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pocra

TeMITbl POCTa YeJOBEKA MOXHO Ppas/ieliuTh
, MAXOISIIMXCS TION KOHTPOJIEM Pas3inyHbIX
MO/ MJIaIEHYECTBa, IETCTBO U Imybeprar.
ICHYECTBE B 3HAYUTEJILHOM CTENEHU HAXOMUTCS
JiMeM (pakTopoB MUTaHMSI, UMEIONIMX pellaiolee
# 1iepBbIE ABa rojia Xu3Hu pedeHka. B aTom mepu-
EKOTOPBIX JeTel MOTYT HaOIIONaloTCs YCKOPEHHbIE
¢HHbIE TEMITBI pOCTa, TO3TOMY CKOPOCTh pOCTa B
¢ 1OJIL KW3HU B OOJIbLICH CTENEHU OMPENEIsieT Mpo-
HKUHEMIHOTO pOCcTa, YeM JUTMHA NPU POXIEHUH.
111l IPOTIOPIIMOHANILHO CTaOMIIbHBIA POCT B IET-
JI0 JIOCTMXKEHHsT TTy0epTaTHOrO BO3pacTa Herocpel-
PeryIMpyeTcsi TOPMOHOM POCTa, & TAKXE TUPEOu/-
IOPMOHAM¥, TOPMOHAMU HAJMOYEYHUKOB.
ATHOM TIEPMOJIE COBMECTHOE NEWCTBME TOPMOHA
i I1OJIOBBIX CTEPOMIOB (ICTPOTEHOB) NMPUBOAMUT K
LOPEIHIO TeMIIOB pocTa (ImyOepTaTHBIM POCTOBOW CKa-
i), IIPOrPECCUBHOMY KOCTHOMY CO3PEBaHMIO, TpPUBO-
WeMY K 3aKPBITMIO 30H pPOCTa M, B KOHEYHOM CYETe,
JOCTHXEHUIO KOHEYHOro pocTa. MIMEHHO 3CTPOICHbI
) BeHHBI 3 3aKpHITME 30H POCTa KaK Y XEHIIWH, TaK

y MYKUHMH.
ble paznuuus

Kole HBI POCT MYXYUH B cpeHeM Ha 13 cM Bbille, YeM
yeiiuma. B nercTse Havasio myGepTaTHOroO pOCTOBOTO CKAavYKa
CHOUEK HACTYIIAET PaHbIle, YeM Y MaJIbYUKOB.
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CrpaBoYHMK AETCKOro SHAOKPUHONOra Inasa 2. Hapywe+us pocta

Temnbl pocTa

B nipejienax OIHOTO MoJa MOTYT HAaO/IIOAATECS MEXMHIB
IbHBIC PAIAYMA B TEMIax pocta (WM CKOPOCTH JOCTHKE
koneuroro pocra). CKOpOCTb KOCTHOTO CO3PEBAHMA, €€ 3a/ICPX «K03(DOULMEHT CTAHIAPTHOTO OTKIIOHE-
WJIN YCKOPEHKE, OTPe/IeIIsieT BpeMsl Havasla U JUIMTEIbHOCTb MOJK ltlndard deviation score), MOKa3bIBAIOIIMIA CKOJIb-
BOro pasuTHsi. 4acTo 3T1 0OCOOGEHHOCTH UMEIOT CeMEeIHBIN XapaK: AP IHLIX (CHIMaTBHBIX) OTKJIOHEHWMI COCTABJISIET pas-

Tep, yKa3biBasi Ha BOBJIEYEHHOCTb FeHETHYECKUX ¢akropos. Cp: '
HEHME «KOCTHOTO BO3pacTa» (ONpENENseTcsi 0 PEHTIEHOrpaMMe ' jmmom Bo3pacra u nona. Pacyer SDS pocta npowus-
KWCTEil PYK C JIYYE3arsICTHBIMU CYCTaBaM¥) C XPOHONOTUIECKUM !
BO3PACTOM MMEET BKHOE 3HAYEHME B IPOTHO3MPOBAHNM POCTA.

[ CTAMAAPTHOro OTKIIOHeHUs

1 COOTBETCTBUS MHIMBHUAYAJIBHOIO POCTa pe-
SHCHLIM JUIsE COOTBETCTBYIOILIETO BO3pacTa U 1oJjia

SDS pocra = (x — X)/SD,

oo * | el s

KOHEUHBIA POCT ONpENeNsieTCsl KaK JIOCTUTHYTBIH YenoBe- - ok )
KOM POCT Ha MOMEHT CHIDKEHMs! TEMIIOB POCTa MeHee 2 CM/TOll, f;:)”'x’:;a“;zm x::::mmecif:g B:;J?acm u 21(;11:_.
YTO MOJKHO TOJTBEPAUTH 3aKPHITMEM 30H POCTa Ha PEHTTCHO- paccuuT PY4HYIO, WIUHY

it KoHeuYHBIA POCT reHETUYECKH IeTepMH- 1) OTKJIOHEHMS JUIsl IaHHOTO BO3pacTa u Mojia, WK ¢

o as s i ] KOMITBIOTEPHBIX IT aAMM.
HupoBaH. [1porHo3MpyeMblii KOHEYHBIN POCT MOXET OBITH pac- | p porp:
CUMTaH y KaXaoro pebeHKa MHAMBUAYAIBHO, UCXOI U3 POCTa W pocta

