


T'unozonaousm (mecmuKkyniApHas He0oCMamo4YHOCHb) —
[IAaTOJIOTHYECKOE COCTOSHHME, KIMHHUYECKash KapTHUHA
KOTOPOIro OOYyCJIOBJI€HA CTOMKMM, Y4acTO HEOOpaTHMBIM
CHWKCHMEM B  OpraHM3ME€ VypPOBHS  aHJIPOTCHOB

(TMIIOAHJAPOrEeHUs) WIA OCJa0JIeHHEM MX JCUCTBUS
(Koznos I'.1., 2000).

[ umoronaau3M XapakTepHU3yeTcs HeIOPa3BUTUEM I10JI0BBIX
OpPraHOB, BTOPUYHBIX IPU3HAKOB M, KaK MPaBHUJIO,
oecmogueM (demos M.U. u ap., 2000).



[ MNeproHagoTPOnHbIX (MEPBUYHBIM) TMMOrOHAAU3M
A) BpOX/EHHbIN
1. HapylwieHue pa3BMUTHUA rOHaA:

A) AMcreHes ceMeHHbIX KaHa/lbLEeB - CUHAPOM
KnanHdentepa 1 ero BapMaHThI:

* cuHapoM KnamHdentepa (KnaccMyYeckum);



Bospacr

CuMnToMsbl

MunaneHueckum
JlonmyOepTaTHbIN
[TyGeprarHblii
B3pocablie

Kpunropxusm, MUKpPONIEHUC, TUTNIOTIA3Ks] MOIIOHKH, HEKOTOPBIE
CTUTMBI IUCOIMOPHUOTEHE3a 1 TOPOKU PA3BUTHSI, XapaKTEPHBIC JIJIs
CUMITOMAaTUYECKOTO TUIOTOHAIN3MA.

Kpuntopxusm 1 MUKpOTE€HUTAIIN3M, YCKOPEHHBIN (PEXKUM —
3aMEJIJIEHHBIN WU CPEIHUIN) POCT, O)KUPEHUE, HEKOTOPHIE CTUTMBbI
IUCOMOpHUOTeHe3a, 3aJIepKKa ICUXOMOTOPHOTO Pa3BUTHS U MOPOKU
Pa3BUTHS, XapaKTEPHBIE ISl CAMITOMATHYECKOTO TUIIOTOHAIU3MA.
Kpuntopxusm 1 MUKPOTE€HUTAIN3M, OTCYTCTBUE YBEIUUYECHHUS SIUUEK U
Hapy>KHBbIX T€HUTAIIAN, OTCYTCTBHE BTOPUYHBIX MOJIOBBIX MPU3HAKOB,
JTUCTIPONIOPLIMOHATIBHOE (Yallle €BHYXOUHOE) TEJIOCIOKEHHE,
OXKHUpPEHUE C PEMUHHBIM TUIIOM OTJIOXKECHUS KUPA, THHEKOMACTHA.
YMEHbIIEHUE Pa3MEPOB SIMYEK, HHBOJIIOIMS BTOPUYHBIX MOJIOBBIX
MPU3HAKOB, OKUPEHUE C KEHCKUM THUIIOM OTJIOKECHUS KUPA,
ITMHEKOMACTHsl, OTCYTCTBUE IPEKIIHM.



HasBanue ¢popm

ITHOJIOTUS

1. 'uneproHagoTponHbINA (IePBUYHBIN) FTHIIOTOHAIU3M

Bpoxnennast aHopxusi (CHHAPOM
aHOPXH3Ma)

[lepBruyHas TUTIOTIA3US STUYEK
Cunnpom KnaitHdentepa u
JIPYTHE CXOTHBIE CHHAPOMBI
[lepBruyHas HEOCTATOYHOCTH
KieTok Jlenanra

Cunapom HyHan

[lepBruyHas HEOCTATOYHOCTH
KaHaJIbIICB
(CepTOnun-KIETOUYHBIN CHHIPOM
nenb Kactuino)
[TpuoOperennbie hopMbl
aHOPXU3Ma WK aTpOPuu THIEK

BryTpryTpoOHOE, BO3MOXKHOE TEHETUYECKH JIETEPMUHUPOBAHHOE,
MIOPAXKEHUE CEMEHHUKOB

Otronorus HeusBecTHA. [IpeanonararoT BO3BMOXKHOCTh BPOXKIECHHOW U
IPUOOPETEHHOM (HOPMBI.

