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llenb: aHanms KJIMHUKO-MMMYHOJIOIMYECKUX IIPO-
ABMEHNI Y IALMEHTOB ¢ EPBULHBIMY UMMYHOGehunm-
tamu (I[TM]]) B npocleKTMBHOM HaOMIOEHUHA.

3agaun: OLEHUTh KIMHMKO-UMMYHOMOTUYIECKUE
nposBneHus, X ocobeHHoCTH, a Takxke 3(pdexTus-
HOCTb IIPOBOAMMOI TePanuy y MalYeHTOB C Pas/in'iHbl-
mu popmavu [TV nipy MpoCcreKTUBHOM HabMIO[eHNN.

Marepuanbl M METOHBL B MCCIEAOBaHNiE O NPO-
criekTUBHOMY Habmoflennio 3a Hauuentamu ¢ UM
BK/IIOYeHbl 26 TAlMeHTOB, COCTOAIMX Ha HMCIIaHCEp-
HOM yyeTe B Hailel KAuHuKe, Vi3 Hux 22 60nbHbIX MYXK-
CKOTO TIo7a U 4 — YKEHCKOro, B Bo3pacTe OT 2 fjo 28 et
(znuTenbHOCTS HAbMIOAEHMA cocTaBuaa oT | go 15 neT).
Bepudukauysa quarHo3oB OCYIIeCTBANACh Ha OCHOBA-
nuu niporokonoe ESID (European Society for Immun-
odeficiency Diseases), PAGID (Pan-American Group
for Immunodeficiency) u guarHocTMYECKMK KPUTEPH-
es Mexxaynapognos Ipynnel mo usyuyennio cuuapoma
Husimerena (2000 ropu).

18

Ilonyuennsle pesynsrarbl: [laument c¢ nanbonee
PEKO IUATHOCTMPYEMOIl B HacToAllee BpeMsa Hopmoi
T (cunppom HuiiMerena) MOCTYTIMI IOF Halle Ha-
6miomenyie B BOspacte 8 ner. AHamus amOyTaTOPHOM
KapTel 1OKA3asl, YTO Manb4mMK 0T 3 Gepemennoctn, 2
CpouHBIX pogoB. Pogureny 3mopoBbl, CEeMEMHDBIA aHaM-
He3 He OTAroLeH. Ha repBoM TORy >KM3HM Y4aCTKOBBIM
HefuaTpOM BbIAB/ICHbB 3aJep)KKa (PU3UUECKOTO Pa3Bi-
TuA 1 Mukpouedanus, nMocue rofa ~ 3afiepxkKa HHTEN-
NIEKTYanbHOTO pasBuUTus. Biocnenyomue 7 teT pebeHok
6omen pasIMUHBIMU PECIVMPATOPHBIMU MHOEKIMAMMU
(prHOGMaprHTUTE], GPOHXUTEL), B TOM HMCTIE YETHIPEX-
IBI IepeHeC OCTPYIO NHEBMOHMIO, M3 HIX ABXK](bL — IBY-
cTopoHHIK. [Ipy MOCTyIIeHNn ITauMeHTa B. KIMHUKY
o6patann Ha cebst BHUMaHUE 3afiepykka QU3NIeCcKOro u
VHTE/IEKTYabHOTO PasBuIus, MUKpoLedanus, «uTu-
LenonoOHbie» YepThl MLA, KIMHOJAKTUINA, Aedop-
MaIs TalblieB PYK IO TUITY «0apabaHHbIX MMaZoveK»,
yBenuyenue nepudepnueckux nuMpaTMuecKnx ysios,
renarociyieHoMeranusa. B pe3ynbraTe ITOCTELYIOLIETO
obcnenoBanyA GbUIM UATHOCTMPOBAHBEI XPOHUYECKII
OpOHXMT, XPOHMYECKNIT TalIMOPO3TMOUINT, BbIAB/IEHDI
yBeIuueHHbie aOfOMIHATbHbIE ¥ TAPAOPTa/bHbIE TUM-
datvueckue y37bl, MeAKNE Ka/JblIMHAThl CeNe3eHKu. B
o6IMX aHamM3aX KPOBU — aHEMMUA, JIEHKO- U TPoMbO-
uuTonenusa. Viccnenosanue MMMYHHOTO CTaTyca IIO-
3BOMU/IO BBLABUTD, TIPEX/ie BCErO, TOTA/IBHEIA IepuiinuT
1gG B criBopotke kpoeu (IgG-0,75r/m IgA-0,1r/m; IgM-
0,6r/1), KOTOpHIE OBIIY COMOCTaBUMbL C TIOKa3aTeNsIMu
MALYEHTOB, CTPafaiomux X-CleTUIEHHONl araMmaryio-
Gynubemuert u obuieli BapuabeTbHOM MMMYHHON He-
DOCTATOYHOCThI0. [10CTIE MOMEKyIAPHO-TeHeTUIECKOTO
o6cenoBannsa M BbIABIEHUSA MyTaluy 657del5 B reme
NBS1 B TOMO3UIOTHOM COCTOSHMM, ANATHO3 ObUI OKOH-
yaTeNbHO BepuuipoBad. Malpuuk CTan peryispHo
MOMYYaTh 3aMECTUTEIBHYI TEPANMI0 BHYTPUBEHHBIM
UMMYHOIIOOY/IMHOM, MOCTOAHHYIO aHTHOaKTepuasb-
HYI0 M IPOTUBOTPUGKOBYIO TEPANMIO, HA (OHE KOTOPbIX
TSOKEBIX MH(EKIMOHHBIX OCTIOKHEHMI B MTOC/IeRyIolIye
1,5 rozia He oTMeueHo. B Bospacte 9,5 net y 6onbHOTO
BhiABIeHa lepudepuieckas T-knetounas numpoma.
Yepes 3 mecAla, HECMOTPA Ha IPOBOIMMYIO XMMMUOTE-
parmio, 6oIbHOI 1orud.

BoiBOfbE: TTALMEHTH ¢ cuuapoMom HuiiMmerena oT-
IMYAIOTCA HamuuueM XapakTepHoro dexortumna. Pery-
NApHOE BBe[eHNe BHYTPUBEHHOTO UMMYHOINMOOynuHa
W TIOCTOAHHAA poduaakTIIeckas aHTHOaKTepraibHas



