U.1N. AENOB
B.A. IETEPKOBA

CMPABOYHUK AETCKOIO
SHOOKPUHOJOTA

3-e nspgaHune, ucnpasJieHHOEe
1 AoNnoNHeHHoe




OrnasneHue

ABTODBL .« o oot ot et ettt e e e e 7
CI1CcOK COKpallleHU ! 1 YCIOBHBIX 0003HAYECHMM . . .. oo v v ee st 9
InaBa 1. 3a6oseBanus runodusa v runoTajamyca . . . . . ... ... . 13
TUIOMUS . .o 13
AHaToMUS U (PU3MOJOTUS TUITOPU3A . . . oo v e en s 13
METOIBI BUBYATTMBALIMM. « « .« o e voeeveeeeeeeie e e eeeeneans 14
AIGHOMBI TUTTOMUBA .« .« . o vttt et et et ie e e e 15
TIPOMAKTUHOMDBI. . . o\ ottt et ettt ettt e eeee s 18
TTpUYMHBI TUTIEPIPOTAKTUHEMUM o v v vveveeeeeeeanns 18
CTTI-nponyumpyoliye aneHoMbl TUIodu3sa
(COMATOTPOTTMHOMDBI) . + & 2 o v e et et e et e e e e eeeeeeeens 20
TTT-npoayuupyolme aieHOMbl (TUPEOTPOITMHOMBI). . . . . . . . 22
TopMOHaIbHO-HEAKTUBHBIC QIEHOMBI . . . . oo veeeeeann . 24
KpaHUOMapUHIMOMA. . ..o\ v ettt et 25
Kucra kapmana Patke. . ... i 26
JIpyrue MePUCEIUTSIPHBIC KUCTBL . . . oo v v e eeveeeaae e e e e 26
[aMapTOMa THUIMOTAAMYCA . « . v v v e v e e e e e ee e ee e 27
Heitporumo®us . ... ... 28
HecaxapHbIi IMAOCT . . . ..o oottt it i e e it 28
Jpyrve BOIHO-3JeKTPOJIUTHBIC HAPYILEHMS . . o o\ v v v v as s 31
LeHTpaibHBIi CUHAPOM MOTEPU COJTU
(Cerebral salt wasting syndrome — CSWS) ................. 32
TUIOTATIAMYC .« « oottt et e e e e e e e s 33
AHaTOMUS U (PUBUOJIOTUS TUITOTATIAMYCA &+ o o\ v vveeve e e 33
[aMapTOMa THTIOTATIAMYCA . « .+« « v e e e vee e e e e e e e e 34
1117 (42) G TS PP 35
AHaTOMUS U (PUBHOJOTUS SIUMPU3A. . .o oo e 35
WHTpakpaHuaibHble 1 STdu3apHbie
TEPMUHATUBHO-KJICTOUHBIE OITYXOMM . . . oo v s e e e eeeenn s 35
IaBa 2. HapymeHHsi POCTA . . . . . . . .. ...t v e e e, 37
DUBAOTOTHSI POCTA .« « .o eveeteee et e e e e e 37
HUBKOPOCTOCTD .« v oottt et e et et et e e 40
JeduuuT APYruX TPOITHBIX TOPMOHOB . . o v v v v e e eeeeanns 61
BTOPUYHBIN THITOKOPTULIUBM . . .« o e e v vveeeee e e e e e e 62
BTOPUYHBINA TUTTOTOHAMMBM . .« v vveevvee e eee e eeeeennnnn 65
JIeDULAT MPOMAKTHHA. . .« e v voe ettt e e e e e e eee e eens 66
JehuiuT aHTUANYPETUUECKOTO TOPMOHA « .« + v v vvee e e e e et 66
3anepKKa BHYTPUYTPOOHOTO PABBUTHST . . o . o v vveveveeeana s 74
OCTCOXOHAPOIMCTIIIABHM. .+« « v v v veeveeeeee e e e eeee s 74



CripaBOYHUK AETCKOro 3HAOKPUHOIOra

TUIOXOHIPOTITIABHS « « « o v e e ettt e e e et e ie e 76
XPOMOCOMHBIE HAPYIIEHMS . . .\ o evvee e eee e eee e e 76
BbICOKOPOCTOCTD Y OBICTPBIE TEMITBI POCTA . . v v v vvvev e 78
TakTuka BeaeHUsI AeTeil C BHICOKOPOCIOCTBIO. . « .. v v vt 79
IaBa 3. 3a00/1eBaHus INUTOBUIHOM JKEJI€3bI. . . . . . . . .. .. .... 81
DU3MOIOTUS IUTOBUIHOM KEMESBI. . . o o v v ov e eeeeeeeean 81

BpPOXXIEHHBIN TUTTOTUPEO3 « . . vt vve ettt e e e ee e
b dy3HbBI TOKCUUECKUIA 300 . ..o oo e e
TUPEOTOKCUUCCKUM KPH3 & . o v vvvve e e eeeennns
B 0750170} 70117 s ¥ ) S
OCTPBIA TUPEOMIIUT .+« o v voeete e e eeeee e ie e eeeans
XPOHUYUCCKUM TUPEOMINT . « « v v eve e e e e e e
CrieunPUUEeCcKNe TUPEOUITUTBL . « . v v voveeeeeee e eeeens
OMyXOJTH TIUTOBUTHOM KEITE3BI .« .« « v vvevee e eeeeennn
DYTUPEOUITHBIN 300 . « . oot o ettt et et i
OHIEMMUYECKUM 300 . . o ot oottt et e e e

InaBa 4. 3a00./1eBaHus HAINOYEYHUKOB

Du3100rHs KOPbl HAMOUEYHUKOB & . o\ v vvvvveee e eanns 147
HaanoueunukoBast HEAOCTaTOUHOCTb Y AETEM . . ..o ovunn .. 149
KimHnueckre BapraHThl IEPBUYHON HATTIOYETHUKOBOM
HEIOCTATOUHOCTH .« v v v vt et e e e e e e et e e e e e e 155
AyTOMMMYHHBbIE MOJUTTIAHAYISPHBIC CUHIPOMBI . . .. . ... ... 158
MUTOXOHIPUATBHBIE OOJIE3HM « « . vt vvveeeeeeeeeeenns 160
HapyueHust MeTaboImn3Ma XOMECTEPUHA . .« . v v v v e v e en s 160
W3onrpoBaHHast HEIOCTATOYHOCTh
MUHEPATOKOPTUKOMIOB . . o v o vveeteee e eieeeeeeannns 163
KpoBOMBIMSHUS B HAATOUCUHMKM. .« o o vvvvveeaeaeanns 164
MHdpeK1mrmoHHoe nopaxkeHrue HaIMOYeYHUKOB . . . .. oo v o't 164
MeracraTuyeckoe rmopaxeHue HaarmoYeUHUKOB. . . . .. ... ... 165
BpoxxneHHast nucyHKIMS KOPbI HAAMOYEUHUKOB . . .. ... .. 172
TTepBUYHBIA QTBAOCTEPOHUBM . .. v e v veeee e ee e 192
DEOXPOMOILIATOMBI .« . . o vt ettt ee ettt et e e e e 203
Inasa 5. Hapymenust dpocgopHo-Kaibumesoro ooMena . . . . . . . . 213
PoJb KaJIbLIMSI BOPTAHU3ME . . oo v voee e e eee e e eee 213
TomeocTas KamblMst U POCHOPA . .. oo e ee e e 214
TUTTOKATBIMEMUST. © . o e e e et eeteee e e e e e e n s 216
TMMEePKATBIIMEMUST. . . o\ v v ettt e e e e e ee e 224
PaxuT M OCTEOMATISIIIMST . . « v oo eve et e e e e e 233
Inasa 6. Hapymenus mudppepenuupoBku moana . . . . . .. ... ... 236
Dusznonorust IUOGEPEHIUPOBKU TOMA . . o o v v vvee e e e e 236



OrnasneHune

Tnasa 7. Hapyuienusi noJioBoro co3peBaHus . . . . . . . ........ 258
DU3MOTOTHS TTOTOBOTO PABBUTHS . . v o vveeeaeeeeeannn 258
TTpexaeBpeMeHHOE MOJIOBOE PA3BBUTHE . . o v o oo vv e er e 260
3amepskKa MOJTIOBOTO CO3PEBAHMS . « . o v v vveeee e e e eeennnns 266
KIacCHMOUKALIAS . ... oo et e e 267

Tnasa 8. CaxapHpiii quader . . . ...................... 290
KrnaccubuKaumus U IMATHOCTHKA . . o .o vveee e eeeeanns 290
DTHo0ruYecKas Kiaaccudukarlus HapyeHuit
TIIAKEMUM « « .« vttt e ettt e e e e e e e e e e e 292
CaxapHbIil IMA0ET 1-TO THIMA . . ..o vt e e eie e 294
TunornukeMust U TMIOTJIMKEMUYECKAS KOMA . ..o oo vt 334
CaxapHbIi TAA0CT 2-TO TUITA . . o v v v veee e e eie e eeenns 345
MoHoreHHbIe (hOPMBI CAXapHOTO AMA0LTA. . . ... oo o vv .. 352
DIIOKOMETPBI « .« vt et e et et e e e e 357
CHUCTEMBI MOHUTOPUPOBAHMS . « « v v v vveeee e eeeeenns 368

Iasa 9. CHHIPOM rHIIOLTMKEMHM Y I€T€H . . . . . . .. ........ 370
Bbroxumuyeckast OCHOBA U PETYJISILIMS MeTaboM3Ma
J0070) S0 11 AP 370

[naBa 10. OKupeHne . . . ... .............uruenn... 404
DTUOJIOTUS U TTATOTEHE3 OXKMPCHUS . .« o v v vvveeeee e 410
Kiaccu®uKamsa OKUPEHUS . . . o oo ve e e e eeeeas s 412
KAMHUYECKME PEKOMEHAALIMM .« « . o v vovvveeeaeeeeeanns 415
[11efi0TPOITHBIE CUHAPOMBI OXKUPEHUST
WM CUHAPOMAJIbHBIE (DOPMBI OXKMPEHMS . . o oo v e e ean . 418
MoHoreHHbIe (OPMBI OXKUPEHUS YSJTOBEKA . . ... oo, . 420
TTOCTHENCTBUS OKUPEHUS. « v v vvveeeee e ie e eeeeans 423
CKPUHUHT [IeTe ¢ OXUPEHUEM ISl [TOUCKa
METAOOTMYECKUX OCTOKHEHUM. . o« v v vveeee e 427
MeIMKAMEHTO3ZHOE JICUCHME. . . o o v o eveee e eeeeeenns 430

Tnasa 11. MHoXecTBEeHHAs! SHIOKPUHHAS HEOILIA3US
(CMHIPOMBI MHOKECTBEHHBIX SHIOKPHHHBIX

OMYXOMEM) . . o ot ettt e e e e e e e e 434
InaBa 12. Heiipo3H10KpHHHbIE OMYXO0JIH

KEJTYI0UYHO-KMIIEYHOTO TPAKTA . . . . . . o oo e .. 445
HuddysHas (ATTY1) v HelipO3HAOKPUHHAS CUCTEMA . . . . . . . 445
KapumHOMIHBIA CHHIPOM ..ottt e et e e e 448
WHCYTIMHOMA . . ..ttt 450
lacrpuHoma (cMHAPOM 30JUTMHTEpa—DJUIMCOHA) . . .. ... ... . 454
DITIOKATOHOMA.. « .« .\ vttt et e e e ettt e et e eeans 456
Bunowma (cunapom BepHepa—MoppucoHa) ............... 457
COMATOCTATHHOMA. . « .« . vte et e ettt e e e e 459



CripaBOYHUK AETCKOro 3HAOKPUHOIOra

TIPHIOKEHHS . . . . . . oot

[punoxenue 1. DyHKIIMOHATBHBIE TECTHI B IETCKOM

)31 (015401705 (03) (0] 3 71/ LN PP
Tectol 1st O1IeHKU (DYHKIIMY KOPBI HAATIOYEYHUKOB . . . . . . . .
TecTbl ISt OLIEHKU (PYHKLIMU TUTTODU3A . .. oo e e e ann s
OreHKa CeKpeluy COMaTOTPOITHOTO TOPMOHA . . . .. oo v vvw ..
OLieHKa cekpeluu JIoTeMHu3upytomiero ropmona (JII)
u (posutukynoctumyaupyoitero ropmora (OCI). ..........
OueHKa ceKpeLMy aHTUINYPETUYECKOro
ropMoHa (AID) ... .o
OLEHKA CEKPELIUU MHCYTIMHA « « .« v e e et ete e eee e
TTpoObI 1151 O1IeHKU (DYHKIIUU TTOTOBBIX JKEM€3. . . o v v v ..
OLIeHKa COCTOSIHUS YTIJIEBOIHOIO 0OMeHa
YV UHCYJIMHOCEKPCIIMM « - . v et e eeee e e e e e e e eeee e
CHUCOK JIUTEPATYPBL « - « ¢ vee e eee e eeee e eee e eee e

ITpunoxenue 2. HopmaTuBbl CrieliMaIbHBIX
JJAOOPaTOPHBIX TMOKa3aTeseil, UCIOIb3yeMbIX
B JIETCKOM DHAOKPUHOMOTHM . « o v v v ve e e e e e ee e e

TIpeIMETHBIN YKAZATEIb . « o o v v v ve e e e e e e e e e



MmaBa 2
HapyuwieHus pocta

dusunonorus pocTta

HOpMaJ'[I)HBIC TEMIIbBI PpOCTAa YE€JIOBEKA MOXKHO pas3acivuTb

Ha TPU TIEpUOMa, HAXOISIINUXCS TON KOHTPOJIEM pa3TUMIHBIX
dakTopoB: epuoa MiaaneHYecTBa, NETCTBO U IyOepTar.

Poct B MnaseHuecTBe B 3HAYUTEIbHON CTENEHU HAXOAUTCS
MoJ, BIUSIHUEM (PaKTOPOB MUTAHUSI, UMEIOIINX pelialoiee
3HAYEHME B IIEPBLIE IBa roa XU3HU peOeHKa. B aToM nepu-
olle Y HEKOTOPBIX JeTeil MOryT HaGJIIOMAAIOTCsI YCKOPEHHbIE
WJIY 3aMeUTEHHBIE TEMITbI POCTa, TTO3TOMY CKOPOCTh POCTa B
TepBbIC TOABI XKU3HM B OOJIBIICH CTETIEHU OTIPEICISICT TIPO-
THO3 KOHEYHOTO POCTa, YeM UIMHA [IPU POXKICHUU.
JlanbHENIIMIT TPONMOPLUMOHAIBHO CTAOMIBHBIN POCT B I€T-
CTBE IO JIOCTVDKEHMs IMyOepTaTHOTO BO3pacTa Herocpell-
CTBEHHO PEryJIMpPyeTCcss TOPMOHOM POCTa, a TAKXKE TUPEOM I -
HBIMUA TOPMOHAMM, TOPMOHAMU HAIITOYEYHUKOB.

B myGepraTHOM mepuone COBMECTHOE IEWCTBHE TOPMOHA
pocTa M TOJOBBIX CTEPOUAOB (3CTPOTeHOB) IMPUBOIUT K
YCKOPEHMIO TEMIIOB pocTa (IyO0epTaTHBI pPOCTOBOI CKa-
YOK), MPOrPECCMBHOMY KOCTHOMY CO3PEBaHUIO, IPUBO-
ISIIeMy K 3aKpBITUIO 30H POCTa M, B KOHEYHOM CUETe,
K IOOCTIXEHMIO KOHEYHOTOo pocra. VIMEHHO 3CTPOreHbI
OTBETCTBCHHBI 3a 3aKPBITUE 30H POCTa KaK Y XKEHIIMH, TaK
Wy MYX4IUH.

MonoBble pasnnyuna

KoHeuHbIil pocT MyX4YUH B cpefiHeM Ha 13 cM Bblllle, YeM

y >KeHIIUH. B meTcTBe Hayaio myoepTaTHOrO pOCTOBOTO CKavyKa
y IeBOYEK HACTYMAeT paHble, YeM Y MATIbYMKOB.
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CripaBOYHUK AETCKOro 3HAOKPUHOIOra

Temnbi pocTta

B npenenax ogHOro nojia MOryT HabJIIOAATLCS MEKUHIUBUILY-
TbHbIC PA3IUYMS B TeMIMax pocTa (MM CKOPOCTU TOCTHKEHUSI
KOHeYHOro pocta). CKOpOCTb KOCTHOTO CO3pPEBaHUs, €€ 3aepKKa
WM YCKOpEHUE, OTIpeessieT BpeMs Hadasia U IIMTeIbHOCTh TI0JI0-
BOro pa3putus. YacTo 3T 0COOEHHOCTH MMEIOT CEMEMHBIN XapaK-
Tep, YKasbIBasi HA BOBJICUEHHOCTh FTeHETUYECKUX (hakTopoB. CpaB-
HEHME «KOCTHOTO BO3pacTa» (OIpeesseTcss o PeHTIeHorpaMme
KHUCTEl PYK C Jy4e3arsICTHBIMU CyCTaBaMM) C XPOHOJIOTUUECKIM
BO3pAaCcTOM MMeEET BaxKHOE 3HaYEeHME B IIPOTHO3MPOBAHUM POCTA.

