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3 OMUCAHUE KNWUHUYECKOIO AEBIOTA
OBLLIEN BAPUABEJIIbHON UMMYHHOU HEQOCTATOYHOCTHU
(KNUHKYecKun cnyyan)

Knroyeebie crnoea: riepsuyHbie UMMyHOOe(pUL{Umb/, obwasi eapua6eanaﬂ UMMYyHHas Hedoc-
mamo4YHOCMb.

OnucaH KnuHUYecKul criydali nepeuyHo20 UMMyHOOeghulyUMHO20 COCMOosiHUS — obueli sapua-
6ernbHoU ummyHHoU HedocmamoyHocmu (OBUH). OcobeHHocmbio 0aHHO=20 criydasi saensiemcsi
paHHul KruHuYeckut 0ebrom OBUH y peberka 6 7 mecsiues u3Hu 8 ¢hopme 2HOUIHO20 omuma.
[uazHo3 bbin ebicmasrieH nnuwb 8 2 2oda. B cmambe obcyxdaromcesi 8onpock! dughghepeHyu-
anbHoU QuazHocmuku OaHHOU namosioauu U Opyaux repeuyHblx ummyHolegpuyumos (ML)
eyMoparnbHo20 UMMyHHO20 omeema. OmHocumesibHO pedkasi ecmpedaemocms [T/, pasHo-
obpasue KruHU4eckux ¢ghopm u HedocmamoyHasi 0cee00MIEHHOCMb MPaKMUYeCKUX epadell o
OdaHHoOU namosnoauu Hepedko npPUeoosim K momy, Ymo 60ribHbIe OrUMeErbHOe 8peMsi He Mory-
Yalom rnamoeeHemu4yeckol mepanuu u3-3a no3oHel duaeHocmMuKu 3abosesaHusi, 8 pesyrbma-
me yxyOwaemcsi poeHo3 3abornesaHusi. C80e8pEMEHHO Ha4Yamasi 3aMecmumersbHasi meparusi
BHYMPUBEHHBLIM UMMYHO2/T00Y/TUHOM YMeHblaem pucK ¢hopMUpOBaHUS HEOBpamuUMbIX U3Me-
HEeHuU 8 opeaHax U cucmemax, 8bI38aHHbIX XPOHUYECKUM meYeHUeM UHGhEKUUOHHOZ0 rnpoyec-
ca, 3Ha4umesibHO yMEeHbLIaem Konu4ecmeo 3nu30008 ocmpbIX UHGheKyul u Yacmomy pa3eu-
musi Opyaux OCIOXHEHUU.
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DESCRIPTION OF THE CLINICAL ONSET
OF COMMON VARIABLE IMMUNE INSUFFICIENCY
(Clinical Case)
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A clinical case of a primary immunodeficiency state — Common Variable Immune Deficiency
(CVID) is described. The peculiarity of this case is the early clinical CVID onset in a child
aged 7 months of life in the form of purulent otitis. The diagnosis was made only at the age
of 2 years. The paper discusses issues of differential diagnosis of this pathology and other
primary immunodeficiencies (PID) of the humoral immune response. Relatively rare occur-
rence of PID, a variety of clinical forms and lack of awareness in practicing doctors about
this pathology often result in the fact that patients do not receive pathogenetic therapy for a
long time because of late diagnosis of the disease, as a result, the prognosis of the disease
worsens. Timely initiation of replacement therapy by intravenous immunoglobulin admin-
istration reduces the risk of irreversible changes in organs and systems caused by the
chronic course of the infectious process, significantly reduces the incidence of acute infec-
tions and the incidence of developing other complications.

"naBHOW PyHKUMEN UMMYHHOW CUCTEMBI ABMSIOTCH Pacrno3HaBaHe N dnMMu-
HauWs M3 opraHuama YyXepoaHblX BELLECTB, NMPOHUKaIOLWMX B OpraHu3mM U3 OKpy-
Xawowen cpefbl. ITa MYyHKLUMSA OCYLLECTBMASETCA C MOMOLLBIO (DaKTOPOB BPOXAEH-
HOro 1 aganTMBHOIO MMMYHHOro oteeTa. OgHako noa BrAVUSIHUEM PasnUyHbIX NpU-
YMH B MeXaHn3mMax MMMYHHOW CMCTEMbl MOTYT BO3HMKHYTb HapylleHus, obycnos-
NEeHHble reHeTUnYecknMn gedekramy ogHOro Unu gaxe HEeCKOSbKMX 3BEHbEB UM-
MYHHOW cucTembl. CumTaeTcs, 4To nepBuYHble uMmyHogedvumntel (MWO) asnaoT-
Csl OTHOCMTENbHO PeaKon naTororven, BCTpeyaroLlencs BO BCeEM MUpPe NMPUMeEpHO
¢ yactoton 1:100 000 [3]. OgHako aHanu3 HauuoHanbHbIX pernctpos NN B pas-
HblX CTpaHax MnokasblBaeT, YTO 3a NOCMeAHWe FOAbl MPOU3OLLMO 3HAYUTENbHOE
yBenMyeHne pacnpocTpaHeHHOCTN AaHHOW natonormun. B vactHocTw, nccneposa-
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HWS, NpOBEeAEHHble B 78 cTpaHax Mupa, AEMOHCTPUPYIOT yBENMYEHne nokasartens
3abonesaemoctu NN 3a 2003-2013 rr. B 10 pas [7].