€ro poaMTeNIei. OIICHKM [MoKa3aTesei pocta B paHHeM aerctse (o1 0 10

) pispaboTaHsl CrielMATbHBIE BECO-POCTOBbIE TEPLICH-

OueHka pocta O KpuBbie (puc. 2.1, 2.2). Y pmeteil crapimero Bospac-

H3mepeHune pocTa HIVILAYIOTCSA IPYTUe MEepLEeHTWIbHbIE KpUBBIE (OT 2 10
B nesix MUHMMU3AUK OIIMOKY IPY pacyeTe CKOPOCTH PO- { ) (puc. 2.3, 2.4).

cra (cM/Tom), MHTEpBAJ MEXIY M3MEPEHUSIMU POCTa MOJKCH 1MV BO3pacT

COCTABIATh KaK MUHUMYM 6 mec. M3MepeHus OJDKHBI ITPOBO-

JUTHCS HA OJHOM M TOM K€ CTaJIMOMETPE, XeJIATeIbHO OTHUM Dhneub occruKauuu 31udU3apHbIA 30H pocTa SBJISETCS

¥ TEM XK€ MIEPCOHANIOM.

VismMepeHne pocTa cufisi U CpaBHEHME C JUIMHOM Hor (pocT
CTOSL — POCT CHJIsI) TIPOBOAST C IIE/IbIO OLEHKH TPOTIOPLMO-
HaJIbHOCTH TEJIOCIOXCHUSI.

WM KpUTEpUEM B JIMAarHOCTMKE HaHM3Ma U IPOTrHO3UPO-
WM koreyHoro pocTa. Paznuyusi MeXay KOCTHBIM U XPOHO-
MECKNIM BO3PAcTOM JAlOT BO3MOXHOCTEH IIPOTHO3MPOBATH
I pocra, BpeMsl Hayasia rmybepraTta, KOTOpbIii OOBIYHO Ha-
10T 1IPU TOCTUXXKEHUM KOCTHOTO Bo3pacta 10,5 net y neBo-
%1 11-11,5neT y MaJIbuUKOB, OMHAKO CBSI3b MEXIY KOCTHBIM
JMCTOM M BpEMEHEM Havala mybeprara oTHOcHTe bHA. [le-
I JIOCTUTAIOT CKEJIETHOM 3PEJIOCTH TTPH KOCTHOM BO3pacTe
15 ner, manbuuku — 17 ner. TakuM 06pa3oM, 10 KOCTHOMY
WHPIETY MOXHO OLIEHUTH OCTAIOIIMICS POCTOBOM MOTEHLMA,

CpeaHuii pocT poautene
CpeiHuii POAUTENBCKUN POCT ONpEAenseT TeHEeTUYECKUN
pocT peGeHKa, KOTOPbIN PaCYMTHIBAETCS 110 hopmyIe ©

Jisi MAJIBYMKOB = POCT OTLA+pocT marepu/2+6,5 cM
JLiist ieBOYEK = PoCT oTHa+poct Marepu/2—6,5 cMm.
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&M‘ MAETCKOro 3HAOKpuHonora | InaBa 2. Hapywe+ns pocra

o
C MlapusHTwbHue KpuBbie Wws P Wwn
i POCTA W B6CA ANA AE804EK MANLYMKOB

- ' 0369121518212427303336
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i

Puc. 2.1. TlepueHTWIbHBIE KDUBBIE POCTA U BECA U151 ICBOYEK (0—36 m 1

OH MOXeT ObITh UCTIOJIb30BaH B NPOTHO3MPOBAHMY KOHCYHC {lepueHTiIbHBIE KPUBBIE POCTAa M Beca Ul MaIbMMKOB

pocra.

HM:!KOpOCIIOCTb ¢Hus pocTa MOTYT IPUCYTCTBOBATH 3a0JIT0 10 TOTO
JledmimT pocta (HU3KOPOCIOCTb) — POCT HUXE 3 nepiy I, KOrlfa poCT OKaXeTCsl HUXE 3TOTO YPOBHS U MO-

WM MW HYDKe 2 CTAHIApTHBIX oTKiIoHeHuit (<-2,0 SDS) ILISIBICHBI HAMHOTO paHbllIe MPHU OLIEHKE CKOPOCTHU

NONY/ISIIMOHHON CpEeIHE# MIsi JaHHOTO XPOHOJIOTMYICCKOR HKA ¥ aHa/IM3€e ero MHAWBUIYAIbHOM KPUBOI pocTa

BOPACTA M TIOA. 5.
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1 1aBa 0. MaP y eV A e A

ré ' TnaBa 6

KA 3aKaH4YABAIOTCA B ypOI‘CHWI‘aJ'leOM CHUHY~

Ha '
g){ll;ueH ns ‘ MOMETOJIOBOM OTBEPCTHH, OTKPBIBAIOIIEMES Hil
aun epeHUuun : Wi, BonnoBbl POTOKYU SIBJISIOTCS MIpEIECTBEH~
P u POBKKU nq | WIpeHHIX TIONOBBIX OPraHOB MajlbauKa, MIOJLIEe-

