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KITACCUDPUKALINS SABOJTEBAHVV HAOIIOYEYHUKOB

A. 3abo4ebanua kopko6020 c104 HAONOUEYHUKOB.
* LI'mnepkopruumsm

1. Oostesus Vitenko-KymmHra;

2 KOPTMKOCTEpOMa

3 aHIpoCcTepoMa

4.  KOpTMKOaHApOCTEpOMa

5

6

KOPTMKO3CTEpOMa
runepaibgocTepoHmsm ( cuagpoM Kpona):
a) aJIbJOCTEPOMa;
0) runepruiasms KJIIyOOUYKOBOV 30HBI KOPbI HA/IIIOYEYHVIKOB.
e II. I'mnoxkopTmimsm
OCTpas HeJIOCTaTOYHOCTb KOPbI Ha/IIIOYEYHVIKOB;
XpOHMYecKas HeJIOCTaTOYHOCTh KOPbI Ha/IIIOYeYHVKOB (a/]/I1ICOHOBA O0JIe3Hb);
KaJIbLIM UKL HaZllIOYeYHMKOB;
I'MII0aJIbIOCTEPOHM3M.

e III. BpoxxnenHas nucdyHKIIVsI KOPbI HAAIIOYEeYHMKOB (BpO>KIeHHBIN
aZIpeHOTeHUTAILHBIVI CMHAPOM).

- WK~

b. 3aboaeBanusa mo3206020 c10:2 HAONOUECUHUKOD,
1. DeoxpoMOLUTOMA;
2.  deoxpomobiracToma.




Funoduz h

Mo mexann 3my obparkon

CEH 3 HHGOopMaLns 8

Boipabotka AKTI ans cTmMynsumm Kopbl
H3ANCYEYHMKOB K 8bipaboTKe KOpPTH30Na W
3NbAOCTEPOHS

HeAOCTATONHOCTDL /

-

rrapokcunas (21,

11,18, 77 1 1.a.)

Maznowewmitx

U206ITONHAA NPOAYKUMS SHAPONeHOB B CASACTEMM

HEAOCTATOL'HM Bb'PASOTKA rMnepniainm Kopol H3ANCHNENHVMHKOB NCA BAVMAHMEM

KOPTU3O/IA U A/IbAPOCTEPOHA

AKTI p OTCYTCTEMA NPENATCTBMM ANS
rMNepnPRoOAVRLIKY NONOBLIX MOPMOHOE (YPOBeHb
PEePMEHTOR HE MIMEBHWIICH, CNeA0BaTENLHO

\
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BpoxpaeHHaa AncpyHKUUA
Kopbl HAAMNO4Ye4YHUKOB

- 3TO I'PyIIia ayTOCOMHO-PeLeCCUMBHBIX 3a00J1eBaH,

B OCHOBE KOTOPBIX JIEXUT JgedeKT OIHOTO W3
dhepmeHTOB

crepovizioreHesa. HemocrarouHocTs pepMeHTa
BBI3bIBAET AePULINT KOPTMU30JIa, YTO 10 MeXaHV3MY

OTpUILATEJIBHOV OOpaTHOW CBA3SW CTUMYJIUPYyeT
BbIOpOoCc KPT' ( KOpTMKOTpONMH-PWIN3MHT-TOPMOH) U
AKTI, 4yro B cBOI0O ouepenb IIPUBOOUT K
rUIepIuiasuy KOpbl HAJAITOYEYHVKOB ¥ HAKOIUIEHUIO
coeqVIHeHUVI, OOpasyIOMIMXCA BbIIle YPOBHSA OJyOKa
VIV B OOXOIT ero.



