO
TPEeYroJbHHKA.
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2. Ctapuu nonoBoro pasBuUTUA y Manb4mkoB no Tanner

HazBanue Ha PYCCKOM S3BIKC: Ixama TaHHep OJIs1 OLICHKU CTa,III/Iﬁ IMOJIOBOI'O pPa3BUTHUA Y
MaJb4YHUKOB

Wcrounux Marshall W. A., Tanner J. M. Variations in the Pattern of Pubertal Changes in
Boys//Archives of Disease in Childhood. 1970. N 239 (45). C. 13-23.

Tum: mkana oneHKu

Haznauenue: OLICHKA CTaAWH ITIOJIOBOI'O PA3BUTHA Y MAJIbYHUKOB

Conepxanue. CTauu 1MOJIOBOTO Pa3BUTHS Y MAIBYHKOB [4].

Ilosacuenus: I craguss — OBOJOCEHHME OTCYTCTBYET, SIMYKH, MOIIOHKAa M IIOJOBOM 4YJEH
nonyoepraTtHbie, 00beM sSUYeK 2-3 MIL.

Il cragust — pocT penKHX MUTMEHTHPOBAHHBIX BOJIOC BOKPYI OCHOBAaHHS MOJOBOTI'O YJIEHA,
MOIIIOHKA YBEJIMYMUBAETCS, CTAHOBUTCS CJIETKa OKPAIIEHHON, 00beM suyeK 4 MII.

III cTanust — BOJOCHI CTAHOBSATCS TEMHEE W TylIe, paclojararoTcsi Ha JOHHOM COYJICHEHUH,
HAaYMHAETCS POCT TMOJIOBOTO WIEHA B JJMHY, MOIIOHKAa HAaYWHAET MPUOOpETaTh CKJIaa4aToCTh,
00beM simaek 10 M.

IV cragus — oBonocenne 100KOBOM 00JIACTH TOIHOE, HO OTCYTCTBYET OBOJIOCEHHE Oenep u
HUKHEN 4YacTH >KMBOTA, IOJOBOM YJIEH MPOJOJDKAET pacTd B JJIMHY, YBEIUYUBAETCA TUAMETP
TOJIOBKH, HAPYKHbIE T€HUTAJIMH MPHOOPETAIOT MTUTMEHTAIUI0, 00BEM U4 eK — OT 12 M.

V craaust — B3pocCiblil "poMOOBUAHBIN" THUIT OBOJIOCEHUS, HAPYKHbIE TEHUTAIUN JOCTUTAIOT
MaKCHMAaJIbHBIX pa3MepoB, 00bEM SIMUEK — OT 15 MiL.
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Hogsle, n3nanneie B 2020-2025 rr. u opunnansHo yTBepkAEHHBIE MuH31paBom PO,
KJIMHUYECKHE PEKOMEHalK (PYKOBOICTBA, IPOTOKOJIbI JIEUEHNUs) — Ha HAIIEM CaiTe.
WHTepHeT-ceblIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rie-To keM-To JaHHBIN JOKyMEHT ObLII paHee paclieyaraH, JaHHOe u300paxxenue QR-kona
MTOMOXET BaM OBICTPO MEPEUTH IO CChUIKE ¢ OyMaKHOW KOITMHM — B HEM HaXOJMTCSI 3Ta CChLJIKA.
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