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Cnucok cokpalyeHumn

CHIT — cunapowm IllepemeBckoro—TepHepa

OCI' — GonmuKyI0CTUMYTUPYIOIIUNA TOPMOH

I'P — ropmon pocra

JII' — nmroTenHU3UpyIOMWN TOPMOH

N®P-1 — uncynuHonoao6HbI# pakTop pocTa-1

NOPCBH-3 — uHCYTHMHOMOI00HBII (PaKkTOp pOCTa CBI3BIBAIOIINIA O€I0K-3
TTI" — TUpEOTPOIHBIN TOPMOH

AJl — aprepuanbHOE JaBIICHHUE



Cunnpom IllepemeBckoro—TepHepa sBAsSETCS OJAHUM M3 HauOOJEE 4YacTo
BCTPEUAIOLINXCA B TMEAHMATPUUYECKON MPAKTHKE XPOMOCOMHBIX 3a00JIeBaHUU.
PacnpoctpaneHHOCTh JaHHOTO cUHApoma cocrtasisieT 1 ciywait Ha 2000-2500
dbenoTunuueckux HoBOpoxKIeHHBIX aeBouek. CIIT mpencrasnsier coboii cum-
NITOMOKOMIUIEKC, BKJIFOUAIOUIUN psAJl TOPOKOB Pa3BUTHA U HAPYLIEHUU CO CTO-
POHBI BHYTPEHHUX OPTaHOB, 00YCIOBIEHHBIX X-XPOMOCOMHBIMY aHOMAJIUSMHU.

CBoeBpeMEHHasl paHHSA JUArHOCTUKA M COBPEMEHHAs TAKTUKA JICUCHMSI
3a00JIeBaHUs TIO3BOJISIET 3HAYUTEIBHO YJIYUIIUTh POCTOBOM NMPOTHO3 C JOCTHU-
’KEHHEM COLMAJIbHO MPUEMJIEMOIO POCTa, 00ecneunTh (POPMUPOBAHUE BTOPHY-
HBIX IIOJIOBBIX IPU3HAKOB, IIOBBICUTH KaY€CTBO KU3HU U MOJTHOCTBIO COLIUATIBHO
agantupoBaTh 600spHBIX CIIT.

dTnonorus

B ocnose pa3Butusa CILIT nexuT noiHoe WM 4YaCTUYHOE OTCYTCTBHUE OJ-
HOM M3 JBYX X XPOMOCOM H/WJIM TIOTEePs 4acTh X XpoMmocoMsl (Tabi. 1). Ompe-
JIeJIsIEMBIE TIPU WCIIOJIB30BAHUN CTAHJAPTHBIX METOJOB MCCIIEIOBAHUS LUTOre-
HETUYECKHE HapyIIEHUs IPEJICTaBICHbI B OOJBIIMHCTBE CIIy4yaeB MOJHONH MOHO-
comuer 45 X0 1 HEKOTOPBIMA MO3aM4YHBIMM BapUaHTAMH XPOMOCOMHBIX aHO-
mamit (45 X0/46 XX, 45 X0/46XY). [IpumeHeHre XpOMOCOMHOTO 30HIUPOBA-
HUS MO3BOJISIET YCTAHOBUTH 00Jiee NETalIbHbIE U3MEHEHUS! CTPYKTYPBI MOJOBBIX
xpomocoM nipu CHIT.

Tabnuya 1

YacroTa BCTpe4aeMOCTH THIIHYHBIX XPOMOCOMHBIX H3MEHEeHMi
y 6oabnbix ¢ CHIT (M. B. Ranke, 1989)

Kapuorun Yacrora, %

45 X 60,9
46 XXp- 0,9
46 XXg- 0,8
46 Xi (Xq) 5,9
45 X/46 XX 13,3
45 X/46 Xi (Xq) 6,3
45 X/46 Xr (X) 4.6
CnoxxHblid MO3auIU3M WM JpPYTHE PEIKHE Hapy-

mennst (46 Xr (X),45 X/47 XXX, 45 X/46 XX/ 6,5
47 XXX, 45 X/ 46 XXp-)

CoBpeMeHHBIC HCCIICIOBAHUS IMOKA3alH, YTO TEHBI, PACIIOJIOKEHHBIC Ha
aokycax pll1.1-11.3 b ql.2-2.1 X xpomocomsbl, obecrieunBaroT auddepeHiu-
POBKY M HOpMaJIbHOE (POPMUPOBAHUE SUYHUKOB y jAeBoueK. CTPYKTypHBIE Ha-
pYILIEHHUS 3TON 00JaCTH MPUBOJAT K IBYCTOPOHHEH JAMCTEHE3UH TOHAJl C Toce-
JTYIOIIMM Pa3BUTHEM BBIPAKEHHOT'O MOJ0BOro MH(paHTuiam3Ma. Huszkopocioctsh
npu CILIT cesazana ¢ genermert SHOX rena (short stature homeobox gene), o-
KaJIM30BAaHHOTO B MCEBJI0AYTOCOMHOM 00JIaCTH KOPOTKOTO Iieda X XPOMOCOMBI
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(Xp22.2 n Xp22.3). SHOX reH koaupyeT cnelualbHblii OEJIOK, BBICTYIAOIIHIMA
Kak perynsatop TpaHckpunuuu. CHmwkenue skcrpeccnn SHOX rena moxer
CILyKUTh OJHOW M3 MPUYMH MHOTOYMCIICHHBIX CKEJIETHBIX aHOMAaJIU MpH AaH-
HOM cuHapome (nedopmanuu MajaenyHra, MUKpOTHaTHHM, YKOPOUYEHUs MeTa-
KaprajibHbIX KOCTEH, BaJIbI'YCHOM Je(pOopMaliii BICOKOTO HEDA).

KnuHunyeckas kaptuHa CLUT

®enorununueckue npossienus CLUT y nereit paznoodpaszubl. OT™MeyaroTcs
pa3IuyHbIe YACTOTA M CTENEHb BBIPAXKEHHOCTH KIMHUYECKHUX MPU3HAKOB 3a00-
neBanus (Taou. 2).

Tabauya 2
YacToTa BCTPE4aeMOCTH BHEIIHUX MOP(OJIOrH4eCKuX NPU3HAKOB
U MOPOKOB Pa3BUTHS BHYTPeHHUX opranos npu CHIT
(mo M. B. Ranke, 1989)
KimmHnyeckuii npu3sHaxk ‘IacoT/OOTa, Kinanuyeckuii npusHaxk qac(;OOTa’
Pocm: AHuunuxu:
HHU3KOPOCJIOCTh IPU POKICHUH; 80—-100 | mucreHe3us roHan 80-100
HU3KOPOCIIOCTb MOCIIE POXKICHUS
LUles: I'pyonas knemka:
KOPOTKasi, IIUPOKasi; 60-79 0oukooOpa3zHas Gopma; 60-79
HU3KHI pOCT BOJIOC; BOpOHKOOOpa3Has (opma;
KPBUIOBUIHBIE CKJIAJIKU TUIEPTENOPU3M COCKOB
Mouesvisooswas cucmema: Koorca:
Ta30Bas SKTOMNUS MOYKH; auM(paTHIecKuil OTEK KUCTEH U
OJIHOCTOPOHHSISI PEHAJIbHAs allla3us; 60-79 |CTOm:
MOJIKOBOOOpa3Hast MOYKa; IMUTMEHTHBIE HEBYCHI;
aHOMaJIMsI IOYEYHBIX COCY/IOB, TUIIEPTPUXO3; 60-79
MOYETOYHHKOB JUCILIa3Usl HOTTEH;
Pomosas nonocmy: U3MEHEHHE 1ePMATOTTU(DUKH;
roTu4eckoe Héoo; 60-79 |amomenusd;
MUKPOTHATHsI BUTHUJINTO
Kocmmuuwiti ckenem: Cepoeuno-cocyoucmas
0-00pa3Hoe UCKPUBJICHUE PYK (Iedop- cucmema:
Malys JIOKTEBBIX CyCTaBOB), TOJICHEH; AOpTAaJIbHBIN CTEHO3;
yKopoueHue 4-il u 5-il msICTHOU Uin 40-59 |aHeBpU3Ma/IUIATALMS A0PTHI; 40-59
MIPEATUIFOCHEBON KOCTEN; JIBYCTBOPYATBIN a0pTaIbHBINA
CKOJINO3; KJIaIaH;
0CTEONOpPO3 apTepualibHas TUIepTeH3us
Yu: I nasa:
nedopmManus yIHbIX pakOBUH; TO3;
BOCHAJICHUE CPEHETO YXa; 40-59 | THKAHT; 20-39
TIIyXO0Ta; MUOIIHNS;
HU3KOE PACIIONIOKEHHUE YIIHbBIX KOCoOI1a3ue
pPaKoOBUH




OCHOBHBIMH TUATHOCTHYECKUMU KPUTEPHUSIMU CUHAPOMA SBIISTIOTCS:

— HHU3KOPOCJIOCTH;

— JWCTEHEe3Ms TOHA];

— HaJluyue CTUrM gucMopdoreHesa.

Paccmorpum moapoOHee OCHOBHBIE AMATHOCTUYECKUE MPU3HAKH JAHHOTO
CHHJIPOMA TaKWe, KaK HU3KOPOCIOCTh U AUCTEHE3Ms TOHA.

HU3KOPOCJIOCTD

TunuuHbIMU TpU3HAKaMU 3a00JI€BaHUS SIBIISIIOTCS YMEPEHHAs] BHYTPUYT-
poOHas 3aj7iep>KKa pOCTa U Macchl Tella peOeHKa (CpeTHre TToKa3aTeIu Mpu POXK-
nenun maccol 2800 r u pocta 48,3 cm). XapakTepHa HOpMallbHasi CKOPOCTb pOC-
Ta 10 3 JET C MOCIEIYIOIUM MOCTENEHHBIM 3aMEUIEHUEM CKOPOCTH POCTa K
14 rogam. DTO NMPUBOAUT K YMEHBIICHUIO AJUHBI Telda OONBHOTO OT HOPMAallb-
HOW pocTOBOM nepreHTuan B cpeaHem Ha 20 cMm. IlyOGeprarnas dasza «BbITSITHU-
BaHUS» POJIOHTUPOBAHA C OTCYTCTBUEM WJIM PE3KUM CHHXKEHHEM CKadyKa poCTa.
XapakTepHoe Uil JAHHOTO CUHAPOMA MPOTPECCUPYIOIIEE OTCTaBaAHHE KOCTHOTO
BO3pacTa CIOCOOCTBYET YAaCTUYHON KOMIICHCAIIMU POCTOBBIX 3HAYEHHU U BO3-
MO>XXHOCTH TPOAODKEHHUsT pocta OonbHBIX 0 1820 ner. Poct B3pocibIX C
CHIT, He JieueHHBIX TOPMOHOM pocTa, cocTaBisieT 142,0-146,8 cm.

