CuHapom KnanHdhenbrepa

OnucaH B 1942 rogy X.B.
KnanHdensrepom. 3TOT CUHAOPOM
BCcTpe4vaeTca ¢ Yyactoton 1:500 — 1:750
HOBOPOXOEHHbLIX Manb4NKOB.



CuHapom KnanHdenbrepa BKOYaeT
criy4am nonmMcomMmm rno nosioBbIM
XpomMocoMaM, Npu KOTOPbIX UMEETCS HE
MeHee OBYyX X-XpPOMOCOM U He MeHee OOHOU
Y-XpOMOCOMb.

Hanbonee yacTto BCTpeyatoLmMncs u
TUNUYHbLIN NO KNMHNYECKOU KapTUHE
CUHAPOM — 3TO cuHapom KnanHdensrepa ¢

Habopom 47, XXY.



[10 nepnoga nonoBoro co3peBaHUS
Marnb4YnKn pa3BMBatOTCH NOYTU HOPMarbHO,
NULb ¢ HEDOMbLINM OTCTaBaHUEM B
NCUXNYECKOM Pa3BUTUN. [ eHETUYECKNI
aucbanaHc B cBA3M ¢ JOOaBOYHOU X-
XPOMOCOMOW KITMHNYECKU MPOABNAETCS B
nepwuo nonoBOro co3peBaHnsA B BUAE
HeOopa3BUTUSA ANYEK U BTOPUYHBLIX MYXXCKUX
NOnoBbIX NPU3HaAKoB. CeMeHHble KaHarbLibl
4acTo aTpPoPUPYHOTCH, a crnepmaTo3onabl
He BblpabaTbIBalOTCH, YTO ABNAETCH
NPUYNHON CTEPUNBHOCTMN.



Y MyX4UMH Cc cuHapomoM KnanHdensrtepa permctpupyercs
NOBbILLIEHHLIN YPOBEHb XapakTepHoro ans xeHwmH OCI,
KOTOPbIN BblOENSETCH C MOYOW; MOJIOYHbIE XXene3bl
yBenu4yeHbl, COCTOAT U3 NSIOTHOU COeaNHUTENBLHON TKaHu. B
npoLecce BO3MYy>XaHuNs Yy BOOMbHbIX C 3TUM CUHOPOMOM
CKnagblBaeTcs eBHYyXOUAHbLIN TUM CTPOEHUA Tena: y3kune
nreyn n rpygHaa KneTtka, LWMpoknu Tas, cnabo pas3Butble
MYyCKynaTypa 1 BONTOCAHOW NOKPOB Ha JI00Ke, NoAMbILLKaMU,
crnaboe oBonoceHne nuua. bonbHble 00LIYHO UMEIOT
BbICOKUI pocCT. Jlroan ¢ cuHgpomom KnanHdoenesrepa obbI4HO
6e3biHMUMaTUBHLI U PedKo CrOCOOHbI K TBOPYECKOM
neatenbHocTn. OHM NEerko NoaaarTCHA BHYLLEHUIO U
9MOLUMOHAarNbLHO HeYyCToMNYUMBLI. VIHTennekT Hepeagko npu
9TOM He CTpadaeT, XOTA B HEKOTOPLIX Criyvyasax oTMeYaeTcs
3afiepxKka YMCTBEHHOIO pa3BuUTUA, NOPOU npueoasLlas K
aebunbHocTu. oyt BCerga ymcTBEHHasA OTCTaNoOCTb
BbISIBNAETCA Y OOSIbHbLIX C XPOMOCOMHbIM Habopom XXXY
nnn gaxe ¢ XXXXY.
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[lnarHocTuka

Ha atane bepeMeHHOCTU npu

npoBedeHNN MHBA3UBHOW NpeHaTanbLHOU
OWarHoCcTukM (amHmoleTesa, buorncmu
XOPMOHAa M1 KopaoLeHTes3a ¢ nocneayowmm
aHanusom kapuotuna nnun KO-IMNupP).

