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Pe3iome. BpoxkneHHbIe OITMOKM MMMYHHOM CUCTEMBI — T'eTepOTeHHasl IPpYyIa peIKuX TeHEeTUIeCKU Jie-
TEePMUHUPOBAHHBIX 3a00JIeBAaHUIT UMMYHHOI CUCTEMBI, TIPH KOTOPBIX B pe3yJIbTaTe MyTallMii HapyliaeTcst
byHK1MSI Konupyemoro 6enka. [To g7aHHbIM nocaeaHen Kiaccudukau BpoKASHHbBIX OINNMO0K UMMYHHOMN
CHUCTEMBI, MpeaioxXeHHOo B 2019 rogy MexXayHapOIHbIM COI030M UMMYHOJIOTMYECKUX coob1ecTB, 406 HO-
30J10TUit, MpU KOTOPBIX onucaHbl 430 pa3nuyHbIX TeHeTHuYeckux aedekToB. Haubosiee yacTo BcTpeyaemMoit
TPYITITON BPOXKIEHHBIX OIIIMOOK MMMYHHOM CUCTEMBI SIBJISIETCST TIPEUMYIIECTBEHHBIN Je(hUIIUT 00pa30BaHUsI
aHTUTeN. [IMarHocTuKa BpOXKIeHHBIX OITMOOK MMMYHHOI CUCTEMBI SIBJISIETCS HeITPOCTOM 3a1aveil IJIsl KiTu-
HUIIMCTA B CBSI3U C IIUPOKUM CIIEKTPOM KIMHHMYECKMX IPOSIBICHUI, TaAKMX KaK MHQEKIIMOHHbBIE, aJljiep-
rMyeckue 1 ayToMMMYHHBIE 3a00JIeBaHUsI, 3JI0Ka4eCTBEHHbIe HOBOOOpa3oBaHUs. Takke y MTaHHOI TPYIIIThI
MalMeHTOB BO3MOXKHO pa3BUTHE BaKIIMHOACCOIIMMPOBAHHBIX 3a00JieBaHN Ha (hOHE BBEICHUS KUBBIX BaK-
IIMH B COOTBETCTBUM ¢ HallmoHaIbHBIM KaJleHAapeM ITpodmIakKTUUeCKUX TPpUBUBOK. Cpellr BaKIIMHOACCO-
I[IMMPOBAHHBIX 3a00JIeBaHUII Hambojee YacTO BCTPEUYAIOTCs BaKIIMHOACCOIIMMPOBAHHBIN MapaJTuTUIECKUA
MOJIMOMMEJIUT, BAKLIMHOACCOLIMMPOBAHHBIN 3HIIe(danuT (BO3HUKAET ¢ yacToToit MeHee 1 caydast Ha 1 000 000
BBEJIEHHBIX 103 XWBOW BaKIIMHBI IIPOTUB KOPH, KPAaCHYXU, BETPSIHOM OCITbI), BaKIIMHOACCOIIMMPOBAHHBIM
CEPO3HbI MEHUHTUT (BO3HUKAET ¢ yacTtotoii 1 ciayyait Ha 250 000 — 500 000 BBeaeHHBIX 403 MapOTUTHOM
BakKLIMHbBI) U ociokHeHUs1 BI2K-uMMyHM3auu B BUae MECTHBIX (MH(MUIBTPAT, XOJ0AHbI abcliecc B MecTe
BBEJEHUS BOZHUKAIOT ¢ yacToToi 8,6 ciydaeB Ha 100 000 BAaKIMHUPOBAHHBIX) Y FeHEPATU3UPOBAHHBIX OC-
JgoxHeHuut (BL2K-nmuMbaneHUTHI perucTpupyrorcs ¢ yactotoit 15,5 ciyvyaes Ha 100 000 BaKIMHUPOBAaHHBIX,
BIIXK-octut Bo3dHukaet ¢ yactoroit 3,5 ciaydast Ha 100 000 BakumHUpoBaHHBIX). BakiimHoaccoLMUpoOBaH-
HBII TTOJIMOMUEIUT BCTPEYaeTCsl y MPUBUTHIX OpajbHOM MOJIMOMUEIIMTHON BaKIIMHOK Ha TEepBOE, BTOPOE
M, KpaliHe pelKo, Ha TpeTbe BBeaecHUe. YacToTa BcTpeyaeMocTu coctaBiseT oT 1 ciaydas Ha 700 000 BBe-
JNIEHHBIX 103 Ha InepBoe BBeaeHue 10 1 ciaydyas Ha 3 500 000 BBeAeHHBIX 103 Ha TPEThE BBEIEHUE OpaIbHOM
MOJIMOMUEUTHOM BaKIIUHBI. OCHOBHO# IMTPUYMHOI BaKIIMHOACCOIIMMPOBAHHOIO MapaIuTUIECKOTO MOJINO-
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MUEJINTA SIBJISIETCS] BPOXKIEHHBIN Ne(eKT r'yMOpaJIbHOTO 3BeHa UMMYHHOM CUCTEMBbI Y IEPBUYHO MTPUBUTHIX
OpaJbHOI TOJIMOMHUEIMTHON BaKIIMHOW WJIM K€ TeCHBIN KOHTAKT HEIPUBUTHIX MAlIUEHTOB C TIPUBUTHIMU
OpaJbHOI MOJMOMUEIMTHON BaKIIMHON. B myOaMKalmy onmuchiBaeTCsl KIMHUYECKUM CTydail BaKIIMHOAC-
COILIMMPOBAHHOTO TMAPATMTUYECKOTO TTOJIMOMUETNTA Y TIAlIMEHTa ¢ TIepBUYHBIM UMMYHoneduiuromM. Llenn
JMTAaHHOM TTyOJIMKAIIMK — IT0Ka3aTh BaXKHOCTb UMMYHOJIOTMYECKOUM HACTOPOXKEHHOCTH 1O MOBOLY EPBUYHOTO
MUMMYHO/Ie(DUIINTA U CBOEBPEMEHHOCTb HavaJla 3aMeCTUTEJIbHOM MMMYHOTEPAITUM JJO OKOHYATEJIbHOTO TTO/T-
TBEpXIAeHUsT (hOPMbBI UMMYHOAEMUITUTHOTO COCTOSTHHUSI.