Ha pucynkax 1 m 2 mpeacTtaBieHbl NEPLEHTUIBHBIE KPUBBIE pOCTa IJIS
310poBeIX JieBouek u aeBouek ¢ CIIT (M. B. Ranke, 1989). Ha comaTorpamMmmax
BUJTHO, YTO BEPXHsS TpaHUIla mokazateneit pocta y 6onpHbix ¢ CHIT mpubnu-
XKaeTcs K 3-i MePIEHTWIN TTOKa3aTeJIe pocTa 3I0pPOBbIX JI€BOYEK.

BnusiHne pa3nuyHbIX BApUAHTOB XPOMOCOMHBIX HAapYIIEHUA HA KOHEYHBIN
poct nipu CIIT muckyrabenpHo. Mmerorcs maHHble 0 Oojiee OgaronpusiTHOM
POCTOBOM MPOTHO3€ y OOJIBHBIX C KAPUOTHUIIOM, UMEIOIINM H30XpoMocoMy X(1)
n Mo3zauiusm 45X0/46XX.

BrlisiBieHa OCTOBEpHAS CBS3b MOKA3ATEINsI KOHEYHOTO POCTa OOMBHBIX C UX
T€HETUYECKUM POCTOM (YEM BBIIIE€ POJIUTENH, TEM JIydllle POCTOBOM MPOTHO3).
Haubonbiee 3HaueHue pu 3TOM UMEET POCT MaTepH, a He oTia pedeHka. 3Ha-
YUTEIBHO BJIMSET Ha MOKAa3aTelb KOHEUHOTO POCTa U BO3MOXKHBIM CTIOHTAHHBIM
nybepTaT, CHOCOOCTBYIOIINI YCKOPEHUIO KOCTHOI'O CO3PEBAHMUS.

IIPOrHO3UPOBAHUE KOHEYHOI'O POCTA

B nacrosiiiee Bpemsi HeT aOCONIOTHO TOYHBIX METOJMK MPOTHO3WPOBAHUS
koHeuHoro pocta narueHTok ¢ CLIT. Hanbonee pacnpocTpaHeHHBIM SBIISIETCS
croco0, mpu KoTtopoMm Ha comMarorpamme st 6oiapHbIX ¢ CIIT oTmeuaercs
pPOCT, U MHAUBHAYAJIbHAS KPHBasl MALMEHTKHU IPOIOJIKAETCSI COOTBETCTBEHHO
HaWJICHHOM MEPLEHTUIIN 10 0KUIaEMOT0 KOHEYHOI'0 pOCTa.

Kpome Toro, opueHTUpOBOYHO KOHEUHBIM pocT 00abHBIX ¢ CHIT MOkHO
OTIPEICIIHTH 110 Cleayromei hopmyie:



Koneunslii poct 60sbHbIX ¢ CHIT (cm) = (0,63 x reHeruueckuit pocT pe-
oenka (cMm) + 39,5 (cm).

JINCTEHE3US TOHAJ

OpnuMm u3 OCHOBHBIX AuarHoctuueckux npusHakoB CIUIT, BeISBIsEMBIX y
80—-100 % OGO0nbHBIX, SBISETCA MOJIOBONM MH(DAHTHINZM (TIEPBUYHBIA TUIIOTOHA-
JIM3M) BCJIEACTBUE TUCTEHE3UU FOHA,.

B Hacrosiiee BpeMsi yCTaHOBIIEHO, UYTO CYIIECTBYIOT ONPEIEICHHbIE JIOKY-
ChI X XpPOMOCOMBI, OTBETCTBEHHBIC 32 HOPMaIbHYIO Au(hEepeHITUPOBKY U (op-
mupoBanue sudyHukoB (pll1.1-11.3 b ql.2-2.1). CtpykTypHbIE aHOMAaJIHH, MO-
BPEKIAIOIINE 3TH 00JIaCTH, IPUBOJAT K IByCTOPOHHEH FOHAJHOMN AUCTCHE3UH.

Y mona ¢ CLIT no 14-16-i HEaenn recTanuy HE OTMEYAETCS HAPYILECHUM
B Pa3BUTHUM SIMUYHUKOB. Bo 2-ii mojioBUHE OEPEMEHHOCTH Ha cTaauu (popMupo-
BaHUS OOIMTOB T'€PMEHTATUBHBIC KJIETKU OBICTPO ACTeHEPUPYIOT. OOLUTHI MPO-
I'PECCUBHO aTPE3UPYIOTCS, SUYHUKH MPEBPAIIAOTCS B PUOPO3HbIE TSHKU € Qop-
MUpOBaHUEM streak-roHaj.

Takum 00pa3om, aHaNOTUYHBIN (PU3MOIOTUYECKUN MPOLIECC MOTEPH OOIH-
TOB, MPOAOKAIOUIUICS Y 310POBOM KEHIIMHBI B TEYCHHE HECKOJbKUX JECSATHU-
JeTui, pe3ko nporpeccupyet y aeBouek ¢ CIHIT yxe nmpu pokaeHHn U B 001Ib-
IIMHCTBE CJIy4YaeB MOJHOCTHIO 3aBEPIIACTCS K 1-My TOly KU3HH.

B 5-10 % ciyuaeB y 60JIbHBIX MOKET COXPAHSTHCS OBapHualibHas PYHKITHS,
MPOSIBICHUEM KOTOPOM SIBISETCS CIOHTAHHOE HA4Yallo IMOJIOBOTO Pa3BUTHUA C
YBEJIMYCHHEM MOJIOYHBIX Jkelie3. CaMOCTOSTeNbHBIA TyOepTaT HaOmrogacTcs
MIPEUMYIIIECTBEHHO TTPU MO3aMYHBIX (opMax CHHAPOMA, W, KaK TPABUIIO, SBJIS-
€TCsl HETIOJIHBIM M He3aBepIICHHBIM. B uTepatype onucansl pekue ciaydau oe-
peMeHHocTH U pojioB Yy xkeHiuH ¢ CIIT He TonbKO ¢ MO3auYHBIM KapUOTUIIOM
(45X0/46XX), HO u ¢ momaHONW MOHOcomuen (coobOmiaercs o 40 KeHIIUHAX,
uMeBIux 100 caMoCTOSTEIbHBIX OEPEMEHHOCTEH, U3 KOTOPBIX 68 3aKOHUYMIIUCH
POKJIEHUEM 3]I0POBBIX JIETEH).

Bbonbubie ¢ mo3aunmamom 45X0/46XY wiu aHOMaausiMH Y XPOMOCOMBI
MMEIOT MOBBIIIEHHBIN PUCK MAJIMTHU3ALMK TUCTEHETUYHBIX TOHAJ C PA3BUTHUEM
FOHa100/1aCTOMEL.

VY neBouek ¢ CHIT BHyTpeHHHE (MaTKa W BIArajuille) U Hapy>KHbIE MOJIO-
BbIE OpraHbl C(POPMUPOBAHBI MPaBUILHO. M3-3a OTCYTCTBUS WJIM HEAOCTaTKa
TOPMOHAJIBHOW CTUMYJISIIIUA OHW THUIOTUIA3UPOBAHBI U OCTAIOTCS WH(MAHTUIIb-
HbIMU. MOKET OTMEYaThCs OTHOCUTEIbHAS TMIEPIUIa3us KIUTOpa. MOJOYHbIE
JKeJne3bl He yBeNn4YeHbl. BTOpudHOE OBOJOCEHHE (TIOIMBIIICYHOE U JIOOKOBOE)
Pa3BUBACTCSl CAMOCTOSTENLHO K 12—13 romam, MeHee BBIPaXEHO, YeM Y 370pO-
BBIX JICBOYCK.



FopMoHanbHbIM cTaTyc 60nbHbLIX ¢ CLUT

COMATOTPOITHAS ®YHKIIUS

VY 6onpmuHcTBa manuenTok ¢ CHIT uccinenoBanus CTUMYJIUPOBAHHON CO-
MaTOTPONHON (QYHKIMH TIPH TPOBeneHUH (HapMaKOIOTHIECKUX MPOO BBISBUIH
aJIeKBaTHBI MakcuMabHbI BeIOpoc I'P. CrioHTanHas cyTo4yHasi WM HOYHAS
cekpeuns ['P Obi1a cHIbKeHa y O0JIBHBIX MyOepTaTHOTO BO3pAcTa MO CPABHEHHIO
CO 3JIOPOBBIMH CBEPCTHHUI[AMH, UYTO CBSI3aHO C HEJOCTATOUYHBIM YPOBHEM 3SHJIO-
IE€HHBIX ACTPOT€HOB, U XOPOIIO KOMIIEHCHUPOBAalach MpHU Hauyaje 3aMEeCTUTENb-
HOU Tepanuu *KEHCKUMHU MOJTOBBIMU TOPMOHAMM.

Konnentparuu UDP-1, HeoOxoaumoro s peanusanuu nepudepuydecko-
ro poctoBoro 3¢dekra I'P, coorBeTcTBOBaNM 3-i MEPLUEHTHIN I BO3PACTHOM
HOPMBI WM ObUTA CHUYKEHBI.