Kapuotun 47XXY, 48XXXY, 49XXXXY (cunapom XKozeda) nuiu
MO3aULIU3M.

Bcerpeuaercs ¢ wacroron 1:500 muir My»kCKoro mosia

['eneTnvecku o0ycaoBIeHHBIE Ne(DEKThI OMOCHHTE3a TECTOCTEPOHA
Yacrora 1:16 000 iy My»CKOro IoJa.

AyTOCOMHO—JIOMUHAHTHBIN TUI HaciaeaoBaHus. Kapuotun HopMaibHbII
IIpennomaraercs cuerieHHoe ¢ X-XpOMOCOMOM HACIIEIOBAHUE
Pa3BuBaercs BeiieIcTBUE XUPYPruueCKOM UM TPABMAaTUYECKON
KacTpaluu, BUPYCHOTO OpXuTa (3nuaemMuyeckuid mapotut, Kokcaku B,
ECHO u 1p.), 1y4eBOro ayTOMMMYHHOTO WJIM MEAUKAMEHTO3HOTO
NOpaXeHUsI TOHA]]
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Il. MMNoOroHaAOTPONHbLIM (BTOPMYHbIM U TPETHUYHbIM) TMNOroHaau3M

Hacneayetca ayTtocoMHo-peleccmBHo. Yalle obycnosneH Pl B
N3011MpOBaHHbIN pesysbTate 6J10KUpYoLWMX MyTaumi IPl- peLuenTopHoOro reua,
NPUBOAALLMX K HapyLleHUo cBA3biBaHKUA PIT ¢ peuenTtopom Ha
FOHAZOTPONMHCEKPETUPYIOLMX KAeTKax rmnodusa. BosaMoxHo, y
4YaCTU 6OJIbHBIX MMEeTCA BapuaHT cmMHapomMa Kallmann

MNOroHaAoTPOMNHbIA FUMOroHaAU3M Pa3BuBaeTcA B pesynbrate MH(EKLMOHHOIo, TpaBMaTUYECKOro (Bl
mrr): TOM 4YnUCsie XMPYPruyeckoro), ayyesoro nopaxkenua LHC. Yawe
a) C nouH>xeHuem npoaykumen JIr u OCI |npMyYnHOM 6GbiBa€T OMyX0/b MMNOTasNaMo-rMnodm3apHbIX OTAE0B
6) C NOHWM}KEHHOM npoayKkumen JIr Mo3ra, ructMoumMto3d X. MoxeT passBuBatbCA Yy 60JbHbIX
(cuHapom Paskuliany, cMHapom reMoOXpoMaTo3oM M 60/blIOM Tasaccemmen | Tvn 06ycC/oBNEH
pepTUNbHbIX EBHYXOB) MyTaumamm B reHe KALIGI (Xp 22.3). Tun HacnegoBaHuA -
B) C NOHWXKEHHOM npoayKuuen OCr ayTOCOMHO-peLeccHBHbIn. Mpu Il TMNE oTMeYaeTca reHeTu4ecKas
ManonaTU4YeCKU TMNOroHaZoTPONHbIM  [reTeporeHHocTb, npu Il TMne - X -cuenseHHbIM peLecCUBHbBIM U
rMNOroHagM3m ayTOCOMHO-AOMMHAHTHbIM  TUNbl  HacnegoBaHuAa. [pu  Bcex
ApunosoreHuTanbHaa AMcTpodums BapuaHTax HapylleHa roHaAo/MbepUHCEKpeTMpyowana QyHKLMA
(cMHapom babuHckoro - ®pennxa) HEMPOHOB M HEMPOHOB O0GOHATE/IbHbIX NYyKOBML. JedeKTa reHa
Cnnapom Kallmann 1, 11, 11l Pl ret