Karouesnie cnosa: nepguuhblii umMmyHoOeuyum, 6aKyUHOACCOUUUPOBAHHbII NAPAAUMUYECK UL NOAUOMUEAUM, KAUHUYECKUT cay4ail

PRIMARY IMMUNODEFICIENCY MASKS: A CLINICAL CASE OF
VACCINE-ASSOCIATED PARALYTIC POLIOMYELITIS
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Abstract. Human inborn immune-related errors comprise a heterogeneous group of rare genetically
determined diseases of the immune system caused by loss or gain of function mutations altering relevant protein
functions. The 2019 International Union of Immunological Societies recently proposed the classification for
such pathologies now comprising 406 distinct disorders with 430 different gene defects. Predominantly antibody
deficiencies represent most common group of human inborn immune-related errors, which diagnostics poses
uneasy challenge for general practitioner due to a broad range of their clinical manifestations, such as infection,
allergy, autoimmunity and malignancy. In addition, patients with human immune-related inborn errors may
develop a vaccine-associated disease after administering live vaccines in accordance with the Russia-wide
National Vaccine Schedule. Most common among vaccine-associated diseases are vaccine-associated paralytic
poliomyelitis, vaccine-associated encephalitis (1 case per 1 000 000 doses of measles, rubella, varicella vaccine),
vaccine-associated meningitis (1 case per 250 000 — 500 000 doses of mumps vaccine) as well as adverse effects
related to BCG immunization: local (infiltration, cold abscess — 8.6 case per 100,000 vaccinated patients) and
disseminated complications (BCG lymphadenitis — 15.5 case per 100 000 vaccinated patients, BCG osteitis —
3.5 case per 100 000 vaccinated patients). Vaccine-associated paralytic poliomyelitis in vaccinated patients
occurs after the first, second and rarely third oral polio vaccine dose inoculation. Incidence rate for vaccine-
associated paralytic polio after 1 and 3 oral vaccine inoculation ranges from 1 case per 700 000 vaccine doses
to 1 case per 3 500 000, respectively. Vaccine-associated paralytic poliomyelitis mainly emerges due to inborn
mutations related to humoral immunity after primary vaccination with oral polio vaccine or close contact
of unvaccinated patients with subjects vaccinated with oral polio vaccine. Here, we describe a clinical case
of vaccine-associated paralytic poliomyelitis in patient with primary immunodeficiency. Our is aimed at
emphasizing importance of immunological alertness with regard to detecting primary immunodeficiencies and
timely apply a replacement therapy prior to verifying type of immunodeficiency.