I'OHATOTPOINHAS ®YHKIUA

Hannuune nepBuuHoi simuHukoBoi HemoctarouHoct nipu CIIT mzmensier
OTPHUIIATEIBHYI0 B3aUMOCBSI3b MEXKIY THUIIOTATAMO-TUIO(PU3aPHON U TOHATHOM
cucreMamu. IloBblieHHBIE ypOBHU TOHaAOTponHbIX ropmoHoB (JII' u ®CI)
¢ 1-X Hemenpb )KU3HU JIEBOYEK C JAHHBIM 3a00JI€BAaHUEM COXPAHSIOTCA 10 2-JIeT-
Hero Bo3pacta. C 3 1o 7 jeT oTMedaroTcsi HOpMalibHble 0a3ajibHbIe KOHIICHTPA-
uuu JII' u @CT', uro oOycCIOBIEHO aKTUBAIIMEH MEXaHWU3Ma, MOJIaBJISIIOIIETO
UMITYJIbCHYIO CEKPELMIO TOHAL0JnOeprHa HE3aBUCUMO OT YPOBHSI 3CTPOTEHOB.
[Tocne 8 net GazanbHBIE YPOBHM TOHAJIOTPOITHBIX TOPMOHOB BHOBH ITOBBITIIAIOT-
Csl M BO3pacTaloT B nyoOepratHbiil nepuon B 10-20 pa3. 3amectuTenbHas Tepa-
MUSI KEHCKUMU TOJIOBBIMU TOPMOHAMH HE3HAYUTEIIbHO CHMXKAET YPOBHM T'OHa-
JOTPOIHBIX TOPMOHOB y aeBouek ¢ CIUT.

B penkux ciydasx y OOJBHBIX COXpaHSETCs HOpMaJibHas WJIM HE3Ha4yu-
TEIbHO CHIKEHHAs] QyHKUMS SMYHUKOB. CIIOHTaHHBIM myOepTaTr He SIBISETCS
MOJIHBIM W HE MPUBOJUT K JUIUTEILHOMY HOPMAJIbHOMY (DYHKIIMOHHPOBAHUIO
roHaj. ¥ TakuX NAlMEHTOB YPOBHU T'OHAJIOTPOMHBIX TOPMOHOB MOTYT COOTBET-
CTBOBATh BO3PACTHOI HOPME WK ObITh CyOHOPMAaJIbHBIMU.

THUPOUIHAS ®YHKIIAA

CHIT yacto coueraercsi ¢ SHAOKPUHOIATUSIMHU, B YACTHOCTH C ayTOUM-
MYHHBIMU 3200JICBAHUSIMU IIUTOBUAHOM *KeJI€3bl TAKUMH, KaK THUPOUIUT Xa-
[IIIMOTO, TUTIOTHPEO3, TUMIEPTUPEO3. AHTUTEIa K MHUKPOCOMAIbHOW (pakimmm
WU TUPEOUIHOU nepokcuaaze HaxoasaT y 60 % npereit ¢ CIUT, ogqnako kinHu-
YecKre M3MEHEHUsI (DYHKIMU IIUTOBUIHOM KEJIe3bl BCTPEUAIOTCS 3HAYUTEIBHO
pexe (runotupeos B 4-10 % ciaydaes).

Ornucanbl 4acTO HAOJIIOAAIONIMECS] COUETaHUSI ayTOUMMYHHBIX MOpaXEeHUN
IIMTOBUIHOM KeJe3bl C U30XPOMOCOMOM JNIMHHOTO Tieda X XpoMocoMsl 1 (Xq),
YTO CBHUJIETEIHCTBYET O MOBBIIIEHHOM PUCKE Pa3BUTHUSI ayTOUMMYHHBIX THPEO-
NaTUM y MalMEeHTOB CO CTPYKTYPHBIMU a0eppaliusiMH.



YTJIEBOIHBIN OBMEH

Uccnenosanue yraeoanoro oomena y 6onbubix CLUT siBnsieTcst akTyanb-
HBIM B CBSI3M C Tepanueil BeicokuMmu jao3amu ['P. NmMeronuecs nanHbie 00 yBe-
JUYEHUN YaCTOThI caxapHoro nuadera 2-ro tuna y xeHiuH ¢ CHIT sBastorcs
MPOTUBOPEUNBBIMUA. ONMCAHHBIE CIyYau COUYETAIUCH C BBIPAKEHHBIM OXKUPECHU-
€M WJIM HACJICICTBEHHON IPEApacloioKEHHOCTRIO Y JaHHBIX 00JIbHBIX. Cremy-
eT nmoMHuTh, uto st CIIT xapaktepeH OoJiee BRICOKUN PUCK PA3BUTHS HHCY-
JUHOPE3UCTCHTHOCTH U OXKHMPEHHS, YTO SBJSIETCS (PaKTOPOM PUCKA PA3BUTHS
caxapHoro auabeTa.

OunarHoctuka CLUT

ITPEHATAJIBHAS TJUATHOCTUKA

B GonpmmHcTBe ciyyaeB npeHataibHoe BbisiBlieHue CIIT snsercs ciy-
YaHOW HAaXOJKOU IPH MPOBEJACHUHA aMHUOLIEHTE3a, KOr1a ONPEACICHUE Kapuo-
THUIIA TJI0/1a IPOBOAMTCS 110 ApyruM npuuuHam. Haubosnee yacras u3 npuuauH —
BO3pAacT MaTepu — HE CBS3aHA C MOBBIIIEHHBIM PUCKOM BO3HMKHOBEHUS JIaHHO-
ro cugapoma. CymecTByOT XapaKTepHbI€ YJIbTPa3BYKOBBIE IPU3HAKH, KOTOPBIE
acconuupytorcsa ¢ CHIT. K HUM OTHOCATCS: KMCTO3HAs TMIpoOMa, KOApKTaLlHs
aopThl W/Miu e(eKThl JIEBbIX OTIENIOB cepAla, Opaxuiedanus, moueyHbie aHO-
MaJui, MHOTOBOJME, MAJIOBOJINE, BHYTPUYTpOOHas 3ajep:kka pocrta. Hammuue
TOPMOHAJIBHBIX HapyUIEHUI MaTepH MpU MPOBEACHUM CKPUHUHIA MO TPEM WM
YyeTblpeM MokazaresisiM (0-(heTonpoTenH, XOPUOHUYECKUN TOHAJOTPOIUH Yello-
BEKa, MHTMOWH A, HECBA3aHHBIN 3CTPUOJT) TAKKE MOKET YKa3bIBaTh Ha BHICOKYIO
BepositHocTh CIIT y moaa.

Ho eanHCTBEHHBIM JIOCTOBEPHBIM KPUTEPUEM MPEHATAIBHOW JUArHOCTUKH
3a00sieBaHUs SIBJISIETCS MCCIIEIOBaHKME KapuoTuIa 1ioja. bonee Toro, mis moa-
TBEPKJECHUS [IPEHATAIbHO YCTAaHOBJIEHHOTO JMarHo3a He0OXO0AUMO MPOBEICHUE
MOBTOPHOI'O KAPUOTUIIMPOBAHUS [TOCIIE POXKICHUS peOeHKa.

VY mnonoB ¢ kapuotunoM 45X0 oTMedaeTcsi BbICOKask 4aCTOTa CIIOHTAHHBIX
abOpTOB HAa paHHUX CPOKax OEPEMEHHOCTH, TOJBKO OKoJio 1 % 3MOpHOHOB C
kapuotunom 45X0 gocturarot craguu 3penoro mionaa, 10 % HeBbIHaIMBaEMO-
ctu OepemeHHOCTH cBsi3aHbl ¢ 45X0 MoHocomueil. TeM He MeHee, HAIU4ue
MIOJIHOM MOHOCOMMH M XapaKTEPHBIX MMPU3HAKOB MIPH YJITPA3BYKOBOM HCCIIENO0-
BaHUM (KUCTO3HOM TUIPOMBI, TUM(PATHUECKOTO0 OTEKa U JIp.) HE UCKIIOYAET Po-
KICHUE KM3HECITOCOOHOTO HOBOpOXkAeHHOro. [Ipyn Hambonee yacto BecTpeyaro-
mmxes popmax mozaunusMma (45X0/46XX, 45X0/46XXiq) KIMHUYECKHE TMPHU-
3HaKd CUHAPOMA MOTYT OTCYTCTBOBaTh. CTEIEHb MO3aUIM3Ma HE OINPEIEIACTCS
[peHaTaIbHO, YTO JIENAeT MPAKTHYECKH HEBO3MOXKHBIM IMPOTHO3UpPOBaHUE (¢e-
HOTHMA Oy/y1iero pedeHka, B TOM YHCIe BHIPAXKEHHOCTh HU3KOPOCIOCTH, THUIIO-
roHaJu3sMa U oTcyTcTBHe (epTuibHOCTU. [lo3TOMY mpu mpoBeneHHH NpeHa-



TaJbHOIO0 TE€HETHYECKOTO KOHCYJIBTHPOBAHMS CYIIECTBEHHBIM SIBJSIETCSA pac-
CMOTPEHHE BO3MOKHOCTH PACXOKICHMS MEXAY LUTOINCHETUYECKUMU Hapyllle-
HUSAMH U XapaKTEPOM KIMHUYECKUX MPOSBICHUN.

ITOCTHATAJIbHAS IUATHOCTUKA

KonuuecTBeHHbIE HAPYLIEHUSI KAPUOTHIIA BBISBIISIOTCS IPU XPOMOCOMHOM
aHaJu3e KyJbTypbl nepudepudeckux IUMQPOLUTOB KpoBH pedeHka. g uc-
KJIIOYEHMS] MO3aWYHbIX BapUaHTOB CHUHIPOMa HEOOXOAMMO HCCIIENOBATh JOCTa-
TOYHOE KOJMYECTBO KJIETOK KpoBHM. Kak npaBuio, onpeneseHHe KapuoTuIa C
UCIIOJIb30BaHUEM MEPUPEPUUECKON KPOBH SIBISETCS aJ€KBATHBIM I IIUTOJO-
rU4eCcKOro noareepskaeHus nuarunosza CIIT.

Ho /11 KOMIUIEKCHOIO M3Yy4Y€HUs aHOMAJIMK IOJIOBBIX XPOMOCOM IpPU BbI-
pakeHHbIX (PEHOTUIMUECKUX MPOSIBICHUSIX CUHIPOMA U OTCYTCTBUU HapyIICHUH
IIPU KapUOTUIIMPOBAHUU B JTUMQOLMTAX TOMOIHUTEILHO NPUMEHSAETCS KYJbTHU-
BHUpOBaHHE (HPUOPOOIIACTOB KOKU WM JPYTHX OPraHOB (TOHAJHBIX TKAHEN).

