DenepaibHble KIMHUYECKHE PEKOMEHIAIMH MO TUATHOCTHKE U JIEYEHHIO
THNONUTYMTAPU3MA Y JIETei ¥ MOAPOCTKOB

K.M.H. E.B. HATAEBA

LlenTp pocta MHcTUTyTa AeTCKOM 3HAOKPUHOAOTMM DIBY « IHAOKPUHOAOTMUYECKMI Hay4HbIi LeHTp» MuH3apaBa PD, Mocksa

Cnmcok coKpanieHmii
AKTI — aJIpeHOKOPTUKOTPOITHBII TOPMOH
I'T1 — TUNOIUTYUTAPU3M
Irp — rOpMOH pocTa
Jr — JIIOTEMHU3UPYIOLIVI TOPMOH
MPT — MarHUTHO-pe30HaHCHas ToMorpadust
ITpn — NIPOJIAKTUH
pI'P — peKOMOMHAHTHbBII TOPMOH pocCTa

Cco — CENTO-ONTUYeCcKas QUCIIa3us

CTr — COMaTOTPOITHBII TOPMOH

CTT-PI' — CTT-penu3uHr ropMoH

TTT — TUPEOTPOITHBIN TOPMOH

dCr — (hOTUKYIOCTUMYIUPYIOIIMI TOPMOH

SD — CTaHAApPTHOE OTKJIOHEHUE
SDS — KO3((ULMEHT CTAHIAPTHOTO OTKJIOHEHUS

1. MeTonoJiorus

Mertoapl, UCTOJIb30BAHHBIE IS COOPa/CeleKIMU A0Ka3a-
TEJIbCTB

ITouck B 2JIeKTPOHHBIX Oa3aX TaHHBIX.

OnucaHue METOIOB, HCIOJIB30BAHHBIX 1151 CO0PA,/ceIeKIMH
JI0Ka3aTeJIbCTB

Joka3zarenbHOl 6a30ii 111 peKOMEHIALMI SBASIOTCS My-
Oonvkanuu, Bouienuve B KokpaHOBCKyl0 OMOIMOTEKY, Oa3bl
nanHeix EMBASE 1 MEDLINE. I'ny6uHa noucka cocraBuia
5 ner.

MeTtoapl, UCTIOIb30BAHHbIE JJIi OLEHKH KA4eCTBA M CHJIbI
JI0KA3aTeJIbCTB:

— KOHCEHCYC 9KCIepPTOB;

— OlleHKa 3HAYMMOCTU B COOTBETCTBUU C PEUTUHTOBOI
cxeMoii (Tada. 1).

MeTtoapl, HCIOJIb30BAHHBIE ISl AHAJIM3A 10KA3ATEIbCTB:

— 0030pbl IMyOJUKYEMBIX METaaHaIU30B;

— CHCTeMaTHJecKre 0030pbI C TAOIUIIaMU TOKA3aTeIbCTB.

OnucaHue METONOB, MCHOJIb30BAHHBIX ISl AHAJIN3A JOKA-
3aTeJbCTB

Joka3zarenbHOl 6a30ii 111 peKOMEHIALMI SIBJASIOTCS My-
Onvkanuu, BouienuMe B KokpaHOBCKyl0 OMOIMOTEKY, Oa3bl
nanHeix EMBASE 1 MEDLINE. I'ny6uHa noucka cocraBuia
5 ner.

MeTtoapl, UCTIOIb30BAHHbIE JJIi OUEHKH KA4eCTBA M CHJIbI
JI0Ka3aTeJIbCTB:

— KOHCEHCYC 9KCIEepPTOB;

— OlleHKa 3HAYMMOCTU B COOTBETCTBUU C PEUTUHTOBOM
cxeMoii (Tada. 2).

Ta0umIpbl 10Ka3aTeNbCTB

TaGnu1iIbl TOKa3aTeIbCTB 3aNOHSINCH WieHaMU pabodeit
IPYIIIBL.

Mertoapl, MCHOJb30BAHHBIE IS (DOPMYJTMPOBAHUS PEKO-
MEeHJaluii:

KoHceHcyc aKCcTIepToB.
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NuaukaTopsl  100pOKaveCcTBEHHOM (Good
Practice Points — GPPs)

PexoMennyemasi 1o6pokadyecTBeHHasl MpakKTUKa 0a3upy-
€TCSl Ha KJIMHUYECKOM OIIbITe YJIeHOB paboyeil TPyIIbl IO
pa3paboTKe peKOMeHIalui.

DKOHOMHYECKHI aHAIH3

AHaIN3 CTOMMOCTU HE MPOBOAWJICS U MyOIMKALIMU I10
(hapMaKO2KOHOMMKE HEe aHATU3UPOBAIKCE.

MerToa BaauaM3aMy PeKOMeHIAIIMIA:

— BHEIITHSISI 9KCIIEPTHAS OLIEHKa;

— BHYTPEHHSISI KCIIEPTHAs OlIEHKA.

Onucanne MeToa BAJMIN3AIMA PEKOMEHIAIMIA

HacTtosiiue pekomeHaauy B IpeaBapyuTeIbHON BepCUM
ObLIM pELIEeH3UPOBaHbl HE3aBUCUMBIMU 3KCIEPTaMH, KOTO-
PBIX MOMPOCUIN TTPOKOMMEHTUPOBATh MPEXIe BCEro TO, Ha-
CKOJIPKO MHTepIIpeTallns 10Ka3aTeJbCTB, JIeXKallluX B OCHOBE
peKOMeHaAIiA, TOCTYITHA IS TOHUMAaHUS.

TToyyeHbl KOMMEHTapUU CO CTOPOHBI Bpaueil MEpBUYHOTO
3BEHA M yYaCTKOBBIX MEAMATPOB B OTHOILIEHWU TOXOTYUBOCTU
M3JIOKEHUST PEKOMEHIALINI 1 MX OLIEHKU BaXKHOCTU PEKOMEHIa-
LA KaK pabo4yero MHCTpYMEHTA IMOBCETHEBHOM MPAaKTUKU.

KoHcyabTamuu u 3KCniepTHas OlEeHKa

TlocnenHue wu3MeHEHMsS] B HACTOSIIIMX PEKOMEHIALIMSIX
ObUIM TpeCTaBIEHbI /151 TUCKYCCUU B MPENBapUTENIbHOMN Bep-
cun Ha KoHrpecce aHmokpuHosoroB 20—22 mas 2013 r. (Mo-
CKBa), Ha KOH(MEpeHIMSIX AETCKUX SHIOKPUHOIOroB 22—23
uionst 2013 r. (Apxanreibek) U 5—6 centsiopst 2013 r. (Coun).
IIpeaBaputenbHasi BEpCus BbICTaBIEHA IS ILIMPOKOTO 00CyKIe-
Hus1 Ha caiite DHII, mwisg Toro 4yToObI JMlia, He y4acTBYIOIIME B
KOHTpecce M KOH(MEPEeHILMSIX, UMEIM BO3MOXHOCTb MPUHSITDH
yJacTue B 00CYXIeHUU 1 COBEPIIICHCTBOBAHUM PEKOMEHIALIMIA.

ITpoekT pekoMeHIalnii OyaeT pelieH3MPOBaH TakKe He3a-
BUCHMBIMM 3KCIIEPTAMU, KOTOPBIX IMMOMIPOCUIN TPOKOMMEHTH -
poBaTh MpeXkIe BCEro JOXOMYMBOCTb M TOYHOCTb MHTEPIIpeTa-
LIMKM TOKa3aTeabHOM 6a3bl, Jiexalleil B OCHOBE PeKOMEHAALIUIA.

Pa6ouas rpynna

J17151 oKOHYATEJIbHOM pelakKMu U KOHTPOJISI Ka4ecTBa pe-
KOMeHIAlMKM OyAyT MOBTOPHO MPOAHAIM3UPOBAHbI YWICHAMU
paboueii TPYIbI, C 1EJbI0 OLIEHUTh, YTO BCE 3aMEYaHUs U
KOMMEHTapUU 3KCMEePTOB MPUHSITH BO BHUMaHHUE, PUCK CH-
cTeMaTU4YeCKUX OIIMOOK IpU pa3paboTKe peKOMEeHIalluii CBe-
JIeH K MUHUMYMY.

Cuna pekomeHaaiuii (A—D) npuBoauTcs Mpy U3JI0XKe-
HUU TEKCTAa PEKOMEHIALIWMA.

NPAKTUKA

2. OnpeneneHue, 3THOOTHSA, KaaccuuKanus

lNunonutyurtapusm (I'Tl) [kox mo MKbB E23.0] — snpo-
KPUHHOE 3a00JIeBaH1E, O0YCIOBJIEHHOE MOJHBIM VI YaCTUY-
HBIM CHUXEHUEM CEKpelMU OIHOro WUiu 0ojiee TOPMOHOB
aneHorunodusa. B pamkax I'Tl Haubonee yacTo BcTpeyaeTcs
neduuut comarorpornHoro ropmona (CTT'), koTopblit MOXeT
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Tabanua 1. PeATUHroBasi cxema AAsi OLIEHKU CHAbI pEKOMeHAaUUN

YpoBeHb

JI0Ka3aTeIbCTB Orucanne

1++ MeTaaHanu3bl BHICOKOTO KauecTBa, CUCTEMaTUYECKUE 0030pbl PaHIOMU3MPOBAHHBIX KOHTPOJIUPYEMbIX UCCIIETIOBAHMIA
(PKW), unu PKH ¢ oueHb HU3KMM PUCKOM CUCTEMATUYECKUX OLIMOOK

1+ KauecTBeHHO NMpoBeieHHbIE MeTaaHaIU3bI, cucTeMaTuyeckue, i PKM ¢ HU3KMM pUCKOM CHCTEMaTUYECKUX OLINOO0K

1- MeTtaaHanusbl, cucteMaTuyeckue, uin PKU ¢ BHICOKUM pUCKOM CUCTEMaTUYEeCKUX OLIMOOK

2++ BricOKOKaYeCTBEHHBIE CUCTEMAaTUYECKHE 0030Pbl UCCIIEIOBAHMI CTydali—KOHTPOJIb MU KOTOPTHBIX UCCICTOBAHMUIA.
BricokoKayecTBeHHBIE 0030PbI UCCIIETOBAHMIA CTydyail—KOHTPOJIb MJIM KOTOPTHBIX UCCICI0BAHUI C OUEHb HU3KUM
puckoM 3¢ dHEKTOB CMEITMBAHUS WJIM CUCTEMAaTUYECKUX OIIMOOK M CPeTHEM BEPOSITHOCTBIO MPUYNHHOM B3aMMOCBSI3U

2+ XopolIo MpoBeIcHHbIE UCCIETOBAHUS CTy9ail—KOHTPOJIb MJIM KOTOPTHBIE UCCIIETOBAHUSI CO CPEIHUM PUCKOM 3 (HeKTOB
CMEIIMBaHUS WIA CUCTEMAaTUIECKHX OIITMOOK W CpeIHEN BEPOSTHOCTHIO TPUYMHHOMN B3aMMOCBSI3U

2- HccnenoBaHust ciiydail—KOHTPOJIb UM KOTOPTHBIE UCCIEOBAHMSI C BBICOKMM PUCKOM 3((HEKTOB CMEIIMBaHWSI WU
CHCTEMATUUYECKUX OLIMOOK U CPEAHEN BEPOSITHOCThIO TPUUMHHON B3aUMOCBSI3U

3 HeaHanuTuyeckue uccienoBaHus (HalpyMep: ONMcaHKe ClIy4aeB, CEpUU ClIyyaeB)

4 MHeHMEe BKCIEPTOB

TabAnua 2. PeRTUHIOBas CXeMa AASl OLEHKU CUAbI PEKOMeHAaUUi

Cuna Onucanue

A [To MeHbIIIEl Mepe, OTUH MeTaaHaJIN3, cucTemMaTudeckuii 063op nnm PKH, orieHeHHbIe Kak 14+, HanpsiMyio IpUMEHEHUMBbIE K
LIEJIEBOM MOMYJISIUUM U IEMOHCTPUPYIOLIME YCTOMUMBOCTD PE3YIbTATOB, W TPYIIIA JOKA3aTeIbCTB, BKJIOYAIOIINE PE3YIbTaThl
HCCIIeIOBaHMIA, OLIEHEHHbBIE KaK 1+, HAaNpsIMyI0 TPUMEHUMBIE K LIeJIEBOI MOIMYJISLIMY U IEMOHCTPUPYIOLIUE OOIIYI0
YCTOHYMBOCTD PE3YJIbTaTOB

B I'pynna nqokasarenbCTB, BKIOYAIOLIAs Pe3ybTaThl UCCIEI0BAHUI, OLIEHEHHbIE KaK 2++, HaMpsSIMYy10 PUMEHUMBIE K LIEIeBOM
MOMYJISILMU U IEMOHCTPUPYIOLIME OOIIYI0 YCTOMYMBOCTD PE3YJIbTATOB, UM SKCTPANOJIMPOBAHHbBIE JOKA3aTENbCTBA U3
Hcce0BaHN, OlleHEeHHBIX KakK 1++ won 1+

C I'pynna nqokasarenbCTB, BKIOYAIOLIAs pe3yIbTaThl UCCIEI0BAHUIA, OLIEHEHHbIE KaK 2+, HAIIPSIMYIO TPUMEHUMBIE K LIeJIeBO
MOIYJISILIMU U IEMOHCTPUPYIOLIME OOILYI0 YCTOMYMBOCTD PE3YJIbTATOB, MJIM SKCTPANOJIMPOBAHHbBIE JOKA3aTEIbCTBA U3
HMCCJIENOBAaHUI, OLIEHEHHBIX KakK 2++

D JlokazaTenbcTBa ypOBHS 3 WK 4, WIKM SKCTPAINOJMPOBAHHbIE JOKA3aTEIbCTBA U3 UCCIIEI0OBAHMI, OLIEHEHHBIX KaK 2+

OBITh N30JIMPOBAHHBIM WJIM COUYETAThCS C HEMOCTATOTHOCTSIMU
JIPYTUX TPOITHBIX TOPMOHOB.

Yacrora I'Tl y mereit konebaercs ot 1:4 000 mo 1:10 000
HOBOpOXIeHHHIX (B).

Paznmuator BpoXXIeHHBIN TUTIOMUTYUTAPU3M U TIpHoOpe-
TeHHBIU runonutyutapusM. Bpoxnenustit ['T1 moxeT pazBu-
BaThCS B pe3yJIbTaTe IPEHATATBHOW U POIOBOI TPABMBI, & TAK-
K€ MOXET OBITh BBI3BaH MYTALIUSIMUA B T€HAX: KOHTPOJIUPYIO-
mux mponykiuio CTT, BoBiedeHHBIX B HOpMUPOBAaHME TUTIO-
¢u3a, OTBETCTBEHHBIX 32 peaTn3alliio CUTHAJIa TOPMOH poCcTa
(I'P) — punusunr-ropmox (PI'). [TomuMo 3Toro, BpoxkmeH-
Heiii ['TI MOXeT SIBISIThCSI COCTABHOM YAaCThIO BPOXKIEHHBIX
«CUHAPOMOB NedekTa cpemHero mo3ra». Hambomee wacroit
TIATOJIOTUEN B 3TOM IPYIIIIE SIBISIETCS CETITO-ONTHYeCKast IVC-
TJ1a3usi, XapaKTepu3yIolasicsl areHe3ueil/Tuormasueii 3pu-
TEJTBHBIX HEPBOB, MPO3PAYHON MEPETOPOAKU U MO3OJIUCTOTO
Teja, ¥ pa3Hoii CTeTieHbio HapyleHus 3perust (D).