Keywords: primary immunodeficiency, vaccine-associated paralytic poliomyelitis, clinical case

BeeneHue

BpokneHHble OLIMOKM HMMMYHUTETA SIBJISIIOTCS
TeTEPOreHHOM TPYIIOMA TEHETUYECKU IETEPMUHMU-
POBAHHBIX HAPYILIEHUII UMMYHHOM CUCTEMBbI, BKJIIO-
yapoie B cebs nopsiaka 406 HO3010ruii, cpeau
KOTOPBIX CaMbIMM 4YacTO BCTpevarolmMucs ¢op-
MaMU SIBJISIIOTCSI UMMYHOIEMDUIIUTHI C MpeuMylile-
CTBEHHBIM HapylleHHWeM TyMopajibHOro 3BeHa |[3].
KinuHuueckue MposiBIEHUS BPOXIEHHBIX AeeK-

TOB UMMYHHOI CHCTEMBI MOTYT OBITH IIPEACTaBIIC-
Hbl XPOHUYECKUMU PELUJIMBUPYIOLIMMU HHPEK-
LIMOHHBIMHU, AJUICPTUUYECKUMU U ayTOMMMYHHBIMU
3a00JIeBaHUSMU, Pa3BUTHEM  3JIOKAYECTBEHHBIX
HOBOOOpa3oBaHUII M HeaaeKBaTHOM peakuueill Ha
BakMHaIM0. OJHUM U3 TaKUX MPOSIBICHUN MOXET
OBITh BaKLIMHOACCOLIMUPOBAHHBIN MapauTUUEeCKU
nonuomuenut (BATIIT) — BapuaHT pa3BUTHUS TTOJIU-
OMUeIMTa, CBSI3aHHOTO C BBEJICHUEM XKMBOU Opasib-
HOII aTrTeHyMpoBaHHOI BaknuHbl CebmHa. B Poc-
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Kaunuueckuii cayuaii BAITTT
A clinical case of VAPP

cuiickoit Meneparuu B nepuon ¢ 2006 mo 2016 ron
ObLIO 3apeructpupoBaHo Bcero 35 ciyuyaeB BAIIII,
u3 Hux 20 ciyyaeB — y KOHTaKTHBIX Jull [2]. Paznu-
yarot BAIIIT y penunueHTa — nmpu BO3HUKHOBEHUU
y TMauveHTa TUTUYHON KIWHUYECKOUW KapTUHBI B
BUJIE OCTPOTo MH(GEKIIMOHHOTO HavaJla C pa3BUTHEM,
B PsIZIe CIIyYaeB, BSUTBIX TTAPE30B WJIN Mapainyeil 6e3
MPU3HAKOB CIACTUYHOCTU B reproj ot 6 1o 30 mHeit
mocJjie BaKIIMHAIIUY OPaTbHON MOJIMOBUPYCHON BaK-
nuHoit (OIIB), BblmeneHUU BuUpyca BaKIIMHHOTO
TMPOUCXOXIIEHUSI, COXPAHEHUM OCTATOYHBIX TMapa-
nmueit yepes 60 gHeit mocse Havaia 3a00JeBaHus; U
BAIIIT y KOHTaKTHOrO — TIPU HAaJIMYUU TeX Ke KpU-
TepueB y naiueHTta, He moJydasuiero OTIB, maxe
€CJIM TIPSIMOM KOHTAKT C PELIMITMEHTOM BaKLIMHBI HE
yctaHoBsieH [1]. O6 stom Bapuante BAIIII noiinet
peyYb B IaHHOM CTaThe.

