Cunapowm llIBaxmaHa

Bemmonmnun: Oxvgap b.M.509 rpymnmsl

[Temmarpryeckoro pakynabreTa



OnpeneneHue

--BPpO)XXAE€HHAas r'mIiiorjia3uu HOE)KE]IYQO‘IHOIL/JI XKeJIe3bl,
coHeTammasacsa CoO CHMOKeHHeM KOJIn4YeCTBa JICﬁKOL[PITOB B KPOBH,

HU3KHUM POCTOM U aHOMaJ/IMeu KOCTEN.

lanHOe 3a00/ieBaHMe ABISIETCS YaCTOW MPUYHUHON
HeJOCTAaTOYHOCTH ITOKEYIOYHOM YKEee3bl Y 1eTeu, YTO
pOosIBIsieTCss MasibabcopOiueii. [TpryrHa 3a601eBaHUs
Heu3BeCTHa.

--3a00/1eBaHMe, XapaKTepu3ymleecs, KaK y)Ke YIIOMHHAJIOCh
BbIlllE€, HEJJOCTAaTOYHOCTHIO MOKETYIOYHOU

YKeJIe3bl U HEUTPOIIEHUEH , a TAK)KE HapYIIeHeM BCAaChbIBAHUS
HapyLIeHUEM XeMOTaKCUca

HeUTPOUIOB, TDOMOOLIMTOTIEHNEH, MeTapH3apHBIM
I30CTO30M, 3aIEPKKOH PU3UYECKOTO PAa3BUTHS U TOBBIIIIEHHBIM
PHUCKOM arIaCTU4€CKOMU aHEeMUU.




Cungpowm llIBaxmaHa

-- 3a00J/IeBaHME Ay TOCOMHO-PEeLeCCUBHOE,

“Melolee caeAyolie XapaKTepUCTUKU:

* BHEIIHEe-CEeKPETOPHasi HeJOCTaTOYHOCTh
TO)KETyJOYHOM XKeJie3bl;

* HEeUTpOIleHNS;

* HapylIeHHWe XeMOTaKCHUCca HEUTPODHIIOB;

* QHeMWus allaCTU4YecKas;

* TPOMOOIIUTONEHWUS;

* DJK3eMa;
* meTadU3apHBIN AU30CTO3;
* 337iep)KKa PU3UYECKOTO Pa3BUTHSI.

PacnpocTpaHeHHOCTh COCTaBSIeT 1:50 000. BHelIHe MaTonorn4ecKuum
MPOLECC MOKEIYIOYHOU JXejle3bl BBIIISIAUT B BUZE 3aMelleHu s
CerMeHTOB OPTaHa Ha YXUPOBYIO TKaHb. [ IpoTOKM )xene3bl He MOBPEXIEeHbI
Y IPU3HAKU BOCITAJIEHUSI OTCYTCTBYIOT.



Oco6eHHOCTH O0J/IE3HHU Y IeTel

3a60ieBaHYE MIPOSIB/ISIETCS CUMITTOMAMU IMMTAaHKPeaTHYeCKOH
HeJOCTaTOYHOCTHU B JIeTCKOM Bo3pacTe. OTMevaeTcs 3aZepXKKa
MHTEe/JIEKTYaIbHOTO, PU3UIECKOTO U IICUXOMOTOPHOTO Pa3BUTHHSI.
O4eHb YaCcTO TaKue AeTH OOIeI0T peCITMPaTOPHBIMHU
3a00/1eBaHUSIMU, ITHEBMOHUSIMU, CHHYCUTAMHU, OTUTAMH, PEJTIKO -
MHQEKIMSIMIU KOXKH ¥ MOYEBBIBOASILINX Ty TE.

[Tpu 6axTepHOIOrMYeCKOM MCC/IeJOBAHWH Yallle BCero BhISIB/ISIIOT
Haemophilus, Staphylococcus, Escherichia coli, Candida albicans.
B 10% BbIsIBAsIETCS TMXOpaZIKa HEU3BECTHOTO ITPOMCXOXKIEHHSI.

PacripocTpaHeHHOCTH CpeZii MaJTBMHMKOB U ZIeBOYKEK OJJTHAKOBA.
BonpHOM cUHAPOMOM peGeHOK POXKIAETCS IMyTeM Mepeaadn
nedeKTHOTOo reHa OT POJUTETEN.