KoHeuHbI pocT

KoHeuHbIit pocT ompenensieTcsi Kak JOCTUTHYTBIN YeIoBe-
KOM POCT Ha MOMEHT CHIKEHUST TEMITOB pocTa MeHee 2 CM/TO]I,
YTO MOXHO MOATBEPAUTH 3aKPBITUEM 30H POCTAa Ha PEHTTEHO-
rpamme Kucteil pyk. KoHeuHbIli pOCT reHeTUYeCKU AeTEPMU-
HupoBaH. [TporHo3upyemblii KOHEYHbBII POCT MOXKET OBITh pac-
CUMTAH Yy KaxJ0ro pedeHKa MHAUBUAYAIbHO, UCXOs U3 pOCTa
€T0 POIUTENEH.

OueHka pocTta
UN3smepeHune pocta

B uensax MUHMMU3aLMM OIIMOKHU IPU pacuyeTe CKOPOCTU PO-
cta (CM/rof), MHTEepBaJl MEXIY M3MEPEHUSIMU POCTa TOJIKEH
COCTaBJISITh KaK MUHUMYM 6 Mec. MI3MepeHust JOJDKHBI ITPOBO-
JIUTBHCS HAa OMHOM M TOM K€ CTaIHMOMETPE, KEIAaTeIbHO OIHUM
U TeM Xe IIepCOHAIOM.

N3mepeHne pocta cumist U CpaBHEHME ¢ JJIMHOW HOT (POCT
CTOSI — POCT CHISI) TIPOBOISAT C LIEIbIO OLICHKU TPOMOPIINO-
HaJIbHOCTH TEJIOCIOXKEHUSI.

CpegHui pocT poauTene
CpenHUil pOIUTENIbCKUI POCT OIpeAesieT TeHEeTUYeCKUi
pocT pebeHKa, KOTOPbIii pacuUThIBAETCS 1O (popmyJie :

J1st MaJIbuMKOB = POCT OTLa+pocT MaTepu/2+6,5 cm
st ieBovek = poct oTta+poct marepu,/2—6,5 cm.
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Ma.a 2. HapyweHus pocta

KosppduymeHT cTaHZapTHOro OTK/IOHEHUS

1751 OLIEHKM COOTBETCTBUSI MHIMBUAYAJBHOTO pOCTa pe-
OeHKa pehepeHCHBIM [IJIsI COOTBETCTBYIOIIEIO BO3pacTa U IoJja
NAHHBIM UCIOJB3YIOT «KOI(MOUUMEHT CTaHAAPTHOTO OTKJIOHE-
Hus» (SDS, standard deviation score), TOKa3bIBaIOIINIT CKOJTb-
KO CTaHIApPTHBIX (CUTMaJIbHBIX) OTKJIOHEHUI COCTABIISIET pa3-
HULIA MEXIY U3MEPEHHBIM 3HAYEHUEM U CPETHUM MoKa3zaTesleM
pocrta JU1st TaHHOTro Bo3pacTa U 1oJjia. Pacuetr SDS pocra npou3-
BOIUTCS IO (hopMyJIe:

SDS pocra = (x — X)/SD,

rjae X — pocT pebeHka, X — CPelHU pOCT [Uist JAHHOTO XPO-
HOJIOTMYECKOI0 Bo3pacTa u mnoJjia, SD — ctaHgapTHOE OTKIJIO-
HEHME POCTa IS IAHHOTO XPOHOJIOTMYECKOTO BO3pacTa  1oJia.
SDS pocta MOXHO paccuMTaTh BpYyUYHYIO, 3Hasl BEJIUUMHY CTaH-
JApTHOTO OTKJIOHEHUs Ul TaHHOTO BO3pacTa M IoJia, WK C
TTOMOIIbIO KOMITBIOTEPHBIX TPOTPAMM.

KpuBbie pocta

J1s1 OLIEHKHM TOKa3aTesieil pocTa B paHHeM aercTse (ot 0 1o
36 Mec) pa3paboTaHbl CIIELIMaIbHbIE BECO-POCTOBBIE IEPLICH-
TUJbHBIE KpuBble (puc. 2.1, 2.2). Y nmeteit crapiiero Bo3pac-
Ta WCIOJIb3YIOTCS IPYrue TepUeHTWIbHbIE KpUBBIe (OT 2 10
20 net) (puc. 2.3, 2.4).

KocTHbIN BO3pacT

CreneHb occuUKaLMU SMU(PU3APHBIN 30H pOCTa SBJISIETCS
BaXHBIM KPUTEPUEM B TMaTHOCTUKE HAHM3Ma U IPOTHO3UPO-
BaHUM KOHEYHOTO pocTa. Pazmmyms MexXmy KOCTHBIM U XpPOHO-
JIOTMYECKM BO3pPacTOM HAlOT BO3MOXHOCTh ITPOTHO3MPOBATh
TEeMIIbl pOCTa, BpeMs Havajia IybepTara, KOTOPbIii OOBIYHO Ha-
CTyMaeT MpU JOCTUXKEHUU KOCTHOTO Bo3pacTa 10,5 et y neBo-
yek U 11—11,5 1eT y MaJIb4MKOB, OHAKO CBSI3b MEXK1Y KOCTHBIM
BO3pacTOM M BpeMEHEeM Hauajia mybepTaTa OTHOCUTelIbHA. [e-
BOYKU JIOCTUTAIOT CKEJIETHOM 3pesIOCTH ITPU KOCTHOM BO3pacTte
B 15 net, manibuuku — 17 ner. Takum oGpa3oM, 10 KOCTHOMY
BO3PacTy MOXXHO OLIEHUTbh OCTAIOILIUIICS POCTOBOI MOTEHLIMAT,
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MepUeHTUNbHbIE KpUBbIE s
pocTa 11 Beca Ans AeBOYEK
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Puc. 2.1. [leplLieHTMIIbHBIE KPUBBIE pOCTa U Beca Ui aeBouek (0—36 mec)

OH MOXET OBITh MCIIOJIb30BaH B IIPOTHO3UPOBAHIUU KOHEYHOTO
pocra.

Huskopocnoctb

HeduumT pocta (HU3KOPOCIOCTh) — POCT HIKE 3 TIepleH-
TWIA WM HUXKe 2 CTaHZapTHHIX oTKiIoHeHui (<-2,0 SDS) or
TMOMYJISIUMOHHON CpeOHEN IJIsT JAHHOTO XPOHOJIOTUYECKOTO
BO3pacTa u rnoia.
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Ma.a 2. HapyweHus pocta

MepLeHTUNbHbIE KPUBbIE Vs
pocTa 1 Beca [isi ManbyuKoB
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Puc. 2.2. TlepueHTuIbHBIE KpHMBBIE POCTAa M Beca ISl MaJbYUMKOB
(0—36 mec)

HapyiueHust pocta MOryT MPUCYTCTBOBATH 3a[0JIIO 10 TOTO
MOMEHTA, KOIJa POCT OKAaXETCsl HUXE 5TOr0 YPOBHS M MO-
I'yT OBbITh BBISIBJIEHBI HAMHOI'O PaHbIIE MPU OLEHKE CKOPOCTU
pocTa pebeHKa 1 aHaJIM3e ero MHAMBUIYaIbHON KPUBOIA pocTa

(puc. 2.5).
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MepUeHTUIbHbIE KPUBbIE s
pocTa 1 Beca Ans AeB0YeK
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Puc. 2.3. TlepiieHTWIbHBIC KPUBBIE POCTA U Beca TSt ieBouek (2—20 Jiet)

IIpumep panHeii IMATHOCTHKY 3aMeJIEHHS TEMIIOB POCTA

ITarmenTka A. Ha MOMEHT AMarHOCTMKHU (XPOHOJOTMYe-
ckuii Bo3pacT 2 roga 6 mec) SDS pocra ~ —1,8. 3amono3purhb
3a00J1eBaHKE YIAJIOCh B CBSI3U C 3aMe/UIEHUEM TEMIIOB POCTa U
BBICOKUM POCTOM poauTeeii (Mama — 178 cM, mana — 194 cm).

Kpwusast pocra 3mopoBoro pebeHka B OOTBIIMHCTBE CTydaeB
HE CHUJIbHO OTJIMYAETCsl OT MEPLEHTUIM CPETHETO POCTa POIU-
Teneit. OTKIOHEHUE OT KOHCTUTYLIMOHAJIBHO OOYCIOBICHHOM
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Ma.a 2. HapyweHus pocta

MepueHTUNbHbIE KPUBbIE Vs
pocTa 11 Beca Anf MarnbyvkoB
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Puc. 2.4. [epueHTUIbHBIE KPUBBIE POCTA U Beca TSI MATTbYMKOB (2—20 J1eT)

KPMBOI poCTa CBUAETEILCTBYET O HAJIMYMU IATOJOTMYECKOTO
(bakTopa, BIMSIOIErO Ha POCT.

an/I‘-IMHbI HU3KOopOoa10oCTn

CemeliHast HU3KOPOCIOCTb.

KoHcTutylmoHnaibHasi 3amepkka pocta M mydeprarta.
(Ha JOJTI0 TEPBBIX ABYX MPUYWH TpUxoautcs okoso 40%
clTyJaeB HU3KOPOCIIOCTH).
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Birth to 36 months: Girls NAME
Length-for-age and Weight-for-age percentiles RECORD #
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Puc. 2.5. UnauBuayanbHas KpuBast pocta pebeHKa

o Z[ecl)MLu/IT comatotporniHoro ropmona (CTT) (8%):

«UINOTIATUYECKUI»;

—  BPOXIECHHBIN (BPOXICHHbIE AHOMAJINU TUIOTAIAMO-
runoduszapHoii obiactu, natonorus pazsutusi LIHC);

—  TIPMOOPETeHHBII (OTyXOJIM TUIoTaIaMO-TUTIO(hU3apHO
00J1acTH, OITyXOJIM TOJIOBHOTO MO3Ta, HE CBS3aHHBIE
C TUTOTaJIaMO-TUIO(MU3apHON 00J1acThlO, JeUeHUEe TI0
MOBOMY OIyXOJIeH (XUpYpruueckoe JiedeHue, JyveBast
Teparnus).
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Ma.a 2. HapyweHus pocta

e PesuctentHocTh K CTI (penkue reHeTMUECKHEe MyTalIMN).

e Buyrpuyrpob6Has 3anepxkka pocta (10%).

e OcTeoXoHIpOaUCIUIa3UKM (aXOHAPOILIA3usl, TUITOXOHIPO-
TUTa3MsT).

e XpomocoMHble HapymeHus (cuHmpom IllepemeBckoro—
Tepnepa, JlayHna, [Tpanepa—Buinn).

e  DHIOKPUHHBIE 3a00JIeBaHMsI (TUTIOTUPEO3, TUTIOTIAPATUPEO3,
TUMOPKOPTULIM3M, MIPEXIEBPEMEHHOE MOJIOBOE PA3BUTHE).

e XpOHMUYECKHE cOoMaThyecKue 3abosieBaHUs (BPOXKICHHBIE
TMOPOKU Cepjlla, XpOHUYecKast TouevyHast HeIoCTaTOUHOCTbD,
LeJUaKust).

o Henoenanue.

CemenHas HU3KOPOCoCTb

MMeeTcst HacIeICTBEHHAsI IIPEAPACIIOIOXEHHOCTD K 3aIePK-
ke pocta. OmuH MaM oba poauTelis, 4acTo elle KTO-JIM00 U3
KPOBHBIX POICTBEHHUKOB UMEIOT HU3KMIA POCT. 3aepkKa pocTa
OTMEYaeTCsl C paHHETro BO3pPacTa, OMHAKO AeMUIIUT pOcTa COOT-
BETCTBYET Ae(DULINTY POIUTEILCKOrO pocta. KpuBas pocra umer
HIDKE, HO IIPAKTUYECKH MMapajUIe/IbHO HIDKHEH rpaHuLe HOPMEI.
KoctHblii Bo3pacT, Kak MpaBUIo, COOTBETCTBYET XPOHOJIOTMYE-
ckomy. Yposuu MP®D-1 u ctumynuposanHas cekpennss CTT B
HopMe. /InarHo3 «ceMeiftHast HU3KOpOCJIOCTh» TTPaBOMEPEH TOJTb-
KO B TeX CIIydJasix, KOIla MCKIIOYEHBI APYTUe BO3ZMOXHBIE TIPHU-
YUHBI HU3KOPOCIOCTH. «CeMeiiHyI0» HU3KOPOCIOCTh HEPEIKO
JIMATHOCTUPYIOT Y GOJIbHBIX C TMIIOXOHIPOILIA3HEH.

KoHcTuTyumoHanbHas 3agepika pocta v nybeprara

Haubonee yacTto BcTpeyaeTcss B IMOAPOCTKOBOM BO3pac-
Te, HO MOXEeT UMeTh MECTO U B OoJjiee paHHeM Bo3pacte. Yaiie
BCTpeYaeTcs y MaJTbuMKOB.

WnnuBuayanbHblii TpaduK pocTa, Kak IPaBUIO, COOT-
BETCTBYET 3 MEPLEHTWIN MM HECKOJbKO HIXKE HIKHEN rpa-
HULbl HOpMbl. CKOPOCTh pocTa B Ipeaenax Hopmbl. Otcra-
BaHME KOCTHOTO BO3pacTa OT XPOHOJOTHMYECKOTO COCTaBIISIET
2—4 roma, ¥ 3Ta pa3HUIIA C BO3PACTOM OCTAETCS HEM3MEHHOM.
3a cYeT 3TOro MPOrHO3UPYEMbI KOHEUHBII POCT YKJIaAbIBAETCSI
B IIpeIeJibl JOMYCTUMBIX 3HAYSHUI ISl JTAHHOM CEMbU.
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Hauajo moioBoro pa3Butusi, a BMeCTe C HUM U ITybGepTaTHOE
YCKOpPEHHE POCTa OTCPOYEHBI (CPOKM 3aBUCST OT CTETICHU OT-
CTaBaHUsI KOCTHOTO BO3pacTa).

Kak npaBuio, 1aHHbIN BapUaHT Pa3BUTUSI UMEET CEMEHbII
aHaMHe3.

Cexkpenust CTT HopmanbHast. Eciiv KocTHBIH Bo3pact >10 e,
CTUMYJISIIMOHHBIH TECT TOJIKEH MPOBOIUTHLCS Ha (DOHE TTPUMEHE-
HUSI 9K30T€HHbBIX MMOJIOBbIX TOPMOHOB (Y MJIbYMKOB: OTHOKPAT-
Ho TectocTepod 100 Mr B/M ¢ TIpoBeieHUEM MTPOOBI Ha CTUMY-
ssiumio CTT Ha 5—7-e cyTKu nocjie UHbeKLMU) — [3-3CTpaanuon
2 mr (1 Mr mpu Macce Tesia <20 Kr) B Te4eHue 2 THei, ¢ MPUeMoM
B BeuepHHUe vachl, npoda Ha crumyssiuuio CTT npoBoauTcst Ha
yTpo 3-T0 IHS. AJIbTepHATHBA JI1 MaJbUUKOB — MPUMEHEHUE
B-acTpamuona (Kak y AeBOUYEK).

JleyeHne

Tepanuto tecroctepoHoMm (50—100 mr B/M, 1 pa3 B Mecsit
B TeueHre 3—6 Mec) OOBIYHO Ha3HayaloT MajabuukaMm 14 et
M cTapiile, KOTOPble Cepbe3HO 00ECITOKOCHBI 3aIepKKOI CBO-
€ro TMOJIOBOTO pa3BUTHUS. Y MaJlbuUKOB, UMEIOIINX 3aICPKKY
KOCTHOTO Bo3pacTa Ha 2 1 6oJiee JIeT, 0COOEHHO JUIsI 3aHMMAIO-
IIMXCS B CEPhE3HBIX CITOPTUBHBIX CEKIIUSIX, TOTTYCTUMO Ha3Ha-
yeHUe aHabOJIMUYECKUX CTEPOUIOB (HOHAPOJOH MM OKCaH-
IPOJIOH) B BO3PACTHOM ITO3MPOBKE MOJ KOHTPOJIEM KOCTHOTO
CO3peBaHMSI.

JedrunT coMaToTpOnHOro ropMoHa

JleuIUT ropMoHa pOCTa MOXKET OBbITh BbI3BAH: ITOJHBIM
WIM YaCTUYHBIM HapylieHueM cekpeuuu CTI Ha ypoBHe ru-
nodusa, cekpelueil maToJornyeckoro ropMoHa pocra, Jubo
OIOCPEIOBAHHO — CHMXXKEHUEM YPOBHEI POCTOBBIX (haKTOPOB,
3aBucuMbIX oT CTT.

