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NEPBHYHBIE HMMYHOJE®PHIIUTHI B CAMAPCKOM OBJIACTH

Crarpsa HOCBALIEHA 0COOEHHOCTAM TeYEeHNs 3A001€eBAHNA Y HAIHEHTOB C EPBUYHBIM HM-
mynogedumurom (ITHI) B Camapckoii 00xacTi. BoUIM H3y4eHbI KIMHHMYECKHE H AHAMHECTH-
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PRIMARY IMMUNODEFICIENCY IN SAMARA REGION

The article is devoted to the peculiarities of the disease in patients with primary
immunodeficiency (PID) in the Samara region. We studied the anamnestic and clinical
features of the PID according to the patients’ medical histories. It was revealed that infectious
respiratory diseases prevail among manifestations of PID. In addition, we came to the

conclusion that PID is underdiagnosed.
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INepBuunble UMMYHOAeUIIUTHL (TTHT)
- BPOXKJECHHBIC HAPYIICHUSI CUCTEMBI UM-
MYHHUTETA, CBI3AHHBbIE C TEHETUYECKUMU
JedexTaMu OJHOTO MJIM HECKOJIBKHUX KOM-
IIOHEHTOB CUCTEMBbI HMMYHHUTETA, 4 UMCH-
HO KJIE€TOYHOI'O, TYMOPaJIbHOTO UMMYHH-
TeTa, (ParonuTo3a, CUCTEMBI KOMIIEMEH-
Ta [1]. CyMMapHasA 4aCTOTa UX BCTPEYAEMO-
¢ty - oko10 1:10000 uenoBek. Ha ceromus
pacm@poBaHo OKo0 150 pa3HOOOPA3HBIX
I€HETUYECKUX Je€(EKTOB, IPUBOIAINIUX K
CTOMKHM UMMYHHBIM TUCHYHKITUAM. Takue
JIedeKTsl O6HApyKeHH! B 21 13 23 comaTtu-
YECKHX U ITOJIOBBIX XPOMOCOM, KAPTHPOBA-
HbI Ie(PEKTHBIC I'€HBI, yCTAHOBJICHBI CBA3aH-
HbIE C HUMH aHOMaJIbHBIE IPOAYKTHI Y1 ITOPA-
JKEHHBIE KIETKU pa3nugHbIx hopm I [4,
5]. A ITM ]I XapaKTepHBI IIPOABJIEHUA CJIe-
JYIOIINX OCHOBHBIX CUH/IPOMOB: HH(DEKIIH-
OHHOT0, AJUIEPTUYECKOT0, ayTOUMMYHHOTO
u ruMm@onpoandepaTuBHOro. IlepBuyHbIE
HMMYHOE(PUIINTHI SIBISIIOTCS PEIKUMU Ts-
JKEJIBIMM 3200JIEBAHUSIMH, UMECIOITUMU Ce-
PBE3HBIE MEIUKO-COIIMAIbHBIE IIPOOIEMBL.
3a6oseBaHue yale MaHU(pECTUPYET B JIET-
CKOM BO3pacCTe, U Ka4E€CTBO KU3HU TAKHUX
OOJIbHBIX, KaK IIPABUJIO, HU3KOE, B TO BpEMsI
KaK CBOEBPEMEHHAsI IUATHOCTHKA U TEPa-

MM TO3BOJIAIOT 3HAYHUTETBHO YIYYIITUTh UX
COCTOSIHHE. B CBA3H C 3TUM aKTyaJIbHBIM B-
JISIETCS U3yYEHUE AHAMHECTHYECKUX U KITH-
HHUYECKUX npoasaeHud I1T1U]/] y manueHToB
CaMapCKO¥ 00IaCTH.

Ilens MCCIEXOBAHMA: BLISIBUTH KIUHHU-
YECKUE U AaHAMHECTUIECKHUE OCOOGEHHOCTH
3200/1€BaHUS Y ITAIIUEHTOB C IIEPBUYHBIM
UMMYyHOAe(hUIUTOM B CaMapCKOI OOIACTH.