[TocTHaTanbHas anarHoCTUKa cuHagpoma
KnanHenerepa

NpoBOANUTCA 3HOOKPUHOMOramMmm, aHaponoramu w
reHetukamu. ['lpn nccnegosaHnm NOMoOBOro
XpOMaTUHA B KIeTKax Crn3ncTton obosiodku
NONOCTU pTa NPUCYTCTBYIOT Tenbua bapa, 4to
ABNAETCA MapKepoM cuHOpoma
KnanHdenerepa.




e Y3W MOLLOHKU BbIABNAET YMEHbLUEHME 00beEMA
anyek. ['pn nccnegoBaHnm aHOPOreHHoro
npodpunig ypoBeHb TECTOCTEPOHA B KPOBU
BbonbHbIX cnHapomoMm KrianHensrepa NoHMXEH,
OQHaKO Npu 3TOM OTMEeYaeTcAa NoBbILLEHNE
YPOBHSA (PONNUKYNTOCTUMYUPYHIOLLETO U
NTEUHN3NPYIOLLLEro rOPMOHOB. [pu
aHannae cnepmMmorpammbl BbISBASETCA ONIUIO- UNK
asoocnepmuda. Mopadonormudyeckoe
nccnengoBaHue martepumana, nony4vyeHHoro
nytTem duorncmu Smnyek, BoIABAAET rmannHos
CEMEHHbIX KaHanbLeB, rmnepnnasnio KneTok
Nenpgura, ymeHbLIeHne yncna knetok Cepronu,
OTCYTCTBME CcnepmMaTtoreHesa.




JleyueHue

1. B paHHeM Bo3pacTe NpoBOAAT NULLb B ClyvasX,
NpoTeKarLmMX C OTCTaBaHNEM B NCUXNYECKOM
pa3BUTUN. HasHa4aloT npenaparthl,
CTUMynuMpyrowmne pyHKUUIO LeHTparnbsHON HEPBHOW
CUCTEMbI (AMUHOMNOH, LLEepedponn3nH, BUTAMUHBI
rpynnel B), npoBoasaT noroneanyeckme u
negarormyeckme 3aHATUA, LeneHanpaBieHHo
doopMumpyroLLMe BbiCLLME KOPKOBbIE (PYHKLINN.

2. HeckonbKko crnaguTb nposiBNneHne cuHgpoma
KnanHdenesrepa MOXXHO C MOMOLLbH UHBEKLIUN
aHariora My>»ckKoro rnosioBoro ropmMoHa
METUNTECTOCTEPOHA, KOTOPLIE Bpayu
PEKOMEHOYIOT Ha4YMHaThb genatb B Bo3pacTte 10 —
11 ner.



CuHagpom X0-cnHapom
LLlepelueBckoro—TepHepa.

CuHpgpom X0 obycnoBrieH HeExXBaTKOMU
reHeETUYECKOro marepuana,
NOoKann3oBaHHOMo B X-XpPOMOCOME.

BrnepBble onuncaH H. A. LLiepelwieBckum B 1925
r.,aB 1938 r— 1. Turner.

Bctpeyvaetcsa ¢ yactotom 1 : 2500—1 : 3000
HOBOPOXAEHHbIX JEBOYEK.



Henopa3Butue nonoBbIX XKenes, KoTopble
NN BOBCE OTCYTCTBYIOT, NI UMEKT BUA
COEANHUTENbHOTKAHHbLIX TAXEW C
ocTaTKaMn ANYHUKOBOWU TKAHU U
MHTEePCTULIManbHbIX KNETOK. Hepenko
ODHapyXMBaloT MOPOKN Pa3BUTUSA
cepae4vyHo-cocyanucTon CUCTEMD
(KoapKTauuo aopTbl, CTEHO3 NEero4yHoun
apTepun, OedPeKT MexKenyqo4koBou
neperopoakn, HesapatlleHne boTtansnoBa
NPOTOKA), XKeNnyago4yHO-KULLEYHOro TpakTa,
MOYEeBbIOENNUTENBHON CUCTEMbI (KNCTO3HaA
noyka, NoaKkoBoOOpa3HbIe MOYKN).



HunskopocnocTb (98 %), obuwas AncnnacTMYHOCTb
(HenpaBurbHoe TenocnoxeHue) (92 %),
boukoobpasHas rpyaHas knetka (75 %),
yKkopo4eHue wen (63 %), HU3KUN POCT BOSIOC Ha
wee (57 %), BbICOKOE «roTndeckoe» HEDO (56 %),
KPbINOBUAHbIE CKMaOKM KOXU B 06nacTu Wwen
(46 %), pehopmayms ywHbIX pakoBuH (46 %),
YKOPOYEHME MEeTaKapnanbHbIX U MeTaTtap3anbHbIX
KocTen n annasua dananr (46 %), nepopmauums
NOKTEBbIX cycTaBoB (36 %), MHOXXeCTBEHHbIE
MUrMEeHTHbIE poanHKK (35 %), numdocTtas (24 %),
NOPOKKU cepaua v KpynHbixX cocyaos (22 %),
NnoBbILLEHHOE apTepuarnbHoe aasneHune (17 %).