[IposiBnenus Bupwinzanuu pedenka npu CLUT wiam Hammume Xpomocom-
HBbIX ()parMeHTOB MOJIOBOM XpoMocoMbl (X wiH Y) HpHU KapUOTUIUPOBAHUU
CIIyaT NPSIMbIMU TOKA3aHUSMHU JUJISI UCCJIEIOBAHUS C LIEJIbIO BBISIBICHUS T'€HE-
TUYEeCKOro marepuaina Y xpomocomsl. [Ipumenstorcs metonsl JJHK rubpuausa-
U WK (IyOpeCUEeHTHON THOpUAN3alUY in Situ ¢ U3y4eHueM Y LEHTPOMEPHI B
pPa3IUYHBIX TKAHSX.

Baxnbsim sBisieTcst onpenenenue SRY (sex-determining region Y) reHa,
CBSI3aHHOTO C JU(depeHIUPOBKON roHa no Myxckomy Tumy. Ho ero BbisiBie-
HUE HE CIIY)KUT JOCTOBEPHBIM KPUTEPHUEM MOTEHLUHUATBHOTO (POPMUPOBAHUS TO-
Hazo01acToMbl y 601pHBIX ¢ CHIT. [ToaToMy nipoBeieHre pyTHHHOTO CKPUHUH-
ra Ha SRY reH cpeau manueHToB C IaHHBIM JUAarHO30M HEelleJIeco00pa3Ho.

XOTS 110 COBPEMEHHBIM NPECTABICHUSAM, HATUYUE Y XPOMOCOMBI MOKET
ABJIATHCSI IPUYMHON pa3BUTUS roHagobmactoMel B 7—10 % ciiyyaeB 3aboneBa-
HUS, IPEBEHTUBHAS TOHAJPKTOMHUS OCTAe€TCA Tepanuel BhIOOpa IJIsl MCKIIIOue-
HUS BO3MOKHOM MaJIMTHU3AIMU TOHA/.

[TokazaHusiMu JUisl IPOBEJICHUS KapHOTUIIMPOBAHUSI PeOEHKA MpPH MOJ103-
peann Ha CIIT gBAsIOTCA HE TOJIBKO HU3KOPOCIOCTh M 33J€pPXKKa IMOJIOBOTO
Pa3BUTHSA, HO U PsJl KIMHUYECKUX CUMIITOMOB, IIPEICTABICHHBIX B Ta0nMLE 3.

Tabauya 3
Ioka3zanus K NPOBEJIEHUIO MOCTHATAIBHOI0 KAPHOTHIIMPOBAHUSA
BospacrtHoii
Iloxa3zanus
nepuon
HeonatanpHplii | — muM@aTndeckuil OTeK CTOM U KUCTEH;
IepUO. — BHYTpUYTPOOHAs 3aJiepXKKa Pa3BUTHS;

— CTUTMbI JAHMCOMOpUOreHe3a (HHU3KUI pPOCT BOJIOC, KPBUIOBHUIHBIE
CKJIaJIKH, TOTHUeCKoe HEOO, nedopManus U/UiIH HU3KOE PacIoI0KEeHUe
YIIHBIX PAKOBHUH U Jp.);
— BPOXKJICHHBIEC IOPOKH Pa3BUTHS JIEBOTO CEPALA, KOAPKTALMS a0PThI
[IpemryOepTaTHBIN |— CTHTMBI AUCOMOPHOTEHE3a;

IEPUOL — HU3KOPOCI0CTh (pocT < 3-i NepUeHTUIN MM —2 CUTMaJIbHBIX OTKJIO-
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HEHUSI COMATOIPaMMbl) CO CH’KEHUEM CKOPOCTH pocTa (CKOPOCTh poc-
ta < 10-i1 mepueHTHIN A BO3pacTa);
— BPOXJICHHBIC MIOPOKHU PA3BUTHUS CEPACYHO-COCYIUCTON U IPYTUX CHC-
TeM, xapakrepuble st CHIT
[TyGepraTHBIil  |— CTHTMBI AUCOMOPHOTEHE3a;

nepuos — HU3KOPOCJOCTh HESICHOTO T'€HE3a;
— OTCYTCTBHE Tenapxe B 13 jer, nepBUYHas UM BTOPUYHAS aMEHOPES C
noBbIIeHHBIM ypoBHEM DCI', oTcyTcTBHE BU3yalu3alMd SUYHUKOB U
HEJIOPa3BUTHE MATKH MO JaHHBIM Y31

OuddhepeHumanbHbIN AnarHo3

Mmuorue kimanueckue nposisienus CIIT BcTpedaroTcs mpu apyrux 3a00-
neBaHUAX. TOJIBKO TOTHAS OIEHKA KIMHUYSCKOW KapTHUHBI C MOCISYIOMIUM IT1-
TOTCHETHYECKUM TOJITBEPKICHHEM IOMOTaeT NMPaBUILHO YCTAHOBUTH JUArHO3
ATOTO CHHAPOMA.

CymiecTByeT TeHETHYecKoe 3a00jieBaHHE, CXOAHOE (PEHOTHUIUYECKH C
CLUT, — cunnpom Hynan (tabm. 4).

Tabnuya 4
JAuddepenunanbrHo-quarnocrudeckue oranuusa CIIT
u cunapoma Hynan
ITpu3znak CHIT Cunapom Hynan
Denorun Tunmunei mna CIIOT IToxox wa CHIT
ITopoku cepaua ITopoku seBbIX 0TEN0B, CTEHO3 | [I0pOKM MpaBBIX OTAEIO0B, CTEHO3
A0PTHI JIETOYHOM apTepuu
YmcTBeHHOE pa3zBuTue | OOBIYHO HOPMAJILHOE 3anepxkka y 25-50 % OonbpHBIX
Poct ipu poxxaeHuu CHuxeH Hopmaibublii
Koneunslii poct CHuxeH CHuxeH B 50 % cimyyaeB
T'onanm! Jlucrenes3us roHan OOBIYHO HOpMAJTHHBIC
ITon JKenckuit My>KCKOM WM )KEHCKUI
Kapuortun N3menen HopmaibHslii
Tum HacnenoBanusa Her HewnzBecTHBIN JOMUHAHTHBIN THUIT
CuHaproM HYHAH

Yacrora BcTpewaeMoct 1 ciaydait Ha 8000 HOBOpPOXKAEHHBIX AeTel. Tum
HACJICIOBAHUS TPEANOJIOKUTEIIBHO ayTOCOMHO-JIOMUHAHTHBIN. CUHIPOM MO-
JKET BCTPEYaThCs CIOPAIUUECKU U OBITh 00YCIIOBJIEH SKCIIPECCHE maToornye-
CKOI'0 I'€Ha, JJOKAJIM30BaHHOI'O HA IJIMHHOM I11eye 12-i XpOMOCOMBI.

Xapaktepen ¢genotun CILUT. Her mapymeHust CTpyKTypbl M 4ucia MOJIO-
BBIX XPOMOCOM (HOpMaJIbHBIN KapUOTHIL).

HuskopocnocTts siBIsieTcs TUIMYHBIM Npru3HaKoM cuHjpoma Hynan. Koneu-
HBIN pocT MaiabuukoB coctasisier 160,0-162,0 cM, neBouek — 150,0—152,0 cm.
Cekpenus I'P (crioHTaHHass ¥ CTUMYyJIMpPOBaHHasA) HE HapyuieHa. JleueHue pe-
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KOMOMHAHTHBIMH TIpenapataMu ['P 3HauMTENnpHO yIydlllaeT pOCTOBOM MPOTHO3
OOJIbHBIX.

XapakTepHbIMU MPU3HAKAMHU y MaJbUYHUKOB SIBJISIOTCS KPUIITOPXU3M, MHUK-
pOIeHKC, Tunomia3us snyek. B mybGepratHoM Bo3pacte popmupyercs nepBud-
HBIM TUIOrOHAAN3M, (PEepTUIILHOCTh Y MYKUUH CHIbKeHa. [losioBas u penpoayk-
TUBHAsI (DYHKIIMU Y SKEHILIMH CTpPaJaeT HE3HAYUTEIbHO, OTMEUAETCA MO3/HEE
MEHapXe.

bonee 80 % coMaTnueckux U3MEHEHHI COCTABIIAIOT MOPOKU IPaBbIX OT/E-
JIOB cepua. 3aep>KKy YMCTBEHHOTO pa3BuTusi umerot 25—50 % O0nbHBIX.

O6cnepgoBaHue 6onbHbIX ¢ CLUT

AHAMHE3

IIpu cbope aHamMHEe3a YTOUHSIOTCS OCOOCHHOCTH TCUCHHUST OCPEMEHHOCTH H
POJIOB, CPOK recTallii, POCT U Macca Tena peOeHKa Mpy POKICHUHU, OKPYKHOCTh
TOJIOBBI, COCTOSTHUE TIO IKane Anrap (B 0aymiax), IepeHeceHHbIe 3a00IeBaHUs U
OTIepaTUBHBIE BMEIIATEILCTBA, HACICACTBEHHBIC 3a0oyieBaHus. BrisicHseTcs
POCT POJIUTEIICH C PacueTOM I'€HETHYECKOro pocTa peOeHKa (B CaHTHUMETpax U
SDS).

Pacuem cenemuueckoeo pocma ons oegouex (cm) =

pocr otna (cm) + 2POCT MATePH (M) _ ¢ 5 (cur) (110 J. M. Tanner, 1986).

Pacuem eenemuueckoeo pocma ons oegouex (SDS) =

reHeTHuuecKuil poct (cM) — 162,2 (cm)
6,00 (cm) (o J. M. Tanner, 1986).