Mo gaHHbIM HaumoHanbHbIX pernctpos ML, B Mupe 3apernctpupoBaHo 6onee
27 Tbic. cny4yaes MW, xoT4, N0 pac4eTHbIM AaHHbIM, B HACTOsILLEe BPeEMS JOMKHO
HacUYUTbIBATLCA OKOJO 6 MITH OONbHbLIX pasnUYHbIMKM hopmMaMu SaHHOW UMMYyHONa-
Tonorun [5]. Cpeaun Bcex BPOXAEHHbIX MMMYHHbIX AedeKTOB 3HaYUTENbHO Yalle, ¢
yactoton 1:500-1:700, BbiIABRsSieTCA cenekTnBHbIM Aeduunt IgA. B TO Xe Bpems
X-cuenneHHas arammarnodynmHemus (6onesHb BpyTtoHa), pasHoBuagHocTb MU ¢
NPEeUMYLLIECTBEHHbIM HapylleHNeM aHTUTenoobpas3oBaHMsA BCTPEYaETCH WCKIOYU-
TenbHO y ManbyvKkoB M HabnogaeTcs NpUMepHO y 1-5 YernoBek N3 MUIIMOHa HOBO-
POXOEHHbIX HE3ABMCMMO OT pacbl U 3THUYECKOW rpynnbl [3].

B PecnybnukaHckom peructpe MO B Yysalickon Pecnybnuke no cocTosiHUIO
Ha 08.03.2017 r. coctout 16 geten n nogpocTkos (0T 0 Ao 18 neT) co cnegyroLm-
MW HO3onoruamu: arammarnobynnHemusa bpytoHa — 1, obwasa BapmabensHasa um-
MyHHas HepocTtaTtoyHocTb (OBUH) — 2, cuHapom Ou [xopaxu — 2, Tskenasi KoM-
BuHMpoBaHHaa MMMyHHast HegocTtaTtouHocTb (TKUH) — 2 (nocne nepecagku kocT-
Horo moasra), runep IgE-cuHgpom (cuHgpom [xoba) — 1, cenekTuBHbIN gednumT
IgA — 8. lNocTosAHHYO 3aMecTUTENbHYI0 Tepanuio UMMYHOTNOBYNMHaM1 N3 HUX MNo-
ny4yatoT 5 YenoBek.

OTHocutenbHo pepkas BcTtpevaemoctb AL, a Takke 6onbwoe pasHoobpa-
3Me KNMHUYECKMX (PopM M HeJoCTaTOYHasi OCBEOOMIIEHHOCTb MPaKTUYECKMX Bpa-
yer Mo MNPOSBMEHUAM, MPUHUMMNAM AMArHOCTUKA AaHHOW NaTonorMm MMMYHHOM
cucTembl CNOCOBCTBYIOT NO3OHEN AmarHocTuke 3abonesaHus. Y geten ¢ MU mo-
ryT ObICTPO hOPMMPOBATLCA MHOXECTBEHHbBIE OYarn XPOHUYECKON UHMEKLMM, KO-
TOpble 3HAYMTENbHO yXyALlalT NporHo3 3aboneBaHus. K Tomy xe gebroT KnuHu-
YEeCKMX CUMNTOMOB Y OoTAenbHbIX 60MnbHbIX ML, HECMOTPS Ha BPOXOEHHYIO NaTo-
Nornio, MOXeT NPOUCXOAUTb He Ha NEPBOM FOAY XWU3HW, a 3HAaYUTENbHO NO3JHee,
nocrne TOro Kak NpousonaeT yTunmMsauus MaTepuHCKux ummyHornodynmHos (IgG),
nonajaroLmx B opraHuaMm pebeHka TpaHcnnaueHTapHO B Nepuog BHYTPUYTPOOHO-
ro passutusa. Ona 6onbHbix MW, 32 MCKNIOYEHNEM MALUEHTOB C CENEKTMBHbLIM
aeduuntom IgA, xapakTepHbl BbiCOKME Lndpbl NeTanbHoOCTV (Npy TsXKenbix dop-
max — 35,5%) n nuBanugusaumm (96%) [4].

C yyeTtom 6onbLUMX OMHAHCOBLIX 3aTpaT Ha npoBedeHne GonbHbiM ML no-
XW3HEHHOW 3aMeCTUTENbHON Tepanuu BHYTPUBEHHbIMWM MMMYHOIOByMHamm
(BBUIM) Bo MHOMMX cTpaHax co3gaHbl POHAbI AN peLleHns BO3HUKaKOLWMX pruHaH-
coBbIx npobnem. Tak, dong Jeffrey Modell Foundation (CLUA) nogaepxvsaeTt 06-
pasoBaTenbHble Mporpammbl, HaydHO-uccnegosatenbckue pabotel no MAL. B
2011 r. Ha TeppuTopum Poccuiickon ®enepaunn cosgaHa ceTb LeHTpoB NN npu
nogaepxke Jeffrey Modell Foundation — Tak Ha3biBaemble JMF-ueHTphbl [2]. B no-
MOLLIb NPaKTUKYIOLWMM Bpadam, no nHmumnatuee Jeffrey Modell Foundation (CLUA) un
EBponelickoro obuwecTtea 6bina paspaboraHa nHdbopmaums, cogepxatlas 10 Ha-
CTOPaXmBaloLLMX NPU3HAKOB, MO3BONAOLLMX 3anogo3puTb Hanuume MU — aTo:

1) yacTble 3aboneBaHMs OTUTOM (He MeHee 6-8 pa3 B TeyeHune roga);

2) HECKONbKO MOATBEPXOEHHbIX CEpPbEe3HbIX PUHOCUHYCUTOB (HE MeHee 4-6
pa3s B Te4yeHue roga);

3) 6onee OByx NoATBEPXKAEHHbLIX MHEBMOHUI B TEYEHME roaa;

4) noBTOpPHbIE rnybokme abcuecchl KOXW UM BHYTPEHHUX OPraHoB.;

5) noTpebHOCTb B ONUTENbHOW Tepanuu aHTMBUOTUKaMW ANS KynupoBaHWS
WHpekumm (B TeueHne 2 mecsues unu éonee);
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6) NoTpebHOCTb BO BHYTPUBEHHOM BBEAEHUM aHTUOUOTUKOB A8 KyNMPOBaHUSA
MHEeKUMY;

7) He MeHee ABYX rMyBoKMX UH(PEKLMIN, TaknX, Kak MEHUHIUT, OCTEOMUENUT,
cericuc;

8) oTcTtaBaHue rpygHoro pebeHka B pocTe 1 Macce Tena;

9) nepcMcTMpytoLLaa MOSOYHMLIA UK rPMOKOBOE NopaXkeHne KOXu B BO3pacTe
cTtapuwe 1 roga;

10) OTArowEeHHOCTb CEMENHOrO aHamHe3a Hanuumem MU, cnyyasmm paHHMX
cMepTen OT TSKenblX MHAEKLMIA UM HAaNMYMEM OJHOMO U3 NEPEYNCIIEHHbIX Bbille
CYMMTOMOB.

B cnyuae BbisiBreHnst y pebeHka gaxe ogHoro unu 6onee U3 nepeyncrneHHbIX
CYMMTOMOB HEODXOAMMO NPOBECTU MMMYHOornyeckoe goobcnegosaHne Ans uc-
KNIOYEeHMa uMMyHoaeduumTa.

Mpn X-cuenneHwHonm arammarnobynuHemumn, onucaHHon O. BbpyToHOM B
1952 r., MIHPEKUNOHHBIN CUMHAPOM SIBMSIETCA OCHOBHBIM M BeAYLWWM Ha POHE Bbl-
PaXXEHHOr0 U CTOWKOr0 CHWXEHWSA COAepXaHUsl B KPOBU TPEX OCHOBHbLIX KIaccoB
ummyHornobynumHos (IgA, IgG, IgM) n 3penbix B-knetok (MeHee 1%). CHuxeHne
ypoBHen IgG (Hwke 500 mr/an) u IgA (Hwxke 20 mr/an) mMoxeT HabnwgaTbca u 'y
AETEN C NO3AHUM «MMMYHHbLIM CTapTOM», B TO BPEMS KaK CHUXeHUe ypoBHsl IgM
HexapaKkTepHO A1 NMO34HEro «MMMYHHOro cTapTa» MU CBUOETENbCTBYET B MOMb3y
6onesHun bpyTtoHa. MNpu arammarnobynuHemun BpyToHa cumnToMbl 3aboneBaHust
0ObIYHO NPOSABNATCA yKe Ha nepBoM rogy wusuu. OgHako y 10-15% nauueHToB
BO3MOXEH Mo3AHui AeboT 6onesHn, U Toraa o4eHb Ba)KHO UCKMYUTL ewé oauH
BapuaHT HapyLleHWsi TymopanbHOro 3BeHa UMMyHUTETa — OOLLYy0 BaprabenbHyo
UMMYHHYIO HepocTaTtodHocTb (OBUH). OBUH nposiBnseTcsa reteporeHHbIM nabo-
pPaTOPHO-KNNHUYECKUM CUHAPOMOM, MPU KOTOPOM BPOXAEHHLIN AedekT T-numdo-
unToB OOycnoBnuBaeT HapyleHue yHKUMM B-nMmdounToB, XOTS YMCNO camMmx
B-kneTok MOXeT ObITb KaK CHVXXEHHbIM, Tak M HOpMarbHbIM. B nmmyHorpamme Ta-
KX MauUMEHTOB BLISIBMSIOT CHWXKEHWE CUHTE3a MMMYHOrnobynuHoB IgG (Huxke
450 mr/gn) B coveTaHMM C HapyLIEeHNEM NPOAYKLMK elle OOHOro Kracca MMMYHOr-
nobynunHoB — vaule IgA, pexe IgM. YpoBeHb nocnegHero knacca MMMyHornooynu-
HOB B OTAEbHbIX CIlyYasx MOXeT ObiTb U BnosiHe HopManbHbIM [3]. OBUH cuuTa-
€TCsa 0gHMM U3 Hamboree pacnpoCTpPaHeHHbIX fyMoparbHbIX MMMYHOAEMULNTOB B
mupe [6], B ToM uucne m B Yyeawckon Pecnybnuke [1]. BaxHon ocobeHHOCTLIO
aanHoro MU aBnaeTcs TO, YTO OH MOXET CTapToBaTb OAMHAKOBO 4acTo Kak y
MY)XXUMH, TaK MU Y XEHLLMH B NoOOM Bo3pacTe. ATK Noam A0 Havyana nposiBrieHun
6onesHu, kak npasuno, cuntatoT cebss abCconoTHO 340POBLIMKU U 38 MEANLNHCKON
NMOMOLLIbIO He obpaluatoTcs.