[ IpyuymrHbI

To4yHBIX MPUYMH pa3BUTUS cCMHAPOMaA LIIBaxMaHa-
TanMmoHa He BbIsiBIeHO. Cpeii BO3SMOXXHBIX
MTPOBOIUPYIOMINX (PAKTOPOB Pa3BUTHS CUHAPOMA
MOXXHO BBIJIC/IUTD:

BHYTPUYTPOOHOE TTOPpKEHUE MOHKETyTOYHON
Xej1e3bl U KOCTHOI'O MO3Ta;

peIKO - TIOPaXeHUe cepAlid U JIETKUX;

He VCKJII0OYeHbI BUPYChI MapOTUTa, KOKCaKu, KOTOpEHIE
BO3ZEUCTBYIOT Ha MOHKETYLOYHYIO Xee3y, KOCTHBIN
MO3T ¥ MeTapU3bl KOCTEN B CTaIMU IMOPHOHA.



CrnenuaarcThl CYHATAIOT, YTO CUHAPOM [lIBaxmMaHa
Pa3BUBAETCS I10 IPUYMHE MyTalluy reHa SBDS Ha 7-
oii xpoMmocome B 30He 7qll. HacTtoTa BcTpedaemocTu

TaKUX MYTallUU HE 3aBUCUMA OT STHUYECKOM

IIPUHA/JIXKHOCTH.




CUMIITOMBI

Tak Kak KTMHUYeCKHe TTPOsIBIeHUST 00/Ie3HU TOBOTLHO
MHOT000OpPa3HbI, UX Pa3eIsaioT Ha OCHOBHbBIE M BTopu4HbIe. K
OCHOBHBIM ITPHU3HAKaM OTHOCST:

SK30KPUHHYIO HeJOCTATOYHOCTD MOKEeTYLOYHOU Ke1e3bl
(MeTeopusM, Tuapesi, creaTopes, moaudeKranus);

reMmaTo/IOr49e€CKNUE HapYyLIE€HHW A,

AaHOMAaJ/IMM B Pa3BUTHUU KOCTHOU CUCTEMBI, KOTOPHIE
XapaKTEePU3YIOTCS YaCThIMHU MH(PEKIIMOHHBIMU
3a00/71eBaHUSIMU: THEBMOHUSIMU I OPOHXUTAMU;

JK3€eMa;
MaJIEeHbKUU POCT.






/lnarHocTuka

[Ipy pasBepHyTOM KIIMHUYECKOM KapTHUHE IIOCTAaHOBKA JUarHO3a He
MMeeT CJIOKHOCTeH. TpebyeT UCKTIOUeHUsI THOU TIAaTO/IOTHUH YKeTyIOIHO-
KULIEYHOTO TPAKTa.

MHCcTpyMeHTaibHbIE M Ia00PATOPHbIE MCC/IeIOBAHMS BK/IIOYAIOT B ceOs:
aHa/TM3 KaJia (OKpac Ha >XUPbI U BbISIBIEHUE DKCKPEIUH YKXUPOB);
oO1IMIi aHa/IN3 KPOBH (aHeMUSsI, TPOMOOIIUTOIIEHHSI, HETPOITEHHUS );
MpoBepKa GYHKIIMOHAIBHOCTH TeYeHU U MOMIKeTyI0YHOM KeJle3bl;
Y3W opraHoB OpIOLIHO¥ MOJIOCTY;

peHTreHorpadus Kocrei (B 10-25% ciydaeB BbisiB/ieH MeTapH3apHbIM
IIN30CTO3);

CTePHAJIbHYIO ITYHKLIUIO.

[Tpm yIbTPa3BYKOBOM MCC/IeIOBAHUH Y eTel HaOIromaeTcs
He3HaYMTeIbHOe YBe/IMYeHHe MOAKeTyaJo9HOoU eje3bl. C
BO3PaCTOM IPU3HAKU YXUPOBOH AUCTPOPUHU HapacTaroT. B
CTapIleM Bo3pacTe 0OBIMHO JKejle3a YMeHbIIIaeTCsl B
pa3Mepax.