Enunoit obmenpunsToit kinaccudpukauuu I'Tl He cyiie-
CTBYET.

I'TT MmoxeT OBITh OPraHNYECKUM (ITHOJOTUYECKUI (PaK-
TOD BBISIBIIEH) WM WAMOINATUYECKUM, CEMEWHBIM (Haciemn-
CTBEHHBIM), WJIN CITOPAANYECKUM C BBISIBICHHBIM TeHeThde-
CKUM NeheKTOM, WJIA HE BBISIBIIEHHBIM.

B nacrosmee Bpemst cuHapoMm CTI-medunura y mereit
paccMaTpuBaeTcsl KaK KOMIUIEKC MATOTeHeTUIeCKU pas3iind-
HBIX 3a00JIeBaHUI, OOBEAMHEHHBIX OOIIeH KIMHUYECKOM
CUMIITOMAaTUKOM.
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Haubonee ynob6Ho# nis KIMHULKACTOB CYUTAETCS Klac-
cuduKkaims, B OCHOBE KOTOPO#l JIeXXaT MPUINHBI TUTIOTTUTY -
Tapu3Ma.

1. Bpoxnennprii I'TT
1. HacnencrBennsiii n3osmpoBannsiii gedpumut CTT

A. Myrauun rena ropmona pocra (GH-1)

1) Tum IA: nmenenus rena CTT, ayTOCOMHO-peLIeCCUB-
Helii i HacnenoBanus (Illig-tun CTT-geduiura);

2) Tun IB: ayTocOMHO-pelieCCUBHBII TUIT Hacen0Ba-
HUST;

3) Tum II: ayTocOMHO-TOMWHAHTHBII TUIT HacJeI0Ba-
HUST;

4) Tun I1I: X-cBsi3anHas pelieccuBHasi ¢hpopMa Hace-
JIOBAHUSI.

B. Myramun rena penenropa Kk CTI-puam3unr-ropmony

(GHRH-R)

Mnuoocecmeennviii dedhuyum 2opmonoe adenozunogusa

1) myraunu reHa P17-1
2) mytauum reHa PROP1
2. Umnonatnyeckuii nepunur CTT-PT.
3. dedeKTbl pa3BUTHS THIOTAJIAMO-THIIO(U3APHOI CHCTEMBI.
1) ITaTtonorusi cpeAMHHOM TPYOKU:
— aH3HIe AT,
— ToJIoNpo33HIIedanus;
— CEeNTO-OINTUYecKast TUCIIIa3us.
2) Aucrenes runodusa:
— BPOXKIEHHAsI aruiasust ruodusa;
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— BpOXIeHHasl TUMOIJIa3usl Tunodu3a;
— BKTOMMS runodusa.
11. ITpuo6perennsrii I'TT
1. Onyxoim runorajiamyca u runocgusa
— KpaHUO(hapuHTHOMA;
— ramapToma;
— Helipodubpoma;
— TePMUHOMA;
— ajJieHoMa rurodusa.
2. OnyxoJim Ipyrux OTIEJI0B MO3Tra
— IJIMOMa 3pUTEIbHOTO TIepeKpecTa.
3. TpaBmbI
— YepermHO-MO3roBasi TpaBMa;
— XUpPyprudeckoe MmoBpexaeHne TMnodu3apHoil HOXKU.
4. Undexnun
— BUPYCHBII, OaKTepUaIbHbIN dHIIE(ATUT 1 MEHUHTUT;
— HecnenuuyecKuii (ayTOMMMYHHBII?) TUTTODU3UT.
5. Cynpace/uisipHbie apaxHOMAANbHbIE KHCTbI, rmapoueda-
JIMsl, CHMIITOM <ITyCTOTO TYPEIKOro Ceia»
6. Cocynucras narojorusi
— aHEeBPU3MBbI COCYIOB rUModu3a;
— MHDAPKT rurodusa.
7. O0.1y4eHne roJIoBbI U IMIen
— JlefikeMus1, MenyJuto01acToMa, peTUHOOIACTOMA;
— IIPyTHUE OITyXOJIY TOJIOBBI U 1IEH;
— ob1iee obydeHre BCero Tena (Hampumep, mpu Tepe-
calKe KOCTHOTO MO3ra).
8. Tokcnyeckue nocieCTBHS XAMHOTEPATTH
9. UnduibTpaTUBHBIE 00J1€3HA
— TUCTUOIIUTO3;
— CapKouI03.

3. DTHoyorusa

3.1 Bpoxnennsiii I'TT

Hacnedcmeennvie ghopmut

leHeTnyeckast ocHOBa IeduIMTa TOPMOHA POCTa IIPU Ha-
JIMYUU PONCTBEHHMKOB IEPBOM CTENEHU POJACTBA C TOM XKe
naToJioruei (¢ pocTom <3 cTaHIAapTHBIX OTKJIOHeHU# (SDS),
BcTpevaercs B 5—30% citydaes (D).

3anono3puth HaciaeactBeHHylo ¢opmy CTT-peduivra
MOXHO TIPH CJICAYIOIINX YCIOBUSIX:

— paHHee Havajio OTCTaBaHUSI B POCTE;

— OTSITOIICHHBII CeMEelHbIII aHAMHE3 B OTHOLICHUY HU3-
KOPOCJIOCTH WJIM OJIM3KOPOICTBEHHBIN OpaK;

— poct HuXe —3 SDS ot cpenHero;

— kpaiiHe Hu3kuii orBeT CTI Ha ¢one CTTI-ctumyis-
LIMOHHBIX TECTOB;

— OYeHb HU3KHE YPOBHU MHCYJIMHOIOMOOHOrO (hakTopa
pocrta 1 (MP®D-1) (>2 SD) Hyxe cpenHeli isl COOTBETCTBYIO-
IIIEro BO3pacTa M IoJa).

3.1.1. HacaencTBeHHbli H30JIMPOBAHHDI J1e(UIMT ropMo-
Ha pocta (UJT'P)

Bpoxnennsiit nzonupoBanHblii nepuuur CTI (UIATP)
aCCOIMUPOBAH C 5 pa3IMYHBIMU HACJIEAyeMbIMU 3a00JIeBaH -
aMu (Tada. 3, 4).

3.1.2 HacaencTBeHHblii MHOXKECTBEHHBII 1e(UIIUT ropMo-
HoB aneHorunoguza (MJIT'A)

TToMrMO W30IMPOBaHHOW (OPMBI, MU3BECTHBI HaCIe-
CTBEHHbIe BapuaHThl HenoctatouHoctu CTT, coueraroiuecs
¢ 1e(UIIMTOM APYTUX TPOITHBIX TOPMOHOB THnodusa. Mose-
KYJIIPHOI OCHOBOI MHOXECTBEHHOTO Ne(UIIMTa TUTTodu3ap-
HBIX TOPMOHOB SIBJISTIOTCS MYTallUM B T€HaX, KOIUPYIOIIMX
runodusapHbie TPaHCKPUIIIMOHHBIE (DaKTOphI, yJ4acTBYIO-
e B aMOpuoreHese aaeHorunodusa. K naHHbIM reHam oT-
Hocstcs reusl: POUIFI (PIT-1), PROP-1, LHX-3, LHX-4,
HESX-1, Pitx2 (Taba. 5).

Hns mauueHToB, umeronux mytraiuu POUIFI (PIT-1),
xapakTepeH BbipaxXeHHbIit nepuuutr CTT/TIponakTuH, Toraa
KaK CTereHb BBIPaKEHHOCTH HEIOCTATOYHOCTU THPEOTPOII-
Horo ropmoHa (TTT) MoxeT BapbUpOBaTh.

Hawub6osee yacThIM U3 BceX M3BECTHBIX B HACTOSIIIIEE Bpe-
MsI TeHETUYeCKUX NeheKTOB, JIeXKallllX B OCHOBE BPOXIEHHO-
ro I'TI, asnsierca matosorust PROP-1. B otiuuue ot nuil ¢
nedexkrom POUIFI (PIT-1), nauueHTsl ¢ mytauueit PROP-1
MMEIOT COIMYTCTBYIOIINI TUITOTOHAIM3M M TUITOKOPTHUIIV3M.
T'unokopTUIIM3M pa3BUBaeTCs MOCTENIEHHO U MaHUGBECTUPY-
€T, KaK NMpaBuJjIo, He paHee MOAPOCTKOBOIo BO3pacTa, yallie Ha
TPEeTbeM NEeCATUIETUN XKU3HMU, XOTSI MOTYT BCTpPEYaThCsl CIy-
Yau ¢ 1e0I0TOM B paHHEM JIETCTBE.

Oxkoj0 20% nanueHToB ¢ myTtausiMu PROP- [ iMeloT Tu-
TepIUIa3uio aneHOTuImodu3a Ipy MPOBeNeHUH MarHUTHO-Pe-
30HaHcHOI Tomorpaduu (MPT) ¢ mocnenyolieit ee UHBOIO-
LIMel B TIPOLIECCe KU3HM, BIUIOTh IO Pa3BUTHUSI «ITyCTOTO TY-
peukoro cenja». Panee nanHyio MPT-kapTuny runepruiazuu
aJieHornnodu3a paclieHUBaJIM KaK OITyXOJIEBBIM TIPOILIECC
(KpaHuodapuHIruoma, aaeHoma runodusa), YTo MPUBOIUIO
OO Taxke K ONepaTHBHBIM BMeNIaTeIbcTBaM Ha TUITodu3e.
B Hacrosiiee Bpemst mogooHass MPT-kapTuHa y pebeHKa Jito-
6oro Bozpacta ¢ nedururom CTT/TIpa/TTT sBasiercst moka-
3aHUEM JJIST MOJIEKYJISIPHOM MTUAarHOCTUKHM, B IIEPBYIO OYepeb,
IJ1s1 aHanu3a reHa PROP- 1.

ITaTonorus rena HESX-1 («<homeobox gene expressed in
embryonic stem cells») onucana y nereit ¢ I'Tl, coueTaHHBIM ¢
cenroonTuyeckoi nucrnasueit (COM) (cunapom de Morsier).
CunnpoMm de Morsier moapasymMeBaeT TpUaay BPOXIAECHHbBIX
aHOMAaJIMI CPEIHEeTo MO3Tra, 3pUTEIHLHOrO aHaJIM3aTopa v TH-
nopuza:

— TUTOIIIA3Us 3pUTEJIbHBIX HEPBOB U XMa3MBl,

— areHe3us/TUIIOILIa3usT MPO3PavyHOil Meperoponku u
MO30JIUCTOrO Tea,

— TUTIOILIA3Us TUMO(MU3a ¥ TUIIONMTYUTAPU3M.

3.2. IIpuoGperennnrii I'TI

Haub6onee yacroit npuumHoil mpuodpereHHoro I'TI saB-
JISTIOTCSI OTIYXOJIM LIEHTPaJbHOM HEPBHOM CUCTEMBI pa3ind-
HOU 3TUOJIOTUM, B TIEPBYIO O4Yepeb, 3aTparuBaoIIne TUITO-
Tanramo-runodusapHyio obnacts. [lociae mpoBeneHHOTO Je-
YeHUs TAKUX OMyXOoJIeii (orepariusi, iyaeBasi Tepamnusi, XMMUo-
Tepanus), KaK MpaBWIO, MPOSIBICHUS TUIIOMUTYHTapru3Ma
HapacTalorT.

KpanuodapuHromMa siBISIETCST OITyXOJIbIO TUITOTaJIaMO-
runodu3apHoil obnactu, HanboJee 4YacTo BCTpeyaeMoli B IET-
ckoM Bo3pacte. [TockobKy KpaHHOo(MapuHI1MoMa pa3BUBaeT-
CsI M3 OCTaTKOB BIMTENIMS KapMaHa PaTke, coenuHsoero B
3MOPHOHATTLHOM TIEPUOJIE TJIOTKY C TUITOMU30M, BEPOSTHOCTh

Tabanua 3. HacAeACTBEHHbI U30AMPOBaHHBIA AepUUMT ropMoHa pocTa

AyTOCOMHO-pPEeLIECCUBHOE HaceJ0BaHUE

AyTOCOMHO-Z[OMI/IHaHTHOC HacJienoBaHUE

WUATP, tun 1A
UATP, tun 1B
Jedexrol petientopa I'P-PT

WUATP, tun 11
X-cuennenHas popma UATP

rPOBAEMbBI SHAOKPUMHOAOTMM, 6, 2013

29



DEAEPAABHBIE KAMHWYECKWME PEKOMEHAALIVIN

‘AHowdol JHuenInd-4 J 31 edoruonad HOI — y-HYHD ‘d] HOl — [-H D “anHphawnd]]

BUHOLOLIAI
BeHdIrendoLde BBHWOLLUWHADY
‘BULRPAMOdIU
eLood exskdorres

QMMEUH ] ] MHEOdA BRHII'RLEHLOOI BBHHIXedI9g HIIHEM000311ad
+ QIIHHRIOdUIAWILY) - - ‘urHarxod ndu erood Lunudayy MMITRLATA] -OHWOJ0ILAY Y-HYHD
NRO)
nunodaduose Brr — yodord
‘dOHUIAQOITOHAWNKA
i Arodu OHIIreWdoH
BI'T WATOXQO9H — HUIO
“@aANOLr BAT YAITEXAIT0D
‘nLoeIrgo € ‘(7gb—¢ 17bX)
I9INOJ0WOdX X ohalrll
WOHHMUIT BH (MUATIALAY
HITY UUTTRLAN) 19LNo(T
QUMENH | D UHE0dA VOUWOHUIAQOLLI QIIHHAI AITHXIN)) ar
+ QIIHHRIOdUIAWULY) —/+ —/+ -8-0LMI 9 BOLIBLOhOD) MI9HHIILIAII-YX MI9HHAILIAII-YX dJIITH) 11T 1a]
(Ha1r0g BaIRLNIOd €1
QUMENH ] D MHE0dA [-HD WATIBLAW-OHOOOUIN ~ HUIO) UIIHLHRHUWOX ar
++ QIIHHRAOdUIAWULY) —/+ —/+ g1 d1TTY 2 MXOXd BUHAIrgBod] | “BIHUDURILID UATTRLAIA -OHWOJ0LAY dITN) 77 ui]
QUDIEUH
UITY I[INIBLTdIIO0
QH [ 1D uHg0dA
QIYHHRAOdULIAWUAL))
"BBHHOTIOHI(OLIOH BHO Y-HYHD
OMBHIO ‘LUIroxouodu VI 171 1du Wan ‘eHaxedqd UUIRLAN (] - ) VUTILT NI9HEND99311ad gr
+ JLD MIAMQIrON €LHUD) —/+ —/+ QOHAW [ 9100HhOLBLOOIdH  QUINIGIr0QOH UIM MUTTBLAA -OHWOJ0LAY dITN) g7 uny,
dJ 1dde
UIMoIAdurAWnLooLdod
LoiAduxorrg I9NIBILTAdLIO
a19dorox ‘d ] AWOHHAIOEME 9H [ 1D uHd0odA 110
S IOLALHE edIul QIHHRAOdUIAWIL)) 4LOOHhOLBLOOIOH BEIIYALIOXE |
010302194 BMHedoerdQO (90§ ‘Luroxonodu eLo0d exkdores (19L0(ar 91994da) /-HD NI9HEND99311ad VI
eH) 3oud UIIHHIMIILO] | 9H [ 1D €91HU)D) + + BRHIIBLEHLOOL BeHHYXedI9g UUITRLAW UL UUTIALQY] -OHWOJ0LAY dITN) y7 1],
[-HD
(40MMhILrRN K)
41 nuuedaL odpdpe 11D VIIHHAIOTHE NUNIULIONN | d I BuHarrgasod] | LAO(AT NIIHABLANIL O BUHBIOTAIOBH LIN | HO |