CuvHgpom Prader - Willi Y 6onblMHCTBA O6OHapyxmBatT geneumto 15q 11.2-q13
OTLLOBCKOM XPOMOCOMbI MM AMCOMMIO TOro e dparmeHta 15-U
XPOMOCOMbI MaTEPUHCKOro npoucxoxgeHmsa. Yacrora - 1 : 25000
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HazBanue popmsl

DTHOIOTUSI

Cunapom Laurence — Moon
Cunapom Bardet — Biedl
['mnonuryurapusm

Cunapom Rod

Cunapom Meddok

Jpyrue ¢popmbl rUIOroHagnu3Ma

3abosieBaHue ¢ ayTOCOMHOOPEIIECCUBHBIM TUIIOM HACJICIOBAHMS
3aboseBaHue ¢ ayTOCOMHO-PEIIECCUBHBIM THUIIOM
HacnenoBaHus. BeiaenstoT Tpu reHetuueckue popmbi: BBS1
kaptupoBaH Ha 11q; BBS2 — 16g21; BBS3 — 3q

OnuH U3 HACIIECTBEHHBIX BAPUAHTOB O0YCJIOBIICH My TallUsIMU
rena PROP1, npuBoasiium Kk HapyiieHuto 1uddepeHImpoBKU
KJIETOK aJIcCHOHUIO(PHU3a, B TOM YHUCIIE TOHATOTPOPOB
CLEIUIeHHBIN ¢ MMOJIOM PEIIECCUBHBIN WY JIOMUHAHTHBIN THI
HaCJICIOBAHUS

Mytarus rena DAX1, KOHTpOJIUPYIOIIETO SMOPHUOHAIBHOE
Pa3BUTHE APKYaTHBIX SJIEp TUNOTAIaMyCca U HAJATIOYCUHUKOB
l'unoronaausm npu repmMadpoaUTU3IME U JIP.

['unepriponakTMiHEMUYECKU I
['mnoronanusm
Mukpo- 1 MakpOIpoOJIaKTUHOMA

3.1’ unepnpolaKTHHEMUYECKAN THUIIOTOHAIU3M
Y Manp4UKOB BCTPEYAETCS PEIAKO




Il. FTuno2oHadomponHbIl (BMOpUYHbLIU U MpemuY4HbIl) f'uno2oHadu3m
A) BpoKAeHHbIM

1. MamMonaTUYeCcKui runoroHaamsm, ChopMMpPOBaHHbIM B pe3yJibTaTe BpeAHbIX BO3AEMCTBUIM B aHTEHATa/IbHOM,
MHTPAHATa/IbHOM M NMOCTHATa/IbHOM NepHoje.

2. OnbakToreHnTaNbHbIM CUHAPOM (CMHAPOM KansiMaHa).

w

. MU3onupoBaHHaa HegocTaTouHOCTL JII (CMHAPOM MakKona Mnm CUHAPOM «(epTUAbHOro €BHyxa», CUHAPOM
Mackyannuu).

. NpenmyLLLEeCTBEHHbIM MM MHOTAA M30IMPOBaHHbIM aedbuumnt OCI.

. AaMno3soreHuTtanbHaa aMcTtpodus (cMHapom babuHckoro - Openmnxa).

. F'unoroHaausm co cHuxkeHHou cekpeuyen I, OCI 1 KOpTUKOTPONMHA (CMHAPOM MeoKa).
. CMHAPOM HEMOJIHOM MACKY/IMHE3aUMKM Co CHMKeHneM JIT, OCr u T.

o N o U AN

. BpoxxaeHHas rnonnasma Haano4Ye4YHMKOB.

9. N'MnoroHazoCcToNHaA HeAOCTAaTOMHOCTb MPU FeHETUYECKMX CUHAPOMAX.

10. N'eMoxpomaTos.

11. U3onnpoBaHHoe nosbiweHue OCIT B KpoBM.

12. TMNOroHaAu3M, CBA3aHHbIM C TOTAJIbHOM HEZOCTaTOYHOCTbIO FrMnodm3a Npm rmnodrsapHOM HaHM3ME.
B) NMpro6peTeHHbIN

1. MNprobpeTeHHasa HeLOCTAaTOMHOCTb FOHAZLOTPOMMHOB - FMMONUTYMTapM3M (BOCMAIMTE IbHbIE MPOLECCHI, TPaBMbl C
NepesioMOM OCHOBAHMA Yepena, COCYAUCTbIE aHEBPU3MbI).