IR — MPENIIeCTBEHHHKY BHYTPEHHUX reHUTAINHI

»
h

®usmnonorus AnddepeHumposku nona

Hasl';gg ;e;::g:; )((Kax 1 BCEX MIIEKOITMTAIOLIMX)
i et XpomocoM — XY u XX, Koro,
g TCHBI, BKTIOYAIOIINE POLIECce pP:
- CDYHKHHOHHOTEHHHMBHOﬁ TOHAIIbI B TECTHKY.
ot MPYIOLIME SIMYKU OOYCIOBIMBAIOY |
. 2 d)po HHUX ¥ HapyXHbIX MYXCKHX T'eH an I

PMHUDOBAHMS BHYTPEHHUX U HapyxH |

SINEHHUMKA HAPYXHBIX TeHUTanuii (hopMUpyIoTCs
1) 4K 10/ PMATTHHOTO 3a4aTKa — TEHUTAIBHOTO oyrop-
PO PIIBHBIX CKIIAIOK ¥ BATMKOB.
' J1l 5TOM 3TAle: MyTaliK ayTOCOMHBIX TEHOB, IKC-
JOIUIXCS B YPOTCHUTATBHOM KOJIbLIE, MPUBOAT K IO
(ieHesy Y IUIOJa TIGOro TEHETHYECKOro MoJia B code-
SO/IOrveit TIOUEeK, HAMTOYETHNKOB ¥ IPYTMX OpraHoB.
TV SIBTISIETCS GA30BLIM. H _ i oran sMGproHATBHON MU dHEepeHIIMPOBKH nona —
» HE TPeOYeT aKTHBHOTO TOPMU) WAiiMe W3 TIePBUYHOM TOHAMbl TECTHKY/A WM AWt~

BIIUSIHUS Y pa3BU
BaeTcs ‘ .
[IpY OTCYTCTBUM SINYEK, 310 Hen). DTOT KPUTUYECKUHN NEPHOI 3MOpuroreHesa

IIpouecc x
npdepen ] ‘
PEHIIMPOBKH I10J1a B TIEPUOJ IMO: Wil BIUSTHUEM T€HOB, IKCIIPECCUPYIOLIMXCS HA T10-
nomocomax. K 7—8-ii Henene sMbproreHesa HauMHaeT

pasrpaHuyeH Ha
TPU OCHOBHBIX
TepBaiii 3 JTana.
Tarn — 06 it o
OTpaHndeH 1—7-if ne ﬂ:jl,uﬂ ANt SMOPHOHOB 06 BULHpoBaTHCA TeH SRY, TOKaIM30BaHHbIA Ha KOPOTKOM
b0 aMOpuorenesa. B a1y Y XPOMOCOMBI. DKcnpeccus 3TOro rela CJTy)KUT CATHA-
Wi i depeHIIMPOBKH KIIETOK CepToiy, KOTOpBIE Ha-

hopmupyrorc
OB U ngZuLueZT}:;ZiZ(bd)epeHu"pOBaH"“e NEepBUYL
WK L :
n BHyTpeHHMX " Hapm . L ()IPHH"‘JHBaTB FepMHHaTMBHblC KJIETKH, (bopMPlpyﬂ

Jll/ll?'l, Oﬁm”e
THSL OT ypor:::ngﬁﬁr]:)mggge L':IOM- K 4-ii nenen Miyio ctpyktypy (7—8 Hen). Knerku Jleimira dde-
Aepmel) audbepennupyiores de Ka (MPOU3BOAHOL: wWiores uyTh nozke (8—10 Hex) u 6s1cTPO HOPMUPYIOT
NEPBUYHAS FOHAAA B BUE yTOJlmTa"bele Haxmoyey AWIPACTDPYKTYPY, BKITI0Yasi hepMEHTBI cTepouIoTeHe3a u
TeUs Hazl Me3oHedpocom (nepssr?:gﬁuiZOMH;;c \ apit K JIT/XT, 4To NpUBOAMT K [TOBBILLIEHUIO CEKPEeLVHU
JIeJTH B ITe uykoit), C 4 poHa.
npnmopn::;::b{leo rr(::gi:ﬂuynii‘:,"'*a'm aKTUBHO MHIPHL YICTBHE SKCIPECCHM SRY SIBIsIeTCS| CUTHAIOM JUIst [ G-
DT0T Mponece i ot Bxgme KJIETKM — PO ML POBKY TIEPBUYHO# TOHAIBI B SITIHUK. O[HAKO OTHOTO
Ho?—[ ayTOCOMHOTO Hpoucxoxﬂe’:{ ¢ :HbMHM KOJIAYe W (paxropa HCJIOCTBT:;HO. st ngnﬂiueur;gngggpnp;y;—
peiie : |1 OBAapUAITLHBIX CTPYKTYP HEOOXOIMMO -
na Jo6oro c;g;:H(;g:Mi};nyg:::"x4ﬂ(3JIOBbe opras EHETHIECKUX cbaii'ropos. HauGonee BaXHBIM SIBJIACTCS
W IIPEACTaBASIOT cOGOI ABe ma MK -1 HeJemne sMop I, JKCIIPECCUPYIONIMICS Ha X-xpomocome. YIBOSHHUE 3TOTO
HIMXCS! OT YacTu Me30HecbpocapH ITPOTOKOB, OTLIHYDPORM i (11pM KapUOTUIIE XX) — HeobXoauMoe yCIOBUE UIA oBa-
WHM HEPBUYHOM ToHAxbI: Bomiq) € YYacCTBYIOILIETO B 06 . IO nu¢)¢>epgx4{unposm, T03TOMY reH UMeeT Ha3BaHWe
: OBBI M MIOJLTIEPOBHI [1P0 .. - dosage-sensitive sex reversal region on Xchromosome
296 : W JlifTepaType STOT TeH M3BECTEH MO Ha3BaHUEM DAXI-ren