Paznuyaior TOTalbHBINA (BbIpaKEHHbIN) M TMapUUaIbHbINA
(ymepenHbiit) CTI-nedunt, BpoXaeHHbI U TPUOOPETEHHBIA.
Heduuut CTT MoXeT ObITh U30JIMPOBAHHBIM (U30JIUPOBAHHBIMI
CTTI-pedunur, UAT'P) unu coverathest ¢ AeULIMTOM APYTrUX
TPOITHBIX TOPMOHOB aJiecHOTUNoMu3a [MHOXECTBEHHbIN nedu-
LUT ropMOHOB afaeHorunodus (MIAT'A), runonutyutapusmy.
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Ma.a 2. HapyweHus pocta

Tunonutyutapusm omnpenensieTcst Kak OTCyTCTBUE MU CHU-
KeHue HYHKIUY ABYX WU 6osiee r’unodu3apHbIX TOPMOHOB.

B Hacrosiuee Bpemst cunapom CTT-geduiura y nereit pac-
CMaTpHUBAETCsT KaK KOMIUIEKC MTaTOTeHETUYSCKM PAa3TMIHBIX 3a-
OosieBaHUI, OOBETMHEHHBIX OOIIEH KIMHUYECKON CUMITTOMA-
THKOM (puc. 2.6).

Yacrora nepunura CTT y gereit — 1:10 000 HOBOpOKIEH-
HbIX. Jedpunut CTT MoxeT ObITh MIUONATUYECKUM U OpraHU-
YEeCKMM, CEMEHBIM 1 CITOPATUUECKIM, C BBISIBICHHBIM F€HETH -
yecKuM aedekrom (cm. puc. 2.1, 2.2) n 6e3 Hero.

BpoxaeHHbIn CTM-pgedununt

HacaencrBennbie (hopmbl
leneTnueckast ocHoBa neduIIMTa TOpPMOHA POCTA IMPU HAJIHA-
YU POACTBEHHUKOB IMEPBOI CTENEHU POJCTBA C TOM e MaTo-
norueit (¢ poctom <-3SD), BcTpeuaercst B 5—30% ciydaes.
3arnono3puTh reHeTu4eckKyro ocHoBy nedunuta CTI MmoxHO
MPY CISIYIONTUX YCIOBHSIX:
e paHHee HayaJo OTCTaBaHUS B POCTE;
e OTATOLLUEHHBIA CEeMEMHbII aHaMHE3 B OTHOLUEHUM HU3KO-
pPOCIIOCTY WK GIU3KOPOACTBEHHBIN OpaK;
e poct Huke (-)3 SD ot cpenHero;
e KkpaiiHe Hu3Kuii oTBeT CTT Ha hoHE CTUMYISLIMOHHBIX TECTOB;
e oucHb HU3KHUE ypoBHU UPD-1 1 UPDOCB-3 (> 2 SD Huke
CpelHeit 17151 COOTBETCTBYIOLIEro BO3pacTa U 1oJja).
HacnencrBennsiii nuzosmpoBannsiii CTT-nednmur
Bpoxknennsrit uzonuposanHsliii neurmt CTT acconmupoBan
¢ 5 pa3IMYHBIMU HacJelyeMbIMU 3a00eBaHUSIMU (maoa. 2.1, 2.2).

Tabnuua 2.1. HacneacTeeHHbI n3onupoBanHbin CTI-gedomumt

AyTocomHO-peLeccMBHoe AyTOCOMHO-AOMUHAHTHOE
HacnejoBanue HacnepjoBaHue

nare, tun 1A nare, tun ll

Wnare, tun IB X-cuenneHHas popma NAP
[edexTbl peuentopa MP-PT
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Tabnuua 2.2. lechekTbl reHOB, BeAyLLME K U30/IMPOBAHHOMY AeuLmuTy

Ten Tun Hacnepo- | MonekynspHblit pediext Mpossnexus ArP
BaHuA
GH 1
Tun 1A |AyTocomHo-pe- | [eneunn unu mytauuu GH-1 BbipaxeHHas noct-
(MWOrP | ueccusHbIi (rpy6ble aedekTbl) HaTanbHas 3afepx-
IA) Ka pocra.
Tsxeneinwwas Hego-
cTaroyqHocTb CTI
Tun 1B |AytocomHo-pe- | MyTaumum unun HebonbLune ae- | HenoctatoyHOCTb
(MATP | ueccuBHbIif neunu GH-1; mytauuu GHRH-R | CTI MeHee Bbl-
IB) paxeHa, 4em npn
nare 1A
Tun i AyTOCOMHO- MyTauuu cnnaicuHra, Muc- lposBReHNs CX0XN
(MOrP | ROMWHAHTHBIA | ceHc-MyTaumn GH-1 chare 1B
1) (0AVH 13 poam-
Tenein 601eH)
Tun Il | X-cuennenHbIA | X-CLenneHHbIA Coyetaertcs ¢ runo-
(nare CMeXHble reHHble AedheKTbl y-rno6ynuHemuen
) (MyTauum unu aeneuunn) Ha
LNNHHOM M7ieye X XpOMOCOMbI
(Xq21.3-022), B o6nactu, co-
JepxalLeit iBa NoKyca, O4uH —
Heo6X0AUM AN HOPMANbHON
NPOAYKLMN UMMYHOTIO6YNMHOB,
BTOpOIi — Ana akcnpeccun CTI
GHRH-R | AytocomHo-pe- | MyTauuu [eduuunt pocta

LIECCUBHbI

npu pOXAEHUM.
BbipaxkeHHas noct-
HaTanbHas 3afepx-
ka pocTa.
Mukpouedanms.
AcumnTOMHas
apTepnanbHas ru-
NOTOHNS
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Ma.a 2. HapyweHus pocta

ropmoHa pocra (MAre)
Twno- | Mukponenuc | dnaoreqHbii CTI Jdpcpext Tepanuu P
rnnke- | (y manb-
MUK YUKOB)
+ + CuHte3 CTI He NPONCXOANT. -
CTMMYnUpOBaHHbie YPOBHM | MOBLILLEHHbI pUCK (B
CTI He onpenensembl 50%) 06pa3oBaHns Bbl-
COKOrO TUTPa aHTUTEN K
3Kk30reHHoMy [P, KoTopble
6710KNPYIOT POCTOCTUMY-
nnpyroLwmi agpext NP
+- +—- CuHTe3 monekynbl GTI +
NPOMCX0ANT, 0AHAKO OHA He-
NOJTHOLIEHHas.
CTUMYNNPOBaHHbIE YPOBHU
CTI He onpeaensembl Uan
HU3KNe
+- +— CTUMYNUPOBaHHbIE YPOBHU ++
CTI Huskue
+- +— CTUMYNUPOBaHHbIE YPOBHU +
CTI Huskue
- - CTUMYNMPOBaHHbIE YPOBHM +

CTI Hu3KMe
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Ma.a 2. HapyweHus pocta

HacnenctBeHHBIIT MHOXECTBEHHBIN Ne(PUIIUT TOPMOHOB
afeHorumnogdusa.

MouteKyasipHOIl OCHOBOII MHOXECTBEHHOTO aeduiura Tu-
mou3apHbIX TOPMOHOB SIBJISTIOTCSI MyTallUd B TeHaX, KOIM-
pylonux runodusapHble TPAHCKPUIIIMOHHBIE (haKTOphI, yJa-
cTBylolIME B aMOpuoreHese ageHorunodusa: POUIFI (PITI),
PROPI, LHX-3, LHX-4, HESX-1, Pitx2.

[nst marmeHToB, nMetonux mytauuu POUITFI (PIT1), xapak-
TepeH BbipaxeHHBIN nedunut CTI/mponakTtuH, Torma Kak cre-
TIeHb BeIpaXeHHOCTH HerocTarouHocTy TTT MoxkeT BappbUpoBath.

HawubGosee 4acThiM 13 BceX M3BECTHBIX B HACTOSIIIEE BPEeMsI
TeHeTUYeCKUX Je(eKTOB, JIeXKAlIUX B OCHOBE BPOXICHHOTO
TUTIONIUTYUTapu3Ma, siBjigercs narosoruss PROPI. B otiuuue
ot quy ¢ aedpexrom POUIFI (PITI), nauueHTsl ¢ MyTauuei
PROPI viMeloT COIMYTCTBYIOLIMI TMITIOTOHAAW3M U TMIIOKOP-
THUKU3M. [MMOKOPTUIIM3M pa3BUBAeTCs MOCTENEHHO U MaHU-
dectupyer, Kak MpaBUo, He paHee MOIPOCTKOBOTO BO3pacTa,
yalile Ha TPeTheM IECSATUICTUN KU3HU, XOTSI MOTYT BCTPEeYaThCsI
cJlyyau ¢ 1eGI0TOM B paHHEM JIETCTBE.

Oxkono 20% mauueHtoB ¢ mytanusiMu PROPI uMeloT ru-
nepriasuio ageHorunodusza Ha MPT ¢ nocienyloleit ee MH-
BOJIIOLIMEN B MpoLIeCcCe XXWU3HU, BIUIOTh 10 Pa3BUTUS «ITyCTOTO
Typelkoro ceia». Panee nannyio MPT-kapTuHy runepruiazuu
aneHornmnodur3a paclieHUBaIM KaK OITyXOJIeBbIi mpoliecc (Kpa-
HUodapuHTIOMa, afeHOMa runodr3a), YTO MPUBOIWIO TTOPOit
K OTIepaTUBHBIM BMeIIaTeIbCTBAM Ha Turnoduse. B HacTosiee
Bpems nonobHass MPT-kapTuHa y pebeHka J100ro Bo3pacra ¢
nedururom CTT/Tpn/TTT saBnsieTcst ToKa3aHUeM JIJIsT MOJIe-
KYJISIDHOM IMarHOCTHUKM, B TIEPBYIO OYepelb, Uil aHaJIM3a reHa
PROPI.

[Tatonorus rena HESX-1 (<homeobox gene expressed in em-
bryonic stem cells») onucaHa y aeTeil ¢ TUIIONUTYUTapU3MOM,
COYETaHHBIM C cemnTo-ontuyeckoit mucriaszueit (COJl) (cuH-
npom de Morsier). Cunapom de Morsier rmonpa3ymeBaeT Tpuamgy
BPOXXIEHHBIX aHOMAJIUI CPETHETO MO3Ta, 3pUTEJIbHOTO aHaJ -
3aropa u runodusa:

e TUIOILIA3UsI 3PUTEIBHBIX HEPBOB U XMAa3MBl;
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1 Manonatnyeckuin Aedpuumt ropMoHa pocta

1.1 Vigmnonarunyecknin fecouynT ropMoHa pocTa  (Knaccuyeckas
thopma)
1.2 HeiipocekpetopHas aucdyrkuns (HCL)
2 [ecuunT ropMoHa pocTa 3BECTHOrO NPOUCXOXKAEHNS
(opraHuyeckuin)

21 BpoxpaeHHbln CTT - geconunt 2.2 TpuobpeteHHblid CTT - geconunt

211 ['eHeTMYeCKMe NPUYMHBI 221 Onyxonu runoTtanamo -
necuumta NP runoduaapHoit o6nactn
2.1.1.1 Naronorus reHa GH-1 (Tun 2.21.1 KpanuocapuHruoma
IA, NOMUHAHTHBIR ) 2212 Tepmuonma
2.1.3  KomnnekcHbli CMHAPOM 2.2.3.2 Numcpoma
BPOX/AEHHOro Aeduunta
rgpra pocw:l thil 2.2.3.2.1JIumchoma Xo[KKuHa
2.1.3.1 MaHuuToneHns daHKoH 2.2.3.2.2 Hexo/pKKiMHCKas Mmcpoma
2.1.3.2 Cunppom Purepa 2.2.3.2.9]1pyrue
2.1.3.9 [pyrue 2.2.3.3 ConupHaa onyxosnb
2.24  [pyrue npuynHbl
2.1.4  TpeHatanbHas MHeKums AR Ea
2.1.4.1 KpacHyxa JeduuunTa ropmoHa pocta
2149 [ipyrue 2.1.4.1 TpaBma ronosbl
215  CuHapom 61OHEaKTUBHOIO 2.1.4.2 VHdekunn LeHTpanbHoil
ropmMoHa pocta HEPBHOIA CUCTEMBI
2.1.5.1 KowarskiTun 2.1.4.3 Tuppouedanusa
2.1.5.9 [pyrve 2.1.4.4 TpaHynemarosHble
60ne3Hn
21.6  OyHKUMOHANbHbII 2.2.45 TuctroywTo3

necduumuT ropmoHa pocTa

2.1.6.1 Matonorus peuentopa K
TOPMOHY pocTa (Tun 2249 [ipyrue
JlapoHa)
2.1.6.2 [edekT peuentopa K
P/nocTpeyenTopHbIin
nedext

2.1.6.3 PesucreHTtHoCTb K IPD
2.1.6.9 [pyrue

2.2.4.6 AHomanus cocynos

Puc. 2.6. Dtuonorus neduimra ropmona pocta. KIGS Actiology Clas-
sification List, Ranke M.B. 1999 .
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e areHe3Ws/TUTOIUIa3usl MPO3PAYHON TEPEropoaKd U MO30-
JIUCTOTO Tea;
e TUMOIIAa3us rTUMohr3a U TUTIOTTUTYUTAPU3M.

MpuoGpeteHHbIN gedpunumnT CTT

Haubosee yactoii mpuYMHOM TPUOOPETEHHOM HEAOCTATOU-
HOCTU TOPMOHA POCTa SIBJISIIOTCS OIYXOJIU LIEHTPaJbHON HEPB-
HOW CHCTEMBI Pa3JINYHON 3TUOJIOTUH, B TIEPBYIO OYEpEb, 3a-
TparvBaIlle TUITOTalaMO-TUModu3apHyo objacte. Ilocie
MPOBEJICHHOTO JICUEHUsT TaKUX OIMyXoJeil (orepauusi, JydyeBast
Tepanusi, XMMUOTeparnus), Kak MpaBuIo, POSIBJICHUS TUITOM -
TyhTapr3Ma HapacTaroT.

KpannodapuHruoma, pa3BruBaromiasics U3 OCTaTKOB SITUTE-
s KapMaHa PaTke, SIBJISIETCSI OIyXOJIbIO TUIIOTaJIaMO-THIIO-
¢uzapHoit 061acTH, HanboIee YaCTO BCTPEUYaeMOM B JETCKOM
Bo3pacTe. Ha ee mosto mpuxoautcst okouio 56% cpenu Bcex oIry-
XOJieii XMa3MaJIbHO-CeJIJISIpHOM obiacTth). Y neteii ¢ KpaHuoda-
PpUHTMOMOI 10 xupypruueckoro yjeueHus CTT-gedunur pas-
BuBaetcs B 97% ciaydaeB u B 100% — mociie onepanuu.

B 3aBHUCMMOCTM OT MecTa UCXOIHOTO POCTa OIMYyXOJU BbIIe-
JISIIOT TPU OCHOBHbBIE JIOKATMU3ALUM:

e DHIOCYIpace/UISIpHBIE (PACIIONAratoTCs B TTOJIOCTU TYPEIKO-
ro cemja, Mo Mepe CBOETO pOCTa MPUITOAHUMAIOT nradpar-
My, pacroJjiarasich nepe Xua3mMoil 3puTeIbHbIX HEPBOB);

e cTeOeNbHbIE (POCT U3 HOXKHU runodusa, o0pa3yoT MHOTO-
YUCJIEHHbIE KUCThl HA OCHOBAaHMU MO3Ta);

e HMHTPa-3KCTPABEHTPUKYJISPHbIE (TMCTOTCHETUYECKM CBSI3a-
HbI ¢ BopoHKoi1 qHa 11 emynouka v yacTo pa3pyliaoT ero)
U Be OoJjiee peaKue;

e cyOcesuIsipHbIe (POCT U3 OCHOBHOM Ma3yXu);

e MHTPaBCHTPUKYJISpHBIC (pacronoxeHbl B 111 Xemymouke,
nHo 111 xkeaynouka mpu 3TOM OCTaeTCsl MHTAKTHBIM).

Boinee penkumu onmyxossiMM SIBJISIIOTCSI aleHOMa Tunodusa,
repMMHOMA U TaMapToMma.

[IporpeccupoBaHHbI POCT WM MPOBOAUMOE JieUeHUE 00b-
E€MHBIX 00pa3oBaHMii (HarpuMep, NIMoMa 3pUTEIbHBIX HEPBOB,
acTPOIIMTOMA), AaHATOMUUYECKN HE CBSI3AaHHBIX C TUMO(MU30M,
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HO JIOKAJTM3YIOIINXCS B HETIOCPEACTBEHHOM OJIM30CTH K THIIO-
TaJaMO-TUITO(PU3apHOI 00JaCTH, TAaKXKe MOTYT OCJIOXHSITHCS
HenoctatoyHocThio CTT.

ComaToTpodbl KpailHe YyBCTBUTEJbHbI K OOJy4YEHUIO, KO-
TOpOE TIPUMEHSIETCST ISl JICUCHUS TAllMEHTOB ¢ MEIyJl100j1a-
CTOMOM, PETUHOOJIACTOMOM, TUM@OTPaHyJIeMaTO30M, OCTPBIM
JuM@OOIacTHBIM JieliKo3oM. OOyyeHHe TOJIOBHOIO MO3ra
B no3e 40 I'p u BoImie ipaktuyecku B 100% BBI3BIBACT pa3BUTHE
COMAaTOTPOITHOI HeOCTaTOYHOCTH.