OUHILIOMNU A

e1d0d eHowdol A1unudgav AwoHHesoduvosm 3 aumAvas ‘aoHal 19DIRGRY “f erMvoe |

MPOBAEMbBI SHAOKPUHOAOINM, 6, 2013

30



=
=
=
<
5y
A
il e + + +
X
(3
LSy
S
]
<}
[
= Z 3
= ~ T
) < EJE«:
= E =l
= 3 X o T
3 = =9 F
= = g = 0o
< = mhm
= < Sgo
5 5 &5 5
T g 5& 8
3 =) zE g
[ =) o=
Q = O R O
Ey 9 T < H
Q <] =T e
O E ZEo
8 8 8
Q 55
Q
=
=
s
g =
5| & :
= o = E
18 £ = 5
Q i -l ] =
= = < < =
= = = 5 =
= o) (=¥ = ~
3 < 9 o =
(=% = <] =) =
) = SN S 2]
= S = i s
0 E = =
& = 3 S
A ~ 5 =]
5 =
2 —
=
-
—
c E
I % o
H < Q
£ ~
g =~ = &
z [ 5 O .
o ~ S —
o s | (S a =
o N - L ~
s o = = )
o) ~ =] = 5 =
~ — ) ~
] g | ~ [ 8
= = = o
= = = ~ =
= -9 o = 5 <
= = a é‘ =
c = = =
o ~ — O
c — )
= =
= O Q
>
s
=}
H
T
:
=}
=%
@
< <
g 5
3 2
> = ~
< = — : <
2 g | = o — 3
«Q s o ’e} A =)
< 9 3 = [N
) = 13)
g 3
5 ¥4
4 S
E =
g
~
= N
o &~
< ~
o= | S
W 503 -
g = |9 ~ ) -~
s S S 9 ~
<
S S = = =
& < & = ~

rPOBAEMbBI SHAOKPUMHOAOTMM, 6, 2013

CHUHIPOM paspbiBa TMITOGU3apHOA

TI'unorniasus

CTI/TTT/AKTT

LHX-4

HOXKH, cheHOMaIbHbIE

aHOMaJINU

Cunnpom Purepa

I'mmortasus

CTI/TIpa/TTT/JT, ®CT/AKTT

Pitx2

MOpaxKeHUsI TUMOTAIaMO-TUTIO(hU3apPHON CUCTEMBI TIPU Kpa-
HuodapuHruoMe kpaitie Benuka (CTI-gedunuT pa3BuBaeT-
cs1 B 97% ciy4aeB y neteit ¢ KpaHUOGhapUHITMOMOI 10 XUPYP-
ruveckoro jevyeHust u B 100% mocne onepanun).

Bonee penxoit mpuunHoii nepuimra ropMoHa pocra y ae-
Telt SIBJISIIOTCS afeHoMa Turodu3a, repMUHOMA U raMapToMa.

Psig 06beMHBIX 00pa30BaHUI AaHATOMUYECKU HE CBSI3aHbI
¢ runo¢u30M, OJHAKO MX MPOTPECCUPOBAHNE WA TTPOBOIU-
MOe JIEYeHHE MOTYT OCIOXHSThCSl HenoctatouHocThio CTT.
Tak, rmuoma 3puTeIbHBIX HEPBOB, ACTPOLIUTOMA, JIOKATU3YIO-
1Iyecsl B HEMOCPEACTBEHHOU OJIM30CTH K TMIIOTAIaMO-THIIO-
(uzapHoil 061acT, MOTYT COTIPOBOXKAATHLCS SIBICHUSIMU TU-
MONMUTYUTapr3Ma.

J1s1 nedeHus MalMeHTOB ¢ MEeAYJIJI00IaCTOMOM, PETUHO-
6macToMoil, TuMdorpaHyIeMaTo3oM, OCTPbIM JuMbobdIacT-
HBIM JIEHKO30M TPUMEHSIOTCS BBICOKWE MO3bI OOTy4eHWS.
Bmecte ¢ Tem mokazaHo, YTO OOJlydeHHE TOJIOBHOTO MO3Ta B
no3e 40 I'p u Boie npakTruyecku B 100% BbI3bIBAET pa3BUTHE
COMaTOTPOITHOM HemocTaTouyHOCTU. Benencreue atoro, CTI-
IedUINT B TAaHHBIX CITy4YasiX Pa3BUBAETCS KaK Pe3yJIbTarT Iydye-
BOI TEpamuu oIyxojeBoro mpouecca. HecMoTpst Ha mombITK
OTpPaHNYEHMSI TIOBPEXKIAIONIETO BIVSHUS PaAUalli Ha OKpY-
JKalolye TKaHU, YaCTh JO3bl HEMUHYEMO MPUXOIUTCST HA TH-
MoTajgaMo-TUIIOOU3apHYIO 001aCTb.

Passutue 'l y neteit B psiae ciiyyaeB Habl0aaeTcs mocie
00111eT0 00TYyYeHMSI TIPU TIepecaike KOCTHOTO MO3ra, y Tallu-
€HTOB, MOMYYAIOIINX XMMUOTEPATUIO 1O TTOBOAY OHKOJIOTHU-
YECKUX 3a00JIEBaAHUIA.

IIpuobpeTeHHasi COMaTOTPOITHASI HEJOCTATOYHOCTh, BHE
3aBUCUMOCTH OT MPUINH €€ BOSHUKHOBEHUSI, B OOJIBIITUHCTBE
CJIyyaeB COYeTaeTcsl ¢ Ne(ULIMTOM APYTUX TPOITHBIX TOPMO-
HOB, OJHAKO «BBITIAIEHNE» TUTTOMU3APHBIX TOPMOHOB MTPOUC-
XOIUT HE ONHOBPEMEHHO, a UMEET OMpEeNeIeHHYIO CTaaMii-
HocTb. Bmecte ¢ Tem cekperus CTT, siBasisich, TO-BUIMMOMY,
HanboJiee YYBCTBUTENBHON K IEHCTBUIO ITOBPEXIAIOLIETO
(axTopa, cTpamaer B mepByIO O4epenb, U JUIIb 3aTEM MOXET
MPUCOEIVNHUTHCSI HEAOCTATOUHOCTh THUPEOTPO(dOB, TOHANO-
TpooB, kopTukoTpodos. ['opasno pexe pa3BuBaeTcsl Heca-
XapHbIil nuabeT (Mpu MOpaKeHUW TUIIOTATIAMUYECKUX SIAep
WJIY TIOBPEXIECHUY BOPOHKY TUIIOGhU3a).

4. Knunnueckue ocodennoctu I'Tl y nereit n
NOJIPOCTKOB

4.1. AuTponomMeTpHYECKHE OCOOEHHOCTH

OCHOBHBIMU KJIIMHUYECKUMHU YEpPTaMU COMATOTPOITHOM
HEIOCTAaTOYHOCTH SIBJISIIOTCS:

— TOCTHATAJIbHOE OTCTaBaHMWE B pocTe (pocT Huxke 3-i
MEePLEHTWIN WY HUXe 2 CTaHIAPTHBIX OTKJIOHeHui (< —2,0
SDS) oT nonmyisiuMOHHON CpeqHel i COOTBETCTBYIOLIETO
XPOHOJIOTMYECKOTO BO3pacTa U 1oJa);

— Mporpeccupyloliiee 3aMeyIeHue TEMIOB POCTa.

SDS (Standard Deviation Score) — kKo3dbduUIIMEHT cTaH-
JIAPTHOTO OTKJIOHEHMSI — MHTETPAJIbHbIN MTOKa3aTelb, TpuMe-
HSIEMBIIA 11 OLIEHKU COOTBETCTBUSI MHAMBUIYaTbHOTO POCTA
pebeHka pedepeHCHBIM IS COOTBETCTBYIOLIETO BO3pacTa U
noJjia fAaHHbIM. SDS noka3bIBaeT, CKOJbKO CTaHAAPTHBIX (CUT-
MaJIbHBIX) OTKJIOHEHU ! COCTABJISIET PA3HULIA MEXAY CPEIHUM
apu(dMeTHYeCKUM U U3MEPEHHBIM 3HAUCHUEM.

Pacuer SDS npoussBoautcs o dbopmysne:

SDS pocta = (x — X)/SD,
rie X — pocT pedbeHKa, X — CpelHuii poCT ISl TAHHOTO XPOHO-
JIOTMYECKOTO BO3pacTa U mnosa, SD — cTaHgapTHOEe OTKJIOHE-
HUE pocTa AJIs1 NTaHHOTO XPOHOJIOTMYECKOTO BO3pacTa U Mosa.
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SDS = —2 cooTBeTcTBYeT 3-ii MEPLEHTIIIN;

SDS = 0 cootBercTBYyeT 50-if MEPIEHTUIIN;

SDS = +2 cootBercTBYeT 97-i1 MEPUEHTUIN.

IMoctHatanbHbIl pocT neteit ¢ I'Tl paznuyaeTcs B 3aBucK-
MOCTH OT 3THosiornu 3abonesanus. [Ipu 3ab6onaeBaHum BCiea-
CTBUE TeHETUYECKUX Ne(eKTOB, OTCTaBaHUE B pocTe HAOII0-
JaeTcs yXe B TiepBble MecsIIIbl Xu3HU. [ToBpexxaeHus B rumno-
Taxamo-runodu3apHoi 06JacT, BO3HUKIIINE BO BPEMSI pO-
OB, MAaHU(ECTUPYIOT HECKOJIBKO MO3IHEe, KaK MPaBUJIO IPO-
SIBJITIOTCSI OTCTaBaHUEM B pocTe ¢ 3—4 jieT. 3amepKKa pocTa
BCJIEICTBUE TIPUOOPETEHHBIX IPUYUH HAOMIONAETCS TIO3THEE,
00bIYHO nocJie 5—7 JerT.

J1J1s1 OTIEHKM TeHETMYECKOTO KOMIIOHEHTa PACCUUTHIBAET-
cs «1eneBoii» poct (LIP):

LIP o vamanos — ROCT OTIIA +2nocr Marepu + 13 cMm + Tou:
P e = DOCT OTIHIA + D20CT Mmarepyu — 13 cM + 7o,

JJist oLleHKY ToKa3aTeNieil pocta B paHHEM IETCTBE pa3-
paboTaHBI Crie[IMaIbHBIE BECO-POCTOBBIE TIEPLIEHTUIBHBIE Ta-
onuiel (puc. 1—4).

CkopocTsb pocTa

AHaNIN3 CKOPOCTU POCTA TO3BOJISIET BBISIBUTH OTKJIOHE-
HHE OT KPUBOI pOCTa B paHHUE CPOKU. IJIsT OLIEHKU CKOPOCTH
pocta HEOOXOMMMO pacroiaratb AAHHBIMM KaK MUHUMYM
JIBYX TOUYHBIX U3MepeHUii. 17151 MUHUMU3AIIUY TIOTPEITHOCTEN
pacueToB MPEANOYTUTENbHEE, YTOOBI MHTEPBAJ MEXIY U3Me-
peHUsIMU ObUT He MeHee 6 Mec.

CKOpOCTh pOCTa pacCYUTHIBAETCS 1O (hopMyIIe:

CxkopocTb pocTa (cM/rom) = (pocT 2 — pocT 1)/XpoHoJ0-
TUYECKUI BO3PaCT 2 — XpOHOJIOTUIECKUIT Bo3pacT 1

[Ipu HOpMaNTBHOM WJIM HE3HAYUTETHHO CHUKEHHOM PO-
CTe, CKOPOCTb POCTA SIBJISIETCS KJTIOYEeBBIM TMTOKa3aTeJIeM IaTo-
Jioruveckoro mnporecca. [1ockonbKy mapameTp olieHUBAeTCs B
BO3PAaCTHOM acIieKTe, IMPeANOYTUTENbHEe MoIb30BaThest SDS
CKOPOCTHU POCTA.

CxkopocTtb pocta u SDS ckopoctn pocta Hambojee MH-
dopMaTUBHBI y OeTeli momyOepTraTHOTO Bo3pacta. Y mereit
crapiie 10—11 et olleHKa TaHHBIX ITOKa3aTesieil MOXET ObITh
COMNpSIKEHa CO 3HAYUTETbHBIMU TOTPEIIHOCTSIMUA B CBSI3U C
OBICTPOI AMHAMUKOI CKOPOCTHU POCTa B 3TOM BO3PACTe U pa3-
JIMYHBIMY CPOKAMU BCTYTUIEHUS B ITyOepTar.

IIponopunoHAIBLHOCTH TENOCTOKEHUS

J1J1s1 COMaTOTPOITHO HEMOCTATOYHOCTH XapaKTEPHO MTPO-
TOPIIMOHAIBHOE TEJIOCIOXEHUE.

OueHka TPOMOPLUUOHATBHOCTU TEJIOCIOXEHUST TPOBO-
autest uist uddepeHIIMaIbHON TUarHOCTUKY C PA3IMYHBIMU
dopmamu ckeneTHbIX quctuiazuit. C 1eblo BBISIBICHUS CTEP-

TBIX, TPYAHO TUATHOCTUPYEMbIX (hOpM, TOMUMO aHAMHECTH-
YeCKUX U KJIMHUUYECKUX IaHHBIX TPeOYeTCs TPOBEICHME PEHT-
TEHOJIOTUYECKOM TUAarHOCTUKU, WM3MEPEHHE COOTHOUICHMS
«BEPXHUI CETMEHT/HIKHMI cerMeHT» (Ta0J. 6), OKpYKHOCTH
TOJIOBBI, pa3Maxa pyK (IpH MPOMOPLIMOHATIEHOM TEJIOCIOXe-
HUM pa3Max PyK paBeH pocCTy).

