KAPJIMKOBOCTb

BoinoaHuan: PasymoBa AnéHa n Konbavesa Hatasibs

rpynna N2334




TupeongHas

LlepebpanbHas

[ MnounsapHas

[ eHeTn4yeckn
oOycrnoBneHHas

CBsi3aHa ¢ HeoCTaTKOM OCHOBHOIO ropMoHa
LLIMTOBUOHON Xenesbl, 00bIYHO
conpoBoxaaetcsa cnaboymuem. HaHnam ¢
HenponopLMoHarbHbIM TerocnoxeHmuem!

[MaTonorns HEMPOIHAOKPUHHOW CUCTEMDI

CBsizaHa ¢ 60nbLIMM HEQOCTAaTKOM ropMoHa
pocTa, BblpabaTtbiBaemMoro runodunsom. HaHnam
C NPONOpPUMOHarnbHbIM TENTOCNOXKEHNEM!

[MaTtonorusi Ha ypoBHe reHoma. O6begnHsEeT
3aboneBaHus XpsALLEBON, KOCTHOW U APYrnx
TKaHen opraHmama. K Takmm OTHOCATCA
axoHgponnasua, cuHapom LLepeluesckoro-
TepHepa, CuHapom Paccena-CunbBepa,
cuHgpom JlapoHa un 14.




[ Mnodon3apHbIN HAHU3M

FNMMOPUNSAPHbLI HAHN3M — aHOOKpUHHOE 3aboneBaHue,
XapakTepusyloLleecs 3agepXKon pocTta u (pnusmyeckoro passmtus
Bcneactene gepuuuta CTI n ero apdekTos.

[MnodomsapHbIM HAHN3M XapaKTepnsyeTcs aHOMasibHOW
HU3KOPOCOCTbIO: POCT MY>XYMH HMXKe 130 CM, POCT XKEHLUUH HUXKe
120 cm

[MonynaumoHHaga yactota - 1:15 000 - 1:20 000, HeckonbKo Yalle
cpean MY>XX4YuH.

ComaToTponHas He4OCTaTOYHOCTb, fexallasi B OCHOBe
rmnoursapHoOro HaHM3mMa, MoXxeT ObITb 0bycrnoBrneHa Tpems
rpynnamu NpuYmH:

BPOXOEHHbIM Lehuumntom coMmaToTponHoro ropmoHa (CTI),

NpUoBpeTEHHbIM rMnNocomMaToTpOnHbIM COCTOAHNEM

nepugepnieckon pe3ncTeHTHOCTLI TKaHEN K BO3OAENCTBUIO
CTr

[MprynHamMm MoryT ObITb Takke AedekTbl KPOBOCHAOXEHMS
rmnoduraa, caaBneHne ero onyxorbio, MEHUHIUTbI UMK
aHuedanuTbl, 0bny4eHne, YepenHo-mMo3roBasi TpaBma 1 T.4.




[ MnodonsapHbIN HAHU3M

Letn poxpatTcs ¢ HOpManbHbIMU BECO-POCTOBbLIMU
nokasatensimu.

HenopasButmne Kocten nmueBoro Yepena («KyKosbHoe
JIUY0»), 3anageHune nepeHocuubl.

3-3a HegopasBUTUSA ropTaHn Y B3POCHbIX C
rmnodomn3apHbIM HAHN3MOM COXPAaHSAETCS BbICOKN
OeTCcKMin TeMbp ronoca.

OTmevaeTca YyMeHbLUEHME pa3MepoB BHYTPEHHUX
opraHoB (crinaHxHomMukpus). Hepeako npum
rmnogursapHOM HaHM3Me BbIABNSETCA bpaankapama u
apTepuanbHas rmnoTeH3ud.

HTennekTyanbHOe pa3sutue npu rmnodumsapHom
HaHMU3Me, KakK NpaBuno, COXpPaHHO.

3enbaa PyounHwTenH (poct 130 cm). Ee H13Kkui pocT cBdA3aH ¢
HegocTaTodHOW pabotoun rmnodusa. Punbmel: «llonTeprencT»
1986-1999; «Cemenka Agamc» 1991; «CaHTta-bapbapa» - roctb u T.

.