2. MMaTonorMyeckne CoCTosHMA, CBA3aHHbIE C NoBblWeHMEM ceKkpeumn [TPJ1.
3. T'MnoroHaamsm, CBA3AHHBIM C TOTA/IbHOM HEAOCTAaTOYHOCTbIO rMNodu3a NPy rMNOMU3IKTOMMM.
4. ATpOreHHbIM 1 NeKApCTBEHHbIM MNOroHaaAM3M.
lll. HopmozoHadomponHbil (8pokOeHHbIU u npuobpemeHHbIlU) [uno2oHadu3m
MaTtonornyeckme coCToAHUA, CBA3aHHbIE C NOBbIWEeHWeEM cekpeumu MP1.
IV. KoppenamusHsbit N'uno2oHadusm

dopmupyeTca Ha PoHE CUCTEMHbIX 3a60/1€BaHMI ( JEKOMMNEHCUMPOBAHHOIO CaxapHOro AvMaberta, umMpposa u ap.).



HA3BAHUE
DOPMbI

XAPAKTEPUCTUKA

JIABOPATOPHBIE TIAHHBIE

KonctutynnonanpHast
ComaToreHHas
Jloxxnast

aJITI030TeHUTAIbHAS
IACTPOdwsT

CuHIpPOM HETIPABUIHLHOTO
mybeprara

Cewmeitnas ¢hopma 3I1P, 00BITHO COYETAIOMIASCS C 3aEPIKKOM
pocTa, HO HHOTa POCT MOXKET OBITh CpeTHNM. Macca Tena
HOpMaJTbHAS MITN HU3Kasl. TerociiokeHre MacKyIIHHHOE,
COMaTU4eCKOM maTojoruu HeT. HapyxHble reHuTanun
c(hopMupOBaHBI IPABUIHHO, HO COOTBETCTBYIOT AOITyOEpTATHBIM.
Yacrto y MmansaukoB crapiie 9 — 11 et coxpansercst
TICEBAOPETEHIN SIMYeK. BTOpHYHBIE TIOJIOBEIE MPU3HAKH B
MyOepTaTHOM BO3PAacTe OTCYTCTBYIOT

Pa3BuBaercs Ha hoHE TSDKETIOW COMATHYIECKOW MITH YHIOKPHHHOMN
naronornu. KiimHuKy omnpeznensieT 0CHOBHOE 3a00JIeBaHNE.
Bcerna cnemyer nmMeTh B BHy BO3MOXXHOCTh HEIOEIaHUS,
TUTIOBATAMUHO34, Ae(PUIATa MUHEPAIOB M MAKPOJJIEMEHTOB.
TunmraHO IPaBUIFHOE CTPOSHHUE HAPYKHBIX TEHUTAINH
OTCYTCTBHE IIPU3HAKOB ITOJIOBOTO CO3PEBAHMUS B ITyOEPTaTHOM
BO3pacTe

PazBuBaercs y MmapaTkoB ¢ mopakeanem [THC
MH(EKINOHHOTO, THITOKCHYECKOTO MJIA TPaBMaTHYECKOTO TeHe3a,
BO3HUKIINM B JJIOOOM BO3pacTe, HO YaIlle B IEPHHATATHHOM
mepuoze. B ommyune ot aaumno30reHUTAIbHON AUCTPOhUH,
HapyIIEHUS TUIIOTaIaMO-TUITO(PH3APHON CHCTEMBI HMEIOT
MIPEXOIAIINNA XapaKkTep U OOBITHO COYETAIOTCS C XPOHHIECKAMHU
MH()EKIUAMHA (TOH3WIIAT) U OKUPEHUEM. XapaKTepU3yeTC st
OXKUPEHHEM C (DeMUHUHHBIM THIIOM OTIIOKEHUS )KHPa,
YCKOPEHHBIM POCTOM, MUKPOT€HUTAIM3MOM, IICEBIOPETEHITNEH
SIMYEK, OTCYTCTBHEM BTOPHUYHBIX MOJIOBBIX PU3HAKOB B
IMyOepTaTHOM BO3PacTe