B nocnegHue rogbl NPOrHo3 Ans XM3HW BOMbHBIX C HapyLUEeHUSMW B TyMO-
panbHOM 3BEHEe MMMYyHUTEeTa 3HaYUTENbHO YNY4LIMICHA B CBA3U C TEM, YTO CTanu
OOCTyMHbIMK npenapatbl BBUI, aensowmecs )Xn3HeHHO HeobxoaMMbIMn ans ne-
yeHus MHormnx dopm MNL, B Tom uncne 6onesnwn bpytoHa n OBUH. KnuHuyeckoe
ynyJlleHne cocTosiHusa 6omnbHbIX, nony4vatowmx BBUIT, cBA3aHO C akTMBHBIMU MO-
nekynamm cneundunyeckmx aHtTutTen (MMMyHornoGynmHoB), CNOCOBGHbIX CBS3bIBATbL
pasnuyHble aHTUreHbl (MUKPOOPraHn3Mbl), a Takke, BO3MOXHO, C UMMYyHOMOAYNN-
pytowmnm 3¢heKToM Ha KNeTKN BPOXAEHHOIO U aganTMBHOIO MMMyHUTETA [3].

MpeactaBnsem AaHHble no MWL, nonydyeHHble npu cobCcTBEHHOM Habnoge-
HWUK 3a 6onbHbIM pebeHkom ¢ OBUH.
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KnuHuuecknin cnyyain. ManbumK . KOHCYNbTUPOBaAH BPAYOM-MMMYHONOIOM
B Bo3pacTe 1 rog 11 mecaues no nosoagy AJIMTENbHOTO nepunoga cybdebpunbHom
Temnepatypbl Tena (ao 37,2—-37,5°C), NOBTOPHbIX PecnnpaTopHbIX 3aboneBaHun,
peunamBMpyoLLEro rHOMHOro OTUTa (NPOSBMBLLErOCA BrepBble B 7 MeCALEB ¥KU3-
HU pebeHKa), AANTEeNbHO COXPaHAKLLENCA 3a/10KeHHOCTM HOCa, NAoXoi npubas-
KM B Macce Tena.

ExxemecA4YHO Mo NoBOAY PecnMpaTopHbIX MHPEKUMIA NosyyYan aHTUbaKTepu-
anbHyto Tepanuto. C HavyanoM MOCELLEHUSA AETCKOro AOLWKONbHOIO yypeXKaeHus
(c 1 ropa 8 mecsaues) ctan 6oneTb e Yalle, ann3oabl 3ab0neBaHMA NPOTEKAN B
3aTAXKHOW popMe, ANnTenbHo (40 3 Heaenb u 6onee), COXPaHANUCH ManonNpPoayK-
TMBHbIM Kallenb, 3a/10XKeHHOCTb HOCA M MOBbILWIEHWE TemMMepaTypbl Tena 4o cyb-
bebpunbHbIX UUbp.

AHamHe3 XUu3HU: PebeHoK . poXKaeH OT YeTBepTon HepemeHHOCTU, NpoTe-
KaBLUeM ¢ yrpo3oi BblkMApbllwa Ha GOHe TPeX HeCOCTOATE IbHbIX PyOLLOB Ha MaTKe,
AeduumTa Mmaccbl Tena U XpOHUYECKoro nuenoHedbpuTta y bepemMeHHON maTepu.
’eHLWMmMHa Ha yYyeTe B *KEHCKOM KOHCY/IbTaLMK He cocToANa, MMesia BpeaHble npu-
BbIYKM (KypeHue, BOSMOXKHO, 1 ankoroansm). Poabl cpoyHble, yeTBepTblie Ha 37-1
Hepene 6epemeHHOCTU, onepaTuBHble. OKoJIONI0AHbIE BOAbI OTOWAM B poAax,
ceBeTnble. OueHKa no wKane Anrap 8-9 6annoB, macca naoga Npu PoXKAEHUU
2826 r npu annHe 48 cm. BakumHauma BLK-M, npotus renatuta «B» nposeaeHsbl
B pOAAOME, NAaTONIOMMUYECKMX PeaKkunii He oTMeYeHo. AHAIM3bl KPOBU Ha MapKepbl
TaKMxX UHbeKuui, Kak cuoumanc, BUY-nHdbekuma, gemoHcTpupoBann oTpuuaTesib-
Hble pe3ynbTaTbl. MapKepbl BUPYCHbIX renatutos: HBsSAg — oTpuuatenbHbii, HCV —
oTpuuaTenbHbli, aHTUTEeNa K Hb cor Ag — peakuma nonoxuTenbHas.