[MATOI'EHES N KITMHNYECKWE TMPOABJIEHUA

B pe3synsrate HegoctaTtodHoro obpasosaHug CTI HYPOGLYCEMIA
HabngarTCA:

« CHUXeHUe UHmeHcusHocmu cuHmeasa bersika, YTo Beget
3agepxkKe u octaHoBke pocTa (bonee yem Ha 30% oT
cpegHnx 3Ha4YeHnn JaHHOW BO3PaCTHOM rpynnbl), pa3su
KOCTEW, BHYTPEHHNX OPraHoOB, MblLLL,, HAPYLUEHWNE CUHTE

Glucose / Red Blood Cell

OernkoB coeaAnHUTENbHON TKaHW NPUBOOUT K NMOTEPE €€ Write Blood Call
AJNTaCTNHYHOCTN N Pa3BUTUNIO ,El,pF|6J'IOCTl/I;

« YMeHbWweHuUe uHaubupyrouwezo deucmeusi CTI Ha
roasiowleHue a/10Ko3bl U npeobrnagaHne MHCYNMMHOBOIO
adpdeKTa, YTO BblpaXkaeTcs B pa3BUTUN TUMNOTTIMKEMUN;

« 8blriadeHue Xupomoburulyruw,e2o deucmeus U TeHOeHLU NS
K OXKUPEHUIO.




[ MnodonsapHbIN HAHU3M

— QOObI4YHO rMnodun3apHbIN HAHN3M
COMPOBOXAAETCS MNOSOBLIM HEQOPA3BUTUEM, YTO
CBA3aHO C HedocmamoYHbIM obpaszoeaHuem [T
n, cnegoBarteribHo, ¢ HedocmamoYHbIM
obpasoeaHueM r105108bIx 20pMoHo8. OTcroaa y
KaprnKOB [ETCKME YepThl Nu1ua, YTo Hapsiay ¢
aApsbnocTbio KOXU NpuaaeT M B

«CTapo0bpasHOro HLa.

CHU)>XeHUe UHmeHcusHocmu cuHme3sa berika
TakXe NnexxuT n B OCHOBe HedocmamoyHocmu
CUHMe3a 20pMOHO8 KOPbl HA0MOYE4YHUKO8 U
wWUMoBUOHOU XKere3bl, YTO CHMXKaeT
BbIHOCITMBOCTb TakuUX BOSIbHbIX NPU OENCTBUN
HebnaronpuaTHbIX (OaKkToOPOB.




JleyeHune rmnodunsapHoro
HaHWU3Ma

Y peten mnagliero Bo3pacTa BbIAepKMBaOT nepuos HabnogeHus :
yaenseTcss BHUMaHne nofiHOUEHHOMY NUTaHUIO, 0bLeyKpennsoLwen
Tepanuun, npnemy sutammHos (A n D) n muHepanos (dgocdopa,
Kanbums). OTCyTCTBME OANHAMUKM POCTa U PU3NYECKOro pa3BUTUS
SIBNSETCA OCHOBAHMEM 5151 Nepexoga K ropMoHoTepanuu.

1. 3aMecTuTesibHas Tepanus npenapatamMmm ropMoHa pocta He
npeBbllaoLLEen BO3paCTHbIX Nokasartenen 13-14 ner

aHabonunyeckne creponbl (METaHOMEHOH, HAHOPOSIOH),
OKasblBaloLLUMe CTUMYNupyroLee AencTBne Ha YPOBEHb
aHporeHHoro CTT, cuHTe3 6enkos 1 pocT.

B BO3pacTe cTaplie 16 feT roHowaM Ha3Ha4vyaeTca XOpMoHNYeCcKnm
rOHagoTPONMH N Marnble A03bl aHAPOreHoB, AeByLUKaM - Marble
003bl 3CTPOreHoB (ANna CTUMYyNAUUMKM PYHKLUM NONOBLIX Xeneas)

B panbHenwem nauneHToB nepeBoasT Ha NOCTOSIHHbLIA NMPUEM
NOMNOBbIX TOPMOHOB B COOTBETCTBUM MOSTIOBON MPUHAANEXHOCTLIO.
[Mpn 3TOM XEHLMHAM NnokasaH NpuemM KOMOUHMPOBAHHbLIX
9CTPOreHHbIX NpenapaToB, My>X4MHaM - aHOPOreHoB
NPOSIOHMIMPOBAHHOIO AENCTBUSI.




TupeonagHasa KaprnuMKoBOCTb

[puy BpOXXOEHHOM rMNoTUpeo3e Takke HabrnogaeTca 3aAepXka
pocTa 1 OMUCNPonopuusa «KOCTHOro» BO3pacTa.