Marepuansl M METOABI

B Hacrosmee BpeMs B Camapckoii obia-
CTH PETUCTP NIEPBUUYHBIX UMMYHOIE(DUITH-
TOB BKJIIOo4aeT 15 manueHToB. HaMmu ObUIH
U3y4EHBI UCTOPHUHU 607€3HHU 12 NaIEHTOB
c guargo3oMm ITH/I B Bo3pacre o1 7 1o 47 €T,
M3 HUX 7 MY>KCKOT'O IOJIA U 5 3KEHCKOTro. CH-
CTEMATU3HUPOBAJINCH CIEAYIOMINE JAHHBIC:
BCTPEYAEMOCTDb pa3HbIX rpymm ITHU], Ha-
YaJjIbHbIE€ KINHUYECKHUE IIPOSABICHU 3200-
JIEBAHMS, IEPBUYHBIN THATHO3, C KOTOPBIM
JUIUTEIBHOE BpEMS HAOGIIONAICS MAIUEHT.
Tarxke OLIEHUBAINCh YACTOTA BCTPEIAEMO-
CTH PA3IUYHBIX CUH/IPOMOB HMMYHOIIATO-
JIOTUH, XapakrepHbIX 1711 [TU]], Bo3pacT 1o-
CTaHOBKH INATHO3a, BpEMsI C MOMEHTA ITOSIB-
JIEHUs NEePBBIX NPOABICHUI 1O IIOCTAHOB-
KM TUATHO32, 4 TAKKE HAUTUYHE ITATOIOTUU
B AaHTEHATAJIBHOM IIEPUO/IE.
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PesyasTarsi. Bbl1O BBIABIEHO, YTO B 3a-
BHUCHUMOCTH OT I€(EKTA B TOM WJIM HHOM 3B€-
HE CUCTEMBI UIMMYHHUTETA MAIITUEHTHI Pac-
NpeaeTnInuCh CIEAYIOIMUM 00pa3om: y 8
manueHToB (66,7%) 3a601eBaHue GhUIO U3
TPYIIIBI 4€(PUITUTOB F'YMOPAJIbHOI'O 3B€HA, y
4 (33,3%) - n3 Tpynnbl KOMOMHUPOBAHHBIX
HUMMYHOJE(DUITUTOB.

[MepBbimMu nposisaeHusimu [MU]] B 67%
ciIydaeB ObUTH HH(PEKIIMOHHBIE 3200JI1€Ba-
HUA OPOHXOJIETOYHOM CUCTEMBI, HAIIPUMED,
Kpavine yacteie OPBU (o 10 pas B roxn), pe-
IUIUBUPYIOMIAsi IHEBMOHUS U XPOHUYE-
CKHH OpOHXUT. Pexxe BCTpevauch HH(pEK-
ITMOHHBIE 3200JIEBAHUSA IPYTUX OPraHOB (Me-
HUHI'UT, KOHBIOKTUBUT, IACTPOAYOCHUT). B
17% cirydaeB B 1e6I0Te 3a601€BaHUA HAOITIO-
JINCh aJUIEPTUYECKHE 3200/I€BAaHUS (AIUIEP-
TUYECKUI AJTbBEOJIUT U ATOITMYECKUY IepMa-
TUT). IIpH 3TOM y OFHOTO 1 TOT'O JK€ MAITUEH-
Ta OJHOBPEMEHHO HAOIIONAINCH IIOPAXKE-
HUS CPA3y HECKOJIBKHUX OPI'AaHOB WJIH CUCTEM.

Brponecce uccieqoBaHnus KIMHUYECKUX
npossiaeHud ITH]] y TaiueHTOB ObUIO BbI-
SIBJICHO, YTO MH(PEKIIMOHHBIN CHUHIPOM Ha-
omoganca B 100% cnygaes. Haubosee ga-
CTBIMH €TI0 IPOSBICHUAMHU OBLIHN 3260J1€-
BaHUSI OPTraHOB JBIXAHUS, KOTOPBIE BCTPE-
qanucby 11 manueHToB u3 12,10 eCThb B 92%
ciry4daes. B 58,3% ciryuaeB Ha6110/1a7ICS XPO-
HHUYECKUH OpOHXUT, B 50% CIy4aeB - peru-
JUBHPYIONIAd IHEBMOHUSA, B 25% CIy4aeB
- OPOHXO3KTATHUYECKAS 60JIE€3Hb, ITHEBMO-
(PpuoPO3, XPOHUYECKUI TAUMOPUT U PUHUT.