4.2. Kimanyeckne 0CO0€HHOCTH FTHIONMUTYHTAPH3MA

— BpIpaxkeHHass HU3KOPOCJIOCTh (POCT HIDKE 3-i MEPIEeHTWIN WU
HMXe 2 cTaHAApTHBIX OTKJIOHEeHUH (< —2.0 SDS) ot nonynsuuoHHoi
CpemHeil Ut JaHHOTO XPOHOJIOTMYECKOTo BO3pacTa M 1ojia; poct 60-
see yeM Ha 1,5 SD)

— IlocTHaTanbHOE OTCTaBaHUE B pocTe

— Iporpeccupyroiiee 3ameieHre pocta (CKOpoCcTh pocTa 6oee yem
Ha 1 SD Huxe (Mpy XpOHOJIOTMYECKOM Bo3pacTe >1 roma) mist fTaHHO-
IO XPOHOJIOTMYECKOTO BO3pacTa U 1osia; mwin cHuxkeHue SD pocTta co-
craBisieT 6osee 0,5 B TeueHue 1 roma y pebeHka crapiie 2 JeT

— Ilpu OTCYTCTBMU HMU3KOPOCIOCTU CKOPOCTh pocTa 3a | ron Gonee
yeM Ha 2 SD Huxe cpeaHeii, Win cKopocTh pocTa 3a 2 roaa 6osiee uem
Ha 1,5 SD Huxe cpenHeit

— IIponopuuoHaibHOE TeIOCIOXeHUe (pa3Max pPyK paBeH pocCTy,
OKPYXXHOCTb FOJIOBBI COOTBETCTBYET POCTY, KO(hOULIMEHT «BEPXHUI,/
HUXKHUW CErMEHT» HEHOPMaJIbHBIX 3HaueHUil. [1pu 3HauYMTETBHOM
OTCTaBaHMU KOCTHOTO CO3PEBaHUSsI, IPU OLIEHKE MTPOMOPLIMOHAIBHO-
CTH TEJIOCIOXEHUSI HEOOXOIMMO YUUTHIBATh «KOCTHBII BO3pacT» pe-
OeHka

— *Menkue yepThl Jula («KYKOJbHOE JIULIO», JINIO «XEPYBUMa») B
COUYETAaHWU C KPYITHBIM HaBHMCAIONIVM JIOOM 3a CUET HEeIOpa3BUTHS
KOCTe JTUIIEBOTO CKeJleTa TPY YIOBIETBOPUTEILHOM POCTE KOCTEi
MO3TOBOTO Yyeperia. MoryT BCTpeuaThCsT: 3araBiasi epeHOCHIIa, MeJl-
KUe OpOUTHI, MUKPOTHATHST

— *XapakTepHbl paHHUE MMOCTHATAIbHBIE CUMIITOMBI BPOXICHHOTO
CTT-nedunura: TMIOTTMKEMUN HATOIAK, YacTO BbIpaxkeHHas (<3
MMOJIb/JT), JUTUTENIbHASE XKeJATyXa, HeOHAaTaIbHBII X0ecTas

— *[o3nHee 3aKpbITHE GOMBIIOTO POAHUYKA
— 3azepxKa KOCTHOTO CO3PEBaHUSsI

— *Tlo3aHee mpope3biBaHKE 3y00B, 3aro3aaias cMeHa 3yooB. MHorma
— HeIOpa3BUTHE 3MaJM, HEeMpaBWIbHBIN pocT 3y6oB. Hepenko —
MHOXECTBEHHBII Kapuec 3y00B

— HcroHueHne Koxu

— Bricokuii rosioc

— ToHKUE TOMKHE CyX1e BOJIOCHI

— MemwieHHbII POCT BOJIOC, HOTTEM

— *MUKpPONEHUC Y MaJIbYUKOB

— *3anepxka crioHTaHHoro nybeprara npu UAT'P

— Kak IIpaBUJI0, HOpMAJIbHOE UHTEIIICKTYaJIbHOEC Pa3BUTUC

* — MPU3HAKMU, XapaKTEPHBIE U BPOXKIEHHOTrO Ae(UIIMTa TOPMOHA
pocra.

Tabanua 6. Cpeannii Ko3hpUUNEHT «BepPXHUI cermeHT/HKHuMIE cermeHT (S. Kaplan, 1989)

Bospact ManbuuKku JleBouku Bospact Mabuuku JleBouku
0,5—1,4 1,81 1,86 9,5—10,4 1,12 1,11
1,5—2,4 1,61 1,80 10,5—11,4 1,10 1,08
2,534 1,47 1,44 11,5—12,4 1,07 1,07
3,5—4.4 1,36 1,36 12,5—13,4 1,06 1,07
4,5—5,4 1,30 1,29 13,5—14,4 1.04 1,09
5,5—5,4 1,25 1,24 14,5—15,4 1,05 1,10
6,5—7,4 1,20 1,21 15,5—16,4 1,07 1,12
7,5—8,4 1,16 1,16 16,5—17,4 1,08 1,12
8,8—9.4 1,13 1,14 17,5—18,4 1,09 1,12
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Puc. 1. Beco-pocToBble nepueHTUAbHbIE TaOAMLIbI AASl MAaALYMKOB B Bo3pacTte 0—36 mec.
National Center for Health Statistics, National Center for Chromie Disease Prevention and Health Promotion, CILA, 2000 http:/www.cdc.gov/growthcharts
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Puc. 2. Beco-pocToBble NepueHTUAbHbIE TaOAULIbI AAS A€BOYEK B Bo3pacTe 0—36 mec.
National Center for Health Statistics, National Center for Chromie Disease Prevention and Health Promotion, CILIA, 2000 http:/www.cdc.gov/growthcharts
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Puc. 3. Beco-pocToBble NnepueHTUAbHbIE TADAMLIbI AASI MAABYMKOB B Bo3pacTe 2—20 AerT.
National Center for Health Statistics, National Center for Chromie Disease Prevention and Health Promotion, CILIA, 2000 http:/www.cdc.gov/growthcharts
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Puc. 4. Beco-pocToBbie nepueHTUAbHbIE TaOAULIbI AAS A€BOYEK B Bo3pacTe 2—20 AeT.
National Center for Health Statistics, National Center for Chromie Disease Prevention and Health Promotion, CIIIA, 2000 http:/www.cdc.gov/growthcharts
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[MamuenTsr ¢ I'T1 MoryT 3HaYUTETLHO OTIMYATHCS (PEHOTH-
MYECKU, JaXe B Ipeesiax OAHOTO TeHETMYECKOTO AedeKTa.

Tunornukemun

IMockonbky CTT urpaet BaxXHyIO poJib B PETYJISILIUN yTIJIe-
BOIHOTO OOMeHa, aKTUBUPYSI MIPOAYKIINIO [TIOKO3bI TEYEHBIO
U 3aMeJIsis ee epudepuiecKuil KITMpeHe, B YCIOBUSIX nedu-
LIMTa TOPMOHA POCTa BOBMOXHO Pa3BUTHE TUTIOTJIUKEMUH.

l'unornukemun 6osee XxapaKTepHbI IUIsI TAIIMEHTOB M-
1Iero Bo3pacTa, BBIABIAIOTCS npumepHo B 10% ciyvaeB. Ha
TEPBOM TOIy KM3HU PUCK PA3BUTHUS TUIIOTTTUKEMUM TOPa3no
Boie. KiMHWYecKWe TPOSBIEHUS] TUMOTJIUKEMUU: TTOBbI-
LIEHHBIN anmeTuT, 0JeqHOCTb, MOTIUBOCTb, OECIIOKOUCTRO,
CYIOPOXHBIN CUHAPOM, KaK TMPaBWIO, HAOMIONAIOTCSI B paH-
HUE YTPEeHHUE Yachl, HO MOTYT BO3HUKATh U BO CHe. Puck Heo-
HATaJIbHOU TUTIOTJIMKEMWH BBIIIIE TIPU COMYTCTBYIONIEN HEN0-
CTaTOYHOCTHU aIpeHOKOPTUKOTpoItHoro ropmoHa (AKTT).

JleduumT ApYrux TPONHLIX TOPMOHOB

Bmopuunbtii eunomupeo3

CumnToMatuka: Opagukapausi, THUIIOTEH3USI, CYXOCThb
KOXU, 350KOCTb, 3aIOPbl, U30BITOK MACChl TeIa, MEUTUTETb-
HOCTb. B oTiimume oT nmepBUYHOTO, KIMHUYECKUE CUMIITOMBI
BTOPUYHOTO TUIIOTUPEO3a OoJiee CTepPTHl (YacToTa YMCTBEH-
HOU HEJOCTAaTOYHOCTHU KpaliHe pelka), MOSIBIISIIOTCS MTO3IHee
(0OBIYHO TIOCIIe 3-JIETHETO BO3pacTa) M COYETAIOTCS C HEmO-
CTaTOYHOCTSIMU IPYTUX TPOITHBIX TOPMOHOB.

[Ipy BropryHOM TUTIOTHPEO3€e, TaK XKe KaK W MpU Iep-
BUYHOM, B CHIBOPOTKE KPOBU HAOTIONAIOTCS HU3KHE 3Hade-
HUs cBOGoAHOrO M/mmm obmero TupoxcuHa (T,). Ilpu sTom
KOHIeHTpauuu TupeotpornHoro ropmona (TTI) npu Bropuu-
HOM TUIIOTUPEO3e MOTYT ObITh HOpMabHBIMU (84% malreH-
TOB), HU3KMMU WJIU JaXKe HECKOJIbKO MOBBILIEHHBIMU (KJIacC
pexkomennaiuit C). B cBsi3au ¢ 9TUM, OPUEHTUPOBATHCS Ha
ypoBHU TTT mpu BTopuHOM TMIIOTUPEO3€e Heb3s (Ki1acc pe-
KoMeHmanuii B).

BmopuuHotii eunokopmuyusm

l'inmokopTuiuaMm siBIsieTcst Haubojee cepbe3HOl U3 BCeX
runo¢u3apHbIX HEIOCTATOYHOCTEH, IMOCKOIBKY CIIOCOOEH
MPUBECTH K yIPOXAIOUIEeMYy XU3HU cocTosiHuio. CuMIiTtoma-
THKA BTOPUYHOTO TUIIOKOPTUIIM3MA B OOBIYHOM COCTOSIHUU
WU OTCYTCTBYET, WJIM MUMEET MUHUMAJbHBIE TPOSIBICHMUSI:
c1a00CTh, MTOBBIIIEHHAS] YTOMJISIEMOCTD, CKJIIOHHOCTD K THIIO-
toHuu. Ha dhoHe nHTepKyppeHTHBIX 3a001eBaHmi (MHMeKIN-
OHHBbIE 3a00JIeBaHUS, TPaBMa, XUPYPTUUECKOE BMeEIIaTelb-
CTBO) U CTpeccopHbIX cutyanuii necouur AKTI /koptusona
MOXET BBI3BAaTh KPU3 OCTPOI HAAIIOYEYHUKOBO HEJOCTATOU-
HOCTH, KOTOPBIiA (TTPU OTCYTCTBUY a[IeKBATHOU Tepanuu) Mo-
KET IPUBECTHU K JIETAIBHOMY VICXOZY.

Hanuuwe BropuyHOro rumokoptuiusma (aeunur
AKTT /KopTH30.1) MOXXHO IPEIIOJIOKUTS HA OCHOBAHUH HU3-
KUX (HUXKe HUKHEU rpaHUlIbl pe)epeHCHBIX 3HaYeHMiT) KOH-
LIeHTpaluii yrpeHHero KopTtusoJa (8.00) B CBIBOPOTKE KPOBU
npu uMmetomeiics y nanuenra CTI-HemoctarouHocTu. Jdua-
THO3 yCTaHABIMBAETCS JTAOOPATOPHO ITyTEM OTPENesIEHUSI NC-
xonHoro (0>) u ctumynupoBaHHoro (60>) B X0[e MHCYJIMHOTO-
JIEPAHTHOTO TECTa yPOBHS KOpTU30a. B HopMme mipu nocTike-
HUU aieKBaTHOM TUITOrauKeMuu (<3 MMOJIb/JI) BBIOPOC KOP-
TH30JIa OOJKeH cocTaBuUThb >540 HMOIb/1, BbIOpoC <500
HMOJTb/JT CBUAETENBCTBYET O TUTIOKOPTUIIU3ME.

HecMoTpst Ha TO YTO MHCYJIMHOTOJIEPAHTHBIN TECT SIBIISI-
€TCsI «30JIOTHIM CTAHIAPTOM» IMAarHOCTUKU, €T0 IIPUMEHEeHNE
OTPAHUYEHO B CBSI3U C PUCKOM Pa3BUTHSI TSKEJIOU THUTIOTIIN-
KeMuu. B cBsi3u ¢ 9TUM, B KIIMHUYECKOU MPAKTUKE TOTYIMIT
IIMPOKOE TIPUMEHEHNE YyBCTBUTENbHBIN 1 O0e30TacHBI TeCcT
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¢ ananorom AKTI kopotkoro neiictBusi (cuHakteHOM). Ero
MPUMEHEHUE OCHOBAHO Ha TOM, UTO npu aautesbHoM AKTT -
neduiuTe Kopa HaalOYeYHUKOB TepecTaeT OTBeYaTh Ha Of-
HokpatHylo ctumyisiunio AKTI npu npoBeaeHuu mpoObl ©
AKTT nnu KoptukonubepuHoM (Kiacc pekoMmeHnanmii C).

Yrpennuit koptuso (8.00) >175 HMOJIb/J1 B COYETAHUM C
BBIOpOCOM KopTH30ya >540 HMOIb/1 depe3 30 MUH mocie
BBEICHUST CHHAKTeHA MCKITIOYAeT TMIIOKOPTUIIN3M (KJ1acc pe-
KoMeHpaanuii B).

CiienyeT MOMHUTD, YTO BTOPUYHBIN TUTTOKOPTUALIM3M MO-
JKET Pa3BUTHCS CITyCTSI MHOTME TOABI MOcie MaHudecTanum
runonutyutapusMa. Kpome toro, Ha3HaueHME 3aMECTUTENb-
HOI Tepanmuu peKOMOMHAHTHBIM TopMoHOM pocta (pI'P) u
TUPEOUTHBIMU MpeTapaTaMy MOXKET MIPUBECTH K MaHubecTa-
LMY CKPBITOTO TMIOKOpTULIN3Ma (Kiacc pekomeHnanuii C).

Bmopuunbiii eunoconadusm

JeduiuT roHaqoTpOMHOB He TIPOSIBIISIETCS y JeTel paH-
HETo ¥ MPenyoepTaTHOTrO BO3pacTa, MOCKOIbKY HU3KUE YPOB-
HY TOHAJOTPOTIMHOB (JIIOTEMHU3UPYIOLIETO U (DOJTUKYIOCTU-
MYJTMPYIOLIETO TOPMOHOB) XapaKTEPHBI U TSI 3TOPOBBIX ETeit
3TOTO BO3pacTa.

BropuuHbIii TUTIOrOHAIU3M AMATHOCTUPYETCS Ha OCHO-
BaHWM COBOKYITHBIX MPU3HAKOB:

— OTCYTCTBHUE NMPU3HAKOB Ha4Yajia MOJI0BOTO Pa3BUTHSI IPU
KOCTHOM Bo3pacTe 13 jieT y MaJIbYMKOB U 12 JIeT y IeBOYEK;

— HU3KMe 0a3aIbHbIe KOHIIEHTPAIIUY TTOJIOBBIX TOPMOHOB,

— cHmxeHHble oTBeTHl JII' 1 @CI" Ha ctumynsiuto JIT'-
punusuHr-ropmorom (JII-PT') (GycepenuHom) (Kjmacc peko-
MeHnauuii B).

IIpoBenenve nMarHoCTUYECKOW MTPOOBI paHee YKa3aHHOTO
BO3pacTa Helesiecoo0pa3Ho, a YCTAHOBJIEHUE TUArHO3a «TUTIO-
rOHaaM3M» — HEOOOCHOBaHHO (Kiacc pekoMeHaanuii C).