MaTepmanbl N METObI

Manpuuk B Bo3pacte 11 MecsieB ObLIT BIlepBbIe
KOHCYJIBTUPOBAH B meauiuHcKom 1ieHTpe PBYH
HHWMUN snuaeMuonorum u MUKpPOOMOJOTUH UMEHU
ITacTepa B cBsI3M C MOA03PSHUEM Ha IEPBUIHBINA M-
MYHOJEe(DULUT.

M3 aHaMHe3a M3BECTHO, YTO PEOCHOK POXICH
OT BTOPOIl OEPEeMEHHOCTH, ABOE CPOYHBIX POJIOB.
bepeMeHHOCTh MpoTeKaja C OCJIOXHEHUSIMU Ha
(doHe TOKCHMKOo3a BTOpOM nmojioBUHBbI. Poabl pusno-
aorudeckue. Macca tena npu poxneHun — 4130 1,
mavHa — 54 ¢M, olieHKa I10 1uKajie Anrap — 8/9. U3
POIUJBHOIO AOMAa BBINIMCAH Ha 5-€ CYTKM B YAOB-
JICTBOPUTEIBHOM COCTOSIHUM. B mepBBIe THU XXKMU3HU
BaKIIMHUPOBaH NpoTuB TyOepkyne3a (BLIK-M) u
npoTuB BUpycHoro renatuta B (BI'B).

Ilepron HOBOPOXIEHHOCTU TMPOTEKal Oe3 0Co-
OEHHOCTEeli, TCUXOMOTOPHOE pa3BUTHUE COOTBET-
CTBOBaJI0O Bo3pacTy. Haxomuicss Ha ecTeCTBEHHOM
BCKapMJIMBaHUM. HaciencTBeHHbIT aHamMHe3 He
OTSTOIIEH, B TOM YHCJIE TT0 TTIEPBUIYHBIM UMMYHOIE-
duuuTamM, Opak He OJIU3KOPOACTBEHHBIMA.

B Bo3pacTe 3 Mecs1ieB pebeHOK ObIT BAKIITHUPO-
BaH TPOTUB poTaBUpycHoi uHPekuun («PoraTek»,
Mepxk apm n Joym Kopm., CIIIA) u mmomxydu BTo-
pyio BakuuHauuio nmpotus BI'B («BakuuHa renarura
B pexomOuHaHTHas1 mpoxokeBasi», 3A0 «Kombuo-
tex HITK», Poccust). Yepes HeCKOIbKO 4acoOB IMoce
BaKIIMHAIIMM Y MaJIbYMKa OTMEUaJICs TOABEM TeMIIe-
patypsbl 10 pedpunbHbIX LIMbp. Ha BTOpbIie CyTKM pe-
OEHOK OCMOTpPEH BpauyoM-MNeaAuaTpOM, YCTAaHOBJICH
nuarHo3 «OPBW», HazHaueHa MPOTUBOBUPYCHAS U
cUMIITOMaTUYecKasl Tepanus. Y malueHTa COXpaHsi-
J1ach BSIJIOCTh, COHJIMBOCTD, (heOpMIIbHAST JIMXOPa-
Ka, OTKa3 OT IPyJH, TaAKXKe MaTb 3aMETUJIa CHUXEHUE
NBUTATEJIbHOW aKTUBHOCTU B TIPABOM BEPXHEU KO-
HEUYHOCTH, MaJIbuMK ObLJT TOCTIMTAIU3UPOBAH B Crie-
IHUAJIM3UPOBAHHBIN MH(MEKIIMOHHBIN cTalloOHap.