B 68% ciyyaeB BCTpEYaInCh 3a60IeBa-
HHA JIOP-OpraHoB, TAKHE KAK XPOHUYECKUH
T'aUMOPHUT, XPOHUYECKHUI PUHOCHHYHUT, ME-
303MMUTETUOTUMITAHUT, XDPOHUYECKHUH OTHT,
XPOHHUYECKUH TOH3WUIHUT.

B 50% ciygaeB BCTpEYAICS a/Ieprude-
CKHU1 CHHIPOM, KOTOPBIH IIPOABILAICA IIH-
EBOM aJJIEPTUEH, ATONNNYECKUM JepMa-
TUTOM, OPOHXHAIBHON ACTMOH, AJUIEPrUYe-
CKHMM QJIbBEOJTUTOM.

B 33% cirydaeB BCTpedalInch 3a0601€Ba-
HHS OPraHOB MUIIEBAPUTEIBHOMN CUCTEMBI
(XpOHUYECKHUH IACTPOAYONEHHUT, JTU3OHO03
KHUIIEYHUKA). [TpH 3TOM y OTHOTO ITAITUEHTA
YalIe BCErO BCTPEYATUCh ITIOPAKEHU CPA3Y
HECKOJIBKUX OPTraHOB WIH CUCTEM.

B 25% ciiydyaeB y HalIMEHTOB HAOIIOLATI-
CsA AayTOMMMYHHBIN CUHIPOM. B ncropu-
SIX OOJIE3HU BCTPEYAINCH TAKHE 3100JI€BA-
HHs, KAK PEBMATOUIHBIN APTPUT, AyTOUM-
MYHHAasI T€MOJIUTHYECKAsI AHEMHUS U TPOM-
OOIIUTONECHHUA.

B npouecce ucciaesoBaHuA BCTPEIAIO-
IUXCA Y HAIUEHTOB 3200JIEBAHUI HE ObLIO
BBIABJICHO HU OJTHOT'O CJTy4dasi Pa3BUTHS JINM-
¢donponudepaTHBHOrO CUHAPOMA.

B ucropusax 6071€3HHU JaHHBIE O IEPBUY-
HOM JIMarHO3€, C KOTOPBIM HAOIIOJIHUCH I1a-

IIMEHTHI U3HAYAJILHO, ECTb TOJIBKOY 75% 11a-
IITUEHTOB, B OCTAJIbHBIX CJIy4asaX TaKHUeE CBe-
JIEHUS YKa3aHbI He Obutd. JIumb B 1 caydae
B paHHEM BO3PaCTe Bpay 3a110103PpHJI HATU-
4yie HapyIIEHUH CO CTOPOHBI HUMMYHHOM CH-
CTEMBI U II0C/IE IPOBEAEHHOI'O UMMYHOJIO-
THYECKOT'O 00C/IeJOBAHMS ObLI BBICTABICH
JHATHO3 <«I€PBUYHBIH UMMYHOJE(DUIINT>.
B 3 cnygasax uMeronyroca UMMYHOIIATOJIO-
THIO JJOJITO€ BpEMS TPAKTOBAIU KaK BTOPHUY-
HBIH UMMYHOJIE(HUIINT, 4 B 5 CITy9asx oOpa-
THJIM BHUMaHHE TOJIBKO HA AJUIEPTUYECKUH
CHH/IPOM, KOTOPBIH JJOJITO€ BpeMsI ObLI IIep-
BbIM M €JUHCTBEHHBIM IIpOosaBaenuem I/,

VYV Bcex manpeHToB ¢ ITH]I 3a00/1eBaHue
MaHU(ECTHPOBAIO B BO3pacTe 10 18 1eT,y 7
u3 HUX (58,3%) - BBO3pacTe 10 roja (B Cpe-
HeM B 1,65 roaa).