Jepuyum nporaxmuna

Heduuur mponakTuHa XapaKTepeH Uil MalUeHTOB C
mytanusiMu PIT-1 (mepumur CTI/IIpn/TTI) u PROP-1
(medovur CTT/Ipa/TTr/JT, ®CI/AKTT). ¥V nmereit un
MOAPOCTKOB HENOCTATOYHOCTh MPOJIAKTUHA HE MMeeT KIIU-
HUYECKUX MPOSIBIEHUH, JIeUeHUe He POBOAUTCS (KJ1acc pe-
KoMeHaiuii B).

Lepuyum anmuoduypemu4eckoeo 20pmoHa

HeduuT aHTUINYPEeTUIeCKOTO TOPMOHA (Ba30Mpeccu-
Ha) BBI3bIBAET Pa3BUTHE HECAXapHOTO ArabeTa IEeHTPATLHOTO
reHe3a, pa3BUBAIOIIETOCS, KaK MPaBUJIO, BCIEACTBUE OIepa-
THUBHOTO JIEYEHUSI OITyXO0JIel TUTIOTaIaMO-TUIO(GU3apHOI 00-
nacti. KnmHUKO-71a00paTOPHBIMU TIPOSIBICHUSIMU SIBJISTIOT-
Cs1: TIONUYPUST, TIOTUANTICHST, PexXe — HUKTYPUSI, SJHYpe3.

KputepusiMmu 1narHoCTUKY SIBISIIOTCS:

— nonnypust (CYyTOUHBII auype3 >2 11/M?);

— ocMonsipHocTh Mourm Himke 300 MOcM/Kr, HU3KMIA
yaenbHbIi Bec Mouu (<1005);

— OCMOJISUTBHOCTB TUTa3Mbl (ypoBeHb Na* B I1a3Me) HOp-
MaJbHA WJIH CJIeTKa MOBBIIIeHA.

C 1enplo yTOUHEHMS AMAarHo3a MPOBOAUTCS TECT C CYXO-
snenueM. [Ipu HecaxapHOM AuabeTe MOBBIIIEHUS OCMOJISIP-
HOCTM MOYM WJIM YBEJWYEHUSI ee YAETbHOTO Beca He MPOouc-
xomuT (k1acc pekomeHaanuii C). TexHUKY TpOBeNEeHUS TeCTa
CM B KJIMHUYECKUX peKoMeHaauusix « Hecaxapueiit nuaber».

st manumeHToB ¢ KpaHMOMapUHTMOMON TIPOBEAEHUE
MPOOKI C CyXOSIIEHUEM [UIs1 TIOCTAHOBKM AMArHO3a Hecaxap-
HBII T1a0eT He SBISIETCS 00s13aTENbHBIM, TOCTATOYHO KITMHU-
YeCKHU SIBHOUW MOJTUYPUM Y HU3KOTO yAEJTbHOTO Beca MOYU BO
Bcex mpobax aHamm3a Moud Mo 3UMHHIIKOMY (KJIacc peKo-
MeHpauuit D).
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4.3. [IcuxouHTE/IEKTYaIbHOE PA3BUTHE

Kak npaBuso, uHTemneKkTyaabHoe pazputue aereid ¢ ['TT
3aMeTHO He cTpamaeT. BMecTe ¢ TeM BO3MOXHBI crielmbude-
CKUe KOTHUTUBHBIE PACCTPOMCTBA, OOYCIOBIEHHBIE HE3PeIo-
crbio LIHC, koppenupyloleiics co creneHblo auddepeHIn-
POBKM KOCTHOro ckejeta. JlaHHbIe TMpoOJeMbl YCYryOJIsiioT
OKpyXarolass o0CTaHOBKa W TICUXOCOLMAJIbHBIC (haKTOPHI,
BBI3BaHHBIE HU3KOPOCIOCTHIO.

XapaKTepHbIMU TTOBEIEHIECKUMU OCOOEHHOCTSIMU SIBJISI-
FOTCST:

— MOBBIIIEHHAs! TOTPEOHOCTh B POJIUTETBCKOM OIEKE;

— TPYIHOCTH NP OOIIIEHUY CO CBEPCTHUKAMM;

— CHIDKCHHAsT CaMOOIIeHKa;

— uHMaHTWIBHASI OlleHKa OKPYXKAaIOIIEero MUpa.

HapymeHust ricuxocoumaabHON aganTalvy Mpu HU3KO-
POCJIOCTHY YCYITMBAIOTCST C BO3PACTOM, TOCTUTAasi MAKCUMyMa B
mybepTaTHOM BO3pacTe.

5. MeToapl AMarHOCTHKH

5.1. TopmoHaTBbHASI AMATHOCTHKA

5.1.1. CTT-cTUMyISIHOHHBIE TECTHI

HUrpatot kimoueByto posb B amarHoctuke CTI -geduimra.
IIpoBoKalIMOHHBIE TECTHI OCHOBAHBI HA CIIOCOOHOCTU pa3-
JIMIHBIX (HapMaKOJIOTMUECKHUX TPENapaToB CTUMYJIUPOBATH
cekpenuio 1 Beiopoc CTT comarorpodamu aneHorumodusa.

Ommucano 6onee 30 CTT-cTumynmupyrommx TectoB. Mex-
IyHapOIHBI KOHCeHcyc O01ecTBa Mo N3y4eHUI0 TOPMOHA PO-
cra (1999) u HaumonanbsHbI KOHCeHCcye P® «/IlnarHocTka u
JIeYeHrEe COMATOTPOITHOM HemocTaTouyHOCTH y deteid» (2005)
pexomenayet nposeneHue nByx CTI-ctumynupyrommx mpoo
IUTST TIOATBEPKICHUST HAPYIIEHHOUW CeKpelnd TOPMOHA POCTa
(knacc pexomeHnauuit B). Eciu nipu nmepBoMm TecTe ImosyuyeH
ypoBeHb CTT 10 HT/MII 1 BBIIIIE, BTOPOI TECT HE IIPOBOIUTCS.

CTT-cTUMyNSIIMOHHBIE TECTHI IIPOBOASITCS MTOCIIE TTPOBE-
NEHUsT KOMITIEKCHOTO 00CIeJOBaHMST peOeHKA U MCKITIOUEeHUST
BCEX IPYTMX BO3MOXHBIX IPUYNH HU3KOPOCIIOCTHU: TSKEIBIX
COMATHUYECKUX 3a00JieBaHUI, CUHAPOMAIBHOUW TMATOJIOTHH,
3aepKKN BHYTPUYTPOOHOTO DPA3BUTHSI, KOCTHO-XPSIIIEBBIX
nucriasuii. iMeronmecst HemocTaTOYHOCTU TPOITHBIX TOPMO-
HoB, ToMuMmo CTT-medpuiura, TOKHBI OBITh KOMIIEHCUPO-
BaHBI 10 TIPOBEICHUS TIPOO.

Br160p KOHKPETHOI TIPOOBI — pellleHue Jevalero Bpaya,
TPOBOSIIETO OOcIenoBanue. Tak Kak Kaxnast u3 mpob nMmeer
CBOU OCOOEHHOCTH, TO B YCIIOBUSIX OMHOM KJIMHUKHU IIEJIECO-
00pa3HO MOCTOSTHHO MCITONIb30BaTh KaKue-JIn0o IBe OIpere-
JIEHHBIE.

B xauecTtBe nepBoii mpoObl Yallle MPOBOISAT MPOOY ¢ KII0-
HUAUHOM (KJ10(eJIMHOM), B KaueCTBE BTOPOTO TecTa — Mpody
¢ uncynmnHoM win L-J1OTIA.

Y monpocTKoB (TIpU HATTMYUK TIPU3HAKOB TTOJIOBOTO CO-
3peBaHMsI 1 JOCTIDKEHMSI KOCTHOTO Bo3dpacTa 12—13 set) uc-
cJieNoBaHWE Yallle HAYMHAIOT C MHCYJIMHOBOW TPOOHKI, naee
TIPOBOISIT MPOOY € KITO(DETUHOM.

H3ommpoBaHHasi orieHKa (hU3MOTIOTUIECKOM CEKPEITUH TOp-
MOHa pocTa pebeHka (6a3ambHbIN ypoBeHb CTI, crioHTaHHAas
cekpenust CTT, uccnenoBanue akckperuu CTT B moye, mccre-
nosanue cekperiuy CTT nipu pmzmdeckoii Harpyske) He SBIsIeT-
cs1 mmarHoctuaeckuM kpurepruem CTI-HemocTaTouHocTH.

OmHy CTHMYJISIMOHHYI0O NPOOY MPOBOAAT B CJEXYIOIIMX
ciIyqasx:

— MHOXECTBEHHBIH Ie(UIIUT TOPMOHOB afeHOTUTIObN3a
(HaMMuYUMe y malmeHTa MOATBEPXKIAEHHOTO JTabopaTOPHO BTO-
PUYHOTO TUTIOTHPE03a, BTOPUYHOTO TUITOKOPTUIIN3MA);
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— Hammuue crienuduueckon miga CTI-geduiura mato-
JIOTUU LIEHTPAJIbHON HEPBHOU CUCTEMBI («Tprafa» crieudu-
4YecKUX Mpru3HakoB nmpu MPT-uccnenoBaHuy roToBHOTO MO3-
ra: TMTIOTUIa3usl aileHOTunodu3a, THIOTIa3usl BOPOHKHU TUIO-
$u3za, skTonMs Heliporunogusa);

— o0JrydeHue MalreHTa B aHaMHe3e;

— HaJM4ue y maueHTa MyTalluy TeHOB, aCCOLIMMPOBAH-
HbIx ¢ pasButueM UJT'P u MATA (GH 1, GHRH-R,HESXI,
LHX3; PROPI; POUIFI| Pit-1]).

Wurepnperanusa pesyiabratoB CTT-cTumyampyommx Te-
CTOB:

— makcumanbHas koHueHTtpauust CTI Ha ctumynsiunio
meHee 10,0 ur/min — nepunur CTT;

— MakcumanbHbiii  BeiOpoc CTI ma nmByx CTI-
CTUMYJISIIIUOHHBIX MIpobax 1o 7,0 Hr/MJI — TOTaJbHBIN Aehu-
uut CTT;

— MakcumanbHbiii  BeiOpoc CTI mHa nByx CTI-
CTUMYJISIIIMOHHBIX ITpo6ax oT 7,0 mo 10,0 Hr/Ma — mapiuanb-
no1ii nepunur CTT;

— TIpY TIOJyYeHMM MakcumainbHoro BeiOpoca CTI Ha
nepBoii CTTI-ctumynsuuonHoit mpobe OGojee 10,0 Hr/mi,
BTOpas mpoba He mpoBoautcs, nuarno3 CTI-HemocraTouHoC-
TU UCKITIOYAETCSI.

Jloxnonosoxurenbabie pe3yabTathl CTI'-cTumyampyio-
[IMX TECTOB BO3MOZKHBI IPH HAJIMINH:

— HEKOMIIEHCUPOBAaHHOIO TUIOTHpeo3a (TIepBUYHOTO
WJIA BTOPUYHOTIO);

— HeOJIaroNpUsATHBIX TICUXOCOLUUATBHBIX (haKTOPOB pa3-
BUTHUSI peOeHKa (HEeyoOBIETBOPUTEIbHOE MUTAHUE, OTHOIIIE-
HUS B CEMbE);

— OXUPEHMUS;

— 3aJepXKHU MOJIOBOTO PAa3BUTHS B IIPEITyOepTaTHOM ITe-
puone;

— COINYTCTBYIOIEH Tepanuu (TIIOKOKOPTUKOUIBI, TICH-
XOTPOITHBIE CPEICTBA).

Petectuposanne cekpemuu CTI y manueHToB, J0CTUTIIMX
COILMAJILHO MPHEMJIEMOTO POCTA

Lens mpoBeneHusi peTeCTUPOBAHUSI — TMOATBEPXKICHUE
(MCKJTIOYeHUME) OUarHo3a COMATOTOTPOITHOW HEZOCTATOYHO-
CTH.

[MokazaHus poBeneHusI peTeCTUPOBAHUS: BCE TAllMEH-
Thl C W30JMPOBAHHOW COMATOTPOITHON HEJOCTAaTOYHOCTHIO,
JIeYeHHbIE TOPMOHOM POCTA, JOCTUTIIVE COLUATBHO TIPUEM-
JIEMOTO POCTa B TMO3AHEM ITyOepTaTHOM WM TOCTIyOepTaT-
HOM BO3pacTe.

«30JI0TBIM CTaHOAPTOM» AUATHOCTHKU nedunmta [Py
B3POCJIBIX SIBJISIETCSI MHCYTMHOBASI MPo0a (MHCYTUHTONIEPAHT-
nolif Tect — UTT) (knacc pekomenmanuii D). Y manueHTOB ¢
npotuBornokazaHusiMu K UTT anbTepHaTUBHBIM TECTOM $IB-
JIsIeTCsl KOMOMHUPOBaHHbIN TecT apruHuH+I1'P-PI.

He Hyxnatorcs B npoBeieHNH PeTECTHPOBAHMS:

— TAIMEeHTHl C MHOXECTBEHHBIM e(DUITUTOM TOPMOHOB
ageHorunodusa (kinacc pekomeHaanuii C);

— MpU HAUTMIUU TPUOOPETEHHBIX TUIIOTATIAMO-TUIOhU -
3apHBIX TIOBPEXICHUI BCIEACTBUE ONepalnii Ha Tunoduse 1
00JTydeHus runoTanaMmo-runodusapHoi obractu (Kiacc pe-
komeHnanuii C).

— mpu HajnuuuM crnenudundeckoit misg CTT-gedunmra
MaToOJOTUM UEHTpaJbHOW HEPBHOW CUCTEMBbI («Tpuamga»
cnennuIecKux Mpu3HakoB nmpu MPT-uccnenoBanuu ro-
JIOBHOTO MO3ra: TUIOIUIA3UsSI anieHOrnnodu3a, TUMOILIA3US
BOPOHKM THITO(U3a, SKTOoNus Heiiporunodusa) (Kiacc pe-
koMeHnamuii C);
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— MPY HAJIMYUU OATBEPXKIEHHOM MyTallMu reHa TOpMo-
Ha pocTa WiM reHa peuentopa ropmoHa pocra (GH 1,
GHRH-R) (knacc pekomeHnauuii D).

JlarHoCTUYEeCKUIt KPUTEpUil: MpU MPOBEAEHUU pe-
TECTUPOBAHMSI, TMATHOCTUYECKUM KPUTEPUEM COXPAHSIOLIE-
rocsa geunuta I'P, seisiercs Beiopoc CTT <5,0 Hr/mi (Kitace
pexomeHnauuii C).

ITpu coxpansiroiiemcst CTT-neduiiute, neuenue pI'P mo-
KET ObITh BO30OHOBJIEHO B META0OJIMYECKUX 103X, PEKOMEH -
MOBaHHBIX ST B3pocibix manueHToB (0,0033—0,005 mr/kr/
cyT) (knacce pekomeHnamuii C).

5.1.2. UncymmHononooHslii poctoBoii hakrop 1 (MPD-1)

Yposenb UPD-1 nmeer nuiiib He3HAYUTETBHBIE CYyTOU-
Hble KojiebaHus1, TO3TOMY €ro OJHOKPATHOE OIpe/ie/IEHUE SIB-
JISIeTCSl BAXHBIM MapaMeTpoM B [uarHoctuke aeduiura I'P.