JledyeHue

B Kypc Tepanyy BKIIOYeHbI
ceAyroLie MepoNnpUsTHS:

Ha3HayeHue CTPOIoU U
IIOCTOSIHHOU AW E€ThI
(orpaHuYeHMe KOTMYECTBA
YKUPOB 3a CYET 3aMeHbI ee
BBICOKOKAJIOPUMHOM OeTKOBOM
ULIEH );

3aMeCTUTe/IbHOe BOCIIOTHEHHE
HeXBaTKU (pepMEeHTOB MyTeM
Ha3HAYeHUSI TIPenapaToB
MO/DKeTyIOYHOM JKele3bl;

I[onopclme KRJIE€TKH KOCTHOI'O MO3ra CBOEBpeME€HHOE€ IIpPUMEHEHHNE

3aMeHAIOT KIeTKH pelluIHeHTa AHTUOAKTePHATbHBIX
IPEnapaToB IIPU Pa3BUTUU

MHQPEKIUT.




B CJIyda€ pa3BUTHUA I'eMaTO/IO'NYECCKHX OCJIO)KHEeHUU
HaAa3HAYAl0OT XUMHWO- WX IYHEBYIO TEPAIINIO,
d/UIOT€HHYIO TPAHCINVIAHTAIIUKO KOCTHOT'O MO3TI'q.

YpoBeHb 3pPEeKTUBHOCTH TPAHCIIJIAHTAIMH
KOCTHOTO MO3Ta Y MAL[MeHTOB CUHAPOMOM
[IIBaxMaHa B mocjieIHUE TOAbl COCTaBAsIET

50-60%.



luera

PexoMeHayeTcs guera, oboranreHHass 6ekoM. JKupsr
HeoOXOAMMO OT'PAHHUYMTD WJIH 3AMECTHUTD HX
cpeHeleroYeYHbIMU TPUIIHLIEPUAAMU (CMeCH
Xymana + CLIT; [Topraren). IlInpoko uconb3yroTcs
CMeCH Ha OCHOBe T'MIPpOJIH3aT-0esKa ¢ Jo0OaB/IeHHeM
TPUTIELIUPUAOB CpeHeeMOYeYHbIX.



[Tporaos u mpodrIaKTUKA

OcHoOBHOe oc/TOKHeHUe 3a00ieBaHus cuHapoma [lIBaxmaHa -
OTITyPTYHUCTHUYECKHEe NHPEKIINU BCIeICTBUE UMMYHOAePULINTA,
Pa3BUBAIOIIUECS B pe3y/bTaTe KOCTHOMO3TOBOU I'MIIOIIA3UH.
[locnegHye BpICTYIIAIOT MPUYMHOM JIETAJIBHOTO MUCXOA.

OO6bIYHO 6OTbHBIE He AOXXUBAIOT A0 BO3pacTa 7-10 JIeT.
BocnpuuMurBOCTh K MHPEKIIMOHHBIM 3a00/IeBAaHUSM BbICOKA, HO C
BO3PACTOM YMEHbIIIAeTCs.

B penxux ciydasix TedeHue 3a00/1eBaHUS MOCTENIEHHO MEHSIET CBOM
XapaKTep, CHYDKas TSHKeCTh COCTOSTHUS TTarieHToB. OJHOBpEMEHHO
MPOUCXOAUT He3HAYHUTE/TbHOE TTOBBIIIIeHHe aKTUBHOCTH JIUTTIA3bl
MOHKEeTyTOYHOM YKee3bl. AKTUBHOCTh pepMeHTa BO3PACTAET K 30-40
rogam rae-To Ha 40%.

B monoBuHe c1ydaeB ¢ BO3pacTOM BHeILIHeCeKpeTOpHast
HeJ0CTaTOYHOCTD YKejie3bl yMeHbIIaeTCsl MIX MOTHOCThIO MCYe3aeT.
[emaTonornyeckue HapylueHUs], U3MeHeHHe KOCTHOM CUCTEeMbI U
OTCTaBaHHE B PAa3BUTHH He BOCCTAaHABIWBAIOTCS, IPOTPeCcCUPYs B psifie
C/Ty4aes.

Crnienmupmyeckoit mpoduIAKTUKHA cHAPoMa [lIBaxMaHa He cyiecTByer.