Ha 2-11 geHb »Kn3HM pebeHOoK Obl1 nepeBefeH Ha BTOPOM 3Tan BbiXaXKMBaHMWA B
oTZe/IeHne NaToN0rMN HOBOPOXKAEHHbDIX, BbINUCaH B Bo3pacTe 20 AHeN ¢ AMAarHO30M:
«UepebpanbHas uwemms | cteneHn; Menkue AByXCTOPOHHUE NCEBAOKMUCTbI FOIOBHO-
ro Mo3ra; 3afepXKa BHYTPUYTPOOHOro passuTMA, cTeneHb |, No runotpoduryeckomy
TUMY; OTKPbITOE OBa/IbHOE OKHO 3,6 MM; CUHAPOM COeANHUTENIbHOTKAHHOW gucnna-
3MM: aHEBPU3MA MeEXNpeacepaHON NeperopoaKm; NMenosKTasma Nesomn novku. [e-
dbopmaLma }KeNYHOoro nysbipsa. BpoxkaeHHbIM 4aKpPUOCTEHO3 CNeBaY.

Co 2-ro mecAua XM3HU MaNbYMK Pa3BMBAJICA C 3HAUYUTE/IbHOM 3a4EPKKOMN
dur3Myeckoro pas3BuTHA, c 4 MmecaLEeB CTann HabnoAaTbCA YacTble pecnmMpaTopHble
3aboneBaHus.

MNepeHeceHHble 3aboneBaHuUA:

B 3 mecAaua — cTraymoHapHoe nevyeHne ¢ auarHosom: llocnencrTema nepuHa-
Ta/IbHOMO MOPaXKeHUs LEeHTPasIbHOW HEPBHOM CUCTEMBI.

B 4 mecAua Manb4YnK NepeHec OCTPbIM FAaCTPOIHTEPHUT.

B 7 mecALEeB — N1eBOCTOPOHHMI THOMHbIN OoTUT (1-11 anu3oa).

B 10 mecsueB — ocTpoe pecnupaTtopHoe 3abonesaHue (OP3).

B 1rog— OP3.

B 1ropg 3 mecaua — OP3.

B 1 rog 4 mecaua — OP3, ocTpbili Ha30haPUHIUT, OCTPbINA JIEBOCTOPOHHWIM
FHOMHbIN OTUT (2-14 anu3oa).

B 1roa 5 mecaues — OP3.

B 1 rog 6 mecauyes — OP3.
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B 1 rog 8 mecaues — OP3.

B 1 rog 9 mecaues — oCTpbIi BPOHXMUT.

B 1 rog 10 mecAueB — OCTPbIi BPOHXMT.

B 1 rog 10 mecAueB — N1€BOCTOPOHHUI CPeAHUN OCTPbIA FTHOMHbIA OTUT (3-¢
anu3oga) Ha ¢oHe OP3.

C1ropa 10 mecAues HabnogaTCA NepUOAMYECKNE NOABEMbI TEMMNEPATYPbI
TeNa, eXXeMecA4YHOo MoJiy4yaeT aHTMbaKTepMaibHyt0 Tepanuto No NoBoAy pecnupa-
TOpPHbIX 3a601€BaHUN.

HacneacTBeHHOCTb: B ceMbe YeTBepo AeTeit (ABe AEeBOYKWM 340POBbI, CTap-
Wi 6paT ymep B Bo3pacTte 6 1eT 2 MecALEB U3-3a OCOKHEHNI MEHUHTUTA).

B MOMEHT oCMOTpPa MMMYHOJ/IOFOM Y MaLMeHTa OTMeYasicA MasionpPoAyKTUB-
HbIl Kawenb. O6beKTUBHbIN cTaTyc: pocT — 81,5 cm, macca — 8,9 Kr, MHAEKC MaccCbl
Tena — 13,69 Kr/M2 (Hopma 15,04-19,97 Kr/M2 ), apTepuansHoe gasnexme — 90/60
MM pT. CT., Temnepatypa Tena — 37,3°C, uncio cepAeyHbix CoKpalweHunin — 96 yaa-
pPOB B MWH, YMCNO AbIXaTeNbHbIX ABUKEHUN — 28 B MUH.

PebeHOK MOHWMKEHHOrO NUTaHWUA, NPaBUALHOIO TenocnoxeHusa. Koxka 6nea-
HasA, YMePeHHOW BAAXKHOCTU. ABNEHUSA KOHBIOHKTUBUTA B BUAE TMMEPEMUU BEK.
3eB: A3blK «reorpaduyeckuin», ryctaa camsb No 3agHen CTeHKe rO0TKU. MogKOoXKHO-
JKMpPOBas KJjeTyaTKa pa3BuUTa HegocTaToyHo. KocTHo-cycTaBHas cucTema 6e3 ge-
dopmauuii. Mepudepnyeckue numeaTmyeckme y3nbl: 3aTbl/IOUYHbIE, WENHbIE, NOA-
mblweyHble — 0,4 cm, 0,6 cm 1 0,8 cm B gnameTpe COOTBETCTBEHHO, NPW Naabnaumm
noasuXHble, 6e360/1e3HEeHHble, He CNasHHbIe MeXay cOb0oM 1 OKpYKaOLWMMKN TKa-
HAMMW. MepKYTOPHbIN 3BYK HaZ NIerKMMW He nameHeH. [JaHHble aycKyabTauuun ner-
KMX: AblXaHWe My3pUNbHOE, BbICNYLIMBAOTCA eAMHUYHbIE XPUMbl NPOBOAHOrNO Xa-
pakTepa 6e3 yeTKol NoKannsaumn. ToHbl cepala PUTMUYHbBIE, FPOMKKe. MeyeHb He
yBe/IMYeHa, cesieseHKa He nanbnupyetca. KMBOT yMepeHHO B3A4yT, NpY Nanbnaumm
6e360ne3HeHHbIN. CTyn exeaHeBHbIN. MoyencnycKkaHue He HapyLleHo.