Kpome Toro, ypoBeHbr MP®-1 3aBucur OT BO3pacTa,
noja, craauu nybeprara. CylillecTByeT 3aBUCUMOCTb YPOBHSI
HNP®-1 ot nmutanust pebeHka, THPEOUTHOTO CTaTyca U HaJIU-
YUSI XPOHUYECKUX IHJOKPUHHBIX (CaxapHblii 11abeT) U HEIH-
JMIOKPUHHBIX (ITaTOJIOTHS MIEYEHU, NTOYEK) 3a00JIEBaHUIA.

IMpu nuarnoctuke nedpuuura CTT KoHIEHTpauus onpe-
nensiemoro MP®-1 ncnonb3yeTcst B COBOKYITHOCTH C Pe3yiib-
tataMu CTI-cTumynsiumoHHbIx Tpo6. HopMmasibHbIl ypoBEeHb
HNP®-1 B ceiBopoTKe He UCKITIOUaeT auarHo3 nedummra CTT.

5.2. UccnenoBaHue KapuoTuna

V Bcex aeBouek ¢ Hu3Kopocjoctbio (poct < —2,0 SDS),
HE3aBMCUMO OT BO3pACTa, HAJIMYUS WIM OTCYTCTBUS KJIUHU-
yeckoil cumnTomatuku cuHiapoma LllepeneBckoro—TepHe-
pa, NOJXEH ObITh UCCIENOBAH KapUOTUI (KJIacC PEKOMEH/a-
uuit B).

5.3. MarnutHo-pe30oHaHCHAs (KOMIBIOTEPHAS)) TOMOTpa-
¢us ronoBHoro Mo3ra

MPT ronoBHOro Mo3ra siBjisieTcsl Haubosiee UyBCTBUTEIb-
HBIM JMAarHOCTUYECKUM METOAOM BU3yaJlU3allMM TUMOTasa-
MO-TUNoGU3apHOI 001aCTH.

MPT (KT) rooBHOro Mo3ra ¢ mpuleJbHbIM BHUMaHUEM
Ha TUIOoTaIaMO-TUNodU3apHy0 001acTh, TOJKHO OBITh MPO-
BEJIEHO JIIOOOMY peOEHKY C TTOI03PEHUEM HA COMATOTPOITHYIO
HEIOCTATOYHOCTb JIJIs1 BBISIBIIEHUSI 00BbEMHOTO Tpoliecca Ui
BPOXIEHHBIX aHOMAJII pa3BUTUS TOJIOBHOTO MO3ra.

[Tpu nmpoBeneHru MPT rooBHOT0 Mo3ra UCIOJIb3YIOTCS
T1 u T2-B3BelIeHHbIE COCTOSIHUSI TOHKMMU cpe3aMu (He 00-
Jiee 2 MM) B CaTUTTAIbHON U (DPOHTAIBHON TJIOCKOCTSIX C BbI-
COKUM paspellieHueM. AHAaTOMUU TUIoTajlamyca U runodusza
Jydlie BU3YAIU3UPYIOTCS TIOCJIE BBENECHUS CHelUalbHbIX
PEHTTEHOKOHTPACTHbIX cpeAcTB. [Ipu olleHKe pa3MepoB ru-
nodursza HeOOXOIMMO MOMHUTh 3aBUCUMOCTb UX OT BO3pacTa,
1oJjia ¥ CTaAuK MOJOBOTO pa3BUTUS (pa3Mephl aIcHOTUMOMU-
3a MOBBILIAIOTCS B IEPUOL IETCTBA, KOTJIa €r0 BHICOTA COCTAB-
nsieT 2—6 MM). B myGepTate pasmep runodusa yBeaMuuBaeT-
cs1, 0COOEHHO Y IeBOYEK, OCTUTAsl BBICOTHI 10 10 MM, oTMeva-
€TCS1 HEOJIHOPOJHOCTb CTPYKTYPHhI aicHOTUNOMU3a.

[Tpu uccnenoBanuu runoduza olleHUBAIOTCS:

— pa3Mepsl runodusa (BbIcoTa, MPOJOJbHbII U MTOTNepey-
HBIi1 pa3mep);

— 001uit 06beM runodusa;

— aHaTOMUS runo@u3apHOil HOXKMU;

— COCTOSIHUE 3pUTEIbHOI XUa3MBl;

— MoJIoXXeHue Hellporunodusa.

M3onupoBaHHbIii 1e@UIIUT TOPMOHA POCTA U TUITOMUTY-
UTapu3M (MHOXECTBEHHAs! HEIOCTATOYHOCTh TOPMOHOB ajie-
Horumno@dusa) accolMUPOBAHbl C Pa3IUYHBIMU AedeKTaMu
pa3BUTHUS FOJIOBHOTO MO3ra.
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Dkronust Heiiporunodusa Habmonaercs y 40—60% mna-
LIMEHTOB C TUMOMUTYUTAPU3MOM. DKTOMUPOBAHHBIN HEHPO-
runodus Jokaausyercs, Kak npaBuio, B oosactu aHa I11 xe-
JIyOYKa.

IMaTosoruyeckue U3MeHeHHMs] TUNOTAIAMO-TUNOGU3apHO
obmactu

1. lecpekThl pa3BUTHSI TOJIOBHOTO MO3ra, aCCOLIMUPOBAH-
HbI€ C TUTIOMUTYUTAPUIMOM:

— TUIIOIJIa3us afleHorunodusa;

— runoruiaszus (Uau aruiasus) TunoTajaMo-runodusap-
HOW HOXKW;

— 9KTONuUS Heliporunodusa;

— CHUHJIPOM «ITYCTOTO TYPELIKOTO CEe/IIa»;

— TUTIOTUTA3USl/aTiia3usl 3pUTETbHOMN XUa3Mbl U/ VTN 3pU-
TEJIbHBIX HEPBOB;

— TUINOILIa3usl/aria3us Mpo3pavHoil Meperoponku u/
WU MO30JIUCTOTO TeJa;

— KucTta KapMaHa Patke;

— a"Homaniust ApHosbaa—Kuapu.

2. O0beMHbIe 00pa30BaHUS:

— KpaHuodapuHruoma (3Ha0CeIsIpHAast, CyTpacesuisipHast,
SHIOCYIpaceJUIsIpHast, CTeOebHAasl, BHYTPUKETYI0UKOBAas);

— runepruiazus aaeHorunodusza (Mpu MyTalUu TeHa
PROP-1);

— [JIMOMA 3pUTEIbHOTO HEPBA;

— repMUHOMA;

— TUIMOTAJIAMUYECKUE ACTPOLIMTOMBI;

— cymnpacesuIsipHble apaXHOUJAIbHbIE KUCTHI U JIP.

Kitaccuueckoit «rpuamoit» crieruduuecKnx Mpu3HAKOB
npu MPT-uccnenoBaHuu rojlIoBHOro0 MO3ra, acCollMUpPOBaH-
HBIX C U30JUPOBAHHOI COMAaTOTPOITHOI HEJOCTATOUHOCTHIO U
C TUNOMUTYUTAPU3MOM, SIBJISIETCS COYETAHUE: TUIOIIA3UuKU
afgeHorunodusa, TUNoMIasuu (aria3uv) HOXKHU runodusa,
5KTONMUU Helporunodusa.

Cenroontuueckas aucriasus (cunapom De Morsier),
MPOSIBJIIONIASCS U30JIMPOBAHHBIM N€(PUIIMTOM TOPMOHA PO-
CTa WIX MaHTUNIONMUTYUTAPU3MOM, XapaKTepU3yeTcsl coueTa-
HMEM TUIIOIIa3U1/aTula3ui Xua3Mbl 3pUTEbHBIX HEPBOB,
TUTIOTIIa3UM/aTIa3uy TIPO3pavHOil TIeperopoiKu, W/l MO-
30JIUCTOrO TeJa.

[Mpu runonuTyutrapusme, ¢ MOATBEPKIACHHOW MyTalneit
reHa PROP-1, npu MP-TomMorpaduu roroBHOro Mo3ra Bo3-
MOXHO OOHapyXeHue rumnepruiasuu aneHorunodusa. I'ene-
TUYECKU MOATBEpKAeHHas MyTalus reHa PROP- 1 no3BossieT
n30eraTh ONEepaTUBHOTO BMEIIATENbCTBA.

5.4. UcclienoBanue KOCTHOTO BO3pacTa

OlleHKa KOCTHOTO BO3pacTa MPOBOIUTCS C MOMOIIbIO
peHreHorpaduu JeBoil KUCTHU C JIyuye3amnsiCTHbIM CYCTaBOM Y
JeTeil Wiu peHTreHorpaduu KojieHa U CTOMbl Y HOBOPOX/IEH-
HBIX.

KocTHbIit Bo3pacT OOBIYHO OMpPENesioT MO METOdy
Greulich—Pyle ¢ mnoMouiplo paavoJoruyeckoro arjaca
(W. Greulich, S. Pyle, 1959) wnu no wmeromy Tanner,
Whitehouse (TW2) (J. Tanner, 1983).

KoctHoe co3peBanue npu CTT-geduiiure 3HaYUTENBHO
OTCTaeT OT XPOHOJOTUYECKOTO (MACIIOPTHOT0), OoJiee YeM Ha
2 roaa, MpuYeM CTENEeHb ero 3aJIePXKK1 KOPPETUPYETCs CO CTe-
MEHBIO U JUIMTEbHOCTBIO e(UIIMTa TOPMOHA POCTA.

5.5. MonaekyaspHO-reHeTHYeCKOe UCCIIeI0BAHNE

IIpu MonekynasipHO-TeHETUYECKOM HUCCIIeIOBaHUU MPO-
BOAUTCS UCCJIEOBAHNUE T€HOB, aCCOLIMMPOBAHHBIX C (hOpMU-
pOBaHMEM TMIOTAJIAMO-TUNO(MU3APHON OCU, pa3BUTHUEM Tie-
penHei 1o runodusa, reHOB, PETyJIUPYIOLIMX CUHTE3 U Cce-

39



DEAEPAABHBIE KAMHWYECKWME PEKOMEHAALIVIN

Kpeuuoo ropMoHa pocra. Y manuenroB ¢ UATP — GH-1 (5
9K30HOB), GHRH-R (13 3k30HO0B); y nmanueHToB ¢ MJITA —
HESX-1 (4 sx30Ha), LHX-3 (6 3x30H0B), PROP-1 (3 3K30Ha)
u POUIF-1 (PIT-1) (6 5K30HOB).

6. Jleuenne I'Tl y nereit

enb nevenus pI'P:

— JOCTHXEHME YCKOPEHHBIX TEMIIOB pOCTa B IEpBbIe
TOJIbl JIEUEHUS] M UX HOpMaJIU3aLlKsl B MOCAEAYIONIEM;

— obecreyeHue BCTYIJIEHUS B IyOepTaT ¢ HOPMaJIbHBIM
JIMHEHHBIM POCTOM;

— JIOCTMXKEHHE KOHEYHOTO pOocTa B Mpeesiax WK Bbllle
TeHETUYECKU MPOrHO3UPYEMOTO;

— HOpMau3alus CUXO3MOLIMOHATBHOIO COCTOSIHUS U
obecrnieueHre yIOBJIETBOPUTETbHOIO KaUeCTBa KU3HM;

— HOpMaJu3alus cocTaBa Teja;

— TOBBIILIEHHE MUHEPATbHOM TUIOTHOCTH KOCTHOM TKaHU;

— CHIMKeHUe (haKTOPOB PHCKa pa3BUTUS CEPAEUYHO-COCY-
NACTBIX 3a00JI€BaHUIA.

PexoMOMHAHTHDII TOPMOH pOCTa

HazHauaercs mociie MCKIIIOYEHUS] aKTUBHBIX 3JI0Kaye-
CTBEHHBIX HOBOOOPA30BaHUM, TSIKEIBIX COMATUYECKUX U
McUuXuYecKux 3abosieBaHuii. [1pyu HaTMYuy APYrux TPOIHBIX
HeIIOCTAaTOYHOCTE — MocJie UX KOMIEHCALIMH.

He Ha3znavaetcs npu:

— 3aKpbIThIX 30HAX pocTa (CIpaBeaavBO ISl IeAMaTpU-
YeCKOM 103bl);

— aKTUBHBIX 3JI0KQUe€CTBEHHbBIX HOBOOOPA30BaHMUSIX;

— MPOrpecCUpYIOIEM POCTEe HHTPAKPaHUATIbHbBIX OITyX0-
JIei;

— TMIEPYYBCTBUTEIBHOCTU K COCTABISIONIMM IpernapaTa
WA PaCTBOPUTES.

3aMeCTUTENbHYIO TepaNuIO peKpallaloT Mpu:

— 3aKpbITUH 30H POCTA;

— JOCTUXKEHUHU OKOJIOKOHEYHOI'0 pocTa (CKOPOCTh pocTa
< 2 cM/ron) Ha hOHe JeyeHusl;

— JIOCTMXKEHUU COLIMAJIbHO MTPUEMJIEMOTO POCTa, CpaBHM-
MOT0 CO CPeTHUM POCTOM poauTesiei (Kiacc pekoMmeHaauuu B).

o3uposanue pI'P

PexoMOMHaHTHBINM TOPMOH POCTa Ha3HAayaeTcsl B CTaH-
IapTHOW menmuatpuyeckoil mo3e u3 pacuera 0,033 mr/kr B
CYTKM €XEeTHEBHO IOIKOXHO B BeuepHee Bpems (21.00—
23.00) meyn u G6enpa (repeaHeOOKOBast MIOBEPXHOCTh) C 0051~
3aTeJIbHbIM X YepeoBaHMEM (KJ1acc peKOMeHIalui A).

Eciu x Hayany MojioBOro pa3BUTUSI MAaMEHTOM HE J0-
CTUTHYTbl HOPMaJIbHbIE MOKAa3aTeJd POCTa, BO3MOXHO YBEIM-
YeHue 1036l B mepuon myoeprara g0 0,05 Mr/Kr B CyTKH (KJ1acc
pekoMenpauuii C).

ITpu nosiBIeHUU HEXeaaTeJbHBIX SIBIEHU (B 3aBUCUMO-
CTU OT UX BbIPaXKEHHOCTH):

— IIpY YMEPEHHOM BBIPAXKEHHOCTU HEXEJATEeJIbHOTO SIB-
JIEHUSI 103y BPEMEHHO CHMXAIOT (KaK MpaBuUJio, B 2 pa3a) 10
MOMEHTa €ro MCYe3HOBeHUs (Kj1acc pekoMeHaauuit D);

— IIpY 3HAYUTEIbHON BBIPAKEHHOCTU HEXeJaTeJIbHOTO
SIBJIEHUSI BPEMEHHO (0 MOMEHTA €ro MICUe3HOBEHUSI) ITpeKpa-
aoT JieyeHue (kiacc pekomeHgauuii D).

