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Pe3iome. B mocnenHue roabl mepBUYHBIE UMMYHOIES(UIIMTH U3 pa3psiia PeaKo BCTpEUYaroIInXcs 3a00-
JIEBaHUM TepexoJsT B YMCIO 3a0ojieBaHUI, ¢ KOTOPBIMU MOXET BCTPETUTHCS Bpau J1000I crenuaibHO-
ctu. [lepBblit cnydail mepBUYHBIX UMMYHOAe(UIUTHBIX 3a0oneBaHuit (ITMJ13) Obu1 BeisiBiaeH B UyBamuu B
1993 . C tex mop Ha Kadeape BHYTPEHHUX O0JIe3HEl ¢ KypcoM KIMHUYECKON MMMYHOJIOTUM YyBalcKoro
rocymapcTBeHHOro yHuBepcureTa nmeHn M. .H. YiabsHOBa BemeTcs permcrpalisl BCeX TUarHOCTUPOBAaHHBIX
B permoHe ciaydaeB [1M]J13 ¢ BHeceHMeM ux B Pecniyoymmkanckuii peructp IMMA3. Lleabo HaCTOSIIETO HC-
cJIeOBaHMS SIBUJIOCH U3yUYeHUE STTUIEMUOJIOTUYECKNX MToKa3aTesel, KIIMHUKO-1a00paTOPHbBIX MTPOSIBIICHUIA
TTN/3 Ha Tepputopuun YyBamuu. MaTtepruaaoM UCCIeIOBaHUS CITYXKWJIU JaHHbBIE O OOJbHBIX, TOJTYyYEHHbIE
B XOJIe PETPOCIEKTUBHOTO aHanu3a 85 ucropuit 6osie3Hu 60oabHbIX [1M/13, HaxXomUBIIMXCS HA CTallMOHAP-
HOM JICYeHMU B pa3jIMuHbIX oTaejeHusx bY «PecnybnukaHckas kiauHudeckasi 6oapbHula» u BY «lopon-
cKasl eTcKasl KIMHu4Jeckas ooiapHulia» MuHsapasa Yysamuu B 2000-2019 rr, a Takke 49 amMOy1aTOpHBIX
KapT NalMeHTOB, BKIIOUEHHBIX B permoHanbHbIl peructp ITMU/3. uarHoctuky pasnudHbix ¢opm I[MNJ13
OCYIIIECTB/ISUIM B COOTBETCTBUU C KPUTEPUSIMHU, pa3paboTaHHbBIMU EBporeiickum OOIIECTBOM IO MMMY-
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HonedbunutaM u [lanamepukaHckoil rpynmnoi mo ummyHoaeduuutam (1999). PesynsraTel uccienoBaHus
nokasajiv, 4To yactota pacrnpoctpaHeHHocTu [THUJI3 B pernone coctasiset 3,4:100 000. 3aboseBaeMOCTb
HauboJsee pacrpoctpaneHHol popmbl [TUJ13 B pernoHe — o01ieit BapnadbebHO UMMYHHOM HEAOCTATOY -
Hoctu (OBMH) — cocraBmna 1,58 Ha 100 000 Hacenenust. CpeagHUIT BO3pacT HA MOMEHT ITOCTAHOBKM JIHa-
rHo3a OB H y 6oapHbIX YyBatmnu pasHsuica 30,4+16,1 rogam, Bo3pact ne6tora OBUH — 11,3+15,0 rogam.
3amep:kKa ITOCTAaHOBKM AWarHO3a ¢ MOMeHTa KimHn4YecKoil Manudecramu OBUH cocraBuna B pernoHe B
cpenHeMm 17,9 net. Ha momeHT BoicTaBiaeHUs1 nuarHoza OB H y 6oibHBIX 00HAPYXMBAJIOCh BBIPAa>KEHHOE
CHMXKEHME YPOBHEN MMMYHOTJIOOYIUMHOB 3-X uiu 2-x kiuaccoB (IgG u IgA) u cogepxaHus B riepudepude-
ckoil kpoBu T-xenmnepHbIx kKiaeTok (CD37CD4%). Iloka3aTenb pacripoCTpaHEHHOCTU CEJIEKTUBHOIO aedu-
uuta IgA, npossisioierocs KinHudecku, coctapui 0,83 Ha 100 000 HacesleHUsT permoHa, 4yacToTa BCTpe-
JyaeMOCTH 0eccuMITTOMHOM (popMbl manHoro [MTNJ13 — 1:167. Y mMallmeHTOB C CeJIEeKTUBHBIM aeuinToM IgA
OOHApYKUBAJIMCh HapylIeHUs B T-KJIIETOYHOM CUCTEeMe, TIPOSIBIISIOIINECST B YMEHBIIEHUN OTHOCUTEILHOTO
yrcaa uMToTokcnudeckux T-kieTtok. YposHu IgG u IgM okazanuch noBelilieHbl. Bo3pacT mocTaHOBKU aua-
rHo3a X-CIEeTJICHHOW araMMarjioOyIMHeMHUU B peTnoHe cocTaBmiI 3,5+3,0 roma. [ToMruMo HapyIIeHUS B Ty-
MOpPAJIbHOM 3BE€HE aIallTUBHOIO MMMYHHUTETa Y IeTell ¢ JTaHHBIM 3a00JIeBaHNEM BBISIBIISUIOCH YMEHBIIICHHE
abcomoTHOTO Yrcia T-mumdonnToB. B 3akimodeHre mpruBeeHO OIMCaHe HapYIIEeHHUS TTOCTBAaKIIMHAIBHO-
ro UMMyHUTeTa y 0epemMeHHol nauneHTkn ¢ OBMH, 6eccumMnToMHOe TedeHre KOTOPOIi IMPUBEIIO K JIOXKHOM
TPaKTOBKe ToKa3aTeliell cepojiornyeckux MapkepoB TOPY-uHdeximii 1 olmbkaM B TaKTUKE BeleHUsS Oe-
PEMEHHOCTHU.