XapakTepu3yeTcs OsSBICHAEM PaHHETO WM CBOEBPEMEHHOTO
MTOJIOBOTO OBOJIOCEHHS B PE3YIIETATe HAIITOYCTHUKOBOM
TUIEPAaHAPOTeHAN TP WH(PAHTHIBFHBIX pa3Mepax simdeK U
MTOJIOBBIX OPTaHOB. Bcerma conmpoBoXKaaeTcs 0KUPEHNEM.

YPOBHM TOHAIOTPOITHBIX TOPMOHOB M TECTOCTEPOHA B
KPOBH COOTBETCTBYIOT JIOITyOEPTATHHIM 3HAYEHIISIM.
TecThl ¢ OJJHO-U TPEXKPATHBIM BBeeHnEM XY
nmoJoXuTeNpHbIE. [l0T0BOE CO3peBaHNEe HAYNHAETCS B
15 — 17 net 1 mo3xe, TEMIIbI €T0 00BIYHEIE. «KOCTHBINY
BO3pACT OTCTAET OT MACIOPTHOTO Ha 2 — 3 roga
YpoBHM TOHAJOTPOIHBIX TOPMOHOB U T B KPOBHU
COOTBETCTBYIOT JIOITyOepTaTHEIM BBeAeHHEeM X1 U
noJoXuTeIpHbIE. [l0T0BOE cCO3peBaHNe HAYNHAETCS B
15 — 17 net 1 mo3xe, TeMIIbI ero 00bruHbIe. CTeneHb
OTCTaBaHUS «KOCTHOTO» BO3pPAacTa OT IMaCIOPTHOTO
3aBHUCHT OT TSDKECTH H MPOJOIDKUTEIHFHOCTH
3a00IeBaHAS

CHmKeH ypoBeHb T ¥ TOHaIOTPOITHBIX TOPMOHOB. TecT
C OJIHO-M TPEXKpaTHBIM BBeJeHneM X1 U
nonoxuTenpHbIe. [loToBOE co3peBaHNe HAYMHAETCS
mocie 15 — 16 met

VYpogens JII" noBeimen win HopMaasHbd, CI' u T —
auskui. [loeimen yposerab AKTI, kopTr3ona u
HAJIIOYEIHUKOBBIX aHAPOTeHOB (DA 1 JIDA — S).
YacTto onpeaesstoT yMEPEHHYIO
runepupoakTuaeMuro. [Ipo6a ¢ XI™ moinoxuTenbHas




JLM. Cxoponok u O.H. CaBueHKo BbIAETUIN YeThipe OCHOBHBIE (popmbl 3IIP y MabuuKoB U OAPOCTKOB, OAHAKO
no mHeHuto mpodeccopa I1.A. CunbHULIKOTO, OAHY U3 (OPM — MHUKPONEHUC — IEIECOO00pPa3HO OTHECTH K
TUIOrOHaau3My. B cBsi3u ¢ 3TUM MOXXHO TOBOpUTH O Tpex popmax 3I1P.

I popma — KOHCTUTYIIMOHATILHO-COMATOT€HHAs, WM 3a/IepKKa MOJI0BOr0 U (U3NYECKOTO Pa3BUTHSL, IPOSBIISETCA B
3HAYUTEIBPHOM 3alla3[bIBAHUMN YBEIUYECHUS SMYEK, MOLIOHKH, IOJIOBOTO YJIEHA, Pa3BUTUS BTOPUYHBIX ITOJOBBIX
MPU3HAKOB B COYETAHUU C OTCTaBaHHEM B (PU3WYECKOM pPA3BUTUU M OKOCTEHEHHeM ckenera. B 14 — 15 ner y
IIOIPOCTKOB HE BBIPAKEHBI BTOPUYHBIEC IMOJIOBBIE MpU3HAKU. CIIOHTAHHBIE YPEKLIHMHM — PEAKUE C HE3HAYUTEIIbHBIM
YBEJIMYEHUEM IelepucThIX Tedl. [lommonum orcyTcTBYIOT. FiIMeeTcss HeoCTaToK Macchl TEa.