C Bo3pacToM NposABNSIETCSA 3a0epXKKa pocma U omcmasaHue
MICUXOMOMOPHO20 pa3sumusi. VIHTennekTyansHoe passButme
pebeHKka cTpagaeT TeM bonblie, YeM No3gHee Ha4yaTo feyeHune.

[1py OTCYyTCTBMKN CBOEBPEMEHHOIO
revyeHnst NosABNSATCA apyrmne
TUNUYHbIE NPU3HAKMU:
3amOopPMOXXEHHOCMb, NMOHUXEHHbIU
anrnemum u yxyouweHue
cocamersibHO20 pegbriekca,
3ampyOHeHUs rpu ariomaHuu,
Memeopu3M U 3aropskl; cyxas u
wernywauwlasicsl Koxa, Xos/100Hble
Kucmu u cmoribl; JIOMKUe, myCKIible
80/10Chl.




TupeonagHasa KaprnuMKoBOCTb

BpoXaeHHbIN rmnoTUpens Kak npuyinHa HU3KOPOCSTIOCTU Y
OeTen BCTpevaeTcs peako (CKPUHHUHIN, CBOEBPEMEHHOE
nedeHue). OCHOBHOWN NPUYNHON 3aEPXKKN PpOCTa B AETCKOM
BO3pacTe MOXET ABNATLCA AJIUTESNTBHO He
OVWarHoCTUPOBaHHbIM NPUOBPETEHHBIWU TMNOTUPEO3 (MPU
ayTOMMMYHHOM TUpouguTe).

Kpome 3amenneHnst CKOpocTn pocTta Yy 60nbHbIX OTMEYaeTco
rnosbIWEHHas ymomriseMocms, criabocme, yxyoweHue
namsimu, CHUXXeHHasi mosiepaHmHocmb K X0s100y,
u3bbImoYyHas macca mersa usu oxupeHue, yoruHeHue
CYXOXXUIbHbIX pegbriekcos, bpaduKkapous, 3arnopkl, 3a0epxKa
[10/108020 pa3sumusi U KOCMHO20 8o3pacma.

CTeneHb BblpaXXeHHOCTU OTCTaBaHUSA pocTa 60nbHOro OT ero
reHeTMYeCcKoro pocToBOro Kopuaopa 3aBUCUT OT

ONUTENBHOCTU CHUXXEHHOW (PYHKLUUU LLNTOBUOHOM Xenesbl [0
Havana nevyeHus.




- [nnotupeos

YacTHble NposABNEHNS:
YBennyeHue xeneabl B
pasmepax (300)

OTeKk nuua un BekK,

MUKcnagema

YBenun4yeHne macchl Tena
3agepkka rnosioBoro
pa3BuUTUA

CHMXeHne yMCTBEHHOM

aKTUBHOCTU
HenepeHocuMoOCTb
xosioga

[pu eurnomupeosle
HasHadaemcsi L—mupoOKCUH,
mupeouoOuH




[eHeTU4Yeckm 0byc0BIeHHAS
Kap/INKOBOCTb




[lpyumopananbHbI HAHU3M

lWapnotra MNapcana. Camas maneHbkasi geBo4Yka B MUpe COornacHo
KHUre pekopgoB [nHeca. Pogunacb Ha 36-o Hegene c poctom 25
caHTUMEeTpoB 1 ¢ BecoM okosio 900 rpammoB. Ha gaHHbIM MOMEHT ee
POCT cocTaBnsieT 68 cM, a Bec MeHee 4 Kr.

300opoBble kKapnuku. ety oTnM4aloTcs TOrNbKO Manbim
pocToM. PoxgaloTcs ¢ HU3KMMW BECOPOCTOBLIMM
nokasatenamn. OgHaKko opraHnM3mM pasBuBaeTCca U
[OoCTUraeT onpeaerneHHon 3akoH4yeHHocTn. CBOEBPEMEHHO
NOSABMSAOTCA TOYKM OKOCTEHEHWUN, BTOPUYHbIE MOSIOBbIE
npu3Haku. MaTonorMm BHYTPEHHUX OPraHoOB HE BbISABMNSAIOT.

B aHamMHe3e HMU3KOPOCNOCTb Y POACTBEHHMKOB. KOCTHbLIN
BO3pacCT COOTBETCTBYET nacrnoptHomy. [ybepTtar
HacTynaet BoBpeMs. PepTUbHOCTb COXPaHeHa.
JTabopaTopHble nokasaTenu B HOPMe.