Knrouesuie cnosa: pecucmp nepsuunvix ummyroodeguyumos, OBUH, ceaexmuenwiii dechuyum IgA, X-cyensennas
azammaznobyrunemus, NOCMEAKUUHAAbHbII UMMYHUMeEm
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Abstract. In recent years, primary immunodeficiencies have turned from the class of rare diseases to the
category of more common disorders which may be encountered by doctors of any clinical discipline. The first
case of primary immunodeficiency disorder (PID) in Chuvashia was detected in 1993. Since that time, the
Department of Internal Diseases with the Course of Clinical Immunology at the I. Ulyanov Chuvash State
University registered all the cases of PID diagnosed in the region, introducing them into the Republican Registry
of PID. The study was aimed for searching epidemiological indexes, clinical and laboratory manifestations of
PID in Chuvash region. The study was based on the patient data obtained by retrospective analysis of 85 case
histories of PID patients, treated at different departments of the Republican Clinical Hospital, and the City
Chuvash Pediatric Clinical Hospital of Public Health Ministry in 2000-2019, as well as on 49 outpatient records
of the patients included into the Regional PID Registry. Various forms of PIDs were diagnosed according
to the criteria developed by the European Society for Immunodeficiency and the Pan-American Group on
Immunodeficiency (1999). The results of this study showed that the incidence of PID in the Chuivash Region
is 3.4:100,000. The incidence of common variable immune deficiency (CVID), the most common form of
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PID in the region, was 1.58 per 100,000 population. The average age at the time of CVID diagnosis in Chuvash
patients was 30.4%16.1 years, and the age of CVID debut was 11.3£15.0 years. The delay in proper diagnosis
from the moment of clinical manifestation of CVID was, on average, 17.9 years in the region. At the time of
CVID diagnosis, the patients showed marked decrease in the levels of 3 or 2 immunoglobulin classes (IgG and
IgA), and T-helper cell contents (CD3*CD4%) in peripheral blood. Prevalence of selective IgA deficiency with
clinical symptoms was 0.83 per 100,000 population of the region, and the incidence of the asymptomatic form
of this PID was 1:167. In patients with selective IgA deficiency, there were also disorders in the T cell system
manifesting as decreased relative number of cytotoxic T-cells as well as elevated IgG and IgM levels. The age
of diagnosis of X-linked agammaglobulinemia in the region was 3.5%+3.0 years. In addition to disturbances of
humoral adaptive immunity in children with this disease, a decrease in absolute T cell numbers was detected.
In conclusion, the article describes disturbances of postvaccinal immunity in a pregnant patient with CVID,
with asymptomatic clinical course, thus leading to false interpretation of the serological markers of TORCH

infections and wrong strategy of pregnancy management.

Keywords: register of primary immunodeficiency, CVID, selective IgA deficiency, X-linked agammaglobulinaemia, postvaccinal