OunarHos: UmmyHoaedumumntHoe coctosiHne (MAC)? PeKoHBanecuUeHT oCTporo
TPaxeobpPOHXNUTA, KOHbIOHKTUBUTA. Be/IKOBO-3HEpreTMYecKkaa HeaoCTaTOYHOCTb.

B 2 ropga BHOBb MOBbICM/IACb TemnepaTypa Tena, YCUAUACA CyXOM Kallesb,
NpPUCOeaANHUINCL CEPO3HbIE BblAeNeHMA U3 HOoca. B cBA3KM C yxyAdlleHnem cocTos-
HUSA pebeHOoK 6bl roCNUTaNIN3UPOBAH B PEaHUMALMOHHOE OTAEe/IEHME MHOToNpo-
bunbHOM AeTckol 6onbHUUBI, rae 6blna AMarHOCTUPOBAHa MNPaBOCTOPOHHAS
cpepHenonesas NHeBMOHMA. [poBeaeHo fedyeHne: aHTMbaKTepManbHas Tepanus
(ueponepasoH/cynbbaktam 350 mr 2 pasa B AeHb — 2 Hegenu, uedonepa-
30H/cynbbaktam 235 mr 4 pasa B AeHb — 6 AHel, umnactatmH 132 mr 4 pasa B
OeHb — 8 AHel), BPOHXONUTUKM, GIYKOHA30/, AHTUIMCTaMUHHbIE NPenapaThbl,
NyAbMUKOPT B MHTaNAUMAX B Hebynansepe, MHPY3IMOHHAA Tepanums.

MNMokasatenm MMMyHOrpammbl: 1EAKOLUNTBI — 19,9X109/n (Hopma 4,5-9,5><109/n),
amooumntbl — 50%, T-numdoumnTbl — 40% (Hopma 58-75%), T-xennepbl (CD4*) —
19% (Hopma 35-45%), uuToToKcHMueckme T-numbounTsl (CD8') — 24% (Hopma 24—
34%), CD4/CD8 — 0,79 (Hopma 1,5-2,2), B-numdouuntbl — 12% (Hopma 7-15%), IgA —
0 mr/on (BospacTtHasa Hopma ans 2-x net 14-125 mr/an), 1IgM — 15,1 mr/an (Hop-
ma: 50-170 mr/gn), 1gG — 13 mr/an (Hopma 425-1100 mr/gn), uMpKyaupytoume
MMMYHHble Komnsekebl — 1 Ef] (Hopma 8-37 ELl), darouuTapHbiii MHAEKC — 67%
(Hopm: 40-85%), daroumtapHoe uncno — 4,3 (Hopma 2—4). 3aKAOYEHME NO UMMY-
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HOrpamme: araMmarnobyiMHeMus, CHUXKEHME MNOoKasaTesieil KAeTOYHOro 3BeHa
afanTMBHOTO UMMYHHOIO OTBETA, IEMKOLUTOS.

MpoBeseH NOBTOPHbIN OCMOTP MMMYHOIOrOM, BbICTaBieH OCHOBHOWN KAWHMU-
yeckui gmnarHos: NepsuyHoe UAC: obuian BapnabenbHas UMMYHHas HeA0CTaTou-
HocTb (D83). ConyTcTBylOWME AMArHO3bI: MHEBMOHUA BHEHO/IbHUYHAA BUPYCHO-
6aKkTepuranbHan, NPaBOCTOPOHHASA cpeaHenoneBan, TAxenaa Gopma, AbixaTesb-
HaA HefocTaToyHOCTb 0-1 cT. BenKoBO-3HepreTUYecKas HepoCTaTOMHOCTL (aedu-
UMT Maccbl Tena cteneHb 1). AHEMUA Nerkol CTeNeHN CMeLlaHHOoro reHesa. Manas
aHOMaNuA PasBUTUA cepaLia: OTKPbITOe OBafibHOE OKHO. ANCHYHKLMA CUHYCOBOTO
y3na (6bpagukapama). AbdeKkTUBHO-pecnMpaTopHble NAPOKCU3MbI. [BYCTOPOHHUIA
€BCTaxenuT oCcTpbln. AncdyHKUMM BUanapHOro TpakTa.

PekomeHa0BaHa NOXM3HEHHas 3amecTuTeNbHas Tepanua BBUI. PebeHky bbina
nposeaeHa BHyTpuBeHHasa nHoy3ma 1 r ummyHoseHuHa 13 pacyeta 0,1 r/kr/cyT. Ha
boHe neveHma cocToAHUE YNYYLINAOCD, KaTapasibHbli CUHAPOM U CUHAPOM AbIXa-
TeNbHOM HeZ0CTAaTOMHOCTM KYNMMPOBAHbI, OTMEYEHA NONOXKMUTEIbHAA ANHAMMKA HA
peHTreHorpammax opraHoB rpygHoOM KneTku. MNepeseneH B MyJIbMOHOOMMYECKOe
oTAeneHue Ans AanbHenwero neyeHms n obcnegosaHus.