IIpu mocTyruieHUM B CTallMOHApP B HEBPOJIOTHU-
YEeCKOM CTaTyce oTMedaiach Ouddy3Hass MbIIIeU-
Hasl TUMIOTOHMSI, YMEPEHHOE CHIDKEHHE oO0beMa aK-
TUBHBIX IBVDKEHWI B HUKHUX KOHEYHOCTSIX, JIEBOM
BEpXHEll KOHEUYHOCTM Y 3HAYWUTEJIbHOE CHWKEHUE
B IIpaBOil BepxHEl KOHEUHOCTU, TUIopeIeKCus
GU3NONIOTNYEeCKNX  PedIEKCOB, ITaTOJIOTHYCCKUE
pedekch OTCYTCTBOBaIU. B KIMHUYECKOM aHa-
JIM3€ KPOBHU ITIPU TOCTYIUIEHUU OTMedascs JIeHKO-
murto3 (15,3 x 10°/1), Hevitpodunes (9,6 x 10°/n),
yckopeHue COD (35 mm/4). [1pu nByXKpaTHOM MC-
CJIEJOBAHMM Kajla METOAOM IOJUMEPA3HON LIETTHOM
peakuuu (ITLP) BeIsIBIEH monuoBupyc 3 Tuna, ce-
POJIOTUYECKOM MCCIICAOBAaHUM KPOBH (3-U CYTKH
0oJie3HU — 22-e CyTKU 0O0JIE3HU) BBISIBJICHO Hapac-
TaHUE TUTPa UMMYHOTrJI00yauHOB G K 3 TuUIly Io-
smoBupyca. [lpu npoBeneHUM (GEeHOTUMPOBAHUS
JTUMGOIIMTOB METOIOM ITPOTOYHOM IIMTOMETPUN Ha
done neiikonennu (5,2 x 10°/11) ormevanach mumdo-
nenus (2,3 x 10°/a1), cHukeHue uucia T-xenmnepoB
(CD3*CD4%) (1,17 x 10°/a1), T-LUTOTOKCUYECKMX
kietok (CD3*CD8") (0,26 x 10°/n).

B cBs13u ¢ pa3BuMBIIEIiCS AbIXaTeJIbHOM HeaOCTa-
TOYHOCTBIO TSIKEJION CTEeTeHU, peOEHOK MepeBe/ieH B
OTIEeJICHIE peaHNMAIIUH IS TIOOKITIOUCHMS K allma-
paTy WCKYCCTBEHHOI BEHTWJISILIMS JCTKUX. YUUTHI-
Basi HApacTalolLyl0 HEBPOJIOTNUECKYIO CUMITTOMATH -
Ky, MallMeHTy MpoBeacHa JoMOaabHas MyHKuus. B
JIMKBoOpe: 6eJloK — 1,7 1/1, uuto3 — 14/3, Helitpodu-
bl — 0, MOHOHYKJIeapbl — 14. MccneapoBaHue TMKBO-
pa Ha sHTepoBupychl, LIMB, BOb, Bupychl reprneca
1, 2 u 6 Tunos merogom I P — orpunarensHo. [Tpnu
npoBeleHUU BdJieKTpoHeiipomuorpapun (ODHMI)
BBISIBJICHBI TPU3HAKU MOpPaXeHUsI MOTOHEHPOHOB
nepeIHUX POroB COMHHOTO Mo3ra Ha ypoBHe C3-
Thl ¢ obeux cropoH, D>S, 3HauuTEILHONU CTETIEHU
BBIPAXKEHHOCTU C TIpeodsajaHUEM HapYILIEHUI Ha
ypoBHe C5-C7 cnpaBa, mopaxkeHUsi MOTOHEPOHOB
MepeIHUX pOTOB CIIMHHOTO Mo3ra Ha ypoBHe C5-C6
¢ 0beux ctopoH, D>S, ¢ pyHKIIMOHATBHO 3HAYNMOI
neHepBauuei m. deltoideus, m. biceps brevis cripasa.
IMpoBenenue MPT ronoBHoro mosra, HIEHHOTO U
TPYIHOTO OTAESIOB CITIMHHOTO MO3Ta ITaTOJIOTNYeCKIX
U3MEHEHUI He BbISIBUIO. B CBsI3U ¢ coxpaHsitolencs
HEBPOJIOTUYECKON CUMIMTOMATUKOMN, HIJIUTEIbHBIM
HaxoxneHueM mnaiumeHTa Ha VIBJI Ha 16-e cyTkm
0osne3HU HajloxxeHa Tpaxeoctoma. Ha 40-e cyTku oT
Havyaysia 3a00JieBaHUsI peOCHOK ObLT MepeBeleH Ha
CaMOCTOSITEJIPHOE ObIXaHME 4Yepe3 TPaxeoCTOMMYC-
CKYIO TPYOKY.