immunity

BBeneHue

B mociegnue Tompl IepBHUYHBIE MMMYyHOIedM-
uuthl (ITWUJ1) w3 paspsima peako BCTpeyaloLUXCs
3a00JIECBaHNIT TIEPEeXOOIT B UYMCIIO 3a0O0JIeBaHMIA,
C KOTOPBIMU MOXET BCTPETUTHCS B KIMHUYECKOM
MpakTUKe Bpay Jo0oii crieunanbHocTu. [lepsuyHoe
uMmMmyHonedguuutHoe 3adoneBaHue (ITMUA3) cBs-
3aHO C BPOXICHHBLIM Ie(EKTOM KaKOro-Jnubo KOM-
MOHEHTa UMMYHHOTO OTBETa, B pse ClydaeB — C
KoMOMHaIel 1e(eKTOB HECKOJbKNUX 3BEHbEB MM-
MYHHOTO OTBETa, YTO OOYCJIOBIMBAET TTOBBIIIICHHYIO
BOCHOPUMMYMBOCTh K MHMEKIMIM, CKJIOHHOCTb K
Pa3BUTHIO AJTICPTUICCKUX, ayTOMMMYHHBIX, JTUMGO-
npoaudepaTUBHBIX CUHAPOMOB U 3JI0KaYe€CTBEHHBIX
onyxoneii. K Hacrosmmemy BpemeHHM u3BecTHO 430
paznmuuHbix popm TTHU3 [16]. TMomumopdHOCT
KJIIMHUYECKON KapTHHBI, HE3HAHUE PCaJIbHOM pac-
MPOCTPAaHEHHOCTU M TPYAHOCTU paCIIO3HABAHUS
TTNU 3 oOycnoBIMBAIOT TTO3IHIO JUAarHOCTUKY 3a-
OoJsieBaHMII TaHHOW TPYIIIBI, YTO MPUBOIUT K pas-
BUTUIO XPOHUYECKMX OYaroB MHMEKIINU, TSIKEJIBbIX
WH(MEKIIMOHHBIX OCJIOKHEHUI, HEOOpaTUMBIX W3-
MEHEHMI B opraHax, yXyIlIEHUIO TPOrHo3a 3abose-
BaHU U WHBaIUIu3aluy nanueHToB. B Yysamuu
nepBbiii cnyyait [TMJ13 0611 BoisiBIEeH B 1993 1. OT0
ObLT cityyaii oO111eil BapruadeibHOI UMMYHHOU HEO-
cratouHoctu (OBHWH) y nanmenTa I. 34 net. C tex
nop Ha Kadeape BHYTPEHHUX OOJIe3HE C KypcoMm
KIIMHUYECKOM MMMYyHOJToru YyBaIlicKoro rocyaap-
cTBeHHOoro yHusepcutrera uM. M. H. YabsaHoBa Benet-
Cs perucTpalns Bcex IMarHocTUupoBaHHBIX B YyBaril-
ckoit Pecnnyonuke cimydaeB [TMJ13 ¢ BHeEceHUEM X B
Pecniyonukanckuit peructp [TU3. Tpomwio 26 et
C MOMEHTa AUArHOCTUKM TiepBoro ciydas [TH/3,
OHAKO JIO0 CUX TIOp HE TPOBEAcHAa CUCTeMAaTU3alIUsT

PEeTUOHAIBHBIX TaHHBIX MO 3aboneBaemoctu [TUJ13
B UyBaruuu.

Iesp uccaenoBanusi — aHAIM3 STMUAEMUOJIOTAYEC-
CKMX TlOoKazaTesieil, KJIMHUKO-JIa0opaTOPHBIX IPO-
asnenuii [TU3 na tepputopun YyBamickoit Pecry-
OJIUKMU.

MaTtepuarbl 1 MeToabl

MarepuasioM ucclieoBaHUsl CIIYXXUJIU JaHHbIE O
OOJIbHBIX, TMOJYYEHHBIC B XOJIE PETPOCIECKTUBHOIO
aHanu3a 85 ucropuii 6ose3nu 6oabHbIX [TU]13, Haxo-
JMUBIIUXCS HA CTAlIMOHAPHOM JICYSHUHU B pa3IUYHbBIX
otneneHusax bY «PecnybiukaHcKash KJIMHUYECKas
oospbHUuLIa» U BY «lopoackast merckast KJIMHUYE-
cKasi 6osbHUIIa» MUHMCTEPCTBA 31PaBOOXPaHEHUS
Yysamickoit Pecryonuku B 2000-2019 . 1 49 am-
OyJIATOPHBIX KapT MaleHTOB, BKIIIOUEHHBIX B Pe-
ciyonukaHekuii peructp ITUI3. TIpeobnanaromnias
YacTh TMAIMEHTOB JIETCKOTO BO3PacTa, COCTOSIIIINX B
PecnyonmkaHckoM peructpe, Oblla oOcjegoBaHa B
HarmoHaapHOM MEIUIIMHCKOM MCCIIETOBATEIbCKOM
IIEHTPE JIETCKOI TeMaTOJIOTUN, OHKOJIOTUM U UMMY-
Hosioruu uMm. /1. PoraueBa (MockBa), 3a0ojieBaHUST
OBITM TIONTBEPKICHBI Ha MOJIEKYJISIPHO-TCHETHYC-
CcKoM ypoBHe. Hamu mpoBeieH aHaIn3 aIMuaeMuoJI0-
TMYECKMX JAHHBIX MO pas3udHbIM (opmam TTHUI3,
W3Yy4eHbl KITMHUKO-UMMYHOJIOTUYECKNE OCOOEHHO-
ctu [TMUA3 Ha tepputopuun Yysauickoit Pecryonm-
Ku. JlabopaTopHble ITOKa3aTeJid TpPYyIIbl OOJbHBIX
TTN/13 cpaBHUBaAIU C TAKOBBIMU IBYX KOHTPOJIBbHBIX
rpynn — KOHTPOJBbHOI rpymnmbl 1, KoTopas BKIIIO-
yajla IpaKTUYEeCKU 3I0POBBIX JIMI] B Bo3pacte oT 16
IO 65 JIeT, 1 KOHTPOJIBHOM TPYIIIBI 2, BKIIOUABIIEH
MpPaKTUUECKU 3MOPOBBIX AeTeii OT 2 10 5 JIeT.

