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Pe3rome. [TepBudHbIC UMMYHOIC(PUITUTHBIC COCTOSHUS — 3TO PEIKHE TCHETHICSCKH 00YCIIOBIICHHBIC
HapyYHMCHUA CUCTEMbI HMMYHUTETA, KOTOPBIC CBA3aHbI C ,Z[e(i)eKTaMI/I OAHOT'O MJIN HECKOJIBKUX €€ KOMIIO-
HeHTOB [1]. B noknane npuBeneHbl JaHHBIE B OTHOLIEHUH PACIIPOCTPAHEHHOCTH, KIMHUYECKUX TPOsIBIIE-
HHﬁ, JAUArHOCTHUKH U JICYCHUS IICPBUYIHOI'O I/IMMYHO,HGQ)I/II_II/ITa A COOCTBEHHOE KIIMHUYECKOE Ha6J’IIO,I[eHI/Ie.

KuaroueBnle cjioBa: IEPBHUYHBIC I/IMMYHOI[e(bI/IIII/ITHI)Ie COCTOAHUA, XPOHHUYCCKAad I'paHyJieMaTOo3Had
00J1e3Hb, IETH.

Resume. Primary immunodeficiency states are rare genetic disorders of the immune system that are
associated with defects in one or more of its components. The report presents data on the prevalence, clin-
ical manifestations, diagnosis and treatment of primary immunodeficiency and own clinical observation.

Keywords: primary immunodeficiency states, chronic granulomatous disease, children.

AKTyaJbHOCTD. [IepBUYHBIE UMMYHOIE(DUITUTHBIE COCTOSIHUSI — 3TO OTHOCUTEIIBHO
peIKHUe TeHETUUYECKU 00YCIIOBIICHHBIC HAPYIIICHUSI CUCTEMbl IMMYHUTETA, CBSI3aHHBIE C JIe-
(hexTaMu OJHOTO MJIM HECKOJBKUX €€ KOMIMOHEHTOB. OHUM U3 BapUaHTOB TEUYECHUS Tep-
BUYHOTO UMMYHOACUIINTA SIBISETCS XPOHUYECKAs TpaHyieMaTo3Hasi 00Jie3Hb — Hace-
CTBEHHOE 3a00JI€BaHNE, KOTOPOE XapaKTEPHU3YETCs HApPYIIEHUEM CITOCOOHOCTH JICHKOIIUTOB
CHUHTE3UPOBATh aKTHUBHBIE ()OPMBI KHUCIOPOa M 3aBEPIIUTH (HaroryuTo3 U KOTopas MPOosB-
JISIETCS PEIUIUBUPYIONMMU OaKTEPUATBHBIMU U TPUOKOBBIMY MH(DEKIsMH. J[aruos nep-
BUYHBIN UIMMYHOIe(DUIT MOKET OBITH TIOCTABJICH HE TOJIBKO HA MIEPBOM T'OJTy KU3HU, HO U B
MTOAPOCTKOBOM BO3PACTE, M BCE T'OJbI CBOSH KHU3HU PEOSHOK MOXKET OBITh KOMIICHCHPOBAH
100 CTpaaaTh pa3IMYHBIMU 3a00jieBaHUIMH. [IporHo3 manHoro 3ab0JeBaHUs HEOJHO3HA-
YeH: HECMOTPS Ha TO YTO YaCTh MAIMEHTOB IMOJBEPTracTCs 3HAUUTEILHOMY PUCKY HH(EK-
11U, OOJIBIIIMHCTBO JETEN UMEET IIAHChI I0KUTH JI0 CTapIlero Bo3pacra [2].

Hean: npeacTaBieHre KIMHAYECKOTO TCUCHUS U JICUCHUS] TIEPBUYHOIO UMMYHO/IE-
(UL THOTO COCTOSIHUS y peOEHKa 5 JIeT.

3agaum:

1. PaccmoTpeTh BapuaHThl TE€UEHHUS IEPBUYHOTO0 UMMYHOIe(pUIIMTa HA TPUMEpE AaH-
HOT'O KJIMHUYECKOTO CIy4asl.

2. [Ipoananu3upoBaTh TPYyAHOCTH BBISIBIICHUS TEPBUYHBIX UMMYHOIE(DUITUTOB.
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MarepuaJjibl 1 MeTOABI. AHAIN3 KJIMHUYECKOTO CIIy4asi U IEPBUYHON MEIULIMHCKON
AOoKyMeHTanuu pedenka H.