Ha ¢one mpoBoguMoii MpOTUBOBUPYCHOM, pe-
COUPATOPHON 1M CUMITOMATUYECKON Tepaliuu yBe-
JIMIIJICS O0BbEM aKTUBHBIX IBVDKCHUN B KOHEUHO-
ctax. Komuccueil mo nuarHoCTUKe TTOJTMOMUETUTA
M OCTPBIX BSUIBIX TTapajaddeil yCTaHOBJIEH OKOHYA-
TeJibHbI nuarHo3 — «[loauoBupycHast MHGEKIMSI,
BbI3BaHHAsI BaKIIMHHBIM BUPYCOM 3 THUIIa, pacipo-
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cTpaHeHHas cniuHanbHas popma (BAIIIT y KoHTaKT-
Horo)». Ha 96-¢ cyTku oT Havaya 3a00JeBaHus, Ma-
LIMEHT BbIMMCAH Ha aMOyJIaTOpPHOE JIeUeHUE.

B Bo3pacte 6 MecsilieB MAIBUUK TOCITUTAITU3UPO-
BaH B KJIMHUKY IO MMOBOAY abcleaupyoniero GypyH-
KyJia mogoopoaka. B moceBe MOKpOTHI U3 TPAXEOCTO-
Mbl Ha dopy obHapyxeH Pseudomonas aeruginosa
107 KOE/mn. IlpoBeneH paspe3 U ApeHUPOBaHUE
adcliecca, Ha3HaUeHa aHTUOAKTepUalbHas Tepanusi,
paHa 3axuJia BTOPUYHBIM HaTSKEHUE.

B Bo3pacte 7 mecsieB niepeHec MHQEKINIO MO-
yeBbIBOASLIMX MyTeil. B o0iemM aHaim3e Mouu 00-
HapyxXeHa Oaxktepuypus, jevikouutypusi (30-40 B
n/3p), B ToceBe MOYM oTMevasicsi poct Enterobacter
aerogenes 106 KOE/mi. Ilpu Y3U moyek u moue-
BBIBOJSIIIIUX MYyTEU ObLIO OOHAPYXKEHO TIOBBIIIEHUE
9XOTEeHHOCTU CUHYCOB MOYEK, TPABOCTOPOHHSIS TIU-
enoakTasus. [IpoBeneH Kypc aHTMOAKTepUaTbHON
Teparnuu.

B Bo3pacte 11 MecsgueB mnoayyal aHTUOaKTe-
pUaJIbHYIO TEeparuio Mo MOBOJY OCTPOro THOMHOTO
CpEIHEero OTWTa cJieBa, JIEBOCTOPOHHEIrO IIEHHOro
muMmdanenuTa. B Bo3pacte 1 roga rmpu ruiaHoBOM 00-
CJIEIOBAaHUY B TOCEBE MOKPOTHI Ha (hJIOpY BhISIBIIEHA
KoJloHu3anus rpubamu poaa Trichosporon.