I
B
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[naga 6. HapyweHnus aupgepeHunpoBku nona

CHNIOVHMK AeTckoro SHAOKPUHOMOra

WILCTHO TECTOCTEPOHA, KOHLEHTPALMS KOTOPO-
W 14-it Henene pasBUTHSI JOCTUIAET Hy6epTaT“”§
110/ BIMSTHAEM TECTOCTEPOHA BOJIb(OBbI npg:;)(::l;_
ILipYIOTCS B CeMEHHbIE TTY3bIPbKH, C?MHB!:GOHHT
UK M 1IPMIATOK TECTUKYJIA. AKTUBHBIN MET i
B (IPOIYKT BO3OEUCTBUSI KJIETOUYHOIO (ep .
W10l — JUTUIPOTECTOCTEPOH) AKTUBHO ur.pchcbopv
WJ/AIIECTBEHHMKM HAPYXHbIX TCHUTAIMIA: HOJL(:{BOM
~ 1 [10JIOBOY UJIEH, IOJIOBbIE CKIIAMKN — B MOIIOHKY,
' KO THII IT0JIOBBIX OPTaHOB.
“ u‘jlr y::gncxoro nona orcyrcteue AMI np”Bc(t))I;HT
(1CHI[MY MIOJIJIEPOBBIX IPOTOKOB, U3 KOTOPBIX "g_
41U) MaTKa, BEPXHsIST 4acTb Bnaranu;l)?mMT ?agél:;::ccy
MEHTHBIC CUCTEMbI CTEPOMIOTeHe3a, OIHAKO pelie M. Orcyrcraite T?)CTOCZCTI;?;a ;;;upommocrepona
1 ®CT Ha MOBEPXHOCTH 5THX KITeTOK OTCYTCTBYIOT: m‘l;l XK r:bpggzﬁgzﬁaﬂzfowxencmx HAPYXHbIX T€HUTA-
;ZK:,:EZ;L:ZPOFCHOB » PHHHHIGX B oMOpHoEIE | m::muoﬁ BYropoK COXpaHsIeTCsl KaK KJIMTOP, TOJIOBbIE
Iaronorus ra srom srane: OTCyTCTBHE reHa SRY y | iK1 — KaK TOJIOBbIE ry6.b' VI BapUAHThI JIOXHOTO
¢ HOpMallbHbIM KapuoTinioM XY MpuBoguT K ere ey . o o aTane-q[)J onuTusMa. Jledekr cekperun
ctukyi. U HaoGopor, Hammume SRY Y CYOBEKTa C HOpPM, (IEKOIO M KEHCKOTO repMa g (OpMHUPOBAHUIO Y HUX MaT-
KCHCKUM KapHOTUIIOM TIPUBOIUT B hopmupoBanmio e _' by waskos npug o(llldx:{T()ma — Kak ciyyaiiHasi HaxoJka
;?gf:; P B TECTHIVT (XX — Myxcavtbt, neTimibi fepies ‘ ':;,l:,lz::; Im:z(ﬂ?{);me — coueTaHue ¢ 6ecnnonu:£.ﬂ£le-
. . “ OTECTOCT -
BosmoxkHbI matomnormyeckye CUTyalluu, KOTAa NPO QERFOCHETESA Tecmmpf:ge ZT::;:ﬁg HapyXHBIX TeHU-
yasoenue rena DSS'y cy6bekra ¢ HOPMaJIbHBIM MyKeK] WHUHHOE WIN OUCEKCYyaT THH TECTHKYL.
puotunom XY — B 3710it CUTYyalluy NepBUYHAs TOHaA 1 Wil Npy HOPMAJIbHOM pa3BU asi CeKpeuus TeCTOCTepOHa
dbopmupyercs B auunuk. Henocratounocts no3m DSS ny YV JneBouek axcmaroﬂa;ﬂf:::sau WU HAPYXHBIX TeHUTATUI
AUT K TOHATHOMY JIUCTEHE3Y Y CYGBEKTOB ¢ KapuoTHUIIOM A JIIKH) nipusommT K aHﬂpoBaHHblx suyHuKax. [ToBbIILIEHHAsS
Tperuit, sasepmatoumii sran N0JI0Bo#  Tuddepe) lijiil HOpMATBHO ChopMHUP K areHe3uy MaTKé ¥ BIarajiuina
POBKM — (popMupoBanue BHYTPEHHUX ¥ HapyXHBIX rell wenpeccust AMIT mpuBoauT
it miona (9—14 wex). ror sran y TUI0JA MYXCKOTO | {Eirpom POKMTaHCKom)éHuﬁ dopmuposanns nona (H®II).
[IOJTHOCTBIO 3aBUCHT OT (hyHKLMOHANLHO aKTHBHOCTH ~ Kaaccndpmxaums "3;’13;_“
OpHonaneHbIX TecTukyT. Kierky Cepronu ¢ 9 1o 10-10 1e: + Xpomocomnsie HOII: ro—TepHepa 45XO;
JO 5MOpuoreHesa CEKPETUPYIOT GENOK — aHTUMIONI af —  CHHOPOM IHepvemecho Y
FOpMOH (AMT), koTopsrii TIPUBOLMT K perpeccy Miojuiepos —  CHHIpPOM KﬂgnH(be”szpmHan 46)’(Y/45X0;
lporokon. Kierkn Jletinura, CTUMYJIMDOBaHHbIE Tiane. — CMellaHHasg MCF@Hﬁg I1 46XY/46XX.
1M XTI, a satem u coberBeHHbIM JIT, CEKPETUPYIOT —  OBOTECTHUKYJISIPHOE