BolpaskeHHON IUCHIPONOPLUMOHANBHOCTA TEJIOCHOKEHHSI y TaKHMX MaJIbiMKOB OOBIYHO HE HaloaeTcs.
CooTHOIIEHHE JIMHBI HOTM M Tejla ONM3KO K HOpME, HIMpPUHA IJIeY U Ta3a yYMEHbIIEHA, HO COOTHOLIEHHE ITHX
nmokasaresied B HopMe. Purypa He HMMEET €BHYXOMIHBIX M THHOUIHBIX YepT. Y TAaKUX MAaJbUMKOB, JaXe B
JOIyOepTaTHOM BO3pAcTe, HApyXHbI€ TOJOBBIE OPraHbl HEAOPA3BUTHI, WHOTAA HMEETCS KPUIITOPXU3M HIIU
IICEBIOKPUIITOPXU3M, a IOCJIe 13 JIeT OTYETIMBO NPOABIIAOTCA Bee npu3Haku 311P.

VY wmansuukoB ¢ 3[IP 1 opmbl mpoucXonuT 3aMeyIEeHHOE CO3pEBaHHE PELENTOpPOB SIMYEK, YTO MPUBOAUT K
CHIDKeHHOMY coniepkanuio T mpu HopMmanbHbIX ypoBHAX JII' 1 ®CT (50% nanueHToB) B KpoBU. B TOXE Bpems
NPUMEPHO Y TMOJOBHHBI MaJIBUUKOB C ATOW (OpMOIl MposBiseTcs MOHMKEHHBIM ypoBeHb JII' B KpoBH, XOTH
HUPKAJAHBIA PUTM €ro COXpaHEeH. DKCKpeLUHs ¢ MOYOM SMHUTECTOCTEpPOHA MpeodiadaeT Haja BbiaeleHueM T, 4rto
YKa3bIBaeT Ha «MH(pAHTWIbHBIA THUID» cTepouaorenesa B auukax. Jkckpenus 17-KC ¢ mouoit nonmxena. OaHako
pE3epBbl CTEPOUIOTEHHOW (PYHKIIMH SIMYEK COXPAHEHbI, OTHOKPATHOE BHYTPUMBIILIEYHOE BBEACHHE XOPUOHUYECKOTO
ronajzoTponuna B 103e 2000 EJI/M? HOBEpPXHOCTH Tejla NPUBOIUT K 3HAYMTEILHOMY NoabeMy ypoBHs T. B Hopme ¢
BO3pPaCTOM M MOJOBBIM co3peBaHueM kodddumueHt JII': T mocTeneHHO CHMXXAETCs, B TO BpeMsl KaK Y MaJBIMKOB C
3I1P, HanpOTUB, MOBBIIIAETCA.

C 1 Qopmoit 3I[IP npu HaMMyuM YBEIMYEHHOM NIMTOBUIHOM >Kele3bl y MAaJbYMKOB CHMJKEHA pEeaKIUs
comatorpornHoro ropmona (CTI') na aprunus. Hounble «muku» CTI MOBBIIAIOT THEBHBIE TOJIBKO B JBa pasa, a HE B
ceMb pa3. C 3TUM YAaCTUYHO MOXKET OBITh CBA3aHHA 3a/IepKKa POCTa, XOTS OCHOBHAs POJIb BCE K€ MPUHAMIICHKUT
aHJPOrE€HHON HETOCTATOYHOCTH.



