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AktyanbHOCTb. O6llas BapuabenbHasi UMMYyHHas HeAOo-
cratouHocTb (OBMH) — nepBuuHbIM UMMyHOoAedUumT (MUA)
C BbIPaXEHHbIM CHUXEHMEM 2 U 6oAee KAACCOB MMMYHO-
rnobyAvHOB (Ig) NpU HOPMAABHOM WAW CHUXEHHOM uUMCAe
B-aumouutoB. PacnpoctpaHeHHOCTb 1 K 10 TbiC. € MWKOM
3aboneBaemMocTM B Bo3pacte 1-5, 16-20 aeT. TpyAHOCTb
AMArHoOCTUKM 3aboneBaHMA 0OYCAOBAEHA TeTepOreHHOCTbHO
reHotuna u deHotuna OBUH. B 10-20% HabatopeHWI peru-
CTPUPYIOTCA CEMENHbIE CAyYau.

LieAb. MpeacTaBUTb 0COBEHHOCTU KAMHUKO-AABOPaTOPHOIO
Teuennsa OBUH y aByx cnbcos.

KauHuueckui cayuam. MNpobaHa 1: manbunk M., 2008 r.p.
PebeHok OT BTOpOM GEepeMeHHOCTM Ha $OHEe XPOHMYECKOM
rMnokcuun. Macca Tena pebeHka npu poxaeHun — 3300 r, AAu-
Ha — 54 cm, APGAR — 7/8 6ann0B. [eHeanOrMyeckrii aHamHe3
OTAMOLLLEH: Y OTLi@ XPOHUYECKUI BPOHXUT, Y CECTPbI NOAO3PEHUE
Ha TPaH3UTOPHYIO TMMNOraMMOrA0byAnHeMUIo. BakumHupoBaH
no WHAMBWMAYaAbHOMY rpaduky, 6e3 ocroxHeHuin. C 1 roaa
XWU3HWU PErUCTPUPYIOTCA PELMAMBUPYIOLLME BUPYCHO-DaKTepu-
anbHble UHOEKLMU BEPXHWX U HUXHUX AbIXaTEAbHbIX NyTew,
NAOP-opraHoB (06CTPYKTUBHbIE BPOHXUTbI, MTHEBMOHWW, OTUTHI),
KULLEYHblE MHOEKUMM, B TOM YWUCAE 3IHTEPOBUPYCHOM 3ITHO-
AOTWM, CPEAHETSXXEAOTO W TAXEAOro TeueHus. Takxe Oblan
3aNn30Abl GebPUABHON AMXOPaAKKM 6e3 SIBHOro ovyara MHOEKLMK
yacTtotoi oT 1 pasa B Hepento A0 1 pasa B 2 Mec, XapomnoHu-
xatowme 6e3 abodekTta. C 4 AeT MUrMEHTHbIM PETUHUT, YacTUy-
Haa aTtpoduss 3puTEeAbHbIX HepBOB. NAabopaTopHO: aHemwus
cpeaHen taxectn (Hb — 83 r/A), yckopeHne CO3 po 56 MM/ u,
noBblleHe ypoBHs C-peaktnBHoro 6enka (CPB) ao 36 r/h,
runoraMmmarnobyamHemus (I8G — 25 mr/an, IgA — 5 mr/an,
ISM — 27 mMr/aA), CHUXEHHbI OTBET Ha BakuuMHaumto (anti-
Hbs — 59 ME/A). UMMyHOGEHOTUNMPOBaHKE BbISBUAO CHUXE-
HMe uncna B-kneTok Ao 9% npu Hopme 19-39%. MpobaHa 2:
AeBouka A., 2006 r.p., oT nepBoi 6epeMeHHOCTU C Yyrpo3on

BblKMAbILLIA Ha 19-i1 Hea. Macca Teaa npu poxaeHun — 3270,
AMuHa — 54 cm, APGAR — 8/8 6aanoB. BakuuHaums no
KaneHaapto, 6e3 peakumu. Ha nepBoM roay Xu3Hu peuvanBu-
pyroliMe UHOEKLMU THXEAOTO TeYeHUs: oCTpble OaKTepuanb-
Hble OTWUTbl, 3STMOWAWT, NMHEBMOHUSA, OOCTPYKTUBHbBIA GPOHXMT.
C 7 MeC: aneMEeHTbl Y3A0BOM ChbIMW C CYCTaBHbIM CUHAPOMOM,
noAbeMbl TeMnepaTtypbl 6€3 ABHOrO oyara MHOEKUMWM YacTo-
ToM 2-3 pasa B Mecsl, xaponoHwxawwue 6e3 addek-
Ta. C 1 ropa cToMKuWe TsAXEeAble MPOSBAEHUSI ATOMWUYECKOTO
AepMaTtuTa, MUOAEPMUSA, UMNETUIO, KOHTArMO3HbIA MOAAKOCK.
Mpr 6UONCUU NOAKOXHO-KMPOBOM KAETYATKM AMArHOCTMPOBAH
NaHHWKYAWT. NabopaTopHO: runorammarnobyamHemus (IgG —
361 mr/pn, 1A — 5 mr/an, 1M — 13 wmr/an). Mo paHHbIM
UMMYHODEHOTUNMPOBAHUA — NATOAOrMA B-KAETOUHOro 3BeHa
(CD19* — 3%). MoAeKyAapHO-TEHETUUYECKOE UCCAEAOBaAHWE
y 06oux cubcoB BbiSBUAO MyTaumto ¢.310T>C (p.Cys104Arg)
B reHe TNFRSF13B B retepo3vroTHoM COCTOSiHMM. MyTtauui,
XapaKTepHbIX AAST CMHAPOMOB Makna - Yanca n TRAPS, He
BbIIBAEHO.

06¢cyxxaeHue. C yueToM KAMHUKO-AaBOPaTOPHbIX A@HHBIX,
TMNMYHON MyTauumn B reHe TNFRSF13B, siBasitollencs dakTo-
pom pucka OBUH, cubcam BbicTaBAeH anarHos: MAA, OBUH.
Croikne anun3oabl GebpUABHOM AMXOPaAKM 6e3 ABHOMO ovara
MHOEKUUU CBUAETEALCTBYIOT O HaAWuuKU HepnddepeHLmnpo-
BaHHOIO MEPUOAUYECKOTO CUHAPOMA. B AeueHuu: pamtenbHasn
aHTMOMOTMKOTEpPaNuA, 3aMecTUTeAbHas Tepanus |g, Kypcobl
CUCTEMHbIX TAFOKOKOPTUKOCTEPOUAOB, MHTMBUTOP TNF-& ¢ nono-
XUTEABHON AMHAMWKOM B BUAE CHWXEHMUS YacTOTbl, TAXECTU
MHPEKLMOHHBIX 3MM30A0B M 3MU30A0B AUXOPAAKMK.

3akaoueHue. AeTAM MokKasaHO MOAHOIK3OMHOE CEKBEHU-
poBaHue AAA BepUdUKaLMK NePUOAMYECKOTO CUHAPOMA, a Tak-
Xe MOUCKa APYrMX MyTauuW, ABASIOLUMXCA dakTopamu pucka
OBUH. PoauTtensim nokasaHo cekBeHupoBaHue no CeHrepy
«TPUO» AAA ONPEAENEHUS TUMA HACAEAOBAHMWS MATOAOTUK Y AETEN.
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WCKUI NeAuaTpUUeCKUM XXypHanA.
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