(Dosage-sensitive sex reversal, Adrenal hypoplas
Xchromosome), Tak xak €ro MyTalUWH y MaJik
K BPOXIEHHOM arumasuy HannoyeyHukos). [loes
HEOOXOMMOrO reHeTHYeCKOro CHIHAJIA O BOIMOM
MMPOBaHUS TIEPBUYHON TOHAIBI B SIMIHUK, TP
KIIETKH HAYMHAIOT 11EPEMEINaThCs K nepudepuy
KOPKOBbIH C10ii ssmunuka. C 8 11o [3-10 HEJENO &
IHCIIO FEPMUHATUBHBIX KIIETOK B SIMYHUKe Haun
TEJIbHO YBEIMYMBATLCS 3a cyer MAacCHUBHOTO 0
nenenus. C 13-it venenn MHTOTUYECKOE JEIeHME ||
CTCS — OOrOHMM NPEBPALLAIOTCS B OOLUTHL Oonny
fOTCs1 CJIOEM BEpPETEHOOBPA3HBIX KIIETOK — MpeIecy;
TpaHynesbl. Knetku rpanysiess CoznepxkaT HeOOXOHA

:
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« H®DIT 46XY:

e H®IT 46XX:
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Inapa 6. Hapyweruns avggepeHynMpoBKH rnona

00YC/IOBNEHHOE HApYIIEHUEM PA3BH!
oBorecTrKynsipHoe HPTI 46XY;
NUCTEHE3Us TOHAT,

CHHIPOM SMOPHOHATBHOM TeCTHKYISPHON
OOYCIIOBICHHOE HAapYIICHUEM OHOC
CTEpOHa:

nedexr peuenropa JIT;

BPOXIEHHAsK TMCHYHKLNSA KOPBI HAMTIOYE!
m nedext STAR-niporeuHa;

= neduumr 20,22-gecMonassr;
= nedumr 17-a-runpoxcunaser/17,20-nua:
m JebuIuT 3—B-runpoxcnc1*epoumerwxpo ¥
= JIePULIUT OKCHAOPETYKTA3bL;
neduuur 17- B—mnpoxcucrepomemnpo ol
O0YCJIOBIEHHOE HapyllIeHHEM MeTaboau3Mil |
CTBHMS TECTOCTEPOHA:
AeuunT 5-0-peayKTass;
CHH/IDOM DE3MCTEHTHOCTH K aHAPOTCHAM M
neeKTa peLenTopa K aHIpOreHam;
OMOpHMONATHM, HE CBS3aHHbBIE C SHIOKPHIII
byHKIMEH.

 (KauIuit, HaTpyiA).
B MAJIOFO Ta3a.

01, AHPOCTEH/IVIOH).

OC KOTTHS.

OOYCIIOBNIEHHOE HAPYUIEHUEM Pa3BUTHST TOHA
 JMCIEHE3Wsl TOHAL,

pyweHnii popmMupoBaHms nona

wponn: JIT, ®CT, TecTOCTEpOH, 3CTPafuoOll,
| 7-ruapoxcunpernesonon, ATIDAc, anapo-

& XI'Y (110 1000—1500 El 1 pa3 B CYTKM B TCUCHHE
Jii 5 JieHb 3a60p KPOBM Ha TECTOCTEPOH, JAUTHIPO-

JIMpHO- reHeTUYECKUE UCCIICIOBAHUS.