KJIMHUYECKOE OBCJIEJTOBAHUE

1. Obwuii ocmomp ¢ onpeoeieHuem HAIUYUSL CMUeM OUCIMOpUO2eHe3a
(Tadu. 2).

2. AumponomempuuecKkue usmepeHus.

CraHgapTHOE aHTPOMOMETPHUUYECKOE OO0CiIeIoBaHNe pPeOCHKA BKIIFOYACT:
U3MepeHne pocta (10 2-IeTHET0 BO3pacTa — JUIMHBI Tella JIeKa), MacChl Tena,
OKPYKHOCTH TOJIOBBI. [losydeHHBIC pe3ybTaThl OIICHUBAIOT C MCIIOJIb30BAHHEM
KaK CTaHJApPTHBIX COMATOTpaMM JJIsl 370POBBIX JIETCH, TaK M KPUBBIX POCTa M
Macchl Tena st 6osbHBIX ¢ CHIT (puc. 1). Onpeaensitor CKOpocTh pocTa 001b-
Horo (cMm/ron) (puc. 2). Ha pucynkax 1 u 2 3amrpuxoBaHHas M0 b COOTBET-
CTBYET CTaHJIapTHOM coMaTorpaMMme Jyisl 3JJ0POBBIX JE€BOYCK.

PaccunthiBaroT cTaHmapTHOE OTKIIOHEHHE pocTa pebdenka (SDS) ot cpen-
HUX TIOKa3aTesen uisi HOopMallbHOW momyisiuu. SDS pocta peGeHka MOXeET
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MPUMEHATHCA B KAYECTBE MPOTHOCTUYECKOTO KPUTEPUSI OKOHYATEIBHOIO POCTa
OOJILHOTO.
Pacuem SDS =
pocT pedeHKa (CM) — CpeTHUI JOMKEHCTBYIOIMM POCT I JAHHOTO Bo3pacTa (CM)
cpennee otkioHeHue (SD) '

Jlnis kaxao0ro OONBHOTO CO3/aeTCsl UHAUBUAyalbHasl KpUBas POCTa C HUC-
MOJIb30BaHMEM CHEIHANbHBIX KpUBBIX pocTa st CLUT.

3. Onpeoenenue kocmuozo o3pacma.

KocTnblit Bo3pacT peOeHka onpenesstoT Ha OCHOBAaHUM aHAJU3a PEHTTeHO-
rpaMMbl JI€BOM kuctu U 3ansicthd no Mmerogy W. W. Greulich u S. L. Pyle (1963)
wiu J. M. Tanner (1965) ¢ ucnonb30BaHUEM WHJIEKCHBIX TaOJUI[ IJi1 pacuera
nporHosupyemoro pocra. ¥ 6onpHbix ¢ CIIT pa3nuna mexmay XpoHoJoruye-
CKUM U KOCTHBIM BO3pacToM cocTaBisieT 1-2 roga. PaccunTeiBatoT u cpaBHUBA-
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BO3pacT, net

Puc. 1. Comarorpamma: cunapom lllepemeBckoro—Tepuepa (cm)

Ilpumeuanue: * cOOTBETCTBYET 3-1 MEPIIEHTUIIN POCTA 3I0POBHIX JIEBOYEK.
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Puc. 2. Kpusas ckopoctu pocrta: cunapom lllepemeckoro—TepHepa

Ilpumeuanue: * cOOTBETCTBYET 3-i MEPLEHTHIIN POCTA 3[0POBBIX JI€BOYEK.

4. Penmeenonocuueckoe ucciedogarue Kocmeli ckeiemd.

Pentrenonornueckoe ucciaeoBaHuE KOCTHOM CUCTEMBI IPOBOAST TOJBKO B
cily4ae HaJIM4us KJIMHUYECKUX CUMIITOMOB HapyllleHUs (pOPMUPOBAHUS CKeJIeTa
(BpOXKIEHHOM TUCIIA3UU Ta300€PEHHOI0 CyCcTaBa, CKOINO03a JIp.).

5. Hccnedosanue cepoeyno-cocyoucmou cucmemol.

[Ipu kaxxnoM BpaueOHOM OCMOTpE MPOBOIAT u3Mepenue AJl Ha obeux py-
KaX CO CPaBHEHUEM IIOJYyYEHHBIX PE3yJbTAaTOB CO CPEAHUMH 3HaUeHUsAMHU AJ[
JUTSL 3JI0POBBIX CBEPCTHUKOB. IIpu mepBUYHOM OOpamieHuu sl UCKITFOYCHUS
cTeHo3a aopThl onpenensitoT AJl Ha Horax pebenka. [Ipu moBeimenun A/l mpo-
BOJUTCS] CYTOYHOE MOHUTOPUPOBAHUE JIABJICHHUS.

OKI' BBINONHSAIOT MPU NEPBOM BpaueOHOM OCMOTPE U IEpe] HA4ajloM Te-
panuu I'P. OxoKI' npoBoasAT mpu mocTaHOBKE JnarHo3a 3a0oyieBaHUs C Iocie-
JTYIOIUM TUHAMUYECKUM HAOJII0/IeHUEM (110 MOKa3aHUsIM ).

6. Uccrneoosanue mouesvigoosuyeri cucmemoi.

[Ipy nepBUYHOM MOCEHIEHUH OCYIIECTBIISIOT MCCIEAOBaHUE OOILEro aHa-
JY3a MOYHM, YJIbTPAa3BYKOBYIO JTUAarHOCTUKY MOYEBBIBOJSIICH CUCTEMBI JJId UC-
KJIFOUEHHUS aHOMAJIU pa3BUTUA (YJIBOEHUE, TUCTOMUS, MOAKOBOOOpa3Has MoukKa
UT. I.).

7. Hccrnedosanue nonogou cucmembi.

CrerneHp TOJIOBOTO pa3BUTUA OonbHOTO ompexaensercs mo J. M. Tanner
(1986). Tlpu ocmoTpe HapYKHBIX TMOJIOBBIX OPTaHOB OOpalial0T BHUMAaHHE HA
JMHUIO POCTa BOJIOC, CTPOCHUE KIIUTOPA, pa3Mepbl OOJIBIINX U MaJIBIX MOJIOBBIX
ry0. OneHnBaIOT IBET CIM3UCTON BXO/a BO BIArajulle M XapakTep BbIACICHUIN
13 MOJIOBBIX ITYTEM.

['MHEKO0JIOrMYecKoe HCCIEJOBAaHUE C OCMOTPOM IIEHKH MATKU B JETCKUX
BJIArQJIUIIHBIX 3€pKaJIaX HE SIBISETCS MPUHYIUTEIbLHBIM MPU YCTAHOBICHUU -
arHo3a v Npu Hayaje JICUCHUs HU3KUMHU J103aMH 3CTPOreHoB. Ero npoBoasT npu
nepeBojie OOJbHBIX HA 3aMECTUTEIBHYI0 COUYETAHHYIO ICTPOIr€H-T€CTareHHYIO
Teparuio.

VYabpTpa3BykoBoe 00cCiieJOBaHUE OPraHOB MaJIOrO Ta3a JaeT BO3MOXHOCTb
ONPENENUTD JIOKAUIM3ALNID MATKA U SIMYHUKOB y JEBOYEK, YCTAHOBUThH UX pa3-
MEpBI, CTENIEHB 3PEJIOCTH, YTOYHUTH COCTOSIHUE SHIAOMETPUSI.

VYibpTpa3zBykoBoe 00CiIeZIOBaHUE OPraHOB Majoro Ta3a MPOBOMST:

— TIpH MEPBUYHOMN JMATHOCTUKE 3a00JI€BaHUS;

— Tpu KOHTposie 3HPEKTUBHOCTH MPOBOJUMOM 3aMECTUTEIBLHOMN Tepanuu
ACTPOreHaMu € ONPEACIICHUEM JUHAMUKU YBEJIIMYEHUS pa3MEPOB MAaTKU U CpaB-
HEHHUEM C HOPMaJIbHBIMU 3HAYEHUSMHU Pa3MEPOB JJIsl JAHHOTO XPOHOJIOTHYECKO-
ro BO3pacra.
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['opMoOHa/IbHASI TMAarHOCTHKA C HMCCIIEJOBAaHUEM 0Oa3ajbHBIX YpPOBHEW 3CT-
pamguona, JII', ®CT" y 6onbnbix ¢ CIIT umeer orpanndyenHoe 3naueHue. [1oBbI-
IIEHHBbIE KOHIICHTPAI[UU FOHAJAOTPOIHBIX TOPMOHOB, ocobeHHo DCI', yka3biBa-
I0T Ha MMEIOUIYIOCs AucreHe3uto rouaj. [lokasatenn ropMoHaNbHOrO craTyca
OTPAXKarOT HE KOJIMYECTBEHHBIN, & KAYECTBEHHBIN pa3Mep OCTaTOYHOM I'OHATHOU
GbyHKIIUU OOJIbHBIX.

[Ipu 3amecTUTENBHON Teparuy 3CTPOreHaMu (recrareHamMu) omnpejesicHue
KOHILICHTPAIMi TOHAJOTPOIHBIX TOPMOHOB HE UMEET KIMHMUYECKOTIO 3HAYCHHS.
JI71st KOHTPOJISL aJIeKBaTHOCTU MPOBOAMMOrO J€UeHUsI U MoA0Opa 3aMeCTUTENb-
HOU J03bl Ipenapara U3MEPSIOT TOJIbKO YPOBEHb 3CTPOT€HOB KPOBH.

8. Cencopnas cucmema.

OdTranbpMonoruueckoe Mccie0BaHue MPOBOAUTCS OJHOKPATHO IOCTE yC-
TaHOBJIEHUS AuarHosa. OmnpenenstoT OCTPOTy 3peHust (MCKIIOUEHHE TuiepMme-
TPOIUH, AMOIHOIUN).

KoHcynbTanus OTOJapuUHIOJIOra BBIMOJHAETCS HPH MEPBUYHOM OOpaliie-
HUU TSI UCKITIOUCHHS TPAH3UTOPHBIX WJIM MEPMaHEHTHBIX BTOPUYHBIX Hapyle-
HUN ciyxa. HapylieHne peun MOKeT OTMe4aThCs MPU OTCYTCTBUM IMATOJOTUH
ciyxa (HOCOBOUM WJIM BBICOKHMU OTTEHOK rojioca) U CBSI3aHO C OCOOCHHOCTSIMHU
CTPOCHHMS PEUEBOTO armapara (roTuaeckoe HEOO).