BoigenswoTr 6 doopm BIOKH.

o JIumiongHaga rmnepruiasyisl HaAIIOYeYHUKOB (
nedexT StAR- mporenna v CYP11A ( 11-a-
TMIPOKCVIIA3HI);

° /A

edvmmt 3-p-I'CL (3-p-

rw:[pOKCMCTepOM):L):LeFVI):LpOFeHaSa)}

.+ I

J1
.+ I
.+ I

edpmmt CYP 17 ( 17-a-ruppokcwtasa/ 17,20 -
masa);

edvmr CYP21 ( 21-ruppokciriasa);
ledprmmt CYP 11B1 ( 11-P-ruppokcmitasza);

L

ledpmuT POR ( okcrvutopemyKTassl).



¢ ledmnT KopTr3osia IprCcyTCTBYeT P

Bcex dopmax BJIKH, HO TOIIEKO 4 dbOpMBI
IIPUBOOAT K AePUINTY MUHEPAIOKOPTUKOWJIOB
(TMmoviTHasA rurnepIUiasus HaJIl0YeYHVKOB,
nedunut 3-p-I'CH, necpurmmr CYP21 , necpurint
POR).

* KimmHamdeckasg kapTvHa KaXXmIov n3 (popm
BJIKH o0yciioBiieHa ¢ 01HOVI CTOPOHBI
n1edpUIMTOM TOPMOHOB, CMHTE3 KOTOPBIX
CHIVDKEH HPU JJaHHOM (pepMEeHTaTUMBHOM OJIOKeE,
a C IPYyrov CTOPOHBI M30BITOYHBIM KOJIMYECTBOM
TOPMOHOB U VX HPEIIIeCTBEHHMKOB , CUHTE3
KOTOPBIX HE HaPYIIIEH.







BpoxxnenHasn gMCQbXHKgI/IH KOPBEI

HAAIIOYEeYHUKOB ,
PasjiuaroT Tpy OCHOBHBIE KIIMHUYECKIE

popmbI 3TOrO 3a00J1€BaH:

* bupusvraa (He0CA0XKHEHHAA)

4?0]9]1/161, KOTOpasi CBsI3aHa C YMEPEeHHbIM
nedumToM 21-ruapoKcriasbl

* coabmepAIoua uprMa ripu Gorree
171y 0oKoM JiedpomimTe 21-rmapoKcmiiassl

* 2unepmeH3subHaA Popma, s ocriose
KOTOPOW JIEXUT gedouiint 11- rmapokcmiasst..






HHuaenos.
J171s myarHo3a MMeIT 3HadYeHue:

CeMEeVHbIVI aHaMHe3, YKa3bIBaIOIINI Ha Ha/Inuue
B CéMbe TIOITOOHBIX OOJTHLHBIX;

oIlepexeHne «KOCTHOI0» BO3PacTa;

yBeJIM4eHVe pa3MepoB HaIIIOYEeUHKOB I1PU
JIFOOOM JTOCTYITHOM METOJIe VX BU3YyaJI3aluy;

BUPWIM3aLVA HaPpYXHBIX TeHUTaJIV IIPV
Ha/IVYMY TUIIOIUIa3MPOBaHHBIX MAaTKI 11
SIVTYHVKOB Y IeBOYeK;

IIOBBIIIIeHNE CYTOYHOM SKCcKperm 17-KC ¢
Mouom B 5-10 pas3;

pe3Koe HOBBIIIIeHVe YPOBH: 17-
OKCUIIPOreCTepOHa M TeCTOCTEPOHAa CBIBOPOTKU
KPOBVA;

[PV TUIIEPTOHMYECKON (pOpMe IIOBBIIICHVIEC

v ortTa 17-0OYK (C o "\1ate T4 WHORTA




Jleuenue.

3amMecTuTeIbHAasT ¥ HOOJABJIAIOINAsT  Teparim:
IPOBOAUTCA 2AIOKOKOpMUKOUOamMy, a  Ips
COJIbTEePAIOIEN dbopme I
MUHEPAL0OKOPIMUKOUOAMUL.

[leBoukaMm moKa3aHa eMMHUIUPYIOMIAA NAACIUK
Hapy>KHBIX II0JIOBBIX OPTraHOB.