HuarHoctuky pasznuuHbix ¢opm ITU3 ocy-
LIECTBJSUIA B COOTBETCTBUU C KPUTEPUSIMU, pa3pa-
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O0otaHHbIMU EBpomneiickuM oOIIECTBOM MO UMMY-
HomeduruTaM W IlaHaMepuKaHCKOW TPyIMIol Mo
uMMyHonaeduuutam B 1999 . [9].

MeToapl perucTpanuu JadopaTOPHBIX MOKa3aTe e

INpenBapuTebHO BBIACISUIA M3 BEHO3HOM KpO-
BU MoOHOHYKJeapHble kjeTku (MHK) ¢ wucnosb-
30BaHUEM TpaaueHTa 1oTHoctH (p = 1,077 t/cM?®)
¢dukosa-BeporpadmHa, 3aTeM IIPOBOIVIIN UACHTH -
dukauuio T-numdporuros (CD3"), B-numbouunton
(CB20") wu cyonononsauuii T-1umMboOUUTOB —
CD3*CD4*, CD3*CDS8* kjeToK MeTOAOM Mps-
MOt UMMYHOMIIOOPECLIEHIIMM Ha MPOTOYHOM LIM-
tometrpe Fc500 («Beckman Coulter», CIIIA). Ilpu
STOM UCITOJIb30BAIM MOHOKJIOHAJIbHBIC aHTHUTEJa
(MKAT) k cootBercTBYtoIUM audhepeHIIMpOBOY-
HbIM Mapkepam — CD3, CD20, CD4, CDS§, CD20 u
dyopecuupytomine Kpacutean — QGIIyopecienHa-
S5-uzotnoumnonHat (PUTL) u R-dukospurpun (PE)
(Beckman Coulter, CIIIA). Bce atanbsl uMMyHoOde-
HotunupoBaHusi MHK ¢ mcnons3zoBannem MKAT
BBITMOJHSIM B COOTBETCTBUU C MHCTPYKLIMEH MPon3-
Boautenst MKAT.

OmpenesieHrE CoIepKaHUS UMMYHOTJIOOYITHOB
IgA, IgG u IgM ocyliecTBAsIIN B CHIBOPOTKE KPOBU
MUMMYHOTYPOUIMMETPUIECKUM METOJIOM Ha aBTOMa-
TUYECKOM OMoxmMmudyeckoM aHaimsarope ILab 650
(Anonus, Utanus).

DTHYecKas KCIepTH3a

Ilepen HayagoM wHCCICOOBAaHUS IIOJIy9aad OT
OOJILHBIX (MJIM poauTeseit OOIbHBIX AEeTei), a TaKXKe
OT 3[IOPOBBIX JIUII JOOPOBOJbHOE MH(OPMUPOBAHHOE
corjlacue Ha MCClIeIOoBaHNE B IMMMChbMEHHOI hopMe.
IMpoTokon ncciaemoBaHus ObLT OO00PEH DTUUECKUM
komutetoM ripu PIT'BOY BO «YyBamickuii rocynap-
CTBeHHbIN yHUBepcuteT umeHu M. H. YibsiHoBa».

CraTucTHYeCKUIi AaHAIN3

[MTonyyeHHbBIE B XO/I€ MCCIeIOBaHUS JaHHBIE 00-
pabaThIBaId C ITOMOIINBIO TMaKeTa CTATUCTHUYCCKUX
nporpamm Statistica v. 10.0 (StatSoft Inc., CILA).
TIpenBapuTesbHO TPOBEPSIIA TIOJydYeHHBbIE 3HaYe-
HUS U3y9aeMBbIX IToKa3aTeJiell Ha COOTBETCTBHUE Mpa-
BIWJIBHOMY pacmpeaesieHuio 1o metony Koamoropo-
Ba—CMupHOBa ¢ monpaBkoil Jlumnuedopca. Ilpu
YCTaHOBJICHUM HEMPaBWJILHOTO (aCMMMETPUYHOTO)
pacnpeaesieHusl 3HaUeHU MCIOJb30Balu Herapa-
MeTpuyeckuit kpurepuit ManHa—YutHu (p,,.,,) IS
OLICHKM TOCTOBEPHOCTU MEKTPYMIIIOBBIX Pa3TAUNIA
MokKa3saTesieil ¥ IpyIIoBble IToKa3aTeIu BbIpakaiu B
BUe MearuaHbl (Me) U meplUeHTUIBHOTO AUana3oHa
3Ha4YeHM B mipeaesiax oT 10-ro mepueHTHs 10 90-To
nepueHTIen (Qq 0-Qoo0). IIpy mpaBunbHOM pac-
MpeieIeHU COBOKYITHOCTU 3HAaYeHUI MoKa3aTesiei
B IpyIiax JaHHBIe BhIpaxaiu B ¢popmate M=ESD,
rae M — cpenHss apudmerudeckasi, SD — cpenHe-
KBaJpaTUYHOE OTKJIOHEHUE.