[lnarHocTunka

[leTn poxgarTcst ¢ HU3KOW Maccom 1 HeEBONbLLINM
POCTOM, YMepeHHaaA OTEYHOCTb KUCTEN N CTON
MOXET HabnaaTbCAa B TEYEHNE HECKOSbKUX
MecaueB. LLles kopoTkasa ¢ KpbINmoBUOHbIMA
CKnagkamu, noywmmm oT cocueBMOHbIX OTPOCTKOB K
nnevyam, Unn n3bblIToYHAsA NOABUMXHOCTb KOXM Ha
wee. Cpocwmecs 6poBu, NTO3, IK3oMPTaNbM,
MUKpodoTanbM, LUMPOKYHO MIOCKYHO FPYyOHYIO KNETKY,
NMMUTUPYIOLLYIO LLUMPOKO paccTaBfieHHbIe COCKN,
cpalleHne No3BOHKOB, KNMMHOOAKTUIMUIO,
BanbrycCHOe UCKpMBNEHMe CTomM, aHoManum
NpuKyca, TeneaHrmakTasnm KoXn n KNWeYyHuKa,
OCTEONOpPO3.



[lnarHocTuKa

AHanm3 KpoBW HA TOPMOHbI (Mpn AaHHOW
naTosorMm 3Ha4YnTENbHO CHUXXEHO KOSTMYECTBO
9CTpOreHoB n nosbilleH ypoBeHb OCI n J1I);

OnpepgeneHne KapnoTuna, KOHCYnbTauus
reHeTuKka;

KoHcynbTauua akyllepa-rmHekonora;
Y3W opraHoB manoro Tasa;

KoHcynbsTaunm y3kmx cneuuanucTtoB no
HEeobXo0OUMOCTMU;

[lononHUTenNbHble METOAbLI 0OCNeaoBaHNAa ONS
BbISIBIIEHUS MOPOKOB Pa3BUTUA MO NOKa3aHUAM.
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JleyeHue

cuHgpoma Lepelwiesckoro—TepHepa B
paHHEM Bo3pacTte cumntomaTmyeckoe. C
Lenbio CTUMYNALUN NCUXUYECKOro U
MOTOPHOIO Pa3BUTUS MPUMEHSIOT
Lepebponmn3nH, aMMHOSIOH, aLedeH,
npedn3oH, BUTaMuHbI rpynnbl B, maccax,
ne4vebHy0 PU3KYNLTYPY.



CuHgpom MapdaHa
npeacrtaBnsieT cobom HacrneacTBeHHoe
3aboneBaHne coeanHUTENbHON TKaHU C
NPENMYLLIECTBEHHBIM HapyLUEHUEM
meTabornnama konnareHa. Hacnegyetcs o
ayTOCOMHO-,EI,OMI/IHaHTHOMy ™ny.
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B ocHoBe 3abonieBaHusa nexart Mytaumm B reHe,
KOOUPYOLLEM CUHTE3 nbpunnuHa. 9ToT
[MUKOMPOTENH, ABNALWMNCA KOMMNOHEHTOM
MEXKIIETOYHOro MaTpuKkca, urpaet 0onbLUyo porsib
B OCYLLECTBIMEHUN (PYHKLUUN 3NnacTUYECKUN
BOJIOKOH. Takme BONOKHa B HanbonbLIeMm
KOnn4ecTBe pacnofioXeHbl B LMHHOBOWU CBA3Ke
(BHYTpUrnasHasa cBda3Ka, NpukpennawoLwas
XPYyCTanuK K pecHUuT4yaTomy Teny), aopre,
NO3TOMY 3TU CTPYKTYpPbl Hanbonee 4yacTto
nopaxarTcd npu gaHHOM cuHapome. Kpome Toro
MEXKI1ETOUYHbIN MaTPUKC Heobxoamnm Ans
nogaepkaHna LenocTHOCTU COeaUHUNTENbHOW
TKaHW, a TakKe aBnseTcs pesepByapom Ons
dbaKTOpOB pPOCTAa.