9. Oyenka ncuxocoyuanrbHo2o pazeumus (NCUXON02, NCUXOHEBPOIO2 NO
NOKA3AHUSM,).

VY 6ombabIX ¢ CIIT ypoBeHb MHTEIIEKTYaTILHOTO PA3BUTUS BAPBUPYET TaK
XKe, KaK U B LEJIOM B NONYJSINUMU. TONBKO y MALMEHTOK C KOJBLEBOM X-XpO-
MOCOMOW MOKET OTMEYaThCsl YMCTBEHHAs! OTCTAIOCTh. BO3MOXKHO Haiuuue cre-
MU(UIECKUX TICHXOJIOTUYECKUX TPOoOsieM (TPyAHOCTH B aOCTPAKTHOM MBbIIILIE-
HUU, HapyIIIEHUE KOHIICHTPAIIMA BHUMAHUS, TICUXUYCCKUI HH(DaHTUIN3M, 31 ]o-
puyueckuii (pOH HACTPOEHHUS, BBICOKASI BCTPEYAEMOCTh HEPBHOM AaHOPEKCHH).

10. Onopno-osuecamenvhsiii annapam.

[lo mnoka3zaHusM MPOBOAAT KOHCYJbTALMIO OpTONENa i HCKIHOYEHUS
3a00JIeBaHUI MTO3BOHOYHHMKA, BPOXKJIEHHON TUCIUIa3UU Ta300€JpeHHOro CycTaBa
u Jp.

JInsi MCKIIIOYEHHS] HAJIMYKS OCTEONEHWH M OCTEONOp03a PEKOMEHIOBAHO
OTIPEJICJICHHE Y TTOJPOCTKOB CHIBOPOTOUYHBIX YPOBHEH KalbliMsg OOLIETO U MOHU-
3UpOBaHHOTO, (hochopa, MapKepoB KOCTHOM pe30pOlMU U KOCTeoOpa3oBaHUs,
MCCIIEJOBAHUE NIOTHOCTU KOCTHOU TKaHU (J€HCUTOMETPHSA).

11. Dnookpunnas cucmema.

UccnenoBanre coMartoTpornHod (yHKmuH. ['opMOHanIbHAsh JUArHOCTHKA
nedunura PI" mpoBoauTCs TOMBKO OOJIBHBIM, POCT KOTOPBIX HIDKE 3-i mepIieH-
Ty A nesovek ¢ CIIT.

JIJIst ICKITFOYEHHST COMATOTPOITHON HEJIOCTATOYHOCTH Y OOJBHBIX JI0 Hadaja
tepannu npenaparamu ['P onpenemsror yposau MOP-1, UOPCh-3, npoBoasar
2 CTaHAApPTHBIX CTUMYJISIIMOHHBIX TeCTa (C MHCYJIMHOM, apTUHUHOM, KJIOHUIU-
HOM H JIp.).
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ComMaroTponHas HeI0CTaTOYHOCTh JUATHOCTUPYETCS, €CIIM MaKCUMaJIbHbBIN
ypoBeHb BeiOpoca ['P Ha done ctumyssiiimn meHee 10 HI/MiT B 2 IPOBEACHHBIX
CTUMYJISIIUOHHBIX TIPOo0ax.

UccnenoBanne TMpOUIHOrO cTaTyca. YuuThiBas yactoe couetanune CIIT ¢
ayTOUMMYHHBIM THUPOUJIUTOM CO CHIDKCHHOW (DYHKIMEW NIUTOBUIHOMN KEIJIE3bI
uccnenytot yposuu TTI, cBo6oaHOM dpakuuu Ty, TUTPHI AaHTUTEN K TUPOUTHOM
IIEPOKCUA3€E, MPOBOAAT YJIbTPAa3BYKOBOE MCCIICIOBAHUE IIIUTOBUIHOMN KEJIE3bI.
B ponyGepratHoM Bo3pacTe KpaTHOCTh OOCIIE€NOBAaHUS THUPOUIHOTO CTaTyca
OIpEAENAETCs M0 MTOKa3aHUsAM, B IIOJIPOCTKOBOM BO3pacTe IIPOBOJAUTCS HE PEKE
1 pa3a B rog.

UccnenoBanne yrieBogHoro ooMeHa. [ MCKIIOUeHUS HApYIICHUN yTIie-
BogHoro oobmena y 6oipHBIX ¢ CLIT mpoBoasT mepopaibHBIN TIIFOKO30TOJIE-
panTHbiid TecT (I'TT) wmm B/B I'TT mo crammapTHO# MeTonuke He pexe |1 pa3a B
rofi. Y OOJBHBIX C BBICOKHM PHCKOM Pa3BUTHS caxapHOTo nuadera 1-ro Tuma
(HayIMyMe POJICTBEHHUKOB 1-il cTeneHu pojactBa ¢ auabetoMm l-ro tuma, moJio-
JKUTEJIbHbIC aHTUTEA K UHCYJIMHY U OCTPOBKOBBIM KJIETKaM) HEOOXOJAUMO TpH-
HUMAaTh BO BHUMaHUE MMOOOYHOE TUa0ETOreHHOE JCHCTBUE MPEnapaToB Mpume-
HSEMBIX JJIsl 3aMECTUTEILHOM Tepanuu (1osoBbie ropMoHbl, ['P).

UccnenoBanue nunuaHoro oomena. MccienoBanue rnokaszateneil o0IIero
XO0JIECTEPUHA, TPUIIIULIEPUIOB, JUIIUIOTPAMMBI C ONPEACICHUEM HHIEKCA aTe-
POT€HHOCTHU IPOBOJAAT MOAPOCTKAM IPU 3aMECTUTEIIBHOM TEpaluU JCTPOreH-
recTareHHbIMU IpenapaTaMu He pexe 1 pa3a B rog.

AucnaHcepHoe HabnoaeHne 6onbHbIX ¢ CLUT

HNucnancepnoe Habmoaenue nereit ¢ CIIT ocymectBisercs Ha 6a3e oOa-
CTHOTO (FOpPOJCKOr0) 3HAOKPUHOJOTHYECKOr0 JUCIIAHCEpa 3HIOKPUHOJIOTAMMU-
neInaTpaMu.

Yacrora HabmoaeHust O0IbHBIX 0€3 MpoBeaeHus Tepanuu 1 pa3 B 6 Mecs-
1IeB, TP Tepanuu npenapatamu [P, okcaHIpoOHOM W/UiK 3CTpOTeHaMu (ICT-
poreHamu/rectarenamu) — 1 pa3 B 3 mecsna.

OO0s3aTenbHBIN 00BEM AUATHOCTUYCCKUX MEPOIPHUATUN BKIIOYACT: aHTPO-
MOMETPHUIO; U3MEPEHHE YacTOThI cepaeunbix cokpamenuit (HCC) u AJl; ocmotp
OKyJiicTa (TJa3Hoe JHO), HEBPOIATOJIOra, THHEKOIO0ra-3H10KPHUHOJIOTa; BBIMOJ-
HEHHUE PEHTICHOTPaMMbl JIEBOM KHUCTH W 3arsiCThs (KOCTHBIM Bo3pact); KT
VY3U nodek, OpraHoB MAJIOrO Ta3a, IIMTOBUIHOM JKEJIE3bl, CEPALA; MPOBEICHHE
[JIFOKO30TOJIEPAHTHOTO TeCTa, OMOXMMHUYECKOr0 aHalin3a KpoBU (0OmMil xoJe-
CTepUH, TPUIIHUIEPUIBI, JTUIUIOTpamMMa, Kaibluil, pocdop), ropMOHAIBHOTO
ananmuza (TTT, T, cBOOOIHBIN, TUTP aHTUTEN K TUPOUTHON MEPOKCUIA3E), ICT-
paauon (Mpy 3aMEeCTUTENILHON Teparuu dcTporeHamu)) (tadam. 5).
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Tabnuya 5

O0beM TUArHocTH4YecKux oocaeaoBanuii 00abubIX ¢ CIIT

Ilep- Exeroanbrii I[TOeH::Z';a IIpu npoBenenuun
I[IpoBogumbie BHY- 0CMOTP Ko 1\14) Gunant- | TEPAIHH pexomMoOu-
o0cie10BaHUS HBbI 0e3 npoBeaeHus P wniv TP HaHTHbIM I'P,
oCMOTp Tepanumn 3CTp0FeHal’VH{I 3CTPOreHaMu
Knnnnueckuit ocmotp . + (1 pa3 . + (1 pa3
B 6 MECSIIEB) B 3 MecsIIeB)
Cturmsl JUCOIMOpHOTeHEe3a + + +
Cepneuno- UCcC, Al n + (1 pa3 N + (1 pa3
cocyaucras B 6 MeCsIIEB) B 3 Mecs1EB)
cucreMa OKI' + + (1 paz BTON) + I111
VY3U cepana + TII1 + TII1
AHTpoOTIOMeTpus N + (1 pa3 y + (1 pa3
B 6 MECSIIEB) B 3 MecsIIEeB)
Hesponoruyeckoe
+ + (1 paz BTO + + (1 paz BTO
HCCIIEJOBaHUE (I'p ) (I'p )
OdTranpmonoruueckoe
+ + (1 pazBTO 11 + (1 pazBTO
HCCIIeOBaHNE (I'p ) (I'p )
K
OpTtonenuueckoe n I I I
HCCIeOBaHNE
OcMoTp nepmaToliora + T111 I111 111
JIOP-uc- OTOCKOIIHUS + + ( pa3 B ron) + + (1 paz BTON)
CICAOBAHME | ay IMOMETPUS + 111 + I1I1
Koncynpranus ncuxomno- N N I I
ra/TICUXOHEBPOJIOTA
PyTunnsie naboparopHsie
HCCIICIOBAHUS
. + + (1 pazBTO + + (1 pazBTO
(oOmuii aHaMU3 KPOBH, 00- (Ip A) (Ip A)
U aHAJIN3 MOYHN)
P aMma i
EHTreHorpamMmma JIeBOi " T L + (1 pas B ro)
KHCTH M 3aIsCThS
TIOYEK + TIIT IIIT TIIT
OpraHoOB
+ TIIT + + (1 pazBTO
V3U MaJioro Taza (I'p n)
IIIATOBUIHON
+ + (1 paz BTO 11 + (1 paz BTO
JKEJIE3BI (Ip n) (Ip )
TTI, T4 cBOOOIHBII + + (1 paz BTON) + + (1 paz3 BTON)
JIT, ©CT., E, a0bl T + *+ (1 pas
2 = B 6 MECSIICB)
Tz antutena kK ['P I1I1 + I1I1
M
aHTHUTENA K THPOUI-
§ = . POHAL + (1 paz3 B TON) + + (1 paz BTON)
S g | Hoif mupokcuaase
& $ | aHTHTENA K OCTPOB-
= ~
KOBBIM KJIETKaM I n I