* OBoTecTHKYJIsspHOe HDIT 46XX;
« TecTuKynsapHoe HOIT 46XX;
00YCITOBIEHHOE BHYTPUYTPOGHO TUTIEPAHIPONeH!
 BPOXIEHHasl AMCHYHKIIMS KOPBI HAATIOYE
8 JeDUUNT 2] -TUAPOKCUIIA3HE;
= JgebuuuT 11-B-runpokcunassr;
= aebunur 3—B—ru11poxcucreponanemnpore A
« Jehunur apomMarassl;
* ATPOTCHHAs BHYTPUYTPOOHAS TMIIEPAHIPOTEHY

IT (CunakreH-aeno* 1 Mr B/M OXHOKpAaTHO,
Qlf:{pés 10—12 u u yepe3 24 4 Ha KOPTU30I mon
{ KOPOTKOTO JEHCTBUS 250 MKT B/B OIlHOKpaTH“:
| Wponn uepes 30 u 60 mun, 17-OHII, ]7—FMPOK:~M-
wiosion, IMDAC, aHIPOCTEHINOH, 1 1-1€30KCUKOD'

JIEPIIYTHOM OCMOTPE YTOYHSIOT CTPOCHHE Ha;;yxl(—IH::_(
4 OpIaHOB, KOTOPOE OLIEHMBAETCS ng ij}J:uxog» ;
! s Bpoocdennasn Ouc@yHKyus Kopel Ha no-«ec vty
), l'cin ynaercst anbnvpoBarh TOHAAbl B PACIL st
|WIOHKe WIM TIO XOLY TIAXOBBIX KaHAJIOB, Ppevb Wi

* BUPWIM3MpYIOLIKeE 3a601eBaAHUS MaTepH; 5
amOpuonaTuy.

0 HIKAIe
1, CreneHy BUPMIM3ALMK HApYXHbBIX FEHUTAIHNA T

20



[nasa 6. HapyweHus ang@epeHLnpoBKiA nona

F CHpANOTIHIK geTckoro sHaoKpUHonOra

Hpwepa

Ilockonbky 3sHaunTensHas yacts HOIT TIPUXO/LM
JinuHble (hopMBI HapyIeHMs CTepOUIOreHe3a, Koy
COTIPOBOXKAATECS HAMTOYEYHHKOBOIA HETOCTATOUHON
HO HOBOPOXIEHHBIM MPOBOINTE MOHUTOPHHT ¥
KPOBM BO M30eXaHUe PasBUTHS COMBTEPSIONMIETO K 1 )

.. OB MOYH. o-
TAIOWAsA TUTIEPITUTMEHTALIS CBUICTEILCTRYET B IO/ M ClIyuae, KOT/a He Y/IaeTcst ODHApyXUTh FOHa/Ibl B M
-~ : | 4
AeHHOM TMCHYHKIINY KOPBI HAIIOYEYHUKOB,

WM TaxOBBIX KaHAIaX ¥ HMMEETCS KapHoTHIl 16]{)1(4\‘(:
O6s13aTeIbHO BceM HOBOPOXIEHHBIM TIPOBOII T} B obe 6 X, He?ﬁxon“Mo np():s;xom-
FCHeTHYeCKoe uccaenopanue. OnpeneneHme Kapui R i Ghoriousi rosal. )lua;(o o
s, PHOoPe R yisiproro H®IT MoxeT ObiTh YCTAHOBICH TOJ
pebeHKa. ;

| 1ecKoit Tanapockorui. Tpi TUcTeHe3nH roHal Be

B nepsbie mHu xuskau mpopomutcs V3U oprano \POSITHOCTD Pa3BUTHS roHano0IaCTOM. SN
IO Ta3a, Npu KOTOPOM OLIEHUBAETCS HAIMYME WITH 01 i MIOrUX CITydasx HapylueHust GopMUpoBaH 110 pe3yibTa-
MAaTKH M OCYLIECTBASETCS IOUCK ronaz. Mpu HOTT, ¢ 1103010TMUECKYI0 (POPMY MOXHO Tonbmﬂ B pane ciy-
C HapyLICHUEM 3aKJIalKU ¥ Pa3BUTHsI FOHAL, KAK TIPAl MUJICKYISIPHO-TEHETUYECKOTO uccnenosa;lll:p;maﬂm R
3aBUCHMO OT KapUOTHUIA Y MALMEHTOB MMEETCS YETAHOBUTD TIPUYMHY HAPYIICHMA dop
MIOJUIEPOBBIX MPOTOKOB. OTCYTCTBHE MaTKM Mpw " 1 O/ISTIIHA ICHD HE YIAeTCH. oTeHNCA W/WIH
46XY cBunerenscTByer B nons3y ¢opm H®TI, cszan Y4110 TOMHATB, YTO npuIMHAMHA I"gg; MTONATYHTA-
PYIICHUEM CHHTE3a W JCHCTBUS aHIPOTEHOB. L IOPOHHETO KPUITOPXU3Ma MOTYT