[TnTep AunHKNanax

[MapameTtpbl: pocT: 132 cMm; Bec 45

Kr

. AMHKN3NmK poanncs ¢ HacneacTBeHHbIM 3aboneBaHnemM —
axoHgponnasuen, npmBoadaLlen K kapnukosoctn. Oba ero
POAUTENS CPeadHEero pocTa, Tak »e Kak u ero 6pat [>xoHaTtaH.

AXOHOPOIMMIASUA (CUH. XOHOPOANCTPODNA)-
HenpornopunoHarnbHasa KaprvkoBOCTb 3a CHET YKOPOUYEeHUs
MPOKCMMarnbHbIX OTAENOB KOHEYHOCTEMN.

a [llonynaumoHHas Yactota — 1:100 00

Q Twvn HacnegoBaHUSA: ayTOCOMHO-A0MUHAHTHbIMN.

KnnHnyeckas xappakTtepucTtmka: TUNUYHbIM HU3KUI POCT,
borbwou Yepern ¢ ebicmyrnarouw,uM 3ambl/iKOM, 3anasLUas
nepeHocuua (ceanioBMaHbIM HOC), MPOrHaTU3M (BbICHYNaKoLLass
BRepen YentocTb) Yy B3POCSbIX. PEHrEeHONOrM4eckn BoIsIBAAETCH
oucriporiopyusi Mo32080U U niuyesou Yacmedu 4vepena
(YyKOpOY€EHME B OCHOBHOM Yepena), yMeHbLIEHWE 3aTbIfI04HOro
OTBEPCTUA.




AxoHpponna3ug

KoHe4YyHOCTN yKOpOYEHbI B OCHOBHOM 3a CYeT
NPOKCUMarbHbIX OTAENOB, KACTU LUNPOKUE U
KOPOTKME, pacrnonoXxeHbl B BUae Tpmsybua.
YacTto HabrnogaeTcs n3ogakTunms, BolpaxeH
NOSICHNYHbIN NOPA03.

Tpyb4aTble KOCTU YKOPOUYEHbI U YTOSILLEHbI.
TunnyHas dpopma Tasa — pas3BepHyTble
KpbISibd MoaB340LHON KOCTU, KpbiLla

BEPTNY>XHOW BNaguHbl YNNoLweHa.

B ocHoBe axoHaponnasuy nexur
HapyLleHne pa3BUTUA KOCTeU BCreacTeme
reHeTn4eckn obycrnoBrneHHON aAncTpodum
anndusapHeIx xpawien. N3-3a xaoTu4HoOro
pPacnonoXeHUa KNeTok POCTKOBOW 30HbI
npoucxoauT HapyLleHne HopMarbHOro
npoLecca OKOCTEHEHUS.







[Tacmiopan u lNacnapty

[Tacnapty u Nacmiopan - 3se3gbl woy «Popt
bosapo»

AHgpe bywe (poct 120 cm)
OHTOHM J1abopa (pocT 110 cm)




Yopuk SLnn— aHrfIMUCKNN akTEP, CHUMAaKOLLMNCA B
[onnueyaoe.

OAauH 13 camMbIX N3BECTHbLIX aKTEPOB-KapPIIMKOB (ero
POCT cocTtaBnsetr 1 m 7 cm).

B otnnumne ot 6onblunHcTBa Kapnukos (70 %),
CTpajatolmnx axoHaponnasnen, kKapnmkosocTb [1aBuca
Bbl3BaHa KpanHe peakmm reHeETUYECKMM COCTOSIHUEM,

KOTOpPOE Ha3bIBaeTCS CrOHAMMNO3NMMU3apHON
ancnnasmen.

Ero xxeHa CamaHTa cTpagaet axoHaponnasnen, a oetu
AHHabernb 1N XappuCoH TakK Xe, Kak U ux oTted,
cTpagarT gucniasuen.




CnoHaunnoanndunsapHasa aucnnasng

CnoHaunoanudusapHas gucnnasmsa (bonesHs Mopkuo-
bpanncdopaa) — BpoXXAeHHOE reHETNYECKU
obycnoBneHHoe 3aboneBaHue, NPU KOTOPOM HapyLLaKTCH
NpoLecChl pocTa KOCTHOW TKaHU NPEeUMYLLECTBEHHO
MO3BOHKOB N 3NUPN30B ANNHHBLIX TPYBYaTbIX KOCTEMN.