Bcem 0o0sIBHBIM, O0CODEHHO IIpU IIepeMeH:
COIMa/IPHOIO IOJla  JO/DKHA  IIPOBOOUTHCS
IJIUTe/IbHas IICUX0Teparims.

3amecTuTeIbHASA Tepanus HOPOBOAMTCS dYaIllle BCert
Ta0JIeTMPOBaHHBIM 2UOPOKOPMUIOHOM
(xopmedpom). Ilepbonauasvnaa cymounaa 003a- I
20 mr/m2. Ilociie roma B cpegHeM CyTOYHAasI 03
nosKHa 0bITh 10-15 Mr/M2 B 3 mpuema (7-15-22 vac)



[ IpemHM30II0H peKOMeHIyeTcs JaBaTh yTPOoM ( 10 8 Jac)
I10CJIe efIbl ITpV CyTOYHOM Jo3e 1o b Mr. ITpu Oosiee BeIcOKOT
no3e yrpoM garoT 2/3 possl, 1/3- B 23-24 vaca. I IpegHusonon
Ha3HaAvaeTCsd IMOXWM3HEHHO.

[ Ipn mpuricoeaHeHM MHTEPKYPEHTHBIX 3a00JIeBaHMII
103y TIIIOKOKOPTMKOWI0B HEOOXOIMMO yBeIumBaTh.
KOHTpOJIb OCYIIIeCTBIIsIeTCA I10 AVMHAMMKe POCTa, MacChl Tejla,
A1, kocTHOrO Bo3pacra, yposH: 17-KC B moue, 17-
OKCUIIpOrecTepOHa B KPOBMU.

[Tpu conpTepsrolen dopme AOMOTHUTEIPHO Ha3HaYaeTcs
Kopmunedg, o0TagaronIn MIMHEPATIOKOPTUKOVITHO U
HEe3HAYUTEJIbHOV [TIIOKOKOPTUKOMIHOV (PYHKIIVISMN.
HaumHaroT jiedueHme ¢ %4 TabJI€TKN yTPOM, IIOCTEIIEHHO
yBeJI4mBas 03y B COOTBETCTBUM C KIIMHMYECKMU U
OMoXMMMUYecKMMM TaHHBIMIA. (1 Tabs1.- 0,0001 v 0,001)
Kpurepuit afjeKkBaTHOCTM Tepallii- ypOBeHb axmubHocmu
peHuHa NAasmol.

JIeueHme runepTOHMYECKOVE POPMBI IIPOBOAUTCS TaAKXKe



HeoHaTanbHbIU CKPUHWHT

HHonowennvie demu (cpox ececmayuu >37 nedeas, bec >20002)
Yposenr 170HII < 30 HMOJIB/J1 - 300POB
30-90HMOIIb /7T -  COMHUTETHHBIN
6os1ee 90 HMOJTB / 71- TIOJIOXKUTETHHBIT
Hedonowennwvie demu ( cpox eecmavuu 33-36 nedeaw, 6ec < 2000r)
Yposenr 170HII < 60 HMOJIB/JI - 300POB
60-100 HMOJIb/J1-  COMHMTEIbHBIN
0ostee 100 HMOJIB / 7T- ITOJIOXKUTEIHHBIN
Hedonowennsvie demu ( cpox eecmavuu 23-32 nedeav,)
Yposens 170HII > 150 HMOJIIB/J1 - TI0JI0XKMUTEIIBHBIN

JIo>XHO T10JI0KMTeIIbHBIE pPe3ysIbTaThl MOT'YT OBITH Y JIeTel1 C
TsDKeJIBIM COMaTYeCKVIM COCTOsIHVIEM, Ha POHe reMOTpaHCPYy3U,
[P BBICOKO OvutpyOvHeMun. JIoXKHO oTpuiiaTesIbHbIE
pe3yJIbTaThl MOTYT OBITH IIPU JIeUeHU pebeHKa Wi MaTepu
eKcaMeTa30HOM.