IIpu 3TOM CpEeAHUI BO3PACT HOCTAHOBKU
JHAarHo3a «I€PBUYHBIH UMMYHOAEMDUITUT>
cocrasui 15,6 1et. B 16,7% ciiygaeB AHArHo3
OBUI BBICTABJIEH B BO3PACTE /10 5 €T, B 25%
CJIy4aes - B Bogpacre oT 5 10 10 1eT, ocTajib-
HBIM nanueHTam (58,3%) quarHo3 ObLT BbI-
CTaBJIEH B BO3pACTE cTapiie 25 jieT. Bpems,
KOTOPOE MPOXOJUT C IOSABICHUS IIEPBBIX
KJINHUYECKUX IIPOABJIECHUN 3206071€BaHUA
JI0 MOMEHTA ITIOCTAHOBKHU INATHO34, B CPEJI-
HEM COCTABJISIET 8,5 JIET.

6 mareHTam u3 12 GbUIO IIPOBEICHO Te-
HETHYECKOE 0OCIIEJOBAHUE JJIs IO TBEPsKIE-
HU1 TMATrHO3a U BBIABJICHHUS MyTAIlMH I'€HOB.

TONBKO B 6 UCTOPUSIX GOJIE3HHU €CTh TAH-
HBIE O TOM, KaK IIPOTEKAIA 6EPEMEHHOCTD Y
MaTepH IAIIUEHTA, IPH TOM B aHAMHE3€ Ma-
TEPH MAIUEHTOB B 5 C/Iydasx U3 6 BCTpeya-
JIACh IATOJIOT'MSI 6€EpEMEHHOCTHU. B 4 ciryuasx
6epeEMEHHOCTh IPOTEKAIA HA (pOHE BOCIIA-
JINTEIBHOTO 3200JIEBAHUS Y MaTePU (KOJIb-
IIUT, TUAPAICHUT, XPOHUYECKUH THETOHED-
puT) 1 B 1 ciryyae - Ha (pOHe THIEePTOHHNYE-
CKOY1 O0JIE3HU.

OGCcykIeHHE NOTYIEHHBIX PE3YIHTATOB

IlepBUYHBIE UMMYHOAE(MHUIIUTHI OTHO-
CSTCA K peIKUM 60s1e3HAM. B cratbe E.A. JIa-
TBIIIEBOY [3] 6BUIN ONTyOINKOBAHBI TAHHBIE
0 708 manuenTax, crpagaomux ITH/, mpo-
JKUBAIOINX HA Tepputopuu Poccuu B 2010
rofgy. OTo OTPaXKae€T HU3KYIO YaCTOTY BCTPeE-
4a€MOCTH JAHHOU NaTOJIOTHH, YTO HabJTIO-
maercsa v B Camapcko 061acTi. OCHOBHOM
gyeprou Bcex [TU]I ABIAETCA TO, YTO IEPBBIE
IIPOSABJIEHMS JAHHOM ITATOJIOTMH OOBIYHO HE
SIBIAIOTCS CHEIM(PUIHBIMHI: B IEOIOTE 3260-
JIEBAHUS ITPEOOIAAAIOT CUMIITOMBI OaHAIb-
HBIX UTH(EKIIME OPOHXO0JIETOYHON CHCTEMBI
[1]. AHasTOTHMYHAsA TEHACHIUA COXPAHICTCA U
B CaMapCKO¥ 06/1aCTH, TI€ YACTOTA HH(PEK-
ITMOHHBIX 32001€BaHUIT OPOHX0JIETOYHOH
cucremsbl B gebrore ITU] cocrasisier 67%.