B HeBpoIOrMYeCcKOM cTaTyce OTMEUYaeTcsl Coxpa-
HeHue nepudepuyeckoro nape3a B MbIIIIAX BEpX-
HUX U HIDXKHUX KOHEYHOCTEH, CTEIEeHb BbIPAXKEHHO-
CTU KOTOPBIX YMEHBIIIUIACH.

Pe3ynbTathl 1 00CYyXaeHe

ITo pe3ynsraTaM MMMYHOJIOTMISCKOTO 0OOCIIeIO-
Baansg B ®bYH HUWUW smumeMnonorum 1 MUKpPO-
ouosiorun mmeHu Ilactepa BBISIBIEHO CHMXXEHUE
ypoBHS uMMyHorjooyiauHa G (3,20 r/ix), moakiacca
nMmMmyHornooynuHa G1 (1.54 r/n), moakiaacca UMMy-
HornooynmHa G2 (0,59 r/n), umMmyHormooyanHa M
(0,30 r/m), otHocuTtenbHOro umcia CD45"CD3*T-
mumMbouutoB (50,2%), nosbiiieHnrne C4 KOMIIOHEH-
Ta KomriemeHTa (0,38 r/71), OTHOCUTEIBHOIO YMC-
ma HLA-DR nosutuBHbIX gumbounTo (42,2%).
ITo maHHBIM aHaMHeE3a U UMMYHOJOTUYECKOTO 00-
clleloBaHMs TTAlIMEHTY BBICTaBJIeH AuarHo3 D84.9
«ITepBuuHbIil UMMyHOneDUIUT HeaudGepeHInpo-
BaHHBIN». HavaTa Tepamust TpemapatamMu BHYTpPH-
BEHHbIX UMMYyHOTJI00y1iMHOB (BBUT).

B 1 roxg 5 mecsiiieB MaJIbuMK TTOBTOPHO KOHCYJIb-
TUpOBaH B MeauumHcKkoM LieHTpe PBYH HUU
AIMMASMUOJIOTUN U MUKpoOuoorun nMmeHu Ilacre-
pa. B coctosiHuM pebeHKa OTMedanach MOJTOKUTETb-
Has fmHaMuKa. Ha MoMeHT oOpaiieHus )kajao0bl Ha
COXPAHSIOLILYIOCSI TUITOTOHUIO B TIPaBOW BepXHEH
KoHeuHocTUu. IlpoBeneHbl 0OcienoBaHUS: KIMHU-

YeCKMI aHaJn3 KPOBU — 0€3 IMaTOJIOTUUYCCKUX M3-
MEHEHMI; UMMYHOJIOTMYECKOe 00CIeoBaHUE — He-
3HAYNTEJIFHOE MOBBIIIEHNE OTHOCUTEJIHFHOTO YHCa
B-mumdormros (31,9%), HCT-tecT (6a3anbHbIA —
19; ctumynupoBaHHblt — 77). Ha doHe Tepammm
BHYTPUBEHHBIMM WMMYHOIJIOOYJIMHAMM, OTMeda-
JJach HOpMayIM3allvs YpOBHS WMMYHOTJIOOYJIMHOB,
npeaTpaHcdy3uoOHHbIN YpoBeHb cocTtaBul: IgG —
11,59 r/n, IgM — 0,39 1/, IgA — 0,43 r/n, IgG1 —
4,43 v/n, 1gG2 — 3,18 r/n, 1gG3 — 0,68 r/n, 1gG4 —
0,55 r/n.