Pa3BuTHe cOMaTOTPOITHOM HEIOCTATOYHOCTH Y IETEl B psizie
cJiyyaeB HaOJII0IaeTCsI TocJie 001ero 00 IyYeHUsI IIpU repeca-
K€ KOCTHOTO MO3ra, y IMalMeHTOB, MOJyJalolluX XMMHUOTEpa-
ITHUIO TI0 TIOBOAY OHKOJIOTMYECKMX 3a00JIeBAaHMIA.

[MproGpeTeHHAass COMATOTPOITHASI HEAOCTATOUHOCTh B 00JTb-
IIMHCTBE CJIyYyaeB coyeTaeTcsl ¢ Ae(UIIMTOM IPYTMX TPOITHBIX
TOPMOHOB, BHE 3aBUCUMOCTH OT MPUYUH €€ BO3ZHUKHOBEHMSI.
ITpu 3TOM «BBIMaIEHUE» TUMOGU3APHBIX TOPMOHOB TPOUCXO-
AT HE OMHOBPEMEHHO, a UMEET OMPEACIICHHYIO CTaIUIHOCTb.
Cekpeuust CTT cTpamaer B mepByio ouepedb, W JIMIIL 3aTeM
MOXKET MPUCOEAMHUTBCS HETOCTaTOUHOCTh TUPEOTPOGOB, To-
HanotpodoB, KopTUKoTpodoB. ['opasno pexe pa3BuBaeTcsl He-
caxapHBbIif TuabeT.

KnnHnyeckas KapTuHa

OCHOBHBIMY KJIMHUYECKMMHU Y€PTaAMU COMATOTPOITHOM He-
JOCTATOYHOCTH SIBJISIIOTCSL:
e IIOCTHATAJIbHOE OTCTABaHUE B POCTE;
e TIPOrpecCUpyIolliee 3aMeIJIeHHe POCTa.

KnuHunyeckne nposeneHusa CTr-pedpuunta

BbipaKeHHas HU3KOPOCNOCTb, POCT HUKe 3 SD 0T NonyNsALMOHHON cpeaHei
PocTt 60nee 4em Ha 1,5 SD HiKe cpeaHero pocta poauTenei

Poct 6onee 4yem Ha 2 SD Hixe, a ckopocTb 6onee 4em Ha 1 SD Hinke (npu
XPOHONOr4eckoM Bo3pacTte >1 rofja) Ans JaHHOr0 XPOHONOTNYECKOr0 BO3-
pacta v nona; unu cHmkenne SD pocTa cocTasnsieT 6onee 0,5 B TeueHne
1roaay pebeHka cTaplue 2 net
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Ma.a 2. HapyweHus pocta

[Tpn OTCYTCTBIN HU3KOPOCOCTU CKOPOCTL pocTa 3a 1 ro 6onee Yem Ha 2 SD
HIDKE CPefIHeN, UK CKOPOCTb pocTa 3a 2 rofia 6onee yem 1,5 SD Hpke cpeaHeii

Mernkue 4epTbl nnua (<<KyKOJ'IbHOS nnuo», nuuo <<XepyBVIMa>>) B CO4€eTaHnun
C KpynHbIM HaBUCaKOLLIUM n6oM, 3a cHeT HeL0opa3BUTUA KOCTEN NINLIEBOT0
CKerneta npw yA0BNETBOPUTENIbHOM POCTE KOCTeil MO3roBoro Yepena. Moryt
BCTpeYaTbCA 3anasLlad nepeHocuLia, menkmne Opﬁl/ITbI, MWUKPOrHaTng

* XapakTepHble paHHNe NOCTHAaTANbHbIE CUMNTOMbI BpOXAeHHOro CTI-
aednunTa: ruNoOrMKeMUN HaTOLLAK, YacTO BbIPAXXEHHAs (<3 MMONb/N) Anu-
TeNbHas XENTyxa, HeOHATaNbHbIN X0NecTas

3afiepxxka KOCTHOT0 CO3PEeBaHNs
* [lo3aHee 3aKpbiTe 60/bLIOr0 POAHMYKA

* lo3aHee npope3biBaHue 3y60B, 3ano3zanas cMeHa 3y6os. iHoraa — He-
[0pa3BUTIE IMaNi, HenpasWibHbIA POCT 3y60B. Hepeako — MHOXECTBEH-
HbIN Kapuec 3y60B.

/ICTOHYEHNE KOXK

* YcuneHHas BEHO3HAs CETb Ha BOIOCUCTON 4acTy FofoBbl Y AeTel paHHero
BO3PACTa (0TYACTM 32 CYET UCTOHYEHIASH KOXKI)

Bbicokuii ronoc

ToHKue, cyXne, NTOMKNe BONOChI

MeaneHHbIN pOCT BONOC, HOITEN

* MUKpONEHUC y ManbynKoB

* 3aaepxka cnoHTaHHoro nybepTara npu ULATP
Cumntomatuka MOMA

Kak npaBuno HopmanbHoe MHTeNNeKTyanbHoe pa3BuTne

* — NPU3HAKW, XapaKTepHbIe 1 BPOXAEHHOro feduLiMTa FOPMOHa PocTa.

Tmnornukemumn

ITockoabky CTI mrpaet BaxkHYIO poJib B Peryjsiiiuu yrjie-
BOJHOTO OOMEHAa, aKTUBUPYSI MPOIYKILIMIO TTIOKO3bI TTEYEHBIO
¥ 3aMeIsIS ee TIepudepuIecKmii KIIMPEHE, B YCIOBUAX Aehy-
IIMTa TOPMOHA POCTa BO3MOXKHO Pa3BUTUE TUTIOTIMKEMUU.

T'unornukemun Gosiee XapaKTEepHbI IJIs1 TALIMEHTOB MJIal-
IIEr0 BO3pacTa, BBIABISIOTCS TipuMepHo B 10% cirydaes.
Ha rmepBoM Tomy XXM3HU PHUCK Pa3BUTHUSI TUIOTIIMKEMUU TO-
pasno Bhie. KilmHWYecKre TPOSIBJICHUS] TUTTOTJIMKEMUU: T10-
BBIIIEHHBII amnmeTuT, 0J1eIHOCTb, MOTIMBOCTh, OECITOKOMUCTBO,
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CYIOPOXKHBIN CUHIPOM, KaK MPaBUJIO, HAOIIOMAIOTCS B paHHUE
YTPEHHME Yachl, HO MOTYT BO3HMKaTb U BO cHe. Puck HeoHa-
TaJIbHOW TUITOTJIMKEMUM BBILLIE TIPU COITYTCTBYIONIEH HEI0CTa-
TouHoctu AKTT .

an/IHLI,I/II'IbI ANarHoCTukumn

UccnepoBaHne kapuotuna

YV Bcex eBouek ¢ HU3KopocaocThio (poct <-2,0 SDS), naxe
B BO3pacTe MJjaniie 2 JIET, BHE 3aBUCMMOCTH OT HaJW4usT WU
OTCYTCTBMSI KJIIMHWYECKOW CHUMITOMATUKU cuHapoma Illepe-
1eBckoro—TepHepa, 10JKeH ObITh UCCIIeTOBAaH KApUOTHUII.

CTr-cTumMynaLmMoHHbIe TecTbl

Hrpator kioueByto posib B auarHoctuke CTI-nedunura.
ITpoBoKalIMOHHbBIE TECThl OCHOBAHbI Ha CITOCOOHOCTU pa3iny-
HBIX (DapMaKOJIOTMYeCcKUX MpernapaToB CTUMYJIUPOBATH CEKpe-
uuto u Beiopoc CTI' comarorpodamu ageHorunodusa.

Omnucano 6onee 30 CTTI-ctumymupyroommx TecToB. Mex-
JIyHApOIHBIN KoHceHcyc OOIlecTBa MO M3YYEHMIO TOpMOHA
pocta (1999 r.) u HammonanbHbiii KoHceHCcye P®D «/luarHo-
CTUKA ¥ JIeYeHUEe COMATOTPOITHOM HETOCTATOYHOCTU Yy JIETeil»
(2019 T.) pexomeHmyeT B OOJBIITMHCTBE CIy4aeB MPOBeIeHUE
nByX pa3HbIX CTT-cTuMyInpyrommx npoo aJist MOATBEPKIACHUS
HapyLIeHHOM ceKpelMy ropMoHa pocta (maba. 2.4).

Bbi6op KOHKpETHOU TpOOBI — pellieHre Jevaliero Bpaya,
TPOBOSIIETO obciienoBaHre. Tak Kak Kaxmasi U3 pod uMeeT
CBOM OCOOEHHOCTH, TO B YCJIOBUSIX ONHOW KJIMHUKHU LIEIECO0-
Opa3HO MOCTOSIHHO MCIOJIb30BaTh KaKUe-J1M00 ABE ONpeaeaeH-
HBIE.

B xauecTBe mepBoii MpoOHI Yalle BCETO MPUHSITO TIPOBOINUTH
npoOy ¢ kmoHuanHOM (KiodennHoM*), B KauecTBe BTOPOTO Te-
CTa UCIOIb3yeTcs Mpobda ¢ nHeyamHoM unn L-JIOTTA.

Y noapoctkoB (Mpy HAJIMUMKU MPU3HAKOB IMOJOBOTO CO3pe-
BaHUSI M JOCTWXKEHMSI KOCTHOTO Bo3pacta 13 JieT y MaJlbuMKOB
u 12 1eT y nAeBoYeKk) WM B3pOCTbIX MCCIENOBAHWE HAUYMHAIOT
C MHCYJIMHOBOI TIPOOHI, najnee mpoBoasaT mpody ¢ KimodemmHom*.
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Tabnuua 2.4. Mpo6bl ANs UccnefoBaHNS CTUMYNNPOBAHHON CEKPELMI FOPMOHA

pocTa
Ctumynaumod- [o3a u metog Cxema 3a6opa [o604HbIe 3ch-
Has npoba BBEJIeHus npenapara KpoBU thexTbl
Knonuamnn 0,15 mr/mn, per 0s 0, 30, 60,90, CHuxeHne Afl,
(Knohenuu#) 120 MuH; 6pagvkapans,
-30 (-15), ...,  COHnMBOCTb
(150) MuH
VHeynuH 0,1 ME/kr, BHyTpuBeHHO 0, 15, 30,45,  Tunornukemus:
KOPOTKOro CTPYMHO 60, 90 muH; noT/INBOCT,
JeincTBna -30 (-15), ..., 4yBCTBO ronoja,
(120) MuH TaxMKapaus, COH-
NIMBOCTb, TPEMOP
KOHEe4HOCTel
L-A0NA (Jle- 125 mr (Bec <15 kr); 0, 30,60,90, TowHorta, pBoTa,
BOJONA*) 250 mr (Bec 15-35kr); 120 MuH; rONOBOKPYXEHMUE,
500 mr (Bec >35 Kr); -30 (-15), ..., ronosHas 601b,
per os (150) muH 6011 B XMBOTE
[miokaroH 30 mkr/kr (makc. 1 mr); 0,30, 60,90, TowHoTa, pBOTA,
(MpUMeHAeTCA  BHYTPUMBILLEYHO 120, 150, 6071 B XNBOTE
TONbKO y fieTei 180 muH; -30
[0 6-neTHero (-15), ..., MuH
BO3pacTa)
L-aprunnH rn-  10% pacteop, 0,5 r/kr 0, 30, 60, 90,  Tunornukemus
apoxnopug*  (makc. 30 ) B uano- 120 muH; -30
noruyeckom pacteope  (-15), ..., MiH
(0,9% NaCl); BHyTpM-
BEHHO KaresbHO B Teye-
Hue 30 MuH
OpHUTUH 6,25% pactsop; 12 r/mn; 0, 30, 60, 90,  TowHoTa, paoTa
BHYTPUBEHHO KanenbHo 120 muH; -30
B Te4eHne 30 MUH (-15), ..., MuH
[P-punuaunr- 1 mkr/kr; BHyTpuseHHo 0, 15,30,45,  TpaH3utopHOe no-

rOPMOH CTPYMHO

60,90, 120 MUH KpacHeHue nuua

IMpumeyaHue: pe3ysbTaTbl MPOObI C MHCYJIMHOM CUUTAIOTCS JOCTOBEPHBIMU
MpU TOCTMXKEHUU aleKBaTHOW TMIOTIMKEMUU: KOHLIEHTPALUS TTI0KO3bl B
rasme <2,5 MMOoJTb/J1 Wi ee cHkeHue Ha 50% ot ucxomHoro ypoBHsi. [1pu
ypoBHe CTT B kpoBu 10 Hr/MJI 1 Bbllie (Ha MPoOe ¢ MIIOKArOHOM 7 HT/MJI U
BBIIIIE) Ha MTEPBOIi TPOOE BTOPYIO MTPOOY MPOBOAUTH HE HAJIO!

57



CripaBOYHUK AETCKOro 3HAOKPUHOIOra

ITpu ypoHe CTT B kpoBu 10 Hr/MJI 1 BBIIIIE Ha TIEPBOIi ITPO-
6e BTOpYIo MpoOy MPOBOAUTH HE HAIO!

NzonmupoBanHast olileHKa (GU3NOIOTUUECKOW CEeKperun
ropMoHa pocta pebeHka (0a3anbHblli YPOBEHb TOPMOHA POCTa
CHIBOPOTKY KPOBU; CIOHTAHHAS CEKPEIINsI TOPMOHA POCTa; MC-
ceqoBaHue 9KCKPELMY TOPMOHA POCTa B MOYE; UCCIEeI0BaHUE
CeKpelny TOPMOHA pocTa Mpu HU3NIecKoil Harpy3Ke) He SIB-
JisieTcst nuarHoctuueckuM kputepuem CTI-HenmoctaTouHOCTH.

B HekoTOpBIX cydasx JOCTaTOYHO MPOBENEHUS TOIBKO OfI-
HOI TIpOOKI!

OIHY CTUMYJSILUMOHHYIO TIpOOYy MpPOBOAST B CJEAYIOIIUX
CITydasx:

e 3HauuTeJbHOE oTcTaBaHue B pocte (<-3 SDS) um Huskuit
N®P-1 nipu ycnoBUM OTCYTCTBUS TSIKEJIBIX COMATUYECKUX
3a00JIeBaHUIA;

e MHOXECTBEHHBI HedULIUT TOPMOHOB afeHorunodusa
(HanMyme y maiueHTa J1abopaTopHO MOATBEPXKIEHHOTO BTO-
PUYHOTO TUTIOTUPE03a, BTOPUIHOTO TUTIOKOPTUIIU3MA);

e OTEepaTUBHOE JIEYCHUE OITYXOJIH TUIOTallaMO-TUrodusap-
HOIi 00;TacT! B aHAMHe3e.

CTT-gednuur MOXKHO JAMATHOCTHPOBATH 0€3 TNpPOBeIEeHHS
CTT -cTUMYIAIMOHHBIX POO NpH:

e Hammyuu crieurduyeckoit asg CTT-gedunura natosoruu
LICHTPAJIbHOM HEPBHOM CUCTEMBbI (KJaccuyeckasi «Tpua-
na» crienduiecknx nmpusHakoB pu MPT-uccinenoBanumn
TOJIOBHOTO MO3Ta: TUIOTUIA3Us afieHOrunodusa, Turoruia-
311 BOPOHKM TUTIO(13a, SKTOMUS Heliporumnodusa);

e 00JIlyuyeHME 00JIaCTU «TOJI0Ba—IlIess» B aHAMHe3¢;

e HaJWYMe Yy TallMeHTa MYTallud T€HOB, acCOIMMPOBAHHBIX
¢ pazsutuem WJAT'P u MAT'A (GHI, GHRH-R, HESXI,
LHX3; PROPI; POUIFI[Pit-1]).

Nurepnperanus CTT-cTUMYIMpYIOIIMX TECTOB:

e MaKcUMaJibHas KoHIeHTparusi [P Ha crumynsiiuio MmeHee
10,0 Hr/ma (Ha mpoGe ¢ rokaroHoMm MmeHee 7,0 Hr/mi) —
neUIUT COMATOTPOITHOTO TOpMOHA (rurnodu3apHbIi
HaHU3M);

e MakcuManbHas KoHueHTpauust CTT Ha nByx CTI-ctumynsi-
LIMOHHBIX TTpobax 10 7,0 Hr/mi — ToTanbHbii Aeuut CTT;
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e MakcuManbHas KoHueHTpauus CTIT Ha omHOI U3 IBYyX WiIn
nByx I'P-ctumynsiuronHbix npodax ot 7,0 mo 10,0 Hr/ma —
napunanbHblii gepuuut CTT;

e TMpHW TIOJYYCHUM MaKCUMaJlbHON KoHLeHTpauuu [P Ha
nepBoit 'P-ctumynsimmonnHoit mpobe 6omiee 10,0 Hr/wmu,
BTopast I'P-ctumynsiiimonHast mpoda He npoBoautcs. CTT -
HeI0CTaTOYHOCTh UCKITIOYaeTCs.