OcobeHHocTbio gaHHoro criydass OBVIH gaBnsieTcs paHHee ero KnuHMYeckoe
nposierieHne — B 7 MeCsALUEB XM3HW pebeHka, korga npousowen AeboT nHdekum-
OHHOro cMHApoMa B (hopme rHOMHOro oTuTa.

O6blvHO OBUH mMaHudecTupyeT Ha TPETbEM AECATKE XU3HM NauMeHTa, YTo
MOXET ObITb CBS3aHO CO 3HAYUTENbHOW (PM3MONOrMYECKOA MHBOSMIOLMEN LIEH-
TpanbHOrO OpraHa KIeTOYHOro 3BeHa aJanTMBHOIO MMMYHHOrO OTBeTa TMMYyca,
NPOMCXOAsLLEN K 3TOMY Neproay X13HW Yernoseka u obneryaroLlen passutme BTo-
PUYHOM HEOOCTAaTOYHOCTM KNETOYHOro 3B€Ha MMMYHHOW cuctembl. COBCTBEHHbIE
HabnogeHNs NoKasbiBaloT, YTO B YCIOBUSIX COXPaHEHUSI HOpMalbHbIX MokasaTe-
nen kneto4yHoro ummyHuteta (T-numdounTsl, T-xennepHsle KNeTkn, UMMyHopery-
natopHbIn uHaekc — CD4/CD8) y naumeHToB ¢ OBUH, HecmoTps Ha paccTponcTso
rymMopanbHOro MMMYHHOTO OTBeTa, obecneymBaeTcs AOCTaTOYHbIA YPOBEHb MPO-
TUBOMH(PEKLUMOHHOWN pe3ncTeHTHoCcTU. OTpuuaTenbHO AEACTBYHOWME HA (OYHKLMO-
HMpOBaHWE WMMYHHOW CUCTEMbI MpoBouMpylowme dakTopbl (CMeHa KiumaTo-
reorpadpmyeckoro nosica NPOXMBaHUSA, NCUXO3IMOLMOHATbHbIE CTPECCHI, BUPYCHbIE
WH(PEKUMM, TEXHOTEHHOE 3arps3HeHne OKpyXKalollen cpedbl) CrocOoOHbI Bbi3BaTb
CpbIB MMMYHOIOrMYECKON KOMMEHCaUnM 1 KIMMHUYECKyo MaHudecTtaumo 3aborne-
BaHMSA B BuAe peunauBupylolwmx bakrepuanbHbiX MHEKUnin (MHEBMOHUKN, PUHO-
CUHYCUTbI, OTUTbI, BakTepuanbHble SHTEPOKONUTHI, Nnogepmun). Bosspalyasch K
OonucaHHOMY BblILE KnMHU4eckoMy cnydato OBWH, cnegyet oTMeTUTb, YTO NOMUMO
HapyLleHns aHTUTenonpoaykumMm y bonbHoro pebeHka OGHapyXuBaeTcsl 3Haun-
TernbHOEe PacCTPOMCTBO KNETOYHOro 3BeHa afanTMBHOMO UMMYHUTETa, O YeM CBU-
OEeTenbCTBYET CYLECTBEHHOE CHWKEHNE VMMYHOPErynATOPHOrO MHOEeKca —
CD4/CD8 po 0,79 (npy HWXHen rpaHuue HopMarnbHoro npegena — 1,5). Ckopee
BCEro, NocrnegHee U3MeEHeHNe B UMMYHHOM cTaTyce pebeHka un fBMIocb hakTo-
poOM OeKOMMNeHcaumMm UMMYHOBMOMOrM4eckoro Hag3opa U HapyLleHUs MPOTUBOWUH-
EKUMOHHOM pe3ncTeHTHOCTU. C uenbio NpeaoTBpalleHnss pasBuTua B SanbHEn-
LWeM WHMEKUMOHHBIX ann3o4oB 60mbHOM pebeHOK AOMKEH MOXM3HEHHO MONyyaTb
3amecTutenbHyto Tepanuio BBUT .

URL: http://acta-medica-eurasica.ru/single/2018/2



20 Acta medica Eurasica. 2018. Ne 2

Jlntepatypa

1. Kap3akosa J1.M., Myuykoea O.M., Paccka3oea H.J/1. [lepBuyHbIe U BTOPUYHbIE UMMYHOAEMDN-
unTsl // 3apaBooxpaHeHue Yysawwmm. 2008. Ne 2. C. 72-80.

2. [lambiwesa E.A. TlepBuYHble UMMYyHOAEMUUMTBLI: COCTOSIHAE MPOGREMbl Ha CErofHsiLLHWM
AeHb. JMF-ueHTpbl B Poccum // Bonpocbkl coBpemeHHou negmatpun. 2013. T. 12, Ne 6. C. 73-77.

3. Jlambiwesa E.A., MacHukosa T.H., Jlambiwesa T.B. u Op. KnuHnyeckas nmmyHonorus un an-
nepronorus // ®epepancHble KNMHUYeckue pekoMeHndauun / nog peg. P.M. Xautosa un H.U. UnbuHon
M.: ®apmapyc lNMpuHT Megmna, 2015. 92 c.

4. Tpouukasi E.B., CogppoHosa J1.B., Lisemkosa T.fO. NepBuU4HbIe MMMYyHOAEMULUMTBI: aKTyanb-
Has npobnema coBpeMeHHON MeauumnHbl // TepanesTudeckuii apxms. 2014. Ne 11. C. 12-15.