PesynbTartbl

KimHnKo-3mmuaeMuo10rnIecKue moKa3arem

3a nepuon Bpemenu ¢ 1993 r. mo ssuBaps 2020
3aperucTpPUpPOBaHO 49 ciaydaeB BPOKICHHBIX TedeK-
TOB UMMYHHOM CUCTeMHBI y kutejeir Yysammum, u3
HUX 42 TTallieHTa XXUBBI, a CEMEPhIX HET B KMBBIX 1O
MPUYMHE CMEPTU U3-3a WH(PEKIMOHHBIX U JPYTUX
ocinoxxHeHuli. 20 mauueHTOB BHeceHbI B «Peructp
OOJIBHBIX C MIEPBUIHBIMU UMMYHOIE(PUIIUTHBIMU CO-
crostHussmu (PITUC)», co3maHHbIi Ha matdopMe
Rosmed.info 8 2017 r. mo nnumnaruse «HanmoHaab-
HOI Accoaiiny DKCIIepTOB B oo1actu [1epBUYHBIX
NmmyHnoneduniuro (HADITN/)». 3abosieBaeMOCTh
IMN3 Ha Tepputopuu HyBallluv ¢ YUCIEHHOCTBIO
HaceneHust okoso 1 200 000 yenoBek cocrtasiaseT 3,4
Ha 100 000 yenoBek. B PecrybnnkaHcKOM peructpe
IMN/3 npeobmanator caydau OBUH (26 yenosek).
3aboneBaemocth OBUH ¢ kimMHUYECKUMU TIPOSIB-
neHusMu coctasigeT 1,58 na 100 000 HaceneHud,
Ha BTOPOM MeCTe IO 9aCTOTe BCTPEYAEeMOCTU — Ce-
JexkTuBHbIN nedunut IgA (10 yemoBek) ¢ mokaszarte-
JieM 3a00JIeBa€MOCTH KIIMHUYECKU TTPOSIBIISTFOIINXCST
ciydaeB 3a0osieBaHus — 0,83 Ha 100 000 HaceneHus.
Ha TpetheM MecTe Mo mokazaTesio paCpoCTpaHEeH-
HOCTHU — X-CLIeTUICHHAsI araMMarjio0yJIuHeMUs, WU
6one3Hb bpyToHa (4 4yenoBeka) M HACICACTBEHHBIN
AHTUOHEBPOTUUYECKUI oTeK (4 yenoBeka). Ha momto
ocranbHbIX hopm [TUJI3 npuxonutcs 5 ciydaes: 2
cinyyast cunapoma Jlyu—bap, mo omHoMmy ciydaio
cunapoma uJlxkopmku, cunapoma Buckorra—On-
npuya u runep-IgE-cunapoma. B peructp He BKIIIO-
YeHbl AETU C TPAH3UTOPHOI TUIIOraMMarjiooyJnuHe-
MUEH paHHETro Bo3pacTa. DTO CBSI3aHO C OTCYTCTBUEM
YEeTKUX KPUTEPUEB IMArHOCTUKU OTOM (POpPMBI
IMNUA3 u co ciaoXHOCTIMU B ee nuddepeHInanm
OT BTOPUYHBIX MMMYHOIEMUIIMTHBIX COCTOSHUI Y
Jereit 1o 3 JeT.

Cpenu 6oabHbix [TU/3 B YyBamuu npeobdaana-
FOT B3pOCJIble TaleHThl — 39 yesoBek (79,6%), uto
MOHO OOBSICHUTb BBICOKOIH MpPeaCTaBJICeHHOCTbHIO
B Pecnybnukanckom peructpe I[TM3 6GoabHBIX
OBUH u cenektuBHbIM neduiimtoM IgA, nuarHo-
CTUPYEMBIX TIPEUMYIIICCTBEHHO Ha TPEThEeM JICCITKE
XKuU3HU (Tadn. 1).

Cnyyau OBUH maHudectupoBaiu yailie BCEro
(69,2%) TOBTOPHBIMM MHEBMOHMSIMU, TpeOOBaB-
MW IJTUTEIbHOM aHTUOMOTUKOTEPAITN;, PUHOCH -
Hycutamu (50%) u 6ponxurtamu (50%). Ha MomeHT
noctaHoBku nuarHoza OBUWH y mauueHTOB mMMe-
JIMCH TIPU3HAKN XPOHUYECKOT'O THOMHOTO OpOHXUTA,
PUHOCHHYCUTA, PeUMIUBUPYIOIIETO ME30TUMITAHU -
Ta, Bo3pacT BapbupoBays oT 10 mo 62 ner. JluarHo3s
OBUH 06511 BeICTaB/IeH B cpeaHeM cnyctd 17,9 set
ocJie BOBHUKHOBEHUS TTEPBBIX KIMHUYECKUX ITPO-
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TABIIALA 1. OBLLAA XAPAKTEPUCTUKA rPYNN NALUMEHTOB C HAUBONEE YACTO BCTPEYAIOLLMMUCA ®OPMAMU

nnas

TABLE 1. GENERAL CHARACTERISTICS OF GROUPS OF PATIENTS WITH THE MOST COMMON FORMS OF PID

OBUWH
CVID

Mokas3atenb
Indicator

CenekTUBHbLIN
Aeduunt IgA
Selective IgA
deficiency

X-cuenneHHas
arammarnooynuHemus
X-linked
agammaglobulinaemia

Yucno 3aperucTpMpoBaHHbIX
60onbHbIX
Number of registered patients

26

10 4

My>xunHbl, % (abc.)