Pe3yabrathl u ux oocy:xknenus. [Tanment H, 2017 roga poxnenus. Manbuuk ot 7
OEpEeMEHHOCTH C OTATOMIEHHBIM aKyIMIEPCKUM aHaMHe30M. Poxpl msTeie, cpounbie. Macca
tena mpu poxaeHuu 3300 T, pocT 54 cm, orenka o mkane Anrap 9/10. C poxaeHust Haxo-
JIWIICSI HA UCKYCCTBEHHOM BCKapMiMBaHuu. [IpodunakTrudeckue mpuBUBKH — OTKA3.

B mapre 2019 roga B Bo3pacte 2-yX J€T MaJIbUMK Haxoawicsa Ha jedeHud B ['bY3
MO «MOHUKU um. M. ®@. Brnagumupckoro» (r. Mocksa) o moBoly ApeHUPOBAHUS a0-
CIIECCOB TNe4YeHH. B X0/1e MpoBEIEHHOTO JIeYeHUsI OTMEYAIaCh MOJIOKUTEIbHAS JUHAMUKA.

B siuBape 2020 roga Ha mianoBoMm oOcienoBanuu B 'bY3 MO «MOHUKU um. M.
®. Bnagumupckoro» (r. MockBa) npu yibTpa3BykoBoMm wuccienoBanuu (Y3U) opranon
opromHo# nosoctu (OBIT) Habmomancs perpecc adcieccoB medeHr, oOpa3oBaHUE 0YaroB
¢bubpoza. Haznauena antubakTepraibHas Tepamnus.

B mapre 2020 rosna peO€HOK roCuTaIu3UpOBaH B JETCKOE MH(MEKIIMOHHOE OT/IeNe-
Hue 'AY3 MO «BockpeceHckas niepBas pailoHHas 0oiapHuLa» (T. BockpeceHck) ¢ xano-
O0amu Ha (HeOpPUIIbHYIO JTUXOPAAKY, C1ab0CTh, MPOAYKTUBHBIN Kaiienb. B oOmeM aHanuze
KPOBHU — TeMOorI00MH 75 1/71, nefikoutsl 27,8 % 10%1, Tpombommter 690 x 10%/1, COD 50
MM/, ¢/s1 HeuTpoduiiel 45%, n/s veiirpoduisl 6%, mumdouutsl 36%. B bnoxumuyeckom
aHanu3e KpoBH oOmuid Omnnpyoun 89 mxmonw/n, CPb 24 mr/n, riooko3a 4,49 MMOJb/1,
AJIT 131 IU/e, ACT 494 1U/e. Koarynorpamma — ¢ubpunoren 5,06, IITTU — 105%, 1T —
13,0 cex, ITTT — 27,4 cek, A1 — 1544. 1o pe3ynapTaraMm peHTI€HOTPaMMbl OPTaHOB I'PYIHOMN
KJIETKM OTMEYaJlaCh MPABOCTOPOHHSS HWKHEIO0JIEBAs IHEBMOHHUS C THAPOTOPAKCOM
cripaBa, ruapornepukap. [lo raHHbIM yIbTPa3ByKOBOI'O HCCIIEOBAHUS OPTaHOB OPIOIIHOMN
MIOJIOCTU OMNPENEISUICS acluT, rernaromeranus. B ¢Bs3u ¢ oTpuLiaTeIbHOW NUHAMHUKOW Ha
(dhoHEe MPOBOANMOM Tepanuu peOEHOK B TSHKEJIIOM COCTOSIHUM TEPEBEJIEH B OTJCNICHUE pe-
aHuMaruu 1 uHTeHCHBHOM Tepanuu ['bBY3 MO «XuMkuHckas oGnactHas OoiabHUIAY (T.
MockBa). ManbuuK TepeBelieH Ha amnmnapaT UCKYCCTBEHHOW BEHTWJISILMU JIETKHX H3-3a
HapacTaHUs JbIXaTeIbHON HEeJOCTaTOUHOCTH. Uepes 6 THeH B CBSA3U CO cTabmiIM3anueu co-
CTOSIHUS AKCTyOupoBaH. [lonyyan jedeHue: aHTHOAKTEPUATBHYIO Tepamnuio, TpaHchy3uu
SPUTPOLIMTAPHOU MACCHI, MYJIC-TEPANUIO TITIOKOKOPTUKOCTEPOUAaMHU, MACCUBHYIO UH(DY-
3MOHHYIO TEPaIuio.