JleyeHne nanMeHTOB C MHOXKECTBEHHbIM JIe(DUIIUTOM FOPMO-
HOB a/ieHorunogusa

ITpu HATMYKUKM TMIIONUTYUTApU3Ma HEOOXOIMMO 3aMellie-
HUE BCeX MMEIOLIMXCS TUNoGhU3apHbIX HEIOCTaTOUHOCTEN.
VY nmeteil ¢ AMArHO30M <«U30JMPOBAHHBINA NeGUIIMT TOPMOHA
pocTa» clienyeT MOMHHUTh O BO3MOXKHOCTU IPUCOCTUHEHMUSI
HEeIOCTATOYHOCTE! NPYrMX TPOIHBIX TOPMOHOB U Pa3BUTUS
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TUTIONUTYUTApU3Ma. DTO OCOOEHHO aKTyalbHO MPU HATTUIUY
SKTOMUM Helporunodusa Wiu IPyruX aHOMAIWIl Pa3BUTHUS
ceJIISIpHOM 00J1aCTH.

AJITOPUTM 3aMeCTUTETbHO TOPMOHATIBHOM Tepanuu mpu
TUTIOTIUTYUTApU3ME MPEICTaBIEH Ha PHC. 5.

Tepanusi BTOPMYHOTO THIIOTHPEO3A:

— JieyeHre TUPEOUTHBIMU Tipernapatamu (JI-tupoxcuH,
DyYTUPOKC) BHYTPS 1 pa3 B AeHb, yTpoM 3a 20 MUH JI0 eIbl Cpa-
3y TocJie YCTaHOBJIeHUs [uarHo3a. Jlo3a monbupaercss MHAN-
BUYyaJIbHO, KaK MPaBUIIO, COCTaBJIsieT 50 MKI/M? B CYTKH, UJTU
OKOJIO TIOJIOBUHBI JO3bI, UCIOJIBb3YeMOW NpPU JIeYeHUU Tep-
BUYHOTO TMIIOTHUPEO3A;

— KOHTPOJIb aIEKBATHOCTH O3Bl — MO0 YPOBHSIM CBOOOI-
Horo wiau obutero T, B ChIBOpOTKe. J103a CUMTAETCSA ONTHU-
MaJbHOI, €CIM yIaeTcsl MOAAePKUBATh KOHIIEHTPAILIUIO CBO-
6oaHOro My obutero T, Gvke K BEPXHEH rpaHUIe HOPMBI.
Ha ¢one neuenus pI'P moTpe6GHOCTL B TUPEOUTHBIX IIpemnapa-
Tax MOXeT YBeJIMUUThCS. [uTenpHast mepeno3upoBKa TUPEO-
WOHBIMM TIperapataMu KpaifHe HeXeaTelbHa, TMOCKOJBKY
MOXET CITOCOOCTBOBATH IMPOTPECCUPOBAHUIO KOCTHOTO CO3pe-
BaHUSl U HETaTUBHO CKAa3aThCs HA IMOKA3aTeNsIX KOHEYHOTO
pocTa (ki1acc pekoMmeHaanuii B);

Tepanusi BTOPMYHOTO THIIOKOPTUIIN3MA

JleyeHne ruapPOKOPTUZOHOM ISl TIEPOPATBHOTO MpUeMa
(kopred, «Ilaitzep», CILIA) exenHeBHO B TpuU IIpueMa:
YTPOM, THEM W PaHHUM BEUYEPOM, TPU STOM YTPEHHSSI 1032
IOJKHA OBITH BBIILE AHEBHOU M BeuepHel no3. Jlo3a momkHa
OBITh MAKCUMAJIbHO MPUOIKEHHON K MUHUMAIBHOU 3aMe-
cTuTeabHOM no3e: 5—10, MakcuMyM 12 Mr/m? B CYTKHU.

KoHTponb anekBaTHOCTM O03bl — MO OOLLEMY COCTOSI-
HUIO, aHAJIU3y TEMIIOB POCTA U BBISIBIEHUY CUMIITOMOB HEJI0-
CTaTOYHOCTH WU U30BITKA TITIOKOKOPTUKOUIOB.

[Ipu npucoenvHeHNU UHTEPKYPPEHTHBIX 3a00JI€BaHMUIA,
Ha (hOHE CTPECCOBBIX CUTYALIMi1 1032 TUAPOKOPTU30HA YBEIU-
yuBaeTcs B 2—3 pa3a B TeUeHUE HECKOJIBKUX THEN, B 3aBUCH-
MOCTH OT TSIXKECTH COCTOSTHUSI.

XKunkue ¢opmbl TMAPOKOPTH30HA (COIy-KopTed, cy-
CTMEH3UsI TUIPOKOPTU30HA, TPEIHW3ONOH IJIs MHBEKIIUN)
MPUMEHSIOT TPU HEOOXOMMMOCTH TMAapeHTePaTbHOTO BBEIE-
HUS TIperapaTa (Kpyu3 HaAllOYeYHUKOBON HEIOCTaTOYHOCTH,
TSIKEJI0oe MTHTePKYPPEHTHOE 3a00JieBaHUE, OTIEpaTUBHOE BMe-
IaTeIbCTBO, PBOTA). [IpMMEHSIOT pacTBOP TMAPOKOPTU30HA
CyKIIMHATa (BHYTPUBEHHO WY BHYTPUMBIILIEYHO) VI TUAPO-
KOPTHU30HA areTara (TOJIbKO BHYTpUMbIIeyHO) 40— 150 Mr/m2,
pasnenus ee Ha 3—4 BBeneHwus. [1pu TsIKenoi TMIIOTTUKEMUT
HapsIIy C IepOpaTbHBIMA MHBEKLIUSIMU TUAPOKOPTU30HA TTI0-
Ka3zaHo BBeneHue rmokaroda 0,5—1,0 mr moakoxHo win 40%
pacTBopa ItoK03b! (1MJ1/KT) BHYTPUBEHHO.

Bce omepaTuBHBIE BMeNIaTeNbCTBA MPOBOMIT Ha (hoHE
BHYTPUMBIILIEYHOTO BBEICHMSI TUAPOKOPTU30HA, KOTOPOE Ha-
YUHAIOT 32 12 4 10 MIaHupyeMo ornepaium (Kiacc peKOMeH-
nauuii C).

Tepanus necaxapHoro quabera

JleyeHne TPOBOAUTCSI CUHTETUYECKUMU aHAJIOTAMU JIeC-
MormpeccuHa. B Hactosiiee Bpems B Poccuiickoit @enepaninu
3aperucTpupoBaHbl MuHUpUH (TabIeTUPOBAHHBIN TIpema-
pat), MuHupYH (TabJIeTUPOBAHHBII CYOJMHIBAJIbHBIN IIpe-
mapart) u [IpecaitHekc (Ha3aJIbHBIH CIIpeii).

Munupun («@eppunr», ['epmanusi). Jlo3a nmonbupaercs
WHIVBULYAJIbHO, HadaibHas no3a coctapisier 0,1 Mr/cyr.
Y GOJIBIIMHCTBA MALIMEHTOB MOAEPKMBAIOIIAs 1032 COCTABIIS-
et 0,1—0,4 Mr/cyT, B HEKOTOPBIX CITydasix MOXKET TOCTUTATD 1,2
mr (C). [IpenapaTt npuHuMaeTcst 2—3 pasa B CyTku 3a 30 MuH
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nare MArA
Oedouumnt
Leduunt ropmoHoB Aedpnumt TTE Aedpuumnt AKTE Deconum 1T, dCr BasonpeccuHa
rMnodusa CTr-pedmunt (BTOpMUHbIi (BTOPUYHBII (BTOPNYHbII (HecaxapHbiit
rMnoTmpeos) rMNOKOPTULM3M) runoroHaamam) nma6er)
3amecTtutenbHas
TupeoungHbie Mpenapate! Hpenapa
ropMoHanbHas e TecTocTepoHa penap: [AecMonpeccyH,
r cycTaHol 3cTpOreHoB
Tepanusa FopMoH pocTa (N-TMpokcuH (o DK; TH3OH: (cycraton MUHUPHH,
3yTMpoKC) APOKOP 5 XopuoHudeckmii 3cTporex- npecanHekc
kopTed) rOHagoOTPONUH rectareHHble
npenaparsi
Mpenapate! JIF/®CI
MapameTpbl KOHTPONS ;
p p P nnéuao, noteHuUs, YAenbHbIV BeC
af,eKBaTHOCTU UP®-1 CAMITTOMbBI cnumnToMel mouu,
o -1, i . 3CTPOreHHoIt i
rOpMOHanbHOU TemnbI pocTa cBOGOAHLIA T, All, camodyacTame aHAPOTeHHON HeAOCPTaTO‘lHOCTVI Tt
anypes
TepaﬂMM HeaocTaTo4yHoOCTM

Puc. 5. AATOPUTM 3aMeCTUTEeALHO# Tepanuu Npu rMNonuTyuTapusme.

Ito i yepes 2 1 rociie enbl. COOTHOIIEHUST TO3UPOBOK MEXITY
Ta0JIeTUPOBAHHON U TaOJIETUPOBAHHOM CYOJIMHIBAIILHON (hop-
MO mpernapara cienytoniue: Tabmetku 1o 0,1, 0,2, 0,4 M cooT-
BETCTBYIOT TabJIeTKaM IOAbSI3BIYHEBIM 110 60, 120, 240 MKT.

[pecaitnekc («Mudapm», Utamus). [longdbop mo3b1 ocy-
LIECTBIsIeTCA MHANBUAYanbHO. Y mereir 10—20 Mxr 1 mam 2
pa3za B cytku. OnHO HaxaTre Ha TO3UPYIoIee YCTPOMCTBO CO-
oTBeTCTBYET 1 mo3e uiau 10 MKT.

[Ipu monGope 036l OPUEHTUPYIOTCS HA aHAIM3 MOYU TIO
3uMHUIIKOMY (yHeJTbHBIN BeC MOYM) U TUHAMUKY CyTOYHOTO
nypesa.

[py HaMMUIMY TOMYPUU U OTCYTCTBUY KAXKIIBI JIEUCHNE
MPOOKaoT. B cirydasix 3HAYUTENTHHOTO YMEHBIIEHUS Iy~
pe3a (<0,8—1 11 B cyTKM) TIperapaT BpeMeHHO OTMEHSIIOT, T10-
CKOJIBKY COCTOSTHHE TTepe03MPOBKHY, 3a4aCTyI0 COMTPOBOXKIA-
folIeecs TUTepBOJIEMUE 1 OTEKOM MO3Ta, OMTACHO TSI KU3HU
(kmacc pekoMeHnanmii C).

Tepanus BTOPMIHOTO THIOTOHAIM3MA

[lpu cBOEeBpeMEeHHOM Hauajie W aneKBaTHOM 3aMecTu-
TenbHOM Tepanuu pI'P, pebeHOK K MOMEHTY Havaia nmybepTa-
Ta MPUXOIUT C XOPOIIUMHM TTOKA3aTESIMU JIMHEITHOTO POCTA.
B aToMm ciryyae Hauano 3aMeCTUTENEHON TEPAITK TTOJIOBBIMU
CTepOoMIaMy HAYMHAETCS TIPU OOBIYHOM BO3pacTe Hayvasa Imy-
6eprara: B 11—12 jet y neBouek 1 B 12—13 neT y MaIbuuKOB
(xmacc pekomennanuii C). [Ipu HeanekBaTHOM pocTe, MHAYK-
LIMIO TTyOepTaTa BO3MOXHO OTJIIOXUTH 10 JOCTYDKEHUS «KOCT-
Horo Bo3pacTta» 12—13 et y neBouek 1 13—14 neT y MaIbum-
KOB (KJacc pekoMeHaanuii D).

151 ”HUIMAWK TIOJIOBOTO Pa3BUTHST Y MATBUYMKOB BO3-
MOXHO TIpUMEHeHUe JIN0O0 TPerapaToB XOPUOHUIECKOTO TO-
HaJOTPONMHA (XOPMOHWYECKWII TOHAMOTPOIIMH YeIOBeKa,
IMpodazu, INpernwmn), mu6o aHAporeHoB. Aaga cTUMYISLIIMHT
Pa3BUTHS BTOPUYHBIX TOJOBBIX IPU3HAKOB MCITONB3YIOT TIpe-
UMYIIECTBEHHO MPOJIOHTUPOBAHHEIE MTPETMapaThl TECTOCTEPO-
Ha 9HAHTAaT JJid apeHTepaibHoro BBeaeHus (CyctaHoH-250,
OmHanpeH-250). [Ipemapatsl BBOAST BHYTPUMBIIIEYHO C MH-
tepBajioM 3—4 Hen. Ho3a: 1-if ron neyenust — 50 mr, 2-it ron
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— 100 wmr, 3-it rom — 200 Mr, najgee — IMOCTOSTHHAsI 3aMECTH-
TeNbHAsT Tepanusl. sl mommepKuBamoIeil 3aMeCTUTeTbHON
Tepany BO3MOXKHO MCTIOTb30BaHME TIPETIapaToB ISl HAKOXK-
HOTO TIPUMEHEHMSI, BBIITyCKAaeMbIX B BUIE TUTACTBIpell (Kitacc
pekomeHpaanuii D).

B xadyecTBe MOHOTEpANMK MOTYT UCITOJIB30BAThLCS U TIpe-
MapaThl XOpUOHNYEeCKOro roHanotponuHa (XI'), obnagaromiye
npeuMyltiectBeHHO JII-riogo6Hoi akTuBHOCTBIO: [lpodaszu
(«Cepono», Beitapus), [Tperawn («Opranon», Hunepnan-
IIbI), XopuoHMYeckuit roHamorponuH (Poccus), XoparoH
(«@epunr», ['epmanus) (knacc pekomeHmamnuii D). [Tpenapa-
THI BBOISIT BHYTpUMBIIIeYHO 2—3 pa3a B Henemo. [lepBoHa-
yaibHas n1o3a coctasisieT 1000—1500 ME na uabekuumo. [Mpu
HemoctaTouHOM 3 dexTe uepes 6 Mec 103y BO3MOXHO YBEJ -
quth 10 4000—6000 ME/Hen. BBemeHme XOpHMOHMYECKOIO
TOHAIOTPONIMHA MOXET COTMPOBOXIATHCS 0Opa30BaHUEM aH-
TUTEJI, YTO WHOT/IA BHI3bIBAET PE3UCTEHTHOCTD K TIPETapary.

Jist vHUTIMAUY TTyGepTaTa BO3MOXHO IMPUMEHEHNE CO-
YeTaHHOU Tepanuu npernaparaMu anaporeHos u X[, uepemyst
MECSTYHYIO Tepanuio napernapatamMu X[ 1 3-MecsTaHbIe KypChl
MpernapaToB TECTOCTEPOHA HAHTAT B CTAHMAPTHBIX 032X
(xmacc pexomeHnanuii D). OTuM mocTuraetcs xopoiiee pas3-
BUTVE BTOPUYHBIX ITOJIOBBIX MPU3HAKOB, Pa3BUTHE KOCTHOMN 1
MBIIIIEYHOU MacChl M yBeJIn4eHrne oobema TecTukyi. [Ipu He-
00XOIMMOCTH CTUMYJISIIIUY CIIEPMAaTOTeHe3a B TIOCTIeYIOIIeM
JOTIOJTHUTENIbHO Ha3HAYAIOT MPeTnaparhl, 00Iagaione coye-
tanHo# JII'/®CI-aktuBHOCTBIO (XyMeroH, MeHoroH, Ilep-
roHasn, Menomnyp) wim ®CI-akruBHocTthio (ITyperoH, Me-
TPOIVH).