Men, % (abs.) 58 (19)

40 (4) 100 (4)

XKeHwwmHbl, % (abc.)

Women, % (abs.) 42 (1)

60 (6) 0(0)

Yucno XuBbiX 60nbHbIX, abc.

Number of living patients, abs. 19

10 3

BO3paCT XUBbIX NAUNEHTOB, rogbl

Age of living patients, years 41,1£19,1

29,2+11,9 4,5+2,6

Yucno ymepLumx naymMeHToB, abc.
Number of patients who died, abs.

MpoaomKMTEeNnbHOCTb XU3HU
ymepLwux, rogbl

Life expectancy of the deceased, years
MzSD

44,6+16,1

- 0,6+0,5

BospacTt nposiBnenusa MUA3, roabl
Age of manifestation of PID, years
MxSD

11,3+£15,0

24,5+7,8 0,4+0,5

Bo3pacT B MOMEHT NOCTaHOBKU
auvarHosa NMUA3, roabl

Age at diagnosis PID, years
M+SD

30,4+16,1

27,5¢10,6 3,5+3,0

MpopomxkuTenbLHOCTL Nepuoaa ot
maHudectaumm NMUO3 oo nocTtaHOBKKU
AnarHosa, rofbl

Duration of the period from the
manifestation of PID to the diagnosis,
years

MxzSD

17,917,5

8,5+2,1 2,0£2,2

Yucno NnHeBMOHUIM Y OQHOIO NauuveHTa
3a nepuop HabnoageHUs 3a 60NbHbIM
Number of pneumonias in one patient
during the follow up period

MzSD

7,974

0,0 1,7+1,2

WUHaekc macchkl Tena, Krim?

Body mass index, kg/m? 19,0¢4,3

22,0£5,0 11,2+1,8

saBiaeHU. MHOEKIMOHHBIA CUHAPOM IPOSIBISIICS
MOMHUMO PEeCIUPATOPHBIX MHOEKINN PEeIUIUBUPY-
oM ¢GypyHKyne3om (y 4 OOJIbHBIX), TEHUTATb-
HBIM TepriecoM (y 3 MalMeHTOB), OMOSCHIBAIOIINM
muimaeM (y 3 nauueHToB). Hannune 6poHX03KTa30B
y TIOJIOBUHBI OOJIbHBIX 3aTPYIHSIIO CAHAIIMIO PECITU-
paTtopHoii cuctembl. B HabJtogaemMoit HaMU KOroprte

nauueHToB ¢ OBMH nsitTu 60JibHBIM Oblila MpoBee-
Ha pe3eKLMsI MOpa’KeHHbIX OPOHXOIKTa3aMU H0JIei
gerkux. Y 17 (65%) GonbHBIX HAGIIOAATUCDH XKeJy-
MIOYHO-KHUIIIEYHBIC 3a001eBaHUS (XPOHUYECKUIA Ta-
CTPUT, DHTEPUT, aACHOKapLIMHOMA XKeJIyaKa, MaTbad-
copouums). ITomumMo MHGEKIIMOHHOIO CUHApOMA Yy
6onpHbIX OBWH 6b1T pacnpocTtpaHeH Jumdonpo-
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JmdepaTUBHBIA CUHIAPOM, KOTOPHIA IIPOSIBIISIIICS Y
11 (42%) nalMeHTOB TernaTocIuieCHOMeTaaue, TMM-
doaneHomnaTueit, y 2 00JbHBIX — auMdomoii. Py
MaeHTOB OBUIM TIPOMU3BEACHBI XUPYPrAUEeCKUE
BMEIIIATEIbCTBA MO YHOAJCHWIO BTOPUYHBIX WMMY-
HOJIOTUYECKUX OPraHOB: anMneHAPKTOMUS — 4 00Jb-
HBIM, CIJIEHOKTOMHUSI — 2 (IO moBomy JUM@POMBI)
W TOH3WUIRKTOMUS — 3 OOJIbHBIM. Y 9 ITallieHTOB
(34,6%) 3abojeBaHUE IIPOSIBJISIIOCH aAyTOMMMYH-
HBIM CUHAPOMOM (PEeBMaTOMIHOMOOOOHBIN apTpUT
0e3 IIPOTrPeCCUpPOBAHMUS CYCTaBHBIX ITOpaXKCHUIA,
BUTAaMUH B ,-neduiiutHas aHeMusi, ayTOUMMYH-
HBI TUPEOUAUT, TICOPUa3, CKIEPOAEPMOTIOTOOHBIMI
CUHAPOM, ayTOUMMYHHBII renatuT). Y 8 marneHTOB
MMEJMCh aJlJIepruuyeckue MposiBJICHUS. 5 cllyyaeB Jie-
TanbHbIX McxonoB OBMUH u3 obuiero uucna (7) Ha-
OIOmaIrCh y MAIMEHTOB, Y KOTOPBIX 3a00JeBaHIC
MPOSIBUJIOCh U ObLIO TMAarHOCTUPOBaHO ele B 90-¢
TOJIbI MPOIILJIOTO BeKa, Koria He ObIII0 BO3MOXHOCTHU
B CTpaHE OOCCIICUMTh TaKMX OOJIbHBIX PETYJISIpPHOM
3aMECTUTEIbHONM Tepanueil MMMYHOIJIOOyJIMHAMU.
HannHasi Tpynma OOJIbHBIX MMeJa TSKeIoe TPOsIB-
JIeHre 3a00JICBaHUS B BUIE PELMINBUPYIONINX VTN
XPOHUYECKUX THOMHBIX OaKTepUaIbHbIX MHMEKIINA
(abcuenupytoliiasi THEBMOHMS, THOMHBIN OPOHXUT C
OpPOHXO3KTa3aMM, MEHUHTUT, ME30TUMIMAHUT, MaH-
CMHYCUT) B COYETAaHUU C HEMHMEKIIMOHHBIMU MPO-
saBieHusIMU (iumdoma, BUTaMUH-B ,-neduumntHas
aHeMMsI, peBMaTOUIHOIIOMOOHBIN apTpPUT). Y OOIb-
HBIX 3TOM K€ TPyINbl OOHAPYKUBAIUChH CIJIEHOME-
rajavsi, TOKCUYeCKoe TOpaKeHUe TeUYeHU U TOoYeK
M3-3a HMCIIOJIb30BaHMsI MHOXKECTBA JICKAPCTBEHHBIX
npenapaToB, MajibabcopOLus, 1eULUT Macchl TeJla
¢ hopMUpoOBaHNEM CUHIpOMa OEJIKOBO-9HEPTeTHYIE -
CKOM HEJJOCTAaTOYHOCTU.