I ¢opma 3IIP nonyuumna Ha3BaHMS JIOKHASA AJAUINO30T€HUTANbHAA AUCTPOPUs, (PyHKIHOHAIbHAS
aJUMNoO30reHUTalbHas  JUcTpoduss W (YHKUMOHAJIBHBIM  aIMUMO30re€HUTAIbHBIN  cuHapoMm. OHa
XapaKTEPU3YeTCsl PAasBUTUEM OXHPCHHS CIIe B JOIYOEpTaTHOM BO3pacTe, (eMHHM3ALUCH (QUIYpHl U
JIOKHOW TMHEKOMAcTHel, a B mybepratHoM Bo3pacte BbipaxkeHHoU 3I1P. )Kup B obOmactu xuBota u deaep
4acTO CO3/AETCS BIEYATIICHUE 3HAYUTEIbHOTO YMEHBILIECHHU TOJIOBOTO YjieHa U MOWOHKU. B 14 — 15 ner
OTCYTCTBYIOT BTOPUYHBIE MOJIOBBIE TPU3HAKU. MOXKET ObITh cl1a00€ OBOJIOCEHHE JIOOKA. DPEKLUH ciadble
U pelkue, MoJuTonui HeT. Macca jkupa HEyKJIIOHHO HapacTaeT ¢ Bo3pacToM. MplllieuHasi cuiia Oiu3ka K
Hopme. B 11 — 13 ner mmpuHa Tasa nmpeBblaeT HOPMY, IUPHUHA IJIEY C BO3PACTOM HE MEHSETCS.

MoryT OBbITh HapyIIeHHs YITIEBOJHOTO OOMEHa MO AMA0ETUYECKOMY THUITy, THIEpXOJeCTepuHeMus. Y
MOJIPOCTKOB 15 — 16 16T oTMedaeTcsi THHOUTHO-EBHYXOUIHBIN THIT TeJIoCIoKeHus. Hepenko HabmomaeTcs
CTPUH PO30BOTO IIBETA. ¥ MHOTHUX BBISIBISIETCS HEMPOLUPKYIATOPHAS AUCTOHUS MO TMIEPTOHUYECKOMY
WA TUIOTOHWUYECKOMY TuUNy. HMHOTJa pEHTreHOJNOTHYECKH BBISIBISIETCS TUIIEPOCTO3 BHYTPEHHEH
IJJACTUHKY JJOOHOW KocTh. B marorenese atoit ¢opmel 3IIP ocHOBHOE 3HaueHHE MPUAAIOT HAPYIICHHUIO
byHkiMu Tunotagamo-runodusapHoit cucrembl. Cpennme koHeHTparuu B kpoBu JII, ®CI' u T
CHIDKEHBI, @ 3CTPAINOJIA U IMUTECTOCTEPOHA — HEMHOTO IOBBIIIEHBI, OTMEUYECHBl YMEPEHHOE CHUKCHUE
skckpeunn 17 — KC ¢ Mouoit 3a cyTku. B ornmume OoT MCTUHHOW aaunO30T€HUTAIBHOW TUCTpOPUU Y
MaJIBYUKOB nocne 14 et ormedaercs nopsimieHne cogepxkanus JII' B Hounoe Bpems u @I'C — B 24 Houn.

OJHOKpaTHOE BHYTPUMBIILIEYHOE BBEJEHME XOPUOHMYECKOTO TOHAAOTponuHa B f03e 2000 EJI/m?
IOBEPXHOCTH TeJIa IPUBOANUT K 3HAYUTEIBHOMY MOABEMY YPOBHS T B KpoBH. UyBCTBUTEIBHOCTD MOJOBBIX
&Kelle3 K XOPUOHUYECKOMY TOHAJO0TponuHy y MansaukoB co Il dopmoit 3I1P Beime, yem y manpuukos ¢ |
dbopmoii.

Koadpduuuent JII': T Huxe, uem npu [ ¢popme 3IIP, u nonmxaercs ¢ Bo3pacrom. [lo-Buarmomy, npu
stoii opme 3IIP mmerorcst M3MeHeHUsT B BEHTPOMEIUAIBHBIX SIApax TUIOTajaMyca, YTO MPHUBOJIUT K
OKAPEHHID M  CHW)KCHHIO  CEKpeuuM  TOHAaAOTpONMHOB. lwmeer 3HayeHme U cemMenHas
IIPENPACIIONIOKEHHOCTh K OXKUPEHUI0. C BO3pacTOM BOCCTAHABIIMBAKOTCS LIMPKAJHBIE PUTMbI IPOAYKINN
TOHa/I0TPOIIMHOB, YTOU 00ECIIEYNBAET B JAJIbHEMILIEM [I0JIOBOE CO3PEBAHUE.