KnmnHuka

Hedopmavnmmn rpyaHON KNEeTKN 1 NO3BOHOYHMKA,
CnabocTb MbILLEYHON CUCTEMBbI, CHUXKEHME
3PEHUSA; HEKOTOPbIE AETU C NEPBBLIX NET XU3HU
OOroHAIT CBEPCTHUKOB B POCTE, HO obpallatoT
Ha cebs BHMMaHME UX aCTEHNYHOCTb, OANIMHHbIE
TOHKME KOHEYHOCTU. MblwiLbl 6OMbHbIX
rmnoTpodunYHbI, cuna B HUX CHWKeHa. MHorue
neTn obHapyXmBatoT CKIMOHHOCTb K MPOCTYAHbIM
3aboneBaHusaAM, 6poHXUTaM, MHEBMOHUSAM. Y
OTAENbHbIX AeTeN 3aboneBaHne NPOABSIETCS
CHWXEHMEM 3peHNS (MOABLIBUX UM BbIBUX
XpycTanukoB). [leTn Ha4YnHatoT Kak-TO CTPaHHO
CMOTPETb Ha UIPYLLKKU, NOAHOCAT NX ONU3KO K
rmasam. [laTonorma cepaeyHbiX KranaHoB.



BonbHbIE BEICOKOro pocTa, aCTEHUYHbIE, Yepen
nonuxouedannyeckon oopmel, CKrepbl ronyoble,
npodounb nuua HaNOMUHAET «NTUYNNY, BbIPAXKEHbI
NporHaTnam, gnacrtema, Ha6moua+0TCﬂ BbICOKOE
«rotun4yeckoe Hebo», bonbLUNE YLIN, TOHKAs LIes,
OJNMHHbIE, TOHKME KOHEYHOCTW, ANMHHbIEe NnanbLbl
(«naykoobpasHblie»), ,EI,erOpMaLI,I/WI rPYAHON KNETKU
No TNy «KypWHOW», BOPOHKOOOPa3HOWN mnu
KNWNeBUAHON, OTMEYatoTCs CKONMo3, Nopaos, KNdos
NN KNPOCKoNmMos, nHorga naxoBo-MOLLIOHOYHbIE
rPbIKN, NNOcKocTonue. Y otaernbHbIX O0MbHbIX
BO3MOXXHO JIErKOEe YBENNUYEHME NEYEHU; HOrAa Y
Kpas pebepHon ayrm nanbnupoBanacb cerneseHka.
OTmMmeyvaloTcst Takke cnabocTb MeXxXpedepHbIX MbILLLL,
«KpblfioBMAHbIE fionaTtkuy. [MnepokcnnponuHypust n
HOpMaribHOE coaepXaHMe OCHOBHbIX aMUHOKUCIIOT B
MOueE.
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[lnarHocTuKka

B aHamHe3e aHarnorn4yHoe 3aboneBaHune y
YeHOB ceMbun NN 6IN3KNX PoaCTBEHHUKOB.

[Mpun ocMoTpe BLIABNIAT AedopMaLunmn ckeneta
N AKTOMUIO XpycCTanuka.

[1p peHTreHONorn4ecKom
nccnenoBaHUU BbIABAAIOT aHOManNnMmM pasBuTug
ckenera.

[Tpn IxoKI oTmevaeTcsa pacLuimpeHne KOpHS
aopThl.

NpoOBeAEeHNN MONEKYINSAPHO-TEHETUYECKOIO
nccnenoBaHug



ek

JleyeHne

[TpMeHsA0TCA KypcamMn npenaparbl
aMMWHOKUCIOT (rMyTaMUHOBOM KUCSIOTHI,
METUOHUMHA),

KomMmnnekc BUTaMUHOB,

B oToenbHbIX cnyyasax - aHTUXONMHecTepasHble
cpeacTtBa B KOMOMHaUMKM € rievebHon
don3KyNnsTYpou N Maccaxem.

PekomeHayeTca aneta ¢ 4OCTaTOYHbIM
coaep>XxaHMeM BbICOKOKa4YeCTBEHHbIX OerkoB U
Kanus.

[1pn 3HaAYUTENBHbLIX AedopMaunax rpyaHON
KIETKM MOXeT ObITb NoKasaHa Xupypruyeckaga mx
KoppeKkuus.
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