CenekTuBHbIN neuuUT IgA mposIBISIICS Mpe-
MMYIIECTBEHHO JIETKO MPOTEKAIOIIUMU, «MATBIMU»
OaKTepUaIbHBIMU WHMOEKIUSIMHU (OTUTHI, PUHOCH-
HycuTbl, aHruHbl). ITo cpaBHeHuio ¢ OBUH xnu-
HUYECKNE TIPOSIBJICHUSI CeJIeKTUBHOTO aeduinTa
IgA mposBIsUICH TT033Ke, HO TMArHO3 BBICTABIISLICS
paHblIIE.

bosiesns bpyToHa y ucciaeayemMbix O0JIbHBIX TTPO-
SIBJISIaCh B PaHHEM IETCKOM BO3pacTe, Ha MOMEHT
MOCTAaHOBKM AWarHo3a CpeIHUM BO3pacT JeTeil co-
ctaBisia 3,5 rona. Bee ciydyau BbICTaBJIEHUST JMArHO-
3a TAaHHOTO 3a00JIeBaHUS TIPUXOISITCS Ha TIEPUOI C
2012 mo 2017 rr. ITo Bceit BUAMMOCTHU, CAy4au JaHHO-
ro 3a00JIeBaHUST OCTABIMChH HE PACTIO3HAHHBIMU 10
2012 r. u3-3a MaJioii OCBEIOMJIEHHOCTU Bpaveli-1ie-
IUAaTPOB O JaHHOM 3a00JIEBAaHUU U/WUJIN OTCYTCTBUS
MMAarHOCTUYECKMX BO3MOXKHOCTelN. B mociienHee ne-
CSTUJICTHE O0JIeTIMIICS TTOPSIIOK HATTpaBICHMS Ie TSI
Ha obciieqoBaHre B HallmoHalbHBINA MEIULIMHCKUI
WCCIENOBATEILCKUI TIEHTP JETCKOW TeMaToJIOTUM,

OHKOJIOTUM U UMMYHoJioruun um. 1. Porauesa, Gsa-
romaps 4eMy yIaJloch JTOOUTBHCS CBOEBPEMEHHOIO
pacriodHaBaHusi Oonie3aHu bpyTtoHa, mas mguarHo-
CTUKM KOTOpOI BaxkHA TeHeTHMYeCcKas TMarHOCTHKA.
VY Bcex nmereil X-cueruieHHas araMMarjioOyJIMHEMUST
Oblja MOATBEPXKIEeHA BBISIBJIEHUEM MyTallud B TeHE
BTK (Bruton tyrosine kinase). B kaxmom citydyae 60-
JIe3HU bpyToHa mpocieXXnBajIcs OTSITOIICHHBINA Ha-
CJIEICTBEHHbBIII aHAMHE3 T10 JTaHHOMY 3a00JIeBaHMIO:
Opat ogHOro ManKreHTa Takxke 6oeH X-CclUenaIeHHOU
araMMarIoOoyJIMHeMIel, a y ApyTruxX OpaThsl yMUpPaIU
B paHHEM JETCTBE OT TSKEbIX MHGEKIUI (B OJHOM
cllygae — OT TSDKEJIOM TBYCTOPOHHEI ITHEBMOHUM, B
IPyroM — OT 0aKTepralbHOTO MEeHUHTUTA). Bo Bcex
4 ciyyasix 3a6oJieBaHUe MaHU(ECTUPOBAJIO ITHEBMO-
HHUEH B COYCTAHUN WJIM C THOWHBIM ME30THUMITaHU-
TOM, WJIA PUHOCUHYCUTOM. Y OTHOI'O OOJILHOTO pe-
OeHKa Habmonanach MOBTOpPHAas BeTpsiHasl ocria. Bee
JIETU UMETN OEJTKOBO-2HEePreTUUEeCKYI0 HeI0CTaTOu-
HOCTB, OTCTaBaJIl OT CBEPCTHUKOB I10 (DM3NICCKOMY
pPa3BUTUIO.

