YMEHBLIEHHOTO ﬂOTpCGJICHPlﬂ xene3a. [loBbllleHHE KOJIMYECTBA CVI}lepOGHaCTOB
SABJIACTCA CJIEACTBHMEM HApPYLUCHUS obMeHa xenesa.

8. Haciiencreennble aHeMHH

K uucny aHeMui n€TCKOro Bo3pacTa CJefAyeT OTHECTH TeHOTHUNHUYECKU
obycrioBieHHbIE HApYLIEHUs CHHTE3a reMOrioOuHa, KOTOphle NMPOTEKAT B BUAE
reMONUTHYECKOM aHEMHMH — 3TO CEPHOBMIAHOKJIETOYHAS aHEMMS W TanacCeMHs.

BobIIMHCTBO KIMHAYECKH NPOSBIAIOMMUXCS FeMOrJOOHHONATHH BBI3BaHBI
HapylIeHHEM CHHTe3a [-ueny rioGuHa (CepMOBMAHOKNETOYHAA aHeMus, [3-
tanacceMus). [Tockonbky KpOBb HOBODOXAEHHOTO COAEPKHUT OoJibInoOe
KonuyecTBo ¢eTanbHOro remoriobWHa, O3TH HapylleHUs cpasdy He
06HapyXHBalOTCA, HO GOJNBIIMHCTBO M3 HHUX IMOCTENEHHO IPOrPECCHPYIOT B
TedeHHe NMepBhIX 6 MecsaueB XHU3HH. Penxo BcTpevaromascs O-TajacceMus
00ycroBIHMBaET riyboKO PEe3UCTEHTHYIO K JIEYEHUIO aHEMHIO M 3aKaHYMBaeTCH
rubenpio niona B yrpoGe MaTepH MIM HOBOPOXACHHOIO BCKOpe mocie
poxnenus. TecTsl, BBIABNAIOILME pa3jHYHble . reMOrno6uHONaTHH Y
HOBOPO>K/AEHHBIX, NOJDKHBI ABJIATHCA COCTAaBHOM 4acThl0 CKPMHHUHra Ha
obHapyxeHHe MeTaboIMYEeCKUX HapyLIeHHI.

[Ipy cepnoBUAHOKJIETOYHONH aHEMHHU HaclieyeTCs HENpaBUIIbHBIA CUHTE3
6enkoBOi yacTH reMorsiobuHa, B KOTOpO# MIyTaMHUHOBas KUCJOTa 3aMeHseTcs
BaJIMHOM W THPOHHMHOM. OTa (opMa aHOManbHOro remorino6uHa o603Havaercs
xak HbS, koTopslii o61agaeT MOHWKEHHO! paCTBOPUMOCTBHIO B YCIIOBUSAX THITOKCHH.
B BeHo3HbIX kanwuispax npu pO, 15-40 MM pT. CT. pacTBOpUMOCTL HbS cTaHOBUTCS
B 6 pa3 MeHblle pacTBOpUMOCTH HbA, 06BIYHO COAEpPIKAILErocs B IpUTPOLUTAX
3[0POBBIX JIOZEH, ¥ OH BhIIAJAET U3 pacTBOpa B BHAE HUINIO0Opa3HbIX KPUCTALIOB
(Tanonabl), pacTArMBAOILHMX SPUTPOLIMTHL H NPUIAIOLINX UM CEPIIOBUIHYIO dopMy.
OpHUTPOUMTHI NPH 3TOM MOBPEXIAIOTCA, arTJIIOTUHUPYIOT ¥ pa3pyluialTcs.
Brinagenue remorno6uHa HbS mpouCXOAMT U BCIEACTBHE TOrO, YTO BaJiMH
3JIEKTPOHEHTpasIEH, B TO BPEMs Kak IIyTaMHHOBAs KHUCJIOTa HECET OTPULIATENbHbIH
3apan. Monekybl reMorno6yHa, JTMIIEHHbIE OTPULATENBHOTO 3apsafa, NepecTaloT
B3aUMHO OTTaJIKMBAaThCA M BHINANAlOT M3 pacTBOpa. Y reTepo3UroToB aHEMMs
MOJKET pa3BUBATHCA TOJILKO B YCJIOBUSX THIIOKCHM, HampuMep, NpH NpeObIBaHUH B
TOpHO# MECTHOCTH, NMpH 3aboseBaHNM NMHEBMOHHUEH. Y 60JNbHBIX aHEMMEH
NPOJOJDKUTENBHOCTb XKHU3HH 3PUTPOLHMTOB YKOPOUEHA, a 3PUTPOIINI3 YCHIIEH.
AHeMHsi CONMPOBOXAAETCS TPOMOOUUTONEHHEN.

[pu Tanaccemuu (6one3ns Kyin) B KpoBH NOSBIAIOTCA SPUTPOLUTEL, N0 popMme
HallOMMHAIOIIHMEe CTPEIKOBYIO MHLIEHb U COJepiKalllke, Hapsady C HeOONbIUM
KonuuecTBoM HbA, remornobun H v dperanbubiii remornobuH (15-60 %). B ochose
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