OtcyreTBue MATLIAPYEMBIX TOHAll, HATUYHUE MATK:

|{ U30JIPOBAHHBIH runorOHaLLOTPOHH”"Oe”’:)%Z;Zﬁ_
Y3U u xapuorumn 46XX Y pebeHKa ¢ HENpaBUIBHBIM . B rakoMm ciy4ae IpoBOAUTCS ropMOlﬁZ};Kos s
€M TEHUTAIMI Yallle BCero oGycioBIeHb AehUIHTOM i (cp.T,, KOPTH3O, NPOJIAKTHH), ygi eT onpeleicHIe
APOKCHUIA3hl (caMoii pacnpocTpaHeHHO dhopmoii I MeCALIEB XKU3HU MHOOPMATHBHEIM {xuneo6xonnMOCTn
[ToaTsepxaaeTcs MMarHo3 BHICOKHM yposHeM 17-OHI ¢ el JIT, ®CT u TecTocTepoHa U Ip
«30J10TbIM CTaHAAPTOM» B JMarHOCTUKE Hapyill
(hopmMupoBaHus Tona ABISETCS npoba ¢ XI'Y, koropy
SBOJISICT OLCHUTh HAMUYME U QYHKLMOHATBHYIO ai 1)
TECTUKYJIAPHOM TKaHU M BBISIBUTH HAPYIICHUS B GHO
Tecrocrepona. Ha npobe oueHuBaeTcst creneHp Mok
YPOBHS TECTOCTEPOHA M IUTMIPOTECTOCTEPOHA, A T4 K
OTHOMICHAE TECTOCTEPOHA K AHAPOCTEHIMOHY, KaK
nedpunmra l7-[3—ruﬂpoxcncmpoumerunporeHaabl.
Mt muddepentmansroit mmarnocTk pasi bIX ()
BJIKH wcrionbsyercs npoba ¢ AKTT, Ha koTopoii oueil
G1C31 COOTHOIEHHE TMPEAIIECTBEHHUKOB K NPOIYKTaM G1¢

W (em. «Bposwcoennas Ouc@yHKuus Kopbl na()nou:::::;
Li1ec006pa3HO UCCIe0BaHNE CTEPOUIOB C HOMcmoﬁ
IICMHOM Macc-CIeKTPOMETPUM MU XKUIKO

PN, 1
'. ‘KOq;lHCFCHCSVIﬂ TOHaJ co4eTaeTcsa € MOpoOKaMu p

Y34
JEK, YTO MOXET OBITh BBIIBJICHO C TOMOIIBIO

oin ¢ apastoramu JIT-PT.

wyonorndeckue popmbl HapyLeHus
pMUpOBaHUs Nnona

ona
WOTECTUKYAPHOE HapylIeHNe opMNpOBaHUS IT

4 -
OjospemeHHOe (hopMUpOBaAHUE Te(:mxy;g;p:::;:op; oBap! j
IO TKaHW Y OOHOTO cyﬁbexmz 0bo3Ha4Yae 5 OTECTH
Jnproe HOTI, wiu, o CTapout maccmbnxﬂaﬂxmm_, Moc'rmmbmmﬁun

pmadpomaTiam. ToHabl — TECTUKYIT A m:am, e
WopMUpOBAHEL W30TUPOBAHHO MITH oBap

1
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m»-mm( AETCKOro 3aHpoKpmMHONOra

JNPHAs TKAHb MOTYT HAXOLUTHCS B TIPEAEHaX Ol
ovotestis. Kapuorun npu OBOTECTUKY/IIpHOM HD|
Bsapnabesen. C HauGobIIElH YacTOTO! BCTpEUaeTy
HBI KEHCKUIi KapHoTUI — 46XX, pexe — HOpMil
CKoi — 46XY wmm moszamka 46XX/46XY (xumepl
HUYECKHUE MpOsIBIeHUs TaHHOM (opmbr HPOIT pa

1 00YCIIOBIIEHBI (DYHKIMOHATBHOH AKTUBHOCTHIO Ol
WK TECTUKYTIAPHOM TKanu. [Ipyu poxaeHun Hapyxi

JIMH MIMEIOT OHCEKCYaTbHOE CTPOEHHME, YaCTO UMEETeH
TPbDXa, conepxalliasi oHy M3 roHax (Kak TIpaBmIO, |
Wi ovotestis). CTpoeH¥E BHYTPEHHMX TEHUTAIUI TaK;

6eITbHO 1 oTpaxaeT SHIOKpHHHYIO dyHKIMIO TOHAL 10
YTPOOHBIH niepyon. Matka 1 MaTouHbie TpY6BI hop!

CTOPOHE JIOKATU3alNU SIMYHKA Ka.

Marka pynimeHTapHa. B nyGepratHom Bospacre vare 1
AT OBapHabHAst AKTUBHOCTB, COMPOBOXIAIOMIASICS AN
HOM CeKpeLueii 3cTporeHoB. Y MTONPOCTKA, BOCIIUTHLIBAION
KaK MaJIbYMK, YBEJTMYHBAIOTCS MOJIOYHBIE KEJIE3BL, MOsI
BBIICICHUST U3 MOJIOBBIX MyTel. 3HAYUTETBHO pexe BeTpe
CSL CITy4au ¢ nipeobanaHneM TeCTUKYISIPHON AKTHBHOCTH.
9TOM B IyGepTaTe OTMEYaIOTC SBISHMS AHIPOTEHU3ALIMM,