B ampene 2020 roga mansuuk noctymnaeT 3kCcTpeHHO B ['AY3 MO «BockpeceHckas
obnacTtHast 6onbHUIIA» (T. BockpeceHck) ¢ xanobaMu Ha MaTOMPOAYKTUBHBIHN, 4acThIN Ka-
mensb. Ha done nmpoBoauMoii Tepanuu cocTosiHuE peOeHKa 03 TMOI0KUTEIbHON JUHAMUKH,
B CBsA3U ¢ ueM Manbuuk nepesesieH B [BY3 MO «MOHUKU um. M. ®. BragumMupckoro»
(r. Mocksa). CocTosiHME MTPU TOCTYIICHUH TshKenoe. B knuHndeckom ananuse kposu — HB
90 1/, neikoutsl 24 x10%1, TpombormTer 254 x10%n1, COD 45 mm/4, CPB 25 mr/n. B
ummyHorpamme: 19G — 17,2 (vopma — 5-13), IgA — 3,7 (nopma 0,4-1,8). IIpu nccrenoBanuu
cyononynsanuu TUMGOIMTOB HaOIoan0ch noBeimienue 3nadyenuit CD3+, CD3+ CD8+,
CD3+ CD16+ CD56+. IlpoBeneH KOHCWJIMYM, BbICTaBleH nuarHo3: I'puOkoBo-OakTepu-
aJbHBIN cerncuc. JIByCTOpOHHSSI IeCTPpYKTHUBHAs MHEBMOHUS. JKenezoaepuiiutaas aneMust
2 crenenu. [lepBuunbiii uMMyHOAEDUIIUT?
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B utone 2020 rona nanueHT rocutanuzupoad B OI'bY «HMUIL AI'OU um. Imurt-
pus PoraueBa» (r. Mocksa). IIpu npsimom cekBeHupoBanuu 1no CeHrepy B 3k30He 9 oOHa-
py>XeHa 3aMeHa OJHOr0 HykieoTuaa c.925G> T B reMU3UroTHOM cocTostHUU. [1o pesyinb-
tataM Burst-teSt oxkucnuTenbHas aKTUBHOCTH T'PAHYJIOLMTOB IMOCIE CTUMYJISIIUA OTCYT-
cTByeT. Brimonnena mynbrucnupanbHas kommbioTepHas tomorpadus (MCKT) OT'K, mo
pe3yJibTaTaM KOTOPOW OTMEYAIOCh TEUEHUE JABYCTOPOHHEW IMOJMCETMEHTAPHOW MHEBMO-
uun; Ha MCKT OBII — orpanndeHHOE KUIKOCTHOE CKOIUICHHWE B ToaauadparMalbHOM
npoctpancTBe cripaBa B SV II meuenn. IlpoBeneHa auarHocTrdeckas OMOIICHS JICTKOTO.
[Tpu matoMopdoIOTHIEeCKOM UCCIICIOBAHUH BBISBICHBI MMPU3HAKK TPAHYJIEMAaTO3HOTO TI0-
paxkeHus1 JIEroyHoW TkaHW. [lo pe3ynbpTaram NpPOBEAEHHBIX HMCCIEIOBAHUN BBICTABJICH
OKOHYATEIbHBIN nuarHo3: [lepBuuHbIil UMMYHOACHUILIUT: XPOHUYECKAsI TpaHyJieMaTO3Hast
6osie3nb. Mytanus B rene CYBB ¢.925G>Tp.Glu309Ter B reMu3uroTHoM cocrosinuu. Pe-
KOMEHIOBAHO MPOJOIKUTh aHTHOAKTEPHAIBHYIO TEPAITHIO B TCUCHUE 6 MECSIICB, a TAKKE
nposeaeHrne MCKT OI'K 1 pa3 B 6 Mecs1ieB 10 MECTY KUTEJIbCTBA.

B Hacrosimee Bpemsi 3a peOEHKOM BEACTCS IMHAMUYECKOE HaOII0ICHUE.

BriBoabI:

1. [lepBUYHBIX UMMYHOI€(PHUIIMTOB HE BCET/Ia OCYIIECTBIISIETCS B pAHHEM BO3pPAacTe B
CBSI3U C OTHOCHUTEJIIBHO HU3KOU PaCIpPOCTPAHEHHOCTHIO, ITATOTCHETUYECKON PA3HOPOIHO-
CTBIO U OTCYTCTBHEM CIEIM(PUISCKUX KIMHUYECKUX MapkepoB [1].

2. Ilporuo3 ganHoro 3a0o0jieBaHUsI HEOAHO3HAYEH: HECMOTPS Ha TO UTO YacTh Mallu-
€HTOB TOABEPracTcs 3HAUUTEILHOMY PUCKY UH(PEKITUU OOJIBIIMHCTBO JETEH UMEET IIaHCHI
JOKUTH JI0 CTApIIEro Bo3pacra [2].
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