JloxnHononoxutenbHble pe3yabTaThl CT I -cTUMYIHpPYIOIIIX

TECTOB BO3MOXHO IPU:

e HaJUYMK HEKOMITEHCPOBAHHOTO IMIIOTHPe03a (TIepBUYHO-
TO WA BTOPUYHOTO);

e HEOJAronpUsITHBIX TICMXOCOLMAIbHBIX (DAKTOPOB pPa3BUTHS
pebeHka (HEeyIOBJIETBOPUTEIIBHOE IUTAHUE, OTHOIICHUSI B
CeMbe);

e OXUPECHUM;

e 3ajiepKKe TOJIOBOTO Pa3BUTHS;

e COMNYTCTBYIOIIEH Tepanmuu (TJIFOKOKOPTUKOMIBI, TICUXO-
TPOTIHBIE CPEACTBA).

Pe-TectupoBaHue gegpuymnta ropMoHa pocra

Lenb mpoBeneHus1 pe-TeCTUPOBAHUS: TTOATBEPXKAEHUE (MC-
KJTIOUeHWe) TUarHo3a COMaTOTOTPOITHOM HEeIOCTATOYHOCTH.

ITokazaHus K TTPOBEICHUIO Pe-TECTUPOBAHUST: BCE MAILIUCHTHI
C U30JIMPOBAaHHOM COMaTOTPOMHOI HEIOCTaTOYHOCTHIO, JIEYEH-
HbIe TOPMOHOM pOCTa, JOCTUTLINE COLMAIbLHO MPUEMIIEMOTO
pocTa B TTO3THEM ITyOepTaTHOM WJIN ITOCTITyOePTaTHOM BO3pacTe.

Metonvka TpoOBENCHUS: Pe-IUAarHOCTUKY CJEayeT MPOBO-
IuTh rociie 1—3-MecsiyHoro rnepepbiBa B jieueHun ['P. «30-
JIOTBIM CTaHmapToM» muarHocTuku aedunuta CTI y B3poc-
JIBIX SIBJISIETCSI MHCYJIMHOBAsI Mpoda (MHCYIMHO-TOJIEPaHTHBIM
Tect, UTT). ¥V nmauueHtoB ¢ nporuBoriokazanusimu Kk UTT,
aJTbTePHATUBHBIM TECTOM SIBJISIETCSI KOMOMHUPOBAHHBIA TECT
apruiuH+I'P-PT.

IMpn Hu3kux 3HaueHusix CTT Ha mipo6e (<5,0 Hr/mir), nra-
rHo3 «CTI-HeaocTaTOUHOCTh» COXpaHSIETCS.

Ilepen mpoBeneHMEM pe-TecTa HEOOXOIUMO OLCHUTH YPOBHU
IPYTUX TUITO(U3apHBIX TOpMOHOB 11 UMDP-1 CHIBOPOTKM KPOBH.
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He nyxnatotcs B mpoBeieHUM pe-TeCTUPOBAHMS:

e TALMEHThl C MHOXECTBEHHbIM Ne(UIIMTOM TOPMOHOB ajie-
Horunopu3sa;

e TIPU HAJUYMU TPUOOPETEHHBIX TUITOTATaMO-TUTIO(U3ap-
HBIX MOBPEXIEHUI BCIEICTBUE Oorepaluil Ha runoduse u
00JIyYeHUs TUIoTajJaMo-rurnodu3apHoii odnactu;

o npu Hajmuuu crienuduaeckoii st CTI-nedunnra marono-
YU LIEHTPATbHON HEPBHOI CUCTEMBI (KTacCUUYecKasi «Tpu-
aga» cneurduieckux npusHakon npu MPT-uccinenoBanuu
TOJJOBHOT'O MO3ra);

e TIPU HAJIWYUU TIONTBEPKIEHHOW MyTalluM TeHa TOpPMOHA
pocTa WIx TeHa pelenTopa TopMOHa pocTa.

OueHKa MoJy4eHHbIX Pe3yIbTaTOB

o [lpu mpoBemeHUU pe-TECTUPOBAHUS, ITUATHO3 <«HMIUOTIA-
TUYECKUIl WM30JTUPOBAHHBIA HeUIIUT TOPMOHA pPOCTa»
B 50—70% cny4yaeB He moaTBepxaaercs. OCOOGEHHO BBICOK
MPOIIEHT HOPMAaJIbHBIX PE3YJIbTATOB Pe-TeCTa Y MaLlMeHTOB C
MapuyaIbHBIM Ie(UIIMTOM TOPMOHA POCTa.

e [lpu nmoarBepxaeHuu coxpasiomerocs neduuura CTT,
JiedeHue TOPMOHOM pOCTa MOXET OBITh BO30OHOBIEHO
B METa0OJIMIECKUX 032X, PEKOMEHIOBAHHBIX JIJIST B3POCIIBIX
narueHToB (0,0033—0,005 mr/xr/cyT).

UHcynuHonoaobHbivi pocTtoBowi pakTop (MPD-1)

VYposenb UP®-1 nMmeer munis He3HAYUTETbHBIE CYTOYHBIC
KOJIeOaHUS, TIOTOMY €r0 OJTHOKPATHOE OTIpeIe/ICHUE SIBIISISTCS
BaXHBIM ITapaMeTpoM B auarHoctuke neduimra CTT .

Kpowme storo, ypoBenbr MP®-1 3aBucur ot Bo3pacra, moJa,
craauu myoeptara (cm. Ipunoxcernus). CyliecTByeT 3aBUCUMOCTb
ypoBHs1 UP®-1 oT mutaHust pebeHKa, TUPEOUIHOIO cTaTyca 1
HaJIMYUsI XpPOHUYECKUX SHIOKPUHHBIX (caXxapHbIi 11abeT) 1 He-
SHIOKPUHHBIX (TTATOOTHSI TIEYeHU, TIOUEK) 3a00TeBaHMIA.

ITpu nuarHocTuke neuIMTa TOpMOHA POCTa YPOBEHb OIpe-
nensieMoro MP®-1 ncnonb3yeTcst B COBOKYITHOCTH C pe3yJibTa-
taMu CTT-cTuMyasILIMOHHBIX TTPOO (puc. 2.7).

HopwmanbHeiit ypoBeHb MP®-1 B cbIBOpOTKE KPOBU HE MC-
Kkmovaet nuardo3 aepunura CTT.
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Ma.a 2. HapyweHus pocta

Poct < -2,0 SDS
CKOpOCTb pocTa < 25 nepueHTunu

WcKntounTb BTOPUYHDINA FEHE3 3afePXKu pocTa:

1. SHOOKPUHHbIA (MEPBUYHbLIA TUNOTUPEO3, LEKOMNEHCUPOBAHHbIN

caxapHblit gnabert, 60neaHb/cuHApom NueHko—KyLwwimnHra u ap.);

2. CungpomansHbii (C. Wepewesckoro—TepHepa, Cunbeepa—Paccena u gp.);
3. BpoXAeHHYI0 NaTonoruno KoCTHO CUCTEMBI (aXOHApONIasus,
TUNOXOHAPONNA3Ns, 0CTE0ANCNNA3NN U Jip.);

4. BHYTpUyTpOGHYIO 3af1epXKY pocTa;

5. XpOHW4ECKYI0 COMATUYECKYH NaTonorunio (3a6oneBaHns novek,

cepaua, Nerkux, KpOBETBOPHOIA CUCTEMBI 1 Ap.)

Pentrenorpacpus || TP ctumynn- || MPT ronos- || U®P-1; ||Kapuotunuposanue
Knctein pyk pytoLyne TecTbl || Horo mosra | MPPCB-3 (ans [esoyek)

- bazanbHbiit [P Muk TP=10 Hr/mn | | Muk TP<10 Hr/mn HopmanbHblii
NOBbILLEH

- KpaiiHe BbicoKuit Huskmil

nogwem P

Ha CTUmMynauno

nuK P =10 Hr/mn
( ) Nedmuyut ropmona pocra

CvHapom HeyyBcTBUTENBHOCTH K TP WNanonaTuyeckas 3anepxka pocta
(Bedouunt peuentopos K P, (KOHCTUTYLMOHANbHAA 3aJepxKKa
NOCTPeLEenTOPHbIRA AedhekT) pocTa, cemeliHas HU3KOpPOCNOoCTb)

Puc. 2.7. Anroput™ 1MarHoCTUKH aedUiMTa ropMOHa pocTa

AednumnT apyrux TPonHbIX rTOPMOHOB
BTopu4HbIN rMnoTrpeos

KnamHnueckre cMMNTOMBI BTOPUYHOTO THUITIOTUPEO3a, B OT-
JINYMe OT MePBUYHOTO, 6oJiee CTEPTHI (YaCTOTa YMCTBEHHOM He-
JIOCTAaTOYHOCTU KpaitHe peaKast), MosIBISIIOTCS mo3aHee (00bIv-
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HO Tocjie 3-JIETHEro Bo3pacTa) U COUETAIOTCS ¢ HEMOCTaTOYHO-
CTSIMU IPYTHX TPOITHBIX TOPMOHOB.

IIpy BTOPMYHOM TUMOTUPEO3E, B CHIBOPOTKE KpPOBU Ha-
O/11071a10TCSl HU3KME 3HAYeHUsl cBobonHoro u/uimu obiero T,.
ITpu aTom koHUeHTpauyu TTT MoryT ObITh HOpMabHBIMU (80—
85% naluneHTOB), HU3KMMHU WIN JaXe HECKOJIbKO ITOBBILICH-
HbIMU. B cBsA3U ¢ 3TUM, opueHTHpoBaTbes Ha ypoBHU TTT npu
BTOPUYHOM THUIIOTUpEO3e Hesb3sd. Ha (oHe 3amecTuTenbHOMI
Tepanuy TUPECOMIHBIMU MperapaTamu ypoBeHb TTT cHKaeTcs.

JleyeHune

TupeounHass HeZOCTAaTOYHOCTh COMPOBOXKIAETCS 3a-
MeJICHUEeM TEeMIIOB pocTa U, CJeNOBaTeIbHO, BJIUSIET Ha
ycnewmHocTh Tepanuu pl'P. JleyeHue MOJKHO HAYMHATHCS
cpasy mocjie ycTaHOBJIeHUs nuarHosa. Jloza momdupaercs
WHIWBUIYAJIbHO, HO, KaK TpaBujo, cocrarisieT 50 MKT/m>
B CYTKM, WJIM OKOJIO TMOJIOBUHBI NO3bI, UCIOJb3yeMOU MpH
JICUeHUU TIepBUYHOTO TUIoTupeo3sa. [IpemapataMu 3amecTu-
TEJbHOU Tepamuu MpU BTOPUYHOM THUIOTHUPEO3E SIBISIETCS
L-Tupoxkcun* (bepaun-Xemu, I'epmanHus), OIyTUpoOKc*
(Mepk, CIIIA). L-TupoKcuH* IpUHUMAIOT BHYTPb OAMH pa3
B JieHb, yTpoM 3a 20 MuH 10 enbl. KoHTpOb afieKBaTHOCTHU
O3Bl OCYIIECTBISICTCS IO YPOBHSIM CBOOOIHOTO UJIN OOIIEro
T, B ceiBopoTKe. [lo3a onTuMaibHa, €Ciau yaaeTcs Moinep-
KMBaTh KOHIIEHTpaUWIo cBoOomHoro miam obmero T, 6an-
Ke K BepXHei rpaHulie HopMbl. Ha ¢one neuenus pI'P nmo-
TpeOHOCTh B TUPECOMIHBIX MperapaTaXx MOXET YBEJIUYUTHCS.
JlnutenbHas Mepeno3upoBKa TUPEOUIAHBIMU MperapaTaMu
KpaiiHe HexXesaTejbHa, MOCKOJIbKY MOXET CIOCOOCTBOBATH
MPOTPECCUPOBAHUIO KOCTHOTO CO3pEBaHMSI U HETATMBHO CKa-
3aThCsl HAa MOKAa3aTessiX KOHEYHOTro pocTa.

BTOPUYHbBIN FMMNOKOPTULU3M

rI/IHOKOpTI/IL[I/ISM SBJIsSIeTCS HauboJee CCpr3H0ﬁ n3 BCEX
FI/IHO(I)I/I?»aprIX HEJIOCTAaTOYHOCTEMH, IIOCKOJIbKY CcrocooeH
IIPUBECTU K 2KMU3HEYIrpoXaroumeMy COCTOAHUIO. Cumriroma-
TUKa BTOPUYHOI'O TUIIOKOPTULIM3MA B OOBIYHOM COCTOSIHUM
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Ma.a 2. HapyweHus pocta

WA OTCYTCTBYET, WM WMEeT MUHUMAJIbHbIE TPOSBICHUS:
c1a00CTb, MOBBILIEHHASI YTOMJISIEMOCTb, CKIIOHHOCTb K TUIO-
ToHUU. Ha ¢hoHe MHTepKyppeHTHBIX 3a00eBaHuil (MH(EKIIM-
OHHBIE 3a00JIeBaHNsI, TPaBMa, XMPyPruIecKoe BMEIIaTeIbCTBO)
u cTpeccopHbIx cutyanuii, necdumut AKTT /kopTrzona croco-
OeH BBI3BATb KPU3 OCTPOI HAAIIOYEYHUKOBON HEIOCTATOYHO-
CTHU, KOTOPBI (IIPU OTCYTCTBUU al€KBATHOW TepaIruu) MOXET
TIPUBECTH K JIETAJTbHOMY UCXOLY.

Bropuunsii  turokoptuiiudM (medurut AKTT/koptuso-
Jla) MOXHO TIPEIOJIOXUTh HA OCHOBAHUW HU3KUX 3HAUYEHUIA
yTpeHHero Koptuszona (8%) B ChIBOPOTKE KPOBU TIPU MMEIO-
meiics y nmanuenta CTI-HenocraTouHocTu. JInarHo3 ycraHaB-
JIMBaeTcs JlabopaToOpHO IyTeM orpeaenaeHust ucxonHoro (0°) u
cTUMYITMpoBaHHOTO (60’) B X0Ie MHCYJTMHOTOJIEPAHTHOTO TECTa
YPOBHS KOPTHU30Jia. B HOpMe 1pu 1oCcTUKeHUY aieKBaTHOM TH-
normKemuu (<2,5 MMoJib/11) BEIOpoc KopTusoia <300 HMoJb/ 1
CBUJETEILCTBYET O TMIIOKOPTUILIM3ME, TIpU noKa3aTtelisix oT 300
10 540 HMOJb/1 IMAarHO3 TUITOKOPTULIM3M COMHUTENIEH, HO He
HCKITIOUaeTcsl, TpedyeTcst AMHaMUIecKoe HabJIioieHre.

HecMoTpst Ha TO YTO MHCYIWHOTOJEPAHTHBIN TECT SIBIISI-
eTCS «30JIOTBIM CTaHAAPTOM» TUATHOCTHKH, €r0 TIpUMEHEHUe
OrpaHWYEHO M3-32 PUCKA PA3BUTHUS TSIXKEIOW THUITOTTMKEMUMU.
B cBsI3u ¢ 3TMM, B KIIMHUYECKOH MPAaKTUKE MOTYYWT IIMPOKOE
MPUMEHEHNE YyBCTBUTEIbHBIN 1 O€30TTaCHBIN TECT C aHAJIOTOM
AKTT kopotkoro neiictBust (CHHAKTEH*).

Yrpennuii koptuzon (8%) >175 HMoJIb/JI B COUETAaHWUU C BbI-
O6pocom KopTHuzona >540 HMousb/1 yepe3 30 MUH MOCIe BBele-
Hust CUHAKTeHa* UCKITIOYAaeT TMITOKOPTULIM3M.

BTOpuYHBINI TUTTOKOPTUIIM3M MOXET pPa3BUThCS CITYCTS
MHOTHe€ TONIbI TTocsie MaHudecTay ruronutyutapusma. Kpo-
M€ TOTO, Ha3HaueHUe 3aMeCTUTeNbHOU Tepanuu p[ P u Tupe-
OUJHBIMU TIperapaTaMy MOXET MPUBECTU K MaHUbecTauuu
CKPBITOTO TUTTOKOPTULIM3MA.

JleyeHune

3aMecTuTebHAsI TePAIKs TUIIOKOPTULIM3MA Y AeTEM C 1~
MOMUTYUTAPU3MOM MPOBOIUTCS TMAPOKOPTU3OHOM IS Tie-
popanbsHoro npuema (Kopred*, INpaiizep, CIIA). [Ipenapar
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Ha3HAyvaloT eXXeIHEBHO B TPU IMpUEMa: yTPOM, THEM U paHHUM
BeYepOM, TIPY 3TOM YTPEHHSIS 103a JOJKHA ObITh BBIIIIE THEB-
HOI 1 BeuepHeil. Jlo3a ruaApoOKOPTU30HA, IpUMEHsIeMas TIpu
BTOPUYHOM TMITOKOPTUIIM3ME, AOJKHA OBbITh MAKCUMaJIbHO
MPUOIMKEHHON K MUHUMAJIbHOM 3aMECTUTEILHOM 03¢, YTO
cocTaBisgeT okojio 10—12 Mr/m? B CyTKM, B HACTOsIIIIee BpeMsl
psII aBTOPOB PEKOMEHAYIOT M03bI 5—10 Mr/m2. UyBCTBUTEIB-
HOCTb K TJIIOKOKOPTHKOMAAM KpaliHe BapuabesbHa, U Iaxe
HeOoJTbIas TIepea03uPOBKA MOXET 3aMEIJIUTh TEMIThI POCTA.