Juarnos OBOTECTHKYJISIDHOTO

TBEPKIAETCSI MOCJIE THCTONOTHYECKOTO MCCIICIOBaHUS
NIPY TIPOBEACHUM IHATHOCTHYECKOI JanaporomMun. O
KEHHBIC Ovolestis TOMIEXKAT obsi3aTeIbHOMY YIQTIEHUIO 1 §
31 C BBICOKMM PMCKOM MaTUTHU3AIUH. Y OOTBIIMHCTRA
TIPCATIOYTUTENIbHEE BBIGOD XEHCKOM ITOJIOBOM TIpUHAIEK
CTH, TaK KaK TECTUKYISIPHAS TKAHb, KAK MIPaBUJIO, HEMTOIHOI
Ha, IMCTEHeTUYHA U TAKXE ITOIIEXUT yaaneHuwo. OGHapyxs
TKAHU SWYHUKA SIBJISIETCS HEOCIIOPUMBIM JTOBOIOM B II
BHIGOPa XEHCKOTo 1Mo1a, Tak Kak OBapUaIbHasI TKaHb 0Oal
XOpotueit yHKIMOHAIBHOIM AKTUBHOCTBIO U 0GECreynBae
1ybepraTHoM Bospacte CaMOCTOATEILHOE MOJIOBOE CO3PEBa

CmewanHas gucreHesus roHag

Cmemannas micrenesus smuex XapakTepU3yeTCs aCUMMI

TPULM (hopMupoBanuem TOHaJ,

dd44

[Mpu nBycTOpPOHHE)

H®IT okonvarensug

TP KOTOPOM MMEETCS € ()

[nasa 6. HapyweHus anppepeHUpoBKn nona

il 1pCKOBAs TOHAA ¥ TECTUKYIT C npm;u:ﬁg;gﬁ
{8 npuquno(f; /%??m XPOMOCOMHBI
i yma 45X . i
‘-cl ¢ :L’::‘:Tannn P POXICHUH nggiifynsﬂgcgpﬁz_
JMeeTCsl ypOreHUTAIIb -
:t::(l;lr' K:Zeucxue BHYTPEHHME reﬂmann;.c Th;i-[;({yl;
‘m Tpy6BI, opmMupyloIIeCs B 60m;1ueomeqaTbcﬂ
¢TpexoBoil roHajs!l. B denorurne ngp(ma L i
Mcmﬁpuoreuesa, XapakTepHbIe sl Cmom{o et
Tepuepa. B mepuon mybeprara BO3 Sl el
Jioe popMHpOBaHUE BTOPUIHBIX My)KOBoﬁ P
¢ICTBHE COXPAHEHHOM aHIPOIeH v
s 'wi:(Ha aarTaiys B MyXCKOM TI0JIe Tocie CO0 et
.
| ;’T(‘;pyprmecxoﬁ KOPPEKLIMA Hapyxm:;xMri};:;eH“H
| HUATHLHOM YpeTphbl) ¥ 00si3aTelb narenn
‘ Mm; l:f)naum B CBSI3¥ C OINACHOCTbIO TOHAIO ﬂ36g3a—
! )‘. $l1uKO, pacIONIOXEHHOE B Momome,oﬁeﬁjfonpoﬂ_
(410 KOHTPOJIS Ha TIPEIMET PasBUTHA onyl)l(‘(mm,%I Hpes
{IPOBOAST GUOTICHIO LTSt WCKITIOYEHUS 1(211‘5}{1/[1“(1)11}[i;l 1
{pi MeHbILEH CTETIEHM BUPWIM3ALIN e 3ol
! ‘«mu [POBOAMTH AJANTALMIO B KEHCKO OWOB& ot
(eTHl MMEIOT MAaTKY, YXYACHHBIN ];()OM e -
‘. (K pa3BUTHSI TOHAL00IACTOMBI. B 1a N
s rposomrrca nJomyepreTnO o penars,
WIleHWST BUPWIU3alM B ST
| )l:cc:";:)ro, n%osozm’rc;{ d)emnnusupylouiza“ r;g;;r(;dﬂaMul
| GC‘I‘HTCJIbHaH Teparnusi XeHCKUMH M0JIOBb

' Hag 46XY
ﬂucrefve3””;: r(ﬁ-laﬂ, 46XY xapakTepu3yercs uB}:CTopo::I—(
i OM SMUEK ¢ HEAOCTATOYHON (YHKIMEH KIET -
e Ilﬂcrelg: ronu. [IpuyMHOI IMCTEHE3UN TOHAT ﬂml:;ia
J‘C'V‘illllrlri I:eﬂoli)s OTBETCTBEHHBIX 32 111«1(1)(1)epem_mpomcyMselpm,I
MP";/I';'?MSFI SR,Y, SOX9, DHH, ATRX, ARX) nin t:(;:)e;“ i
gKCHp’CCCI/I;{ (akTOpOB, KOTOpbHIC B n36bng§z:1:mm g
STISTCTBYIO HOPMAJIbHOM nuddepeHIUp! AT
2?)?;) B ma6a. 6.2 npeicTaBIeHbl U3BECTHBIC HA
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