5. Bousfiha A., Jeddane L., Ailal F. et al. Primary Immunodeficiency Diseases Worldwide: More
Common than Generally Thought. Journal of Clinical Immunology. 2013, vol. 33, no. 1, pp. 1-7. doi:
10.1007/s10875-012-9751-7.

6. Cunningham-Rundles C. The many faces of common variable immunodeficiency. Hematology. Am.
Soc. Hematol. Educ. Program., 2012, vol. 301-305, pp. 1-10. doi: 10.1182/asheducation-2012.1.301.

7. Modell V., Knaus M., Modell F. et al. Global overview of primary immunodeficiencies: a report
from Jeffrey Modell Centers worldwide focused on diagnosis, treatment, and discovery. Immunol. Res.
2014, vol. 60, no. 1, pp. 132—144. doi: 10.1007/s12026-014-8498-z.

References

1. Karzakova L.M., Muchukova O.M., Rasskazova N.L. Pervichnye i vtorichnye immunodefitsity
[Primary and secondary immunodeficiencies]. Zdravookhranenie Chuvashii [Healthcare of Chuvashial.
2008, no. 2, pp. 72-80.

2. Latysheva E.A. Pervichnye immunodefitsity: sostoyanie problemy na segodnyashniy den'.
JMF-tsentry v Rossii [Primary immunodeficiencies: the current state of the problem. JMF-centers in
Russia]. Voprosy sovremennoy pediatrii [Issues of modern pediatrics], 2013, vol. 12, no. 6. pp. 73-77.

3. Latysheva E.A., Myasnikova T.N., Latysheva T.V. et al. Klinicheskaya immunologiya i allergologiya
[Clinical Immunology and Allergology]. In: Khaitov R.M., llyina N.1., ed. Federal'nye klinicheskie rekomendatsii
[Federal Clinical Recommendations]. Moscow, Pharmarus Print Media Publ., 2015, 92 p.

4. Troitskaya E.V., Sofronova L.V., Tsvetkova T.Yu. Pervichnye immunodefitsity: aktual'naya
problema sovremennoy meditsiny [Primary immunodeficiencies: an urgent problem of modern medi-
cine]. Terapevticheskiy arkhiv [Therapeutic archive], 2014, no. 11, pp. 12—15.

5. Bousfiha A., Jeddane L., Ailal F. et al. Primary Immunodeficiency Diseases Worldwide: More
Common than Generally Thought. Journal of Clinical Immunology, 2013, vol. 33, no. 1, pp. 1-7. doi:
10.1007/s10875-012-9751-7.

6. Cunningham-Rundles C. The many faces of common variable immunodeficiency. Hematology. Am.
Soc. Hematol. Educ. Program., 2012, vol. 301-305, pp. 1-10. doi: 10.1182/asheducation-2012.1.301.

7. Modell V., Knaus M., Modell F. et al. Global overview of primary immunodeficiencies: a report
from Jeffrey Modell Centers worldwide focused on diagnosis, treatment, and discovery. Immunol. Res.,
2014, vol. 60, no. 1, pp. 132—144. doi: 10.1007/s12026-014-8498-z.

NYTKOBA TATbAIHA CEPIFEEBHA - kaHaMaaT MeguUMHCKUX HayK, AOLEHT kadeapbl BHYTPEH-
HUX 6one3Hen, YyBaLickui rocyaapcTBeHHbIN YHUBepcuTeT, Yeb6okcapbl, Poccus (Its21@mail.ru).

LUTKOVA TATYANA - Candidate of Medical Sciences, Associate Professor, Department of
Internal Diseases, Chuvash State University, Russia, Cheboksary.

KAP3AKOBA JTYU3A MUXAUITOBHA — QOKTOpP MeAMLIMHCKMX Hayk, npodeccop, 3aBeayto-
wasn kacdeapon BHYTpeHHUX GonesHel, YyBaluckuil rocyaapcTBeHHbI YHUBepcuTeT, Yebokca-
pbl, Poccus (luizak58@mail.ru).

KARZAKOVA LOUISA - Doctor of Medical Sciences, Professor, Head of the Department of
Internal Diseases, Chuvash State University, Russia, Cheboksary.

KYOPSLLUOB CEPIFEM UTOPEBUY - acnupaHT Kadeapbl BHYTpeHHUX GonesHen, Yysalu-
CKWW rocygapcTBeHHbIN yHUBepcuTteT, Yeb6okcapbl, Poccusa (medicpro21@mail.ru).

KUDRYASHOV SERGEY - Post-Graduate, Department of Internal Diseases, Chuvash State
University, Russia, Cheboksary.

AHOPEEBA HATANNA NETPOBHA - kaHgMpaT MeAULMHCKUX HaykK, AOLEHT kacdeapbl ne-
AvaTpun U OeTCcKoOW Xupyprum, YyBalickui rocypaapcTBeHHbIW yHuBepcuteT, Yebokcapsbl, Poc-
cus (gdb3-priem@med.cap.ru).

ANDREEVA NATALIYA - Candidate of Medical Sciences, Associate Professor, Department
of Pediatrics and Pediatric Surgery, Chuvash State University, Russia, Cheboksary.

URL: http://acta-medica-eurasica.ru/single/2018/2