Kak n 60nbLWMHCTBO APYrnx oopM BPOXKAEHHbIX
OCTeOoxXoHAponaTun pa3BnBaeTCcA No NpudnHe gedoekrta
CTPYKTYPHbIX DEfIKOB KOCTHOW N XPSALLEBOW TKAHEN.

BblaeneHo HeckonbKo popm aToro 3aboneBaHmda no
MexaHn3mMam HacnegoBaHusa. Hanbonee
pacnpoCcTpaHEHHbIE UMEKT ayTOCOMHO-A0MUHAHTHbLIV
XapakTep HacnegoBaHusi, bonee pegkne xapakrepusyoTcs
peLeccmMBHOW, cLuenneHHOU ¢ X-XpoOMOCOMOW nepenaden.

CuMATOMaMM 3TOr0 COCTOSAHUS ABMNSAKOTCA HU3KUU pocm,
degbopmauyuu rno3goHo4YHo20 cmorsiba (kugho3) u epyOoHou
Kriemku, 6051e3HeHHOCMb U my20rno08UXXHOCMb KPYIHbIX
cycmaeos.




KapnukoBocThb JlapoHa

CUHOHMMBI: ceMerHas KapSIMKOBOCTb C MOBbILLEHHBIM YPOBHEM MMMYHOPEAKTUBHOIO
ropMoHa pocTa B nsiasme; NuTymutTapHasa KaprnunkosocTb, Tun Il.

CHOPOM JTAPOHA— HacnegcTBeHHOe 3aboneBaHue,
00yCroBrieHHOE BPOXAEHHLIM AedEKTOM reHa pelenTtopa
comartoTpornHoro ropmoHa (CTIl'), npusoasiuee K
HEeYYBCTBUTESIbHOCTU Nepudepnyecknx TkKaHen K 4eUCTBUO rOpMoHa
pocTa.

Tun HacnegoBaHUA — ayTOCOMHO-PELECCUBHBIN.
[1py JaHHOM CMHOPOME OTMEeYarTC

- dncnponopums YepenHo-NuLeBoro CKeneTa 3a c4eT rmnonnasum
BEPXHEN U HUXKHEN YerntocTn, ceanoBuaHbIi Hoc. HecooTBeTcTBME
KOCTHOIO BO3pacTa nacropTHOMY.

TYYHOCTb, BbICOKUW FOS10C, 3adepXKKa rnosfioBoro co3peBaHud,
MeafeHHoe pa3BUTUE MOTOPHbLIX OYHKLNSA

OTmeyvaeTcs XpynKocTb, AUCTPOodUs N NpexXaeBpeMEHHOE
paspyLleHne 3y6os.

BbiCOKMIA YpOBEHb UMMYHOPEAKTUBHOIO rOpMOHa pPocTa,
rMNepYyBCTBUTENBHOCTb K MHCYINHY, CMIOHTAHHas rMnornMkeMins B
NeTCTBe.




PELIEMTOP
B HOPME

KapnukoBocTb JlapoHa obycnosneHa gedekramu reHa
pacnonoXeHHbIX B KreTkax nevyeHn peuentopa CTI
(ropmoHa pocTta) unu (pexe) gepekramum reHa CTIT —
[ake rnpuv noBbILLEHHOM YPOBHE ropMOHa pocTa B
nrasme KpoBW ero AencTBme Ha KNeTKN-MULLEHN Pe3KO
ocrnabreHo.

. POCT

TKAHEW

Y 300pOBOro YenoBeka ropMOH pocTa CTUMYINUPYET CEKPELMIo
MHCynuHonoaobHoro dakTopa pocta (MPP), koTopbiv B
YACTHOCTU CTUMYSIUPYET POCT TKaAHEN. Y KapnuKkoBs
coagepxaHne NOP cHuxeHo, 4TO Kak okasanochb, ABMSETCH
NPUYNHOWN, TOro YTO Yy Ntogen ¢ cuHApPomMom JlapoHa He
pa3BunBaloTCA pakoBble onyxonu. Kpome Toro nogu c
cuHgpomom JlapoHa He cTpagatoT anabeTom, ogHaKo
NpuU4YnHa 3TOro NoKa 40 KOHLA He ScHa.

PELLEMTOP C
HAPYLLUEHWEM




CIMACHBO 3A
BHUMAHWE !