HeobxonumocT HazHaYeHUs] MMHEPATOKOPTUKOUIOB TMPHU
BTOPUYHOM TUITIOKOPTUIIU3ME HET.

BcienctBue KOpoTKOro nepuoa mojyBbIBEIEHUSI 9K30T€H-
HBIX TJIOKOKOPTUKOUIOB, OIpeAe/ieHue KOPTU30Jia B CHIBO-
pPOTKe He sIBJIsieTcsl MH(pOopMaTUBHBIM. OlieHKa aneKBaTHOCTH
MPOBOAMMOI Tepanuy IPOBOIUTCS IO OOIIEMY COCTOSTHMIO,
aHaJIM3y TEMIIOB POCTA U BBISIBAEHUU CUMITOMOB HEOCTaTOY-
HOCTH WJTY U30BITKA TJTIOKOKOPTUKOMUIOB.

I[Ipy npucoeaMHEHUM WMHTEPKYPPEHTHBIX 3a00JIeBaHUIA,
Ha ()OHE CTPECCOBBIX CUTYAlLIMii 1032 TUAPOKOPTU30HA YBEIIH-
yyBaeTcs B 2—3 pa3a B TeYeHUE HECKOIbKUX THEH, B 3aBUCUMO-
CTU OT TSKECTH COCTOSIHUSI, C IOCJICIYIOIIMM BO3BpallleHUEM
Ha MOJJIEPXKUBAIOIIYIO 103Y.

Kunxue popmbl ruapokoptuzoHa (Comy-kopted*, cycneH-
3Usl TUAPOKOPTU30HA, TIPEIHU30JIOH IS UHBEKIUM) MpuMe-
HSIIOT TP HEOOXOIMMMOCTH TTapeHTepPaIbHOTO BBEICHUS TIpe-
napara (Kpu3 HaAMoYeYHUKOBOM HETOCTAaTOYHOCTHU, TSKEIO0e
WHTEPKYPPEHTHOEe 3aboJieBaHUe, OIepaTHBHOE BMEIIATeb-
CTBO, pBOTa). [IpUMEHSIOT pacTBOp TUMAPOKOPTHU30HA TEMM-
CyKIIMHATa (BHYTPMBEHHO WJIM BHYTPUMBIIIEYHO) WJIM TUIPO-
KOPTHU30HA alleTaTa (TOJbKO BHYTpUMBIIIeYHO) 40—150 mMr/m?2,
pa3nenuB ero Ha 3—4 BBeaeHuUs . [1pu TSKenoi TUIOTTIUKEMUH,
HapsiIy ¢ MepopaJbHBIMM MHBEKIIMSIMU TMIPOKOPTU30HA, T0-
KasaHo BBeneHue nmokaroHa 0,5—1,0 mr noakoxHo win 40%
pacTBopa IOKO03bI (1 MJI/KT) BHYyTPUBEHHO.

Bce omepaTtrBHBIC BMeEIIaTeJIbCTBA ITPOBOIAT Ha (hOHE BHY-
TPUMBILIEYHOTO BBEACHUS TUAPOKOPTU30HA, KOTOPOE HAUMHA-
10T 3a 12 9 10 TUIaHUPYEMOI OTTepalvii.
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BTOpVI‘-IHbIVI rmnoroHagunsm

JleULIMT TOHaZOTPOITMHOB HE MPOSIBIISICTCS Y IeTEi paHHEe-
ro M IperybepTaTHOrO BO3PAacTa, MOCKOJbKY HM3KUE YPOBHU
JIT/®CT xapakTepHbI U ISl 3MOPOBBIX JETeil 3TOr0 BO3pacTa.
BTOpUYHBIN TMIIOrOHAAM3M IUArHOCTUPYETCS HAa OCHOBAHWU
COBOKYITHBIX ITPU3HAKOB:

e OTCYTCTBME IIPM3HAKOB Hayajia IOJOBOTO Pa3BUTHS IIpU

KOCTHOM Bo3pacre 13 jieT y MaJIb4uKOB 1 12 JIeT y JeBOYEK;
e HU3KHE Oa3zaJbHbIe KOHIIEHTPAIIUY TTOJIOBBIX TOPMOHOB;

e cHmkeHHble oTBeThl JII' 1 DCI' Ha ctumynsamuio JIT-PT

(BycepenuHoMm*).

JleyeHne

IIpn cBoeBpeMeHHOM Hauaje M aaeKBaTHOI 3aMeCTUTE]b-
Hoit Tepanuu pI'P pebeHOK K MOMEHTY Hauaja rmybepraTta rpu-
XOIIAT C XOPOIIMMHU TOKa3aTeJISIMU JIMHEHOTO pocTa. B aTom
cllyyae Havyajlo 3aMECTUTEJbHON Tepanuy MOJOBbBIMU CTEPOU-
JlaMM HauMHaeTCsl TIpM OOBIYHOM BO3pacTe Hauaja myoepraTa:
B 11—12 et y meBouek u B 12—13 et y manpuukoB. [1pu He-
aJleKBaTHOM pPOCTe WMHIYKIIMIO TyOepTraTta BO3MOXHO OTJIO-
JKUTh J10 JOCTUXKEHUST KOCTHOTO pocta 12,5—13 et y neBoyex
u 13,5—14 neT y MaJIbuuKOB.

st MmaHudecTaluy TIOJI0OBOTO Pa3BUTHUST Y MAJTbUMKOB BO3-
MOXHO TIPUMEHEeHUe MO0 MpernapaToB XOPUOHUIECKOTO TOHa-
TNOTPOIMHA, TMO0 aHAPOTeHOB. /7151 CTUMYJISIIMY Pa3BUTUS BTO-
PUYHBIX MOJIOBBIX TTPU3HAKOB MCIOJIB3YIOT MPEUMYIIECTBEHHO
MPOJIOHTUPOBAHHBIE ITPETNapaThl TECTOCTEPOHA YHAHTAT JIJIS T1a-
peHTepanbHoro BBeaeHus (CycraHoH-2504, OMHaapeH-2504).
ITpenapatbl BBOAAT B/M ¢ MHTepBasioM 3—4 Hen. Jlo3a cocTaB-
nsget 50 mr B mepBblid, 100 Mr — Bo BTOpoii, 200 MT — B TpeTHii
TOJI JISYeHUSI, 1ajiee — TIOCTOSTHHAsI 3aMeCTUTeNIbHAsT Tepariusl.
Jns1 monaepKuBarolieil 3aMeCTUTEIbHON Teparnuu BO3MOXHO
KWCIIOJIb30BAaHME MPENnapaTtoB IJisi HAKOXHOTO IPUMEHEHUS,
BBIITYCKAEMBIX B BUIC IJIACTHIPEHA.

B kauecTBe MOHOTepamuy MOTYT MCIOJb30BaThCS M TIpe-
napaTbl XOPUOHUIECKOTO TOHAIOTPOIIMHA, 00J1agaroe mpe-
umyiiectBeHHo JI-nogooHoi akTuBHOCTBIO: [Tpodaszu® (Ce-
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poHo, IlIBeituapus), [Tpernwn* (Opranon, HunepnaHmbr), Xo-
puoHnveckuii roHagorpornuH (Poccus), Xoparon* (®epuHr,
T'epmanus). [1penapatsl BBOAST B/M 2—3 pasa B Henemo. [lep-
BoHavasibHas1 mo3a coctasisieT 1000—1500 ME Ha MHBEKLIWIO.
IMpu HemoctatouHoM 3ddekTe yepes 6 Mec, 103y BOSMOXHO
yBennuuth 10 4000—6000 ME/Hen. BeneHne XopMOHMYECKO-
ro TOHAIOTPONMMHA MOXET COINPOBOXIATHCS O00pa3oBaHUEM
AHTUTEJ, YTO MHOT/IA BBI3bIBAECT PE3UCTEHTHOCTD K Mperapary.

Nuaunmanumio mybepraTa y IeBOYeK TMPOBOIT IpernapaTa-
MU 3CTPOTeHOB. B mocnenHee Bpemsi 1Sl 9TUX LeJiell IUPOKO
WCTIONB3YIOTCS  MpernapaThl KOHBIOTUPOBAHHBIX ACTPOTEHOB
(IMpeMapuH® 625 MKT B CYyTKH) 1 TIpenapaThl TPUPOIHBIX SCTPO-
TeHOB: TIPOM3BOAHbBIE 3-3cTpanuona — Dcrpodem* (HoBoHop-
NIMCK), TPOM3BOIHbIE 3CTpaauona Baiepuara — [IpornHoBa*
(Llepwnr). Ipemaparel 3TOI TPYMITBI Ha3HAYAIOT B 103¢ 1 Mr
B CYyTKU. BO3MOXHO TTpuMeHeHUe TpaHCAepMaTbHBIX 3CTPOTe-
HOB, BBIITyCKaeMbIX B Bune rejeit — Jusurenb* (Opuon Pap-
Ma), KOTOPBII HaHOCAT 1 pa3 B CYTKM Ha KOXY HYDKHEW YacTh
nepeaHe CTEHKU KUBOTA.

Yepes 1 rom MOHOTEpanuy Teparuy 3CTPOTEHAMU TIEPEeXO0-
JSIT K HMKJIMYECKOM 3aMeCTUTENbHOU Tepanuu 3CTpOreH-recTa-
TeHHBIMU TiperapaTaMu. C 3TOH 1IeJTbI0 IUPOKO MUCITONIB3YIOTCS
npenaparsl, coaepxKalllieé eCTeCTBEHHbIE 3CTPOreHsl: JuBuHa*
(Opuon ®apma), Hwukmo-npormHosa* (Illepunr), Tpucek-
BeHc* (HoBoHopnuck).

Aednumnt nponaktnHa

JleduuuT mposakTMHA XapaKTepeH i IMalueHTOB C My-
tatusmu POUIF] (Pitl) (mepuumt CTI/Ilpa/TTI) u PROPI
(mecourur CTI/Ipa/TTI/IT, ®CI/AKTT). ¥ nereit u nmom-
POCTKOB HEIOCTATOYHOCTh IPOJIAKTMHA HE MMEET KIMHUYE-
CKUX MPOSIBJICHUI, JICYCHUS He TpeOyeT.

Aednumnt aHTNANypeTnyYeCcKoro ropMmoHa

Jleuenune MPOBOIUTCS CMHTETUICCKUMU aHAJOTaMM JECMO-
npeccuHa (cm. eragy 1, pazoen «Hecaxapuwiii duabem»).

66



Ma.a 2. HapyweHus pocta

MarHuTHo-pe3oHaHcHas (KoMrbloTepHas) Tomorpagus
roJIOBHOro Mo3ra

MPT ronoBHOro Mosra siBjsieTcsi HauboJiee 4yBCTBUTEb-
HBIM JIMAarHOCTUYECKUM METOIOM BU3yaJIU3alliy TUIIOTAIaMO-
rurnodusapHoii 06JacTu.

IMTposenenue MPT (KT) rojoBHOro Mo3ra ¢ npuleJIbHbIM
BHUMaHUEM Ha TMITOTaJIaMO-TUITO(GU3apHYIO 00J1aCcTh TTPOBO-
IUATCS TIOOOMY peOeHKY C MOATBEPXKIECHHBIM TUarHO30M CO-
MaTOTPOITHOI HEeIOCTaTOYHOCTH JUISl BBISIBIEHUSI OObEMHOIO
npolecca WX BPOXICHHBIX aHOMAIUI pa3BUTHUSI TOJIOBHOTO
Mo3ra.

AHaToMMs TUMOTajaMyca W runodusa Jydiie BU3yalu3u-
PYIOTCS TTOCTIe BBEACHUS CIICIIUATBHBIX PEHTTCHOKOHTPACTHBIX
cpencts. [Ipu onieHKe pazMepoB rMIOduU3a HEOOXOIUMO MTOM-
HUTb 3aBUCUMOCTb MX OT BO3pacTa, IoJja U CTaluM MOJIOBOrO
pa3BUTHS (pa3Mepbl aficHOTUITO(M3a TOBBIIIAIOTCI B TICPUOLT
NIETCTBa, KOIIa ero BbIcoTa cocTaBisieT 2—6 MMm). B myGeprate
pasmep runodusa yBeauyuBaeTcsi, 0OCOOEHHO y eBOYEK, T0-
cTturas BBICOTHI 10 10 MM, oTMedaeTcsl HEOMHOIHOCTh CTPYK-
TYpbI afieHOrunopusa.

ITpu uccnenoBaHu runodusa OLEHUBAIOTCS:

e pa3Mmepbl Tuodu3a (BBICOTA, MPOMOIbHBINA U TTOMEePEIHBII
pasmep);

e 001Ut 00beM TUNIOMU3A;

e aHATOMMSI TMTTO(U3aPHON HOXKU;

e COCTOSIHME 3pUTEJIbHOIN XMa3MBbl;

e TIOJIOXEHME Heliporumnodusa.

H3onupoBaHHBI Ae(PUIIUT TOpMOHA POCTa U MHOXE-
CTBEHHAsl HEIOCTAaTOYHOCTh TOPMOHOB ajeHorumnodusa ac-
COILIMMPOBAHBI ¢ PAa3IMIHBIMU AedeKTaMU pa3BUTHS TOJOB-
HOTO MO3ra.

DKronus Hellporunodusa Habmomaerca y 40—60% naumu-
€HTOB C TUMOIMUTYUTAPU3MOM. DKTOIMMPOBAHHBIN HEHPOTH-
no¢u3s JoKaJu3yeTcs, Kak rnmpaBuio, B obsactu aHa I11 xe-
JIlynouka.
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IMaTonormyeckue H3MEHEHHS THIOTAIAMO-THIIO(U3APHOI 00J1aCTH

1. ledexTsl pa3BuTHsi TOJOBHOIO MO3ra, ACCOUMUPOBAHHbIE
C THIONUTYUTAPU3MOM:

e TUMOILIA3Us afeHorunodusa;
e TUIOIUIa3us (WIM arjas3usl) TUMOTaJlaMO-TMIodU3apHOI

HOXKH;

e DKTOIHUS Heliporumodusa;
e CHHIPOM «ITyCTOTO TYPELIKOTO Celljiax;
e TUIOIIA3UsI/arIa3us 3PUTEIbHON XUa3Mbl U/WJIH 3pUTEITb-

HBIX HEPBOB;

e TUIMOIUIA3Ms/aria3ust MPO3payHOl MEeperoponkyd W/Uiu

MO30JICTOTO TEJa;

e KucTa KapMaHa Patke;
e aHoMmasust ApHoabaa—Kuapu.

2. O0beMHbIe 00pPA30BAHUS:

e KpaHuodapuHTuoMa (dHIOCENIsIpHasl, CyIpacessipHasi,
9HOCYNpacesUIsipHasi, cTe0e/bHasl, BHYTPUXKETyI0UYKOBas),

e runepiiaszus aneHorunodusa (nmpu myraiuu PROPI rena);

e TJIMOMA 3PUTEIBHOTO HEPBA;

e TEePMHUHOMA;

e TUMOTAJIAMUYECKUE aCTPOLIUTOMBI;

e CyIpaceUIIpHbIe apaXHOUIAIbHBIE KIUCTHI U JIP.

Knaccuueckoii «rpuanoii» crnenuduyecKux NPU3HAKOB TIPU
MPT-uccnenoBaHUM TOJOBHOTO MO3Ta, aCCOIMMPOBAHHBIX
C M30JIMPOBAHHOI COMATOTPOITHOM HEAOCTATOYHOCTHIO U C TU-
TOMUTYUTAPU3MOM  SIBJISIETCSI COUETAaHME: TUIOTUIa3uu aeHO-
rurnodusa, TUIOIIa3uK (aruia3un) HOXKHU runodusa, SKTONUn
Heliporumnodusa.

Cenro-ontnyeckas mucmiasus (cuaapom De Morsier), mpo-
SIBJISTIONIASICS] U30IMPOBAHHBIM N€(UIIMTOM TOPMOHA POCTA WU
MaHTUMONMUTYUTAPU3MOM, XapaKTepU3yeTcsl COYeTaHUEM TUIIO-
MJIa3un/amia3uy Xua3Mbl 3pUTETbHBIX HEPBOB, TMITOILIA3UU,/
aruIa3uy Mpo3pavHoii IEPeroponKy, U/ WM MO30JIUCTOTO Tea.

IIpu runomutyuTapusme, ¢ TOATBEPXKIEHHON MyTauMei
PROPI zena, npu MP-ToMorpaduu roJoBHOrO MO3ra BO3MOXK-
HO OOHapyXeHue TUIepIuia3uu ageHorunodusa. 'eHeTnyecku
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Ma.a 2. HapyweHus pocta

MOATBepXAeHHas MyTauusi reHa PROPI mo3BoJisieT n36exarb
MalyeHTaM ONepaTUBHOIO BMEIIIATEIbCTBA.

Ha ¢one tepanuu pI'P pasmepnl runodusza yMeHbIIAOTCS
U IIpU MOBTOpHOI MP-TOMOrpaduu ormMeuaercs yMeHblIeHUE
pa3MepoB rurogu3a BILJIOTh 40 €ro TMITOoIIa3uu U (popmMupoBa-
HUSI «ITyCTOTO TYPELIKOTO Ceiar.