HecMmoOTps HA TO, 9TO y OOJIBIIMHCTBA I1a-
ITUEHTOB IIPe001a1al pAHHUH Je6I0T 3260-
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JIEBAHU, CPEJTHHE BO3PACT IIOCTAHOBKHU JU-
arHo3a «IEePBUYHBIH UMMYHOAEDHUIIUT> B
Camapckoii obmactu cocrasui 15,6 ner. Co-
IJIACHO JaHHBIM POCCHIICKOI aCCOITHAITNH
AJUIEPTOJIOTOB U KJIMHUYECKUX UMMYHOJIO-
ros [1], [TN/I Han601€€ 4aCTO BBISIB/ISIOTCS B
paHHeM JeTcKoM Bo3pacre. Tak, B Ty/IbCKOH
o6sractu o gaHHbM JK.M. 3106uHO¥, FO.H.
31061Ha [2] cpegHUH BO3PACT yCTAHOBIIE-
HHUSA JUATHO3a COCTABHI 5 JIET.

BoiBOoaBI

1. B cTpyKTYyp€E NEPBUYHBIX UMMYHO/IE-
(UIMTOB IPE00IaTAI0T AE(DEKTHI TYMOPATH-
HOT'O 3BeHa UMMyHHUTETA (66,7%).

2.B peo6rore ITU/I B 67% cay4aes BCTpeda-
JIUCh MH(PEKITMOHHEBIE 3206071€BaHNA OPOH-
XOJIETOYHOU CUCTEMBI.

3. Hau6omee yacTbIM npossiaenyueM I
SIBJIIETCSI TH(PEKITMOHHBIN CHHAPOM (BCTpE-
qaercaB 100% crydaeB), 4ale BCEro IopaKa-
IOTCSI OPT'aHbI JbIXATEIbHOM CUCTEMBI (91,7%).

4.Y Bcex manueHToB ¢ [TU]] 3a6oneBaHue
MaHH((pECTUPOBAIO B BO3pacTe 10 18 1er,y 7
u3 HUX (58,3%) - B BO3pacTe /10 roja.

5. B 601BbIINHCTBE C/IYY4€B IIEPBOHA-
gyaapHO nanueHTa ¢ [T/ Hab 01211 TOIb-
KO C AJVIEPTHYECKUMHU 32060/1€BAHUAMHU WUIU
C JUATHO30M «BTOPHUYHBIN UMMYyHOAe(dU-
nuT>. Tospko y 1 nanyeHTa B paHHEM BO3-
pacre 6bUI HOATBEPKIECH AUATHO3 «IIEPBUY-
HBIN UMMYHO/AE(DUITT>.

6.V GOMBITUHCTBA HAITUEHTOB MPeosa-
a7l paHHUM 1e6IoT 32001€eBaHus (B Cpel-
HeM B 1,65 roaa). [Ipu 5TOM JUATHO3 <«I1ep-
BUYHBIF HMMYHOE(DUITUT> ObUI BEICTABICH
B CPEJHEM TOJIBKO 4yepes 8,5 JIeT OT Hauaia

3a260JIEBAHUSL, YTO CBU/IETEIBCTBYET O TUIIO-
nuarnocruke I/,

7.Y TpeTy NaueHTOB B aHAMHE3€ MaTe-
pu 6bUIA BBISIBIEHA IIATOJIOI'MSI T€YEHUsI Oe-
PEMEHHOCTH.

3axnroueHue

IIpo6aeMa IeEPBUYHBIX UMMYHOAE(DUITH-
TOB B CaMapCKO¥ 06JACTH ABJISIETCS aKTY-
AJIBHOM, BEJIETCS PETUCTP MAITUEHTOB C JJaH-
HOI HO300THEH. CleayeT yeaaTh ocoboe
BHHUMAaHHE paHHEN AuarHoctuku I/, 3ua-
HHUIO KJIMHUKO-UMMYHOJIOTHYECKHUX MAPKe-
pos ITN]I cpeny Bpader pa3HbIX CIIEIUAIb-
HocTen. CBOeBpEMEHHAA JUATHOCTUKA U
A/IEKBATHAA TEPANHNA IIPEAYIIPEXKAAIOT Pa3-
BUTHE TSDKEIBIX U HEOOPATHUMBIX HapyIlIe-
HUH, YIyIIIAI0T KA4ECTBO KU3HH OOJIbHBIX
u nporuo3s ITH/.
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