Nnnnmanuio mybeprara y IeBOYeK MTPOBOJST IIperapara-
MU 3CTPOTEHOB. 7151 3THX IieNiell UCTTONB3YIOTCS TPeTnapaThl
KOHBIOTUPOBAHHBIX 3CTPOTEHOB (KiIacc pekoMmeHmauuii D)
(IlpemapuH 625 MKT/CyT) ¥ Mpenaparhl MPUPOLHBIX 3CTPOre-
HOB: MPOU3BOIHbBIE B-3cTpannona — Dcrpodem («<HoBoHop-
QIMCK»), TIPOU3BOIHEIE dcTpanuona Basepuara — [IpornHoBa
(«Iepunr»). [pemaparsl 3TOW TPyNITbl Ha3HAYAOT B H03€
1 Mr/cyT. Bo3aMOXHO MprMeHeHne TPAaHCAePMATbHBIX 3CTPO-
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KOHTPOJIb NegnaTpoM-39HOO0KPUHOJIONOM KaxKble 3-6 mecsueB ‘

|

onpefeneHne pocToBOro oTeeTa H pocTt H SDS pocTa H A SDS pocrTalrog ‘

CKPUHUHT NOTe HUMamb HblX MOB0YHbIX 3¢peKToB ‘

J

KOHTPOJIb YPOBHEN B CbIBOPOTKE KPOBMU ‘——‘ NPO-I H NPOCB-3 ‘

—‘ cBo6oaHbIN/06 WM T4 ‘

KOPTU30n
rnoko3a

—‘ NUNUAHBIN CNEKTP ‘

’ ornpepferneHne KocTHoro Bo3pacTa (1 pas B roa) ‘

l

’ MPT ronosHoro mosra ‘

|

’ KOHCYIb TaLMsa OKynucTa (OCMOTp rnasHoro gHa) ‘

[

’ pelleHne Bonpoca 0 Koppekumn Josbl p['P B 3aBUCMMOCTN OT :

[

* POCTOBOrO OTBETA,
* 3Ha4yeHna NP P-I,

* nybepTaTHOro craTyca,

* CoMnocCTaBJieHUA C POCTOBbIMU NPEOUKTOPHbIMU MOAENAMUA

|

OUEeHKa KOMNNaeHTHOCTU nauuneHTa

Puc. 6. Monntopunr Tepanuu pl'P y aetei.

TeHOB, BBIMyCKaeMbIX B Buae rejeit — Jusurenb («OpuoH
®apmar), KOTOPBIN HAaHOCIT 1 pa3 B CyTKM Ha KOXY HUXKHEI
YaCTH MepeHEeN CTEHKHU XUBOTA.

Yepes 1 rog MoHOTEpaIK 3CTPOreHaMU NMEPEXOIAT K LU~
KJIMYECKOW 3aMECTUTENIbHOM Tepanuu 3CTPOTreH-TreCTareHHbI-
MU nipernapatamu. C 3Toii 1e1bI0 UCTIOJIB3YIOTCS NTpenaparsl,
cojiepkaliue ectecTBeHHble acTporeHbl: JluBuHa («OpuoH
®apmar), Luxmo-nporunosa («LlepuHr»), TpucekBeHC
(«HoBoHopnuck») (kitacc pekoMenaauuii D).

7. Ocaoxuenus tepanuu pI'P

PesynbraTel MHOTOJIETHUX MEXIYHAPOIHBIX MCCIIENOBa-
HUU 110 U3YYEeHUIO MOOOYHBIX 3(pdeKkToB nmpumeHeHust pI'P y
nereii ¢ nedurutom CTT, a Takke maHHBIE MHOTOJIETHE pYy-
TUHHOU MPaKTUKU €r0 MPUMEHEeHUST CBUNETENbCTBYIOT O 6e3-
OTMACHOCTH TaHHOTO JICYEHUSI.

Cepbesnble mobouHble 3¢ dexTs Ha hoHe 3aMeCcTUTENb-
Hoit Tepanuu pI'P y neteit KpaitHe peaku.

Haubonee yacto BcTpeyarores:

— nmoOpoKavyecTBeHHAsI BHYTpUUEpeTTHAsI TUTIEPTEH3 U,

— apTpairuu;
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— OTeKU;

— npeny0epTaTHas TMHEKOMAaCTHUS.

TaKTHKA NOBeIeHUs IPU MOOOYHDBIX SIBJICHUAX

[Tpu nosiBneHUM MOOOYHBIX SIBAECHUI (B 3aBUCUMOCTU OT
UX BBIPAXKEHHOCTH):

— BpeMeHHO (00bIUHO Ha 2 Hen) cHuxXaoT 103y pI'P (B 2
pa3a oT UCXOJIHOM);

— BpeMeHHO (OOBIYHO Ha 2 Hell) MpeKpallaloT JeyeHre
pI'P. Ilpu ucuye3HOBeHUYU MPOSIBIACHUI MTOOOUYHBIX 3 HEKTOB
JieueHre BO30OHOBJISIIOT B YMEHbIIIEHHOM 103¢e (Ha 1—2 Mec)
o koHTposo UP®-1. Ipu anekBatHom ypoBHe MPD-1 n
pPOCTOBOM OTBETE€ Ha JIeUeHUEe, Teparnuio MpPOJoJIKAT B
yMeHbIIeHHO# no3e. [1pu cHmkeHHOM ypoBHe MP®-1 nosy
YBEJIMUUBAIOT JO UCXOJHOM.

JloOpokavyecTBeHHAS] BHYTpUYEPENHAS TUNIEPTEH3Us

HaoGmonaercst 'y npereit, nosyvaroux pI'P ¢ yactoroit
1:1000 u pa3BuBaeTcsi, Kak IMpaBuIoO, B TIEPBbIE MECSILIbI Jieue-
Hust pI'P. IManmentsl ¢ npuobpereHHbIM CTT-nedburmrom
HUMeIOT 00Jiee BICOKUI PUCK Pa3BUTHS TAHHOTO OCJIOKHEHMUS.

CuMNTOMBI 1OOPOKAYECTBEHHOW BHYTPUYEPEITHOU TI'h-
MEepPTEeH3UU: TOJOBHAs 00Jib, TOIIHOTA, PBOTA, HapylleHUe
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3peHusi, OTeK 3PUTEIHHOTO HepBa (IMOATBEPXKAAETCSI OCMO-
TPOM IJIa3HOTO THA).

CkeJieTHbIE HAPYHIEHUS

B niepBrie Mecsist neueHust pI'P (ocobeHHOo Tipu 3HAYU-
TEJIBHOM YCKOPEHUU TEMIIOB POCTa) BO3MOXHO TOSIBICHUU
apTpanruii (KOJeHHBIE CyCTaBbl), 00JIEi B KOCTSIX HUKHUX KO-
HEYHOCTEe! U MO3BOHOUYHUKe. Kak mpaBuiio, mpoxonsT camo-
CTOSITETBHO.

YOenuTenbHbIX JaHHBIX, YTO COCKAJIb3bIBAHKME TOJIOBKU
OeIpPEeHHOI KOCTH, WUIIEMUYECKUI HEKPO3 TOJIOBKU OeapeH-
Hoii Koctu (6one3Hb Ilepreca), ckonmo3 Bei3biBatoTcs pl'P
HeT. Bo3aMoXHO ycyrybjieHue ckoimosa.

Orekn

OnHUM U3 OCHOBHBIX TIposiBieHMit aetictBus pI'P siBmsi-
eTcsl 3a7iepkKa XUIKocTu B opranusme. [lepudepuueckue ot-
eKu y nieTeii Ha coHe 3amectuTenbHol Tepanuu pI'P Bctpeua-
I0TCSI TOPA3a0 pexe, YeM Y B3POCTIbIX.

OCHOBHBIE TIPOSIBJIEHUSI: OTEYHOCTh BeK (0Ooyiee BbIpa-
>KeHHasl TI0 yTpaM), TaCTO3HOCTh TOJIEHE, MaJIbLIEB PYK pa3-
BUBAIOTCS B MiepBble Heaenu JieueHus pI'P.

Kaxk nmpaBuiio, oTe4HOCTh MCUE3aET CAMOCTOSITETIHHO B Te-
YeHUe HeCKOIbKUX AHEH UIN HeJelb.

Puck HoBo0Opa3oBaHmii

V mereit, MelOIIMX HOBOOOpA30BaHUs B aHAMHE3€, BO-
npoc Hadana Tepanuu pI'P pemaercs mHamBumyantbHO, TO
Mepe 3aBepIIeHNS JIEYeHUSI TI0 TIOBOY OITyXOJI U CTalUM pe-
MUCCUH.

B HacTos1ee BpeMsi HET TaHHBIX, yTo Tepanus pI'P mo-
BBIIIAET YACTOTy PELUAMBOB Y NETeil, paHee MOABEPTIINXCS
YCIIEITHOMY JIEYEHUIO 10 MOBOLY HOBOOOpa3zoBaHwMii. Takxke
OTCYTCTBYIOT JaHHBIE O TOM, YTO YACTOTA BOZHUKIIUX de novo
paka 1 JIeHKeMUU TOBBIIIeHA Y MalleHTOB, JIe4eHHbIX pI'P.

[Moce neyenust Mo MOBOY OIYXONU, OTCYTCTBUE €€ TIPO-
TOJDKEHHOTO POCTA WJIM €€ PEIUANBA TOJKHO OBITh JOKYMEH-
TUPOBaHO B TeueHUe 6— 12 Mec o Havana tedeHus: pI' P. letu
TOCJIe OMIEPATUBHOTO JIEUYEHUSI TI0 TIOBOAY OITyXO0JIei TOJIOBHO-
ro Mo3ra, nosydatoiue tepanuio pI'P, nojkHbl Hab0ATHCS
COBMECTHO C OHKOJIOTOM U HEMPOXUPYPTOM.

8. Monutopunr Tepanuu pI'P

MonuTopuHr neTeii B xone tepanuu pI'P mpoBomuTcs me-
MAaTPOM-3HIOKPUHOJIOIOM Kaxibie 3—6 Mec (puc. 6).

OueHka pocroBoro 3¢ dekra (yBeauueHre abCOTIOTHBIX
roKasaTejieil pocTa M CKOPOCTU POCTa) SIBJISIETCsl Hamboliee
BaXKHBIM KPUTEPHEM YCIIEIITHOCTH ITPOBOAMMOI Teparuu pI'P.
[lose3HbIM sIBIIIeTCSI CpaBHEHUE IMHAMUKH POCTa C IIeJIEBBIM
pocToM pebeHKa.
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Oco6oe BHUMaHUE JOJKHO OBITh yIEJEHO OLIEHKE KOM-
IJJAEHTHOCTU MalUeHTa, OTCJIEXMBAHUIO U CBOEBPEMEHHOMY
BBISIBJICHUIO MTOOOYHBIX 3(hdekToB. C 3TOM LIeabl0 TPOBOIAT
KOHTpoJIb ypoBHeit UP®-1 B ceiBopoTke. [lomnepkaHue KOH-
LIEHTpalMi 9TUX MTOKa3aTeseil B mpejesax HOpMaJIbHbIX 3Ha-
YEeHMI U1 COOTBETCTBYIOLIEIO BO3pacTa M IoJja SBJsSeTCS
001LENPUHATON MPAKTUKOM 3aMecTuTeNIbHOM Tepanuu pI'P.

TopmMoHasbHBIIi cTaTyC

YuuteiBas BO3MOXHOCTb pa3Butuss MJII'A y pebeHka ¢
IMarHOCTUPOBAHHOM paHee U30JMPOBAHHON COMATOTPOITHOMN
HEOCTaTOYHOCThIO, HEOOXOMAMMO DETYJISIPHO KOHTPOJIUPO-
BaTh TUPEOMIHBII cTaTyc (CBOOOXHDIN My obiuii T,) u ypo-
BEHb KOPTM30Jia B KPOBU C 1I€JIbIO CBOEBPEMEHHON AUArHo-
CTUKHU AedUlIMTa BTOPUYHOIO TUIIOTUPEO3a U BTOPUYHOTO
TUITOKOPTULIM3MA M CBOEBPEMEHHOW KOPPEKLMHU T03bI
L-TupokcuHa u/wiM ruapoKOpTHM30Ha. BaxXHOCTh OlLIEHKU
TOPMOHAJILHOI'O CTaTyca MallMeHTa MPOJUKTOBaHA U CTEPTO-
CTBIO KJIMHUYECKOW KapTUHBI IPUCOETUHSAEMbIX TPOITHBIX HE-
JIOCTAaTOYHOCTe. 3HaYeHUs TOJIOBBIX TOPMOHOB U TOHAI0-
TPOMUHOB (0a3ajbHble U CTUMYJIMPOBAHHbBIE) UCCIEIYIOTCS
IUTSI TIONTBEPKICHMS/MCKITIOYSHUST TOHAIOTPOITHOM HeJIoCcTa-
TOYHOCTH.

KocTHblii Bo3pacT

OrnpenesieHMe KOCTHOTO Bo3pacTa (Co3peBaHUs) TPOBO-
IIAT U1 OLEHKU OCTAIOIErocsi pOCTOBOIo MOTEHIMaa 10 10-
CTMKEHMSI KOHEYHOTO POCTa.

MarHuTHO-pe30HaHCHAs TOMOrpacdusi roI0BHOTO MO3ra

JeTsaM ¢ onyxosisiMU TOJIOBHOTO Mo3ra B aHaMHe3ze MPT
TOJIOBHOTO MO3Ta MPOBOAST He pexe 1 pa3a B ron. OHU AOTIXK-
Hbl HAOJI0AAThCSl SHAOKPUHOJIOTaMU U HEUPOXUPYPraMU CO-
BMecTHO. KoHTpons MPT rojoBHOro Mosra AeTsiM ¢ BpOX-
neHHbIM CTT-peduiiutom nposoadT 1 pa3 B 2—3 roja.

Buoxummnyeckue nokasaresu

Ha done Tepanuu pI'P KOHTpoOIMPYIOT MOKa3aTesu yrie-
BOOHOro (MII0OKO3a) M JIMIUIHOTO OOMeHa (JIMIMUIHBIN
CIIEKTp). Y MOJHBIX AeTeil (0COOEHHO MOIPOCTKOBOTO BO3pac-
Ta) 1ieJiecooOpa3eH MOHUTOPUHT YPOBHSI MHCYJIMHA.

Odranbmosiornyeckoe oociienoBaHne

TlnaHoBast KOHCYIbTAlLMS OKYJIUCTA C 00s13aTeIbHBIM UC-
cJeToBaHUEM TJIa3HOTO JAHA MPOBOJUTCS A0 U PETYJISIPHO Ha
(one neuenus pI'P. [1pu nosiBIEHUM CUMIITOMOB 100pOKaye-
CTBEHHOI BHYTPUYEPEITHON TMIEePTEH3UU, OPTATIbMOIOTNYE-
ckoe oOcjiemoBaHUe MPOBOIUTCS BHEIUIAHOBO, C IMOCTENyI0-
M rpoBeneHueM DD /Dx03T (1o HeoOGXOMUMOCTH) Y KOH-
cyJIpTallMeld HeBpOIaToJiora.
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