MOﬂeKyﬂﬂpHO-FEHE‘TM'-IECKOG uccaiegosaHue

[Tpu MOJIEKYISIPHO-TEHETMYECKOM UCCIICIOBAHUM TPOBOIUTCSI
HCCJIeIOBAaHKE TEHOB, aCCOLIMMPOBAHHBIX C (hOPMUPOBAHMEM M-
MOTaIaMO-TUNO(MU3APHON OCH, PA3BUTUEM TePEIHE 10U TUTIO-
(hu3a, reHOB, PEryJIMPYIOLIMX CUHTE3 U CEKPELIMI0 TOPMOHA POCTA.

JleyeHne CTr-pecdpuumnTa

C 1985 1. B KIMHUYECKOU MPAKTUKE TIPUMEHSIETCS] UCKITIO-
YUTEIHHO PEKOMOMHAHTHBIII TOPMOH pocTa ueioBeka (pI'P),
CUHTE3UpyeMblii MeTogoM pekoMmOuHanTHoU JHK. ITpu paHo
HayaToi M ajeKBaTHO MpoBoauMoi Tepanuu pI'P Bo3MOXKHO
JOCTVKEHUE MOMYISIIMOHHBIX 3HAUEHU I KOHEUHOTO pOCTa.

B Hacrosiee Bpemst B Poccru mponuii KIIMHAYECKYIO arpo-
Garuio U pa3peleHbl K UCITOJIb30BAHUIO CIICAYIOIINE PEKOMOM -
HaHTHbIE MpernapaTbl TOPMOHA POCTa yejaoBeka (maoba. 2.5).

Ta6nuua 2.5. Mpenapartbl pIP, paspeLLeHHbIe K NPUMEHEHUI0 B POCCUInCKON
®epepauumn

Ha3Banue ®upma-npo- CtpaHa-npo- ®opma Cpepcrsa
npenapara M3BOAMTENb WM3BOAMTEND  BbiNycka BBEJIEHUSA
Pacrtan*, QapmctaH-  Poccuns KapTpumK LUNPUL-pYyYKa
pacTsop ans  gapt 15 mr

BHYTPUBEHHO-

ro BefeHNs

Hopautponuu- NovoNor- [aHuns KapTpumK LUNPUL-pyYKa
Hopaullet* disk 10 mr

leHotponuu*  Pfiser CLUA KapTpumK 5,3 Mr LNpuL-pyyka
Cainzen* Serono Lsenuapua  KapTpumk 8 Mr - LUNpUL-py4Ka
Xymarpon+ Ely Lilly CLUA KapTpUAX 6 Mr  LWnpuL-pyyka
OmHuTpon* Sandoz ABCTpUs KapTpumk 10 Mr Wwnpuu-pyyka
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IIpoTuBonoka3zanus njs Jevenus pl'P:

e 3aKpbIThIE 30HbI POCTA;

e AKTHUBHBIE 3JI0KAYeCTBEHHbIE HOBOOOPA30BAHUS;

e TIPOTPECCUPYIOIINI POCT MHTPAKPAHUAIBHBIX OITyXOJIEH;

e TUIEPUYBCTBUTEIBHOCTh K COCTABJISIIOIIMM Mpernapara uiu
pacTBOpUTEJIS.

Mo naznayenus pI'P uHTpakpaHnaabHbBIE OMYXOIU TOKHBI
OBITh MHAKTUBUPOBAHBI, TPOTUBOOITYXO0JIeBasi TEPANUs 3aBep-
1IeHa.

CraHgapTHas 3amectuTesbHas ao03a pI'P, ucnonb3yemas B Ha-
cTosiiiee BpeMsl y JieTell ¢ COMATOTPOIMTHON HEeIOCTaTOYHOCThIO,
cocranisier 0,025—0,050 mr/kr/cyT, cpentsisi — 0,033 Mr/Kr/cyT.

pI'P Ha3HavaeTcsi B BUIE €XETHEBHBIX MOAKOXHBIX UHBEK-
1uit B BeuepHee BpeMs (219—23%), TTpu noakoxxHOM criocobe
BBeneHUsT KoHIeHTpanus [P B kpoBu mocTuraer Makcumalib-
HbIX 3HAYEHUI 4epe3 2—6 4 Iocie MHBEKIMU W CHMXAETCS
JI0 UICXOJTHBIX 3HAYEHUI MpPUMEPHO 4epe3 12 4, uTo sBiseTcs
HauOoJiee MPUOIMXKEHHBIM K (DU3MOJOTUYECKOMY PUTMY Ce-
kpeuun CTT. B mocnenHue ronbl anmpoOupyoTcs U B HEKOTO-
PBIX CTpaHax 3aperucTpUPOBaHbI MPOJOHTUPOBAHHBIE (OPMBI
I'P, kotopsie BBOAsITCS | pa3 B 2—4 He/l.

Mecra uHbeKIUM: TUIeYM U Oenpa (repenHe-00KoBask Mo-
BEPXHOCTB) C 00S13aTETbHBIM X YePETOBAHUEM.

Mo6ouyHble 3¢ppekTbl PP

Pe3yabTaThl MHOTOJICTHUX MEXKIyHAPOIHBIX MCCIICIOBAHUIA
10 U3YYEHUIO TTOOOYHBIX 3 dekToB mpumeHeHus pI P y neteit
¢ necpuumrom CTI, a Takke JaHHBIE MHOTOJIETHEI PYTMHHOM
MPAKTUKU eT0 MPUMEHEHUST CBUAETEIbCTBYIOT O 6€301TaCHOCTH
JTAHHOTO JICUCHUSI.

CepbesHble T000UHBIC 3(PDEeKTH Ha (DOHE 3aMECTUTEIBHOM
tepanuu pI'P y nereii kpaiiHe peIku.

Hawubonee yacTto BcTpeuarorcs:

e J100pOKa4YeCTBEHHAS BHYTPUYEPEITHAS TUIIEPTEH3US;
e aApTpaIlUM;

e OTEKWU;

e TIpenyOepTaTHasi THHEKOMACTHSI.
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Ma.a 2. HapyweHus pocta

JleueHue NaLMeHTOB C MHOXeCTBEHHbIM AeduumnuTom
ropMoHoOB ageHorunodpusa

[1pu HATMYMM TUTIONIMTYUTApH3Ma HEOOXOAMMO 3aMelIeHHe
BCEX UMEIOIIMXCS TUMO(pU3apHBIX HEIOCTATOUHOCTE. Y neTeit
C IMarHO30M «HM30JIMPOBAaHHbIM Ne(PULIUT TOPMOHA POCTa» Clie-
JIyeT IOMHUTb O BOBMOXHOCTH MTPUCOETUHEHMSI HEI0CTaTOYHO-
CTeil IPYTUX TPOIMMHBIX TOPMOHOB U Pa3BUTHUSI TUITONIUTYUTAPU3-
Ma. DTO 0COOEHHO aKTYaJbHO MPU HAJIMUMU SKTOIIMU HEHPOTU-
nodusa WIu APyrux aHOMaanii pa3BUTUSI CEJUIIPHOI 00J1aCTH.

[MpyHUMIIBI IeYeHUsT KaxkaI0li KOHKPETHOUM TPOMHOI Heao-
CTaTOYHOCTH TpencTaBiaeHbl Ha puc. 2.6.

Tunonutyntapnam
Ware MIrA
Oeconunt TTT | | Oecomunt AKTT Lecouynt JIT. Recouunt
CTr- N o _ | |BasonpeccuHa
(BTOPUYHBIN (BTOPUYHBIN OCI (BTOPUYHbIN o
Recouunt rUnoTupeos) || rMnoKOpPTULM3M) | | TUNOrOHAAU3M) (HeCaxapHbIit
P Py A nna6er)
Mpenaparbl
TecTocTepoHa
LY
TupeougHele | [MHOKO- (CyCTaHOH4 || Mpenaparei [ecmonpec-
OmHagpen®. || acTporeHos.
[opmoH| npenaparbl KopTN- CWH,
XopuoHn- JcTporek- »
pocta | (L-TupoKcuHA | KouAbl o MuHupuH®,
dyTnpokc4) |(KopTed®) Heckut FECTAreHHbIE Mpecaitnekc®
rOHafgoTPONuUH. || npenaparbl
lpenaparbl
nr/ecr
Tnéupo,
WPD-1, ) ALL noTeHums, CI/IMI'ITOMbI- YaenbHblin
CB060AHbIN CUMNTOMBbI 3CTPOreHHO || BEC MoYM,
Temnbl camo4yB- . M
4 9CTPOreHHOI HegocTaro- CYTOYHbI
pocTa CTBUE
HEeAO0CTaToN- YHOCTH anypes
HOCTH

Puc. 2.8. AropuT™ 3aMeCTUTEIbHOI Teparu Mpyu rMNOMUTYUTapu3Me
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MoHuTtopuHr Tepanumu plPy gete

3amecTurenbHyio Tepamnuio pI'P B «pocToBOI» H03€ IpeKpa-

maroT npu (puc. 2.9):

e 3aKPBITUU 30H POCTA;

e JIOCTMIKEHHUM OKOJOKOHEYHOrOo pocTa (CKOPOCTb poOCTa
<2 cm/ron) Ha (oHe neyeHus pl'P;

e JIOCTVIKEHUM COLIMAJIbHO MPUEMJIEMOIO POCTa, CPABHUMOTO
CO CPETHUM POCTOM POIUTEIIEH.

‘ KoHTponb negnatpom-3HA0KPUHONOroM Kax able 3—6 mecsaues ‘

l
‘ OnpepeneHne pocToBOro oTBeTa H PocTt H SDS pocta ‘

‘ CKPUWHWHI MOTEHLManbHbIX MO604YHbIX 3hheKToB ‘ ‘ ASDS pocTta/ron ‘
[

‘ KOHTpOsb ypOBHEN B CbIBOPOTKE KPOBU

wpo-l |-[ uPocE3 |

CBo6GOaHbIN/06WMin Ty ‘

KopTtuzon

JNvnupaHbIi cnekTp ‘

‘ Onpepenexne kocTHorosospacTa (1 pas B roa) ‘
‘ MPT ronosHoro moara
‘ KoHcynbTaumsa okynucTta (0OCMOTP F1asHoro gHa) ‘

‘ PelieHve Bonpoca o koppekuumn fo3bl pl'P B 3aBUCMMOCTH OT:

* pOCTOBOrO OTBETA,
* 3Ha4yeHua P®-I,
¢ ny6epTaTHOro cratyca,

® conocTaBrieHnsi C POCTOBbIMU NPEAUKTOPHbIMMU MOoaeNaMn

OueHKa KoMMnaeHTHOCTU NaumneHTa

Puc. 2.9. Cxema HaOI01€HUS MIeAMaTpa-3HA0KPUHOJIOTA 3a TTallMeHTa-
MU, MOJTYyYaOLUIMMU 3aMECTUTEbHYIO Tepanuio PI'P
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Ma.a 2. HapyweHus pocta

[Mocne mocTikKeHUsT KOHEYHOTO POCTa M TMpEeKpaIieHus] po-
cTocTUMYyIUpytoleit Tepanuu pI'P 06s13aTe1bHO TPOBENEHUE pe-
TECTUPOBaHUS Ha HAJTMYME COMATOTPOITHOM HEIOCTATOYHOCTH.

[Ipy moATBEepXXAEHUU COXPAHSIIOIICIHCS COMATOTPOITHOM
HejocTaTouyHoCcTH JiedeHue pI'P mpomonxkaloT B MEHBIIEH,
«B3pOCIoit» MeTabonmyeckoi go3e. HavyanbHasi meTaboauue-
ckast no3a pI'P Bhille, yeM y B3pOC/IbIX MAlMEHTOB U COCTABJISIET
y Mostoasix 0,020 Mr/Kr/cyT (CpemHsIsl MO IePXKUBAIOIAast MeTa-
oonuyeckast no3a 0,0035 mr/kr/cyt). IlocteneHHast TUTpauust
10361 pI'P OT HauaIbHOM 10 MOAIEPKUBAIOIIEH TTOI KOHTPOJIEM
NP®-1 nmos3BosnsgeT HOCTUYL ONTUMAJIbHBIX PE3YJIbTATOB IPHU
MUHUMAaJIbHBIX TOOOYHBIX 3hheKTax.

Pe3ncreHTHOCTb FOPMOHa pocCTa

HedekT perienTopa TOPMOHa POCTa — 3TO ayTOCOMHO-pe-
1leccMBHOE 3a00JIeBaHNe, BBI3bIBAIOIIEE PE3UCTEHTHOCTh K TOP-
MOHY pOCTa Ha YpOBHe TKaHel-mulueHeii. [latonorust onucana
1Bu JlapoHoMm B 1966 1. 1 mostyuunsia Ha3BaHUe «CUHAPOM Jla-
POHa».

Onucano cBeie 50 myraumit GHR (HoHceHC M mMucceHe
MyTallid, MYTAalliy CIBUTA pPAaMKU CUYUTBIBAHMS, MYyTalluKl
crutaiicudra). Ilogasisitoliiee Yucao MOJIEKYISIPHBIX Te(eKTOB
GHR 3arparuBaeT BHEKJIETOUHBIN TOMEH pelernTopa U acco-
LUUPOBAHO C BhIpaxkeHHON pe3ncTeHTHOCThI0O K CTT. Takue
MyTalliy TPUBOMAST K 3HAUYUTEIEHON MJTU TIOJTHOM TTOTepe CBSI-
3piBaHus CTT perientopoMm, B MOCAEAYIONIEM — MPAKTUYECKU
nosiHo#t yrpate CTT -unnynmpoBaHHoro adexra.

Knunudeckue mposiBieHUs] CXOAHBI ¢ TAKOBBIMU TIPU KJlac-
cuyeckoit hopme runoduzapHoi KapJIMKOBOCTH, yalle B 0osiee
BbIpakKeHHOU (hopMe, HO YPOBEHb TOPMOHA HE CHUXEH, a ya-
CTO MOBBIIIEeH Tpyu HU3KUX udpax MPD-1. [Tpu nposeneHnmn
3—5 nHeit mpoObI ¢ BBeIeHUEM €XeIHEBHO Mperapata ropMOHa
pocrta He Habmomaetcs moBbimeHuss UPP-1. MonekynsipHo-
TeHeTUYeCKUii aHaIu3 MOATBepXkKaaeT nedekT reHa perentopa
ropMoHa pocrta. JledeHue MPOBOIUTCS TEHHO-WHXEHEPHBIMU
npenapatamMmu MDP-1. 3a6oeBaHne BCTPEUaETCsT PEAKO.
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3apepiKKka BHYyTpUyTPOOHOro pa3BuTus

3BYP omnpenensercst Kak 3aiepxka pocTa, BbISIBIsieMasi TIpU
npoBeaeHuu Y3U B anTeHaTaabHOM nepuoze. Yalle ucroiab3yioT
cJenytoliiee onpenesieHre: MaJlblii BeC/pOCT IMPU POXKACHUU — BeC
WU/WIA POCT MpU poxaeHUU MeHble -2 SDS (unu Huxke 3 mep-
LIEHTUJIN) ITS1 COOTBETCTBYIOIIETO reCTallMOHHOTO BO3pacTa.

3BYP Bcrpedaercs npumepHo Y 10% HOBOpPOXIEHHBIX.
V 85% neteit, ponuBiiuxcs ¢ 3BYP, mokasarenu nuHeiiHOro
pocTa HOpMaJIM3YIOTCsl B TiepBbie 2—3 roma XuszHu. OmHaKo
15% ocTtaloTcsi HU3KOPOCABIMU. Y TaKUX JIETeil OTCYTCTBYIOT
JIOTOHSIIONINE TEMITBI POCTA, MTO3BOJISIIOIINE BEPHYTHCS PEOCHKY
Ha ero reHeTuYecKyo KpuBylo. [1pu oTCyTCTBUM CLIOHTAHHOTO
YCKOPEHMST POCTa, JAETU OCTAIOTCSI HU3KOPOCIBIMU, COCTABIISIS
14—22% y B3pocibix, yeid poct MeHbime -2SD: 145—150 cm
y XKEHIIMH U 155—160 cM y MyX41H.

BonpmmHCcTBO HU3KOpOCHbIX Aereir ¢ 3BYP He umeror ne-
¢unmra CTI, B COOTBETCTBUU € KJIACCMUECKUMHU KPUTEPHUSI-
mu. Tem He MeHee, I HUX XapaKTepHa aHOMaJlbHas MOMIC]b
cekpetun CTT, KoTopast BKIIIOYAET: MOBBIIMICHHYIO YacTOTY
CTI-TMKOB M CHIDKEHHYIO WX aMIUTUTYIy, COYETAIOIIYIOCS
C MOBBIIIEHHBIM YPOBHEM 0a3aibHOM cekpeluu. JJaHHbie oco-
OGeHHOCTH HanboJiee BEIpakeHbl y MaJleHbKUX neTeil. CpenHue
ypoBHU VUP®-1 CHMKEHBI.

JInarHo3 «HU3KopocaocTh BciaenctBue 3BYP» craButcs
He paHee 2—3-JIETHEeTO BO3pacTa IMocjie UCKIFOUEHUS BCeX Ipy-
TUX BO3MOXHBIX MPUUMH HU3KOPOCIOCTH.