B HacTostee BpeMst peGEHOK TTOJIyJaeT 3aMeCTH -
TEJIbHYIO Tepamnuio BHYTPUBEHHBIMU UMMYHOTJI00Y-
JmHaAMU B 103e 0,4 T/KT exXXeMeCSIHO, HaOIIoIacTCs
B ueHtpe [TU megnumHckoro ueHrpa ®b6YH HUN
SIMMACMUOJIOTUN U MUKpoOuojorun nMmeHu Ilacre-
pa. ITauueHT BKIOYEeH B peructp 6oabHbix ¢ TTU/I.
Juarno3s: D84.9 «ITepBUYHBIIT UMMYHOIE(MUIIAT He-
I depeHIUPOBAHHBIN».

OrrcaHHBINM clTy4yaii SBIseTCs KIMHUYECKUM (e-
HOTHUIIOM NEPBUYHOTO MMMYHOACGUIINTA, TaK KakK
JUIS AETE€M C BPOXKIEHHBIMU OLIMOKaAMW MMMYHHOM
CUCTEMBI XapaKTepHBI MH(MEKIINN, BEI3BAaHHBIC BaK-
LIMHHBIMU IITAMMaMU MUKPOOpPraHu3MoB. B HacTo-
sgiee BpeMsi udBectHo Oosiee 300 reHOB, MyTallUU
B KOTOpbIX npuBoaaT K pasputuio [THU. MHoxe-
CTBEHHOCTb TEHETUUYCCKUX Ie(PEKTOB IIPU CXOIHBIX
KJIMHWYECKUX TPOSIBJICHUSIX 3a00JIeBaHUS U B TO XK€
BpeMs IHpoKas heHOTUIMmIecKass BaprabeIbHOCTD
JIe(EeKTOB OJHOIO M TOTO K€ TeHa, a TaKKe ONMMCcCaH-
HBIC SITUTeHEeTUYECKUE (paKTOPHI TPeOYIOT OoJee ne-
TaJILHOTO M TPYOOEMKOTro OOCJIeIOBaHWSI MalleHTa
C KJIMHUYECKMMM MacKaMHU IIEPBUYHOTO MMMYHO-
nedunuTa. YduTbiBas MHOrooopasue KIMHUYECKUX
MPOSIBJICHUI TTePBUYHBIX UMMYHOIS(MUIIUTOB, Bpa-
UM JOJDKHBI 00paliaTh BHUMaHUE Ha HAaCTOpaXKMBa-
IolIMe MPU3HAKWA BPOXKICHHBIX OIIMOOK MMMYHMU-
TeTa, B OCOOCHHOCTH CIICIINAIMCTHI aMOYIaTOPHOTO
3BEHa OKa3aHUSI MEIUIIMHCKOMN TMTOMOIIIH.

YauTeIBasl IIMTEILHBIM BPpeMESHHOM MHTEPBal C
MOMeEHTa IocTaHOBKM nuarHosa I[TMJI no okoHua-
TEJILHOTO TEHETUYECKOTO ITOATBEPKICHMS HUArHO-
3a, HEOOXOIMMO KaK MOXHO paHbIIe HadaTh aleK-
BaTHYIO Teparuio, BKiIodas U BBeaeHue BBUI, nis
COXpaHEHMs XKW3HU MNalWeHTa W YIYYIICHUS ero
COCTOSIHUSI 3IOPOBbS M KauyecTBa XKu3HU. OmucaH-
HBII BBIIIIE CTydaid, Ha Halll B3TJISII, JEMOHCTPUPYET
HEOOXOIMMOCTh IPOBENEHUS MMMYHOJOTMYECKOIo
MOHUTOPUHTA U CBOECBPEMEHHOTO Ha3HAYCHMS 3a-
MECTUTEJbHOU MMMYHOTEpaIu 10 OKOHYATEIbHO-
ro TMOATBEPXICHUS (DOPMBI MMMYHOIEMDUIIMTHOTO
COCTOSIHMSI, 4YTO TMOATBEPXKIAeT MOJOXUTEIbHAs
KJIMHWYEeCKast IMHAMUKa Y TTallieHTa.
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