MIOKEITy JOYHOMU
KEJIE3bl
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Oxonyanue maon. 5

. o nauana
E:xeroannii IIpu npoBeneHun
Iep- Tepanuu
I[IpoBogumbie ., 0CMOTP Tepanuu peKoMou-
BUYHBII PEeKOMOMHAHT-
00cJIe10BaHUS 0e3 npoBeaeHus HaHTHbIM I'P,
0CMOTP HbiM [P,
Tepanuu 3CTPOreHaMu
3CTPOreHaMH
Ounokpu- | ['P-ctumyns-
AOKP Y 11 +
HOJIOTHAYE- LIMOHHEIE
ckue QyHK- I'TT + + (1 pa3 B ron) + + (1 pa3 B rOx)
HOHAJIb-
. npyTHe I I T I
HBIE TECTHI

Ilpumeuanue: + — obs3aTenbHOE MpoBeaeHne uccienopanus; [1I1 — mpoeaeHue uc-
CJICAOBAHMUS 110 ITOKA3aHUSAM.

JleyeHue 6onbHbIX ¢ CLUT
IIPENNAPATHI I'P

[Ipumenenue npenaparoB renHonHkenepHoro I'P y 6onpubix ¢ CIIT, 3a
VCKJIIOUEHUEM PEIKUX CJIy4aeB COYETaHUs C COMATOTPOIIHOW HEAOCTATOYHO-
CTBIO, HE SIBJISICTCS 3aMECTHTEIIBHOM Tepanueil. B mybGepraTHOM Bo3pacte y jie-
BOYEK C JAHHBIM CHHAPOMOM H3-3a JUCTE€HE3WU TI'OHAJl OTMEYAECTCA CHUKCHHE
CIIOHTAaHHOM cekpeuuu ['P 1mo cpaBHEHMIO C YpOBHEM 310pOBBIX CBEPCTHHII.
PasBuBaetcst orHocutensHblid nedunut ['P. [lo manuaeiM nuTepatypsbl, Tepanus
npenapatamu ['P ¢ menpio nocTmwkeHus: myOepTaTHBIX KOHIIEHTPAIM JaHHOTO
TOPMOHA UMEET JOCTOBEpHBIN 3P (deKkT Ha yckopeHue pocra O6osbHbIX ¢ CLIT
IIPU OTCYTCTBUH XapaKTEPHOU AJid IyOepTara Nporpeccuu 0cCupuKauu.

[Tokazanuem nis Havana Tepanuu npenaparamu ['P sBisercs poct peden-
Ka HWKE 3-1 MEPUEHTWIN COMAaTOrpaMMBbl JUIS 3I0POBBIX CBEPCTHUKOB.

Hauanenass no3za I'P y gereit mpemyOGepraTHOro Bo3pacta (MeHbIIe 9—
11 net) — 0,15 ME/kr/cyt (1 ME/kr/nen.) wiu 0,05 mr/kr/cyt (0,33 mr/kr/gen.).
VY 6onee crapmux aereit (11-14 net), o0coOeHHO B KOMOMHAIIUM C CTPOTCHAMH,
exenHeBHas no3a I'P yBemmuuBaercs no 1,5 ME/kr/aen. unu 0,46 mr/kr/Hen.
Hau6onee rs¢dexruBabiM peskumom Tepanuu ['P 6onbabix CHIT cuurtaercs ero
eXeJTHEBHOE TOJKOXXKHOE BBeleHuE B BeuepHee BpeMs (B 20.00-22.00 mepen
CHOM).

WunuBuayanbabiii 0TBET Ha JiedeHue ['P MokeT OBITh pa3sIuyHbIM U TPE/I-
CKa3aTh €ro Mo pe3yjbTaTaM MPOBEAEHHBIX CTUMYJISIHUOHHBIX TECTOB HE MPEM-
craBisieTcss Bo3MOXHbIM. Koneunslit poct 60apHbix ¢ CHIT npu nmo3aHo Hava-
Tor Tepanuu ['P 3HaunTenbHO MEHbIIE. DTO MOAYEPKUBAET AKTYaJIbHOCTh PaH-
HEl JIMarHOCTHKHU 3a00JI€BaHUS U CBOEBPEMEHHOCTHM HAa3HAYEHUS COMATOTPOII-
HOT'O TOPMOHA MAIlUEHTAM C JJaHHBIM CHHAPOMOM.
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[Tocne mocTuxkeHusi KOCTHOroO Bo3pacTta 14 jeTr ckopocTh pocTa OOJIBHBIX
pe3ko cHmxkaeTcs (10 2 cm/rox Ha GOHE JICYSHUSI COMATOTPOITHBIM TOPMOHOM),
YTO SIBJIAETCSA OCHOBAHUEM Ul MpEKpalleHus tepanuu npenaparamu ['P. B nHa-
crosiiee BpeMst pocT 150 cMm ABISIETCS TOCTUKUMOU 1EJIbIO 71t OOJIBIIIMHCTBA
nesoyek ¢ CIIT.

AHABOJIMYECKHUE CTEPOUIBI

AHabonMyecKkuil CTepoui HOBOTO TOKOJIEHUs (HeapOMaTU3UPOBAHHBINA aH-
JPOreH — OKCaHPOJIOH) UMEET MUHUMAJIbHbBIE TOOOUHbIE JeHCTBUSA. OCHOBHOM
MEXaHHU3M €ro JIEUCTBUS 3aKJII0YAETCS B HEMOCPEICTBEHHOM BIIMSIHUUA HA POCT
XpsIIIEBOM TKaHU, HE BMeLIUBasch B cucteMy [ P-1OP—1.

Couerannoe npumenenue ['P u okcanaponona y 6onpabix ¢ CHIT ycumnu-
BAET POCTOBOM CKAYOK CO CHMIKEHUEM IPOJOJDKUTEIBHOCTHA TEPAIIUU 110 CpaB-
HEHHUIO C U30JMPOBAHHBIM HcMob30oBaHueM ['P (Tabi. 6).

Tabnuya 6
CpaBHeHMe OKOHYaTeIbHOT0 pocTa 60abHbIX CLIT
NPHU NPUMEHEHUHU Pa3HbIX CXeM Tepanuu
Cxema Tepanuu OxoHYaTeIbHBII pocT IIpudaBka IIpono/KHTENBHOCTD
(K014 eCTBO 0OJIBHBIX) 00JIbHBIX, CM pocTa, cM JIeYeHHUs, JeT
U.S. study (Genentech)
I'P(n=17) 150,4+5,5 8,4+4)5 7,6+22
I'P + oxcanaposnos (n = 43) 152,1 £5,9 10,3+4,5 6,1+19
U.S. study (NCGS)
P (n=622) 148,3 + 5,6 64+49 | 37+1,9
KonTpons (n =25) 144,2 £ 6,0 JICYEHHUS HE TOJIyYaln

OnHoBpemeHHOe nMpuMeHeHne koMOuHanuu I'P 1 okcanaposoHa pekomeH-
nyercst y gereit 9—11 ner ¢ BbIpaKeHHON HU3KOPOCIOCThIO (pocT Huke 50-i
nepreHTn st 6onpHBIX ¢ CLUT), He momydaBmmx panee nedenue I'P.

Havanpnas no3a okcanaposiona cocrasisier 0,05 mr/kr/cytku. [Ipu cHu-
KEHUU CKOPOCTH pocTa (00braHO Tocie 12 mecseB aedeHus Ha (GoHE exeme-
CSIYHOTO M3MEPEHMsSI pOCTa) /1032 CTEPOMIHOrO Mpernapara YBEIHMYUBAETCA O
0,075-0,1 Mr/Kr/CyTKM 11 MHIYIIUPOBAHUS BTOPOTO POCTOBOTO ckauka. [Tocie
Yero JICYEHUE OKCAHJIPOJIOHOM MPEeKpallaeTcss U HAYMHAETCS 3aMeCTUTEIbHas
Teparusi CTPOreHaAMH.

He pexkomenayercss mpuMeHEHHE OKCaHJPOJIOHA MPU KOCTHOM BO3pacCTe
pebeHka A0 7 JeT WM XPOHOJOTMYECKOM BO3pacTe MeHee 8 jeT. Y OOJNbHBIX
MOJIYYAKOIIMUX JICYEHUE ITUM IIPENAPATOM, MPOBOJAAT MOHUTOPUPOBAHUE CKOPO-
CTH POCTa, CTEIIEHU BUpUIN3aUnU, BbITONHAOT ['TT.

Bnusnue xomOunanuu ['P, okcaHapojioHa W 3CTPOTE€HOB Ha YJIydlIEHUE
OKOHYATEJILHOTO pocTa AUCKyTabenbHo. KomMOMHAIMS OKCAaHIIPOJIOHA U 3CTPO-
ICHOB M3-32 BEPOSATHOCTH HEMPOTNOPIMOHAIBHONU OcCcU(UKAIMK B TIeAuaTpUye-
CKOW SHJIOKPUHOJIOTUH HE IPUMEHSETCS.
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ICTPOTEHbBI

Jlo Hayvaja Tepamuu SCTPOreHaMU HEOOXOAMMO OIpe/eJICHHE YPOBHEH ro-
HAJOTPOMHBIX TOPMOHOB JIJIsl UCKIFOYEHHUSI BO3MOXKHOI'O CIIOHTAHHOTO IyOepTa-
ta. [Ipn HOpMasbHBIX BO3pacTHbhIX nokaszartensax JII' u @CI' npoBoasaT ynpTpa-
3BYKOBO€ HCCJIEIOBAHHE OpPraHOB Majioro Tas3a C OIpPEAENIEHUEM TOHAHOTrO
craTyca.