Jleuenne Huskopocioctu Benenctsue 3BYP mompaszymena-
et npumeHeHue pI'P B mo3e 0,033—0,067 mr/kr/cyt. Tepanus
pI'P umeer nozozaBucumblii adexT, Hanbosee BbIpaKeHHbIH
B nepBble 2—3 roaa npumeHeHus. [Tocne Tpex jiet iedeHust Bo-
MPOC O TIPOIOJIKEHUM JICUCHUS peliacTcsl MHANBUIYATbHO.

0CT€0XOH}J,p0}1I/ICI'IJ183VIVI

OCTEOXOHIPOAUCIUIA3UU  TMPENCTABISIOT — TeTePOreHHYIO
TpyIimy 3a00JIeBaHUi, XapaKTepU3YIOIIUXCS MaTOJIOTUEN Xpsi-
1A UJIM KOCTU, UJTU TOTO U IPYTOTo.
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Onucano 6osee 100 ocTeoxoHapoaMCILIa3uid, KiIaccuduka-
11T KOTOPBIX BKITIOYAECT:

e TIATOJIOTUIO JUTMHHBIX TPYOUATHIX KOCTEH U TTIO3BOHOYHUKA,
MPOSIBJISIONIYIOCS C POXAEeHUs (TaHaToopMHas nucria-
3Usl, axOHIPOIUIa3usi, XOHAPOIKTONEpMaibHasl AUCIUIA3US
W 1p.) Uau B 6oJiee MO3THEM BO3pacTe (TMITOXOHIPOILIa3us,
MeTapuzapHble XOHIPOAUCILIA3UM);

e JsieheKThl pa3BUTHS Xpsillia U (prOPO3HOrO KOMITOHEHTA CKe-
Jeta (MHOXECTBEHHBIE XpsIleBble 3K30CTO3bI, (hMOpO3Hast
NACTUIA3MSI);

e JeeKThl TOJIIMHBI KOPTUKAIBHOTO €10 Auadu30B 1/UiIn
MOIENPOBaHUS AadU30B (HECOBEPIICHHBIN OCTEOTeHE3,
nuaduzapHast TUCTIIa3usI U Ip.).

B GonbiMHCTBE ciTyyaeB KIIMHUYIEeCKask CUMITTOMaTHKa (1c-
MPOIMOPLIMOHAILHOE TEJIOCTIOXKEHUE) TTO3BOJISIET YCTAHOBUTH
nuarHo3. Kak rnpaBwuiio, 3a0o0jieBaHUE MMEET CEMEMHBINA aHaM-
He3. C LeIbio BBISIBJIGHUST CTEPTHIX, TPYAHO TUATHOCTUPYEMbBIX
¢dopM, TMOMHMO aHAMHECTUYECKMX W KIMHWUYECKUX TaHHBIX
TpeOyeTcsI MPOBeIeHNE PEHTTEHOJIOTMYECKOM TMarHOCTUKU CKe-
JieTa, M3MEpPEeHNe COOTHOIIEHUST «BepXHUU CeTMEHT/HVDKHMIA
cerMeHT» (maoba. 2.3), OKpY>KHOCTH TOJIOBBI, pa3Maxa pyk (Tpu
MPOTTOPIIMOHATIBHOM TEJIOCTIOKEHUH pa3Max pyK PaBeH pOCTy).

Ta6nuua 2.3. CpeaHuii KOIGMMPUUNEHT «BEPXHUIA CErMEHT/HMKHUIA CErMEHT»
(Kaplan S.,1989r.)

Bospact | Manbuuku | [leBouku | Bospact Manbuuku | [leBouku
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
2,5-3,4 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
45-54 1,30 1,29 13,5-14,4 1,04 1,09
5,5-6,4 1,25 1,24 14,5154 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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st MHOTMX (DOPM XOHIPOAMCILIA3UI BO3MOXHA MOJEKY-
JISIpHAsT AMarHOCTHKA TeHeTUIeCcKOoTo nedexTa.

[MpuMeHeHre TopMOHA POCTA TIPU BPOXKISHHBIX XOHIPOIN-
cruta3usx Majo 3¢ @GeKTUBHO.

M'MnoxoHaponnasusa

AYTOCOMHO-TOMWHAHTHOE 3a0o0JieBaHWe, OTHAKO BBICOKA
YyacToTa CMOpPaJAMYecKuX ciydyaeB. B ocHoBe sexar Mytauuu
reHa FGFR3.

XapakTepHble 0COOEHHOCTH:

e 3aJeprkKa pocTa, 0oJiee BbIpakeHHast rociie 3—4 Jier;

e JIACIIPOMOPLMOHATBHOE TeNOCTOXKeHNE (YKOPOUEHNE KOHEeU -
HOCTelt), HepeIKo TPOSIBIISIONIeecs TOJTbKO B TTydepTare;

e TIOSICHUYHBIN JIOPI03;

e HOPMAaJIbHOE MOJIOBOE Pa3BUTHUE;

e KOHeuHbI pocT 130—150 cm;

e XapakTepHbI!l Rg-TIpM3HaK — OTCYTCTBUE YBEJIUUICHUS pac-
CTOSIHMSI MEXJIy OTPOCTKAMU ITO3BOHKOB B TOSICHUIHOM
oTzese Mo3BoHOoYHMKa L,—L, niam ymeHblLieHre 3Toro pac-
CTOSTHUS.

XpoMOCOMHble HapyLUueHUs
CnHpgpom Lepelwsesckoro-TepHepa

CIHIT — xJuHMYECKOe MPOSIBIIEHWE aHOMaJIWM OIHOU U3
X-XpOMOCOM Y KeHILWH. BcTpeuaetcst mpuoOIM3UTEIbHO Y Ofl-
Hoit 3 2000—2500 HOBOPOXKIECHHBIX AeBoUeK. Yale BcTpeva-
eTcst MOHOCOMMSI — KapuoTtun 45X0, olHaKO BO3MOXHBI pa3-
JIMYHBIC BapuaHThl MosauimsMma: 45X/46XX; 45X/46X, 1 (Xq);
45X /46Xdel(X); 45X/46XY 1 MHOTHE IpYTHE.

B CLUT Bxonsrt:

e HU3KOPOCJIOCTB;

e XapakTepHble PeHOTUITUECKIE OCOOCHHOCTH;
e TIOPOKM Pa3BUTHSI BHYTPEHHUX OPTaHOB;

e TUINEPrOHATOTPOIHBIN TMITOTOHAINU3M.

Huskopocaocrs npu CIIT Bcrpeuaercs B 98%, B CBSA3U C
yeM o0clieIoBaHte JII000 HU3KOPOCIOi TeBOYKM HAYMHAIOT C
KapUOTUITMPOBAHUSI.
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Xapaxkrep pocta y neBouek ¢ CIT:

TIPU POXKICHUU:

— yMepeHHas 3aaepXkKa BHYTPUYTPOOHOIO pa3BUTHUSI
(cpenmHsist [UIMHA W Macca HOBOPOXICHHBIX TTPUMEPHO
Ha 1 SD Huxe HOpMaJbHBIX TTOKa3aTeseii);

TepBbie 3 Toa XU3HU:

—  TEMIIbl pOCTa B 3TOT MEPHO OTHOCUTEJIbHO CTaOUIbHBbI,
OT HOPMBI OTJIMYAIOTCS HE3HAUNTETLHO;

3—14 nert:

— MPOTPECCUBHOE U TIOCTETIEHHOE CHUXXCHHUE TEMIIOB
pocTa;

crapiie 14 yer:

—  HHU3Kasg CKOPOCTb POCTa, OTCPOYEHHOE 3aKPbITUE 30H
pocrTa.

denornnmyeckue ocodeHHoctr mpu CIIT:

OTEYHOCTb KUCTEI/CTOI MPU POXKICHUM;

MHOXECTBEHHbIE TMTMEHTHbIE HEBYCHI, IMCILIa31sl HOTTEI;

OoukooOpa3Has rpyaHasl KJeTKa, IIMUPOKO pacCTaBJIeHHbIE

«BTSTHYTBIE» COCKHU;

KOPOTKas 1esl ¢ KPbIIOBUAHBIMU KOXKHBIMU CKJIAIKaAMMU;

MUKPOTHATHUsSI, TOTUYECKOe HEOO, HAapYIIeHUS TIPUKYCa;

BaJIbTYCHasl JEBUALIMSI JIOKTEBBIX CYCTaBOB, Aedhopmaius

ManenyHra;

KOPOTKME MeTaKaprnajbHble KOCTH, CKOJINO3;

MTO3, SMMUKAHT, MUOITHSI, HUCTAarM;

nedopMalius yiuHbIX paKOBUH.

ComnyrcrBytomas rmarosorust ipu CLIT:

TTOPOKM a0PTHI M A0PTATBHBIX KJTAITAHOB (KOApKTAaIIMsI A0PTHI,

JIByCTBOPYATHII a0pTaIbHBIN KJlanaH, aHEBPU3Ma aopThl);

TIOPOKY MOYEBBIBOMSIICH CUCTEMBI: <«IIOIKOBOOOpa3Hast

MoyKay», yIBOCHUE YalleyHo-j10xaHouyHoi cuctemsl (YJIC),

BTOPUYHBII MTHEeTOHEDPUT;

ayTOMMMYHHBI TUPEOUINT, TUTIOTUPEO3;

HapyllleHHasl TOJIePaHTHOCTb K YIJIEBOIaM;

0OCTEONopo3;

YacThle CpeTHNE OTUTHI/HAPYIIICHUE CIyXa;

9MOLIMOHAJIbHAs JIAOMJIBHOCTD, TPOOJIEMbI C O0OYYEHUEM.
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I'MmeproHamoOTPOIMHBIN TMIIOrOHAAM3M BCTpeyaeTcs B 95—

98% cirygaeB. [171s1 HeTO XapaKTepHBI:

e OTCYTCTBME MEHCTpYalluii;

e OTCYTCTBHE BTOPUYHBIX ITOJIOBBIX IPU3HAKOB;

e YaCTO OTCYTCTBUE SUYHUKOB Ha Y3U;

e HEIOpa3BUTHE MATKU;

e Oecruionue.
Hensmu repanum npu CLUT gasnsiores:

e OINTHUMM3ALIMS POCTA B IETCTBE U HOPMAIU3alvsi KOHEYHOTO
pocTa;

e JIeYeHHE KapIUOBACKYJISIPHOW U MTOYEYHOI COMYTCTBYIOIIEH
MaToJIOTUH;

e (opMUPOBaHNWE BTOPUYHBIX ITOJOBBIX TPU3HAKOB, YCTAHOB-
JIEHWE PeryJSIpHOTO MEHCTPYaJIbHOTO IIMKJIA.
s atoro npu CLUT npumensiercs:

e Tepanus ropmoHoM pocta (0,050 mr/kr/cyT) (HOopMmanm3a-
1M1 POCTa), K coxasleHU10, 3((HeKTUBHOCTL HEBbICOKAST —
3a 5 JieT JleYeHUs yaaeTcsl YBEJIMUMTh KOHEUHBIM pPOCT B
cpeaHeM Ha 7 cMm;

e Teparnus MOJIOBBIMU CTEpOMIaMU (MHAYKIIMS MydepTaTa);

e crnenuduyeckas Tepanusi U XUPypruyeckoe JeueHue UIst
KOPPEKIINU TOPOKOB PA3BUTHUSI.

BblCOKOpPOCNOCTb
1 ObICTpble TeMMbl pocTa

OnpepeneHuve

[To maHHBIM CTATUCTMKM, Y MHOTUX JETeil POCT COCTaBIISI-
et 6osiee +2SD u meHee -2SD, npu 3TOM 10 MOBOAY HU3KOIO
pocTa K BpayaM OOpalaloTcsl ropasio 4Jaile, YeM IO MOBOILY
BBICOKOpOCJIOCTH. Eciii B collMaibHOM IUTaHe UISl IOHOIIeH
poct 6osiee 200 cM SBJISIETCSI BIIOJIHE MPUEMJIEMBIM, TO JIJISI JIe-
BylIeK pocT 6osiee 180 cM MOXeT ObITh BeCbMa HeEXelaTesIeH.
[1pu 3TOM BBICOKUIT POCT 1 OBICTPBIE TEMITBI POCTa MOTYT OBITH
MpU3HAKAMK Pa3IMYHBIX YHIOKPUHHBIX 3a00JIeBaHUMN, TaKUX
KaK COMaTOTPOIMHOMA U TIPEXIEBPEMEHHOE TI0JIOBOE Pa3BU-
TUe (cM. coomeemcmayrujue pasoenst).
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Ma.a 2. HapyweHus pocta

MpVYMHbBI BLICOKOPOCNOCTN Y AeTeNn

Bapuanrtbl HOpMbI:

ceMeiiHas BBICOKOPOCIOCTb;

paHHee co3peBaHue (B OCHOBHOM CEMEWHBIl BapHaHT, HO
3TOMY TakXK€ MOTYT CONEWCTBOBATh MUTAHUE AT MJai-
mero Bo3pacra n oxupeHue. [Ipu 3T0M KOHEUHBIN pOCT He
CUJTLHO TIPEBBITIIAET BEPXHIOIO TPAHUILY HOPMBI, TIOCKOJIBKY
MMEEeT MEeCTO YyCKOpPeHNEe KOCTHOTO BO3pAcTa).
T'opMoHa/IbHbIE HAPYIIEHUS:

MpeXaeBpeMEeHHOe MoJIoBoe pa3BUTue (cm. eaasy «Hapyuie-
HUs1 N0A08020 CO3DPEBAHUS);

OYeHb pefKas MPUUMHA BBICOKOPOCIOCTH — W30BITOUHAS
cekpeuusi CTT wiu PT-T'P B pe3ysbTare HaTM4Yus aqeHOMBbI
runodur3a UM UX SKTOMUIECKOI CeKpeLnH;

Npyrue TOPMOHAJIbHbBIE HApYIICHUSI — TMIIePTUPE03, THIIe-
puncynuHusm, BIIKH;

B PEIKMX CIydyasix 3afepKa MOJOBOrO pa3BUTHS (BbI3BaH-
Hasl neUIIMTOM apoMarasbl WU 3CTPOTEHOBBIX PEIETTO-
POB) 1 3aKPBITUS 30H POCTAa MPUBOIUT K OOJIBIIIOMY KOHEY-
HOMY POCTY BO B3pOCJIOM BO3pacTe.

XpoMoCOMHbIE AHOMAJIMH:

XXY (cungpom KnaitHgpenbrepa);

XYY, XYYY (kaxmast IOOIOJHUTEIbHas Y-XpoMocoMma
JI00ABJISIET K POCTY B cpeaHeM 13 cm).

Jlpyrue peakue CUHAPOMBI:

U30BITOYHBIN POCT U MTPU3HAKY TUCcMOpdU3Ma HaOIIOAAI0T-
csl Tipu cuHapomMe MapdaHa, TOMOLIMCTUHYPUH, CUHAPOMAaX
Coroca, bekBura—Bunemana, Busepa.

TakTuka BegeHUs aeTen ¢ BbICOKOPOC/OCTbIO

ITocne TOro, Kaxk MCK/IIOYEHbI MAaTOJOTMYECKHUE IPUYMHDBI

YCKOPEHHOI'O POCTa, Y4acTO ObIBAET HEOOXOAMMO TOJIBKO I10-
BTOpHOE M3MepeHHe pocTa U MHGOPMALMS O MPOrHO3UpYe-
MOM KOHEYHOM pocre. Y JeTeil MJIaaIiero Bo3pacta BO3MOXHA
paHHsIsT MHAYKLMS Iy0epTaTta ¢ IMOMOIIbI0 HU3KUX 103 MOJI0-
BBIX CTEPOMIOB, KOTOpbIC IejaloT 0ojiee paHHUM ITy0oepTat-
HBIIA CKAYOK pocTa U mociedyloliee Gojiee paHHee 3aKphbITHE
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30H pocTa. Y jdeTeil 06ojee CTapllero Bo3pacTa, KOTOPBIE YXKe
BCTYNWJIM B ITy0epTar, ISl MHIYKLIMU OBICTPOTO CO3PEBaHMS
CKeJIeTa UCIOIb3yeTCs Tepanusl BBICOKMMU 103aMH 3CTPOTECHOB
y IeBOYEK U TECTOCTEpOHA y MaJbuuKOB. [Ipu aTOM TeopeTu-
yecku MmoodoyHble 3(GEKThl BHICOKUX 103 3CTPOTEHOB BKIIO-
4aloT TPoMO0IMOO0IMYECKYI0 0601e3Hb U PUCK BOZHUKHOBEHMSI
OHKOJIOTHYecKuX 3abos1eBaHuil. [1o aTolt mpuyrHe MpOBOASTCS
HUCCIIEIOBAHUS MO TMPUMEHEHUIO APYTUX MpenaparoB, WUHIU-
OMpyOLIMX LEeHTpalbHylo cekpenuto I'P (Hampumep, aHanoru
COMATOCTaTUHA WJIW aHTUXOJIMHEPTHUECKUE TIPeTiapaThl) WIN
onokupytoiux nepudepudeckoe aeiicraue I'P.