III ¢popma 3IIP momyuymna Ha3BaHUE CUHIPOM HEMPaBUIBLHOTO (HEMOCJENI0BaTEIbHOr0) MyOepTaTHOrO
nepuona. Jta ¢opMa MPOSBISETCSA, C OIHON CTOPOHBI, MPHU3HAKAMHU THIEPKOPTUIIU3MA — YCKOPCHHEM
pocta u guddepeHInpoBKN ckeiaeTa, paHHUM (B 8 — 10 ;meT) mosBIeHHEM JOOKOBOTO OBOJIOCCHUS,
OXUPEHUEM, HEPEIKO PO30BBIMHU CTpHUsIMHU Ha Koke. C Ipyrod CTOpOHBI, HAONIOZAETCsl 3HAYUTEIHHOE
YMEHbIIIEHNE TIOJIOBOTO WIEHA U SIMYEK, MHOT/IA MICEBJOPETEHITHS SIMUEK U JJaXKe KPUIITOPXHU3M.



CuMOTOMBI
IMapametp

IepBuunas
TMIIOIJIA3UA AHYEK

Nanonarnue-
CKHH THIIOTOHAINU3M

3I1P
KOHCTHTYIHOHAJILHO-
COMATOI¢HHOI'0 reHe3a

Jlo:xkHast
a/IUIM030TeHUTA-JIbHASA
aucTpodust

Poct

Cpennuii uim BbIIIE Cpex

HETO

3anepxka CpenHuii niam BbllE

CPEJTHETO

Macca tena

Cpennsisi. Haunnaercs
YBEJIMYUBATHCS B
myOepTaTHOM BO3pacTe

OxupeHue ¢ paHHEro
BO3pacra

OxupeHue ¢ paHHEro
BO3pacTa

Yame cpensst uim
neUITUT Macchl Tena

Hapymenne ronan n
HapyILIECHHE MOJIOBBIX
OpraHoB

YMEHBIIIEHUE pa3MEPOB SIMYEK, YACTO
KPUIITOPXHU3M, MUKPOIIEHUC

Kpunropxuzma HeT (BOXMOXKHA [ICEBAOPETEHIUS
an4eK). PazMeprl roHa] U HApYKHBIX MOJOBBIX
OpPraHOB COOTBETCTBYIOT JHOIyOepTaTHOMY BO3pPAaCTy

BTOpI/I‘lHBIe ITOJIOBBIC
IIPpU3HAKU

[Tpu3Haku MOJIOBOTO CO3pEBaHNUs B IyOEPTATHOM BO3PACTE OTCYTCTBYIOT

KocThblii Bo3pacT

CooTBeTCTBYET
(haKTUYECKOMY

Otcraer ot
(haKTHYECKOTO

CooTBeTCTBYET (PAKTUUECKOMY

Tect ¢ 1-kpaTtHbIM
BBeneHueM X1

OtpunarenbHbII

Yare orpunaresibHbIN

Yarme moaoKuTeILHBIN

Tect ¢ 3-5 kpaTHBIM
BBeneHueM XI'Y

OtpunarenbHbII

[HomoxuTeTpbHBIA WITH
COMHUTEIBHBIA

IomoxuTenbHBIA

Cytounsii put™ JII,
OCI'uT

OtcyTcTBYeT

OtcyrcTBYyeT

[MosBnsteTcs 3a 1-2 roga 10 Hayaiga MOJIOBOIO
CO3pEeBaHUs

Yposens [1PJI B kpoBHu

IloBBIIIEH TN
HOPMaJIbHBIN

CHUXeH

Hopmanbnbiit

[Ipo6a ¢ Hadapenunom

He nmpoBogsar

OrtpunarenbHas

[lomoxkurennuas

[Ipoba c
THPOJIIMOEPHHOM

He npoBogsr

OrtpunarenbHas

TlomoxurensrHas