DCTPOreHOTEPANUI0 HAYMHAKOT TIOCJE ONPEAECICHUsS WHIUBUILYAIbHBIX
IPUOPUTETOB OOJIBLHOM W/uiu ee poauteneil. Ecnu ynydinenue pocToBoro mpo-
rHO3a SIBJIAETCS HauboJee BaXKHOM 11eJIbI0, TO )KEHCKHUE MOJI0BbIE TOPMOHBI MPH-
MEHSIIOT HE paHee KOCTHOro Bo3pacta 12 yer, 10 HOCTHKEHHS JI€BOYKON Mak-
CUMAaJIbHOT'O POCTa.

B cooTBeTcTBUM C NMPUHATBIMU Ha 5-M MEXIyHApOJIHOM CHUMIIO3UYME I10
cunapomy Tepuepa (Munan, 2000) pekoMeHIALMUSIMHU IO JUATHOCTUKE U Jiede-
Huto CIIT Tepanuio 3cTporeHaMH HAYMHAKOT MPU XPOHOJIOTHYECKOM BO3pACTE
15 ner; xenarenbHO mocie 1-2 u Oonee ner nedyeHust ['P, xorga JOCTUTHYT
pocT, OJIM3KUI K KOHEUHOMY .

JUIss MHULMALKK TIOJIOBOTO Pa3BUTHS UCIONB3YIOTCSA HU3KUE JT03bI 3CTPO-
reHoB (1/6—1/8 B3pociioi cyTOUHOM A03bI) C YBEIMYEHUEM J03bI Mpernapara ye-
pe3 3—6 MecsueB. Uepes 12—18 mecsaiieB MOHOTEpaNu 3CTPOr€HAMU MEPEXOAAT
K LIMKJIMYECKOU 3CTPOreH-TeCTareHHOM Teparuu.

Llo3uposka 3cmpozennbix npenapamos:

1. IlepBbie 6—12 mecsieB Tepanuu:

— Tpemaparbl A3CTpaaMoia Bajgepuarta (mporuHoBa), 17-B acTpammoina
(actpoden) nmepopansHo 0,017 Mr/Kr exxenHeBHO (3 Hemenu jedeHus, 1 Hemens
nepepPhIB);

— KOHBIOTHPOBAaHHBIE 3CTpOreHsl (mpemapuH) nepopainbHo 0,01 Mr/kr
exxeqHEeBHO (3 Heaenu JieueHus, 1 Hesens nepepoiB);

— I@pemaparbl  3THUHWI  3cTpaauoyia  (MUKpO(OIIMH)  MepopaibHO
0,05 Mkr/kr (3 Hegenu jgedeHus, 1 Heaelns nepepoiB).

2. Ha BTOpOM roay jae4eHusl, WA NPU JOCTHKEHUH CTaJUH MOJOBOTO pas-
Butus 4 no TanHepy w/wiu yBenuueHun oobema MaTku 6osiee 10 mi pekomeH-
JyETCSl yBEIIMYEHUE J103bl 3CTPOT€HOB:

— Tpenapatsl ACTpajinoa Baiepuara nepopaibHo 0,034 Mr/Kr exxeTHeBHO
(3 Henenu nedeHus, | Heaes IEpEPHIB);

— KOHBIOTUPOBAHHBIE ACTPOTeHbI (mpemapuH) mepopaibHo 0,02 Mmr/kr
eXeqHEBHO (3 Heaenu JieueHusl, 1 Helemns nepepoiB);

— Tperaparbl dTUHWI dCTpaauoiia (MUkpodoiuinH) nepopanbHo 0,1 MKr/Kr
(3 Henmenu nedenus, 1 Henmenst mepepsIB) € MEPEXOAOM HA LIUKIUYECKYIO 3aMec-
TUTEIBHYIO TEPAIIUIO ICTPOTrCH-IIPOrecTareHoBaMu Mpenaparamu (JUBUHA, LIUK-
JIO-TIPOTr€HOBA, TPUCEKBEHC).
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THUPOUJHBIE MIPENAPATBI

[IpumeHneHre TUPOUTHBIX TOMOHOB (JIEBOTHPOKCHH) B 103€ 1—2 MKI/KT/CyT
PEKOMEHYETCsSl IPU CHUKEHHOW (DYHKLIMH IIMTOBHUJIHOM Keje3bl M0J KOHTPO-
nem aHanmusa Ha TTI, T4 cBOOOMHBIN.

Jlntepatypa

1. Heoos, U. U. Comarorpomnnas Hemoctatounocts / . U. Jlenos, A. H. Tronpnakos,
B. A. IlerepkoBa. M.: UnaexclIpunt. 1998. C. 132133, 206-208.

2. Cunopom llepemeBckoro—TepHepa (maTorenes, KIMHUKA, JUATHOCTHKA, JIeueHUe) /
U. U. Ienos [u ap.]. M.: @apmanus. 2002. C. 47.

3. Recommendations for the Diagnosis and Management of Turner Syndrome /
P. Saenger [et al.] // J. Clin. Endocrinol. Metab. 2001. Vol. 86. Ne 7. P. 3061-3069.

4. Sperling, M. A. Pediatric Endocrinology / M. A. Sperling. New Jork: Alan R. Liss,
2002. P. 519-564.

5. Ranke, M. B. Diagnostics of Endocrine Function in Children and Adolescents /
M. B. Ranke. Leipzig Heidelberg. 1996. 448 p.

6. Cameron, N. The methods of auxological anthropometry / N. Cameron ; in F. Falk-
ner, J. M. Tanner / Human Growth. Vol. 2. Postnatal Growth, Neurobiology, 2™ ed. New
Jork, Plenum. 1986. P. 35-90.

7. Tanner, J. M. Normal growth and techniques of growth assessment / J. M. Tanner //
J. Clin. Endocrinol. Metab. 1986. Ne 15. P. 411.

8. Greulich, W. W. Radiographic Atlas of Skeletal Development of the Hand and Wrist
/ W. W. Greulich, S. I. Pyle. 2" ed. Stanford, CA, Stanford University Press. 1959.

9. Assessment of Skeletal maturity and Prediction of Adult Height (TW2 Method) /
J. M. Tanner [et al.]. New Jork, Academic. 1975.

10. Growth hormone therapy of Turner's syndrome: Benefical effect on adult height /
R. G. Rosenfeld [et al.] // J. Pediatr. 1998. P. 132—139.

11. Growth hormone treatment of girls with Turner syndrome: The National Coopera-
tive Growth Study Experience / L. Plotnick [et al.] // Pediatrics. 1998. P. 102—479.

22



OrnaBneHue

CHHCOK COKPALIEHMM] ...eeeeeuevrrieeeeeirieeeeesitrreeeesarseeeesssssseeesssssseesessssseeeesssssssesanns 3
OTUHONOTHUS (A. B. CYKQILO) ...veeeeeeeiiiiieeeiiiee et eetee e et e e e etaeae e e avaaea e e 4
Kinanueckas kaptuaa CLUT (4. B. COMHYEBA) .......ccuueeeeeeeiiaaiieaeiiaeiieeeien. 5
['opmonanbubiit cratyc 0onbHbIX ¢ CLUT (4. B. Connyesa)..............ccueeneenn... 7
JuarHoctuka CIIT (A. B. COMHYUCBA) ..........oeeeeeeeveeeeaeiieeeeeeciieeeeeecieee e 9
Huddepenunansusiii auaruo3 (4. B. Cykano, A. B. Connyesay......................... 11
O6cnenoanue 00JbHBIX ¢ CHUT (A. B. COMHYEBA) .........evveeeeiaeaeeeeaieaeeaanns 12
Hucnancepnoe HabmoaeHue 6oybHbix ¢ CIIT

(A. B. Cykano, A. B. COMHYCBA) ............oceeeeueeeeaciieeeeiieeeeieeensieeeeiaeeesaseeensnee e 17
Jleuenune 60bHBIX ¢ CHIT (A. B. COMHYEBA) ........uvveeeeeeeaaiiaeereeeeieeeereea e 19
0] 07 NS o 1Y o - H SRR 22



VYueOHoe u3ganue

CoanneBa Anxenuka BukropoHa
Cykano Anekcanap BacuibeBuu

COBPEMEHHBIE IPUHIIUIIBI
JTIUATHOCTHUKHU U JIEYEHUSI
CUHHJIPOMA HIEPEIIEBCKOI'O-TEPHEPA
Y JETEN

Y4eOHO-METOIMYECKOE TT0COOUE

OtBercTBeHHas 3a Bbillyck A. B. CosHiieBa
Penaktop O. B. IBanoBa
Kommerorepnas Bepctka H. M. @enopuosoii

[Toamucano B meuats 01.03.07. ®opmat 60x84/16. bymara nucuas «KromJIrokcy.
[Teuats opcetnas. 'apuutypa «Timesy.
VYen. neu. 1. 1,39. Yu.-u3a. 1. 0,97. Tupax 130 sk3. 3aka3 254.
W3natens v nonurpaduyeckoe UCIOIHEHUE —
benopycckuii rocy 1apCTBEHHBIA MEIUIIMHCKUN YHUBEPCUTET.
JIN Ne 02330/0133420 ot 14.10.2004; JIIT Ne 02330/0131503 ot 27.08.2004.
220030, r. Munck, Jlenunrpasackas, 6.



	СОВРЕМЕННЫЕ ПРИНЦИПЫ�ДИАГНОСТИКИ И ЛЕЧЕНИЯ �СИНДРОМА ШЕРЕШЕВ
	Список сокращений
	Этиология
	Клиническая картина СШТ
	Гормональный статус больных с СШТ
	Диагностика СШТ
	Дифференциальный диагноз
	Обследование больных с СШТ
	Диспансерное наблюдение больных с СШТ
	Лечение больных с СШТ
	Литература
	Оглавление