LlentpanbHoe Mecto B JieueHun OBUH u 60-
Jne3Hu bpyToHa 3aHMMaeT 3aMeCTUTENIbHAS TepaIus
npenapaTaMyd UMMYHOIJIOOYJMHOB JJ1s BHYTPUBEH-
Horo BBeaeHusi (BBUI). B uccimenyemoit koropte
MAIIEHTOB PETYJISIPHO MOJyJaId 3aMECTUTEIIHHYIO
Tepanuio 14 (46,6%) yenosek. B mpeobianaoiieM
OOJIBLIIMHCTBE CJiydyaeB OOJIbHbIM BBOAWIM [leHTa-
r1oouH u UmmyHoBeHnH (13 pacuera 0,3-0,4 T/KT B
Mecsir). Y 6 malreHTOB OTMEUYEHO pa3sBUTHE ajljiep-
rudeckux peakuuii Ha BBUI. Haunbonee amepreH-
HBIM oKa3asicst [IleHTarmo0nH, OH BBI3BIBAJI PEAKIINK
y 1/4 malimeHTOB, KOTOPHIM Ha3HavyaJICs 3TOT Mpena-
pat. Ha BTopoM MecTe 110 9acTOTe BBI3BIBAEMEBIX pe-
akuuii 661 UMOMOrnoOyInMH, OH BBI3BaJl pPeakLMIO
y 2 nmauueHToB. Jlydlile Bcero rnepeHOCUIUCh TakKue
npenapathl, Kak [adpuriiobuH, [MpusumnxeH u lamy-
Hekc. Ha HMX He oTMeYeHO HU OTHOTIO CiIydasl pas-
BUTUS HerepeHOCcUMOocCTU. [TaliMeHTHI 1eTCKOTo BO3-
pacta Tojlydajyd IIpeuMyInecTBeHHO [IpuBHIKEH.
ITomumo 3amecturenbHoi Tepanuu BBUI, metu ¢
OoJie3Hbl0 bpyToHa mnosjy4yarloT aHTUOMOTUKOTEpa-
nuo — azutTpoMuiivH (10 Mr/KT yepes neHb) i bu-
cerrroit (120 Mr 110 5 gHEH B Hemeao) Ha (DoHE mpo-
TUBOIPUOKOBOro Mnpernaparta — JudarokaHa (3 Mr/kr
1 pa3 B Heneno).

HNmmyHo-1a00paTopHbIe MOKA3aTe N

B Tabnuuax 2 u 3 npuBenceHbl cpeaHue Jadopa-
TOpHBIE TTOKA3aTeJIM Ha MOMEHT ITOCTAaHOBKU JIMa-
THO3a y 00JbHBIX pa3andHbiMu (popmamvu TTU13.

IMoxkazaTenn KOHTPOJbHBIX TPYMI paccMaTpu-
BaJll KakK pedepeHCHBbIC 3HAUCHWSI, XapaKTepHbIC
IUIST peruoHa. B KOHTPOJBHBIC TPYINIBI BKIIOYATA
MPaKTUUYECKU 3[0POBBIX JIMI, HE UMEIOIIUX XPOHU-
YeCcKMX 3a00JIeBaHMW, CBSI3aHHBIX C HapYIICHUSIMU
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TABJIULA 2. NTABOPATOPHBIE MOKA3ATENW Y NALUMEHTOB C HAMBOJIEE YACTO BCTPEYAKOLMMUCA ®OPMAMU
NUA3, Me (Qq 15-Qy go)
TABLE 2. LABORATORY PARAMETERS IN PATIENTS WITH THE MOST COMMON FORMS OF PID, Me (Qq 15-Qq 40)

X-cuenneHHasa
KOHTOORBHAS KoHTponbHas CeneKkTUBHbIN aramma-
MokasaTens - pnna 1 rpynna 2 OBWH pedwuumt IgA | rmnobynuHemus
; Py Control CVID Selective IgA X-linked
Indicator Control group 1 _ L
n=115 group 2 n =26 deficiency agamma-
n=115 n=10 globulinaemia
n=4
JNenkouuntsbl, x 10°/n 5,2 8,2 9,4*** 6,2 8,3
Leukocytes, x 1091 (4,12-7,12) (6,45-9,10) (6,2-12,6) (3,8-9,8) (4,9-12,0)
Femorno6uH, rin 131,4 118,4 106,2*** 132,4 110,7
Hemoglobin, g/l (123-151) (105-134) (88,4-124,0) (97,0-167,8) (75,7-135,2)
CbIBOPOTOYHOE Xerneso, 15.2 15 447+ 146 5 0
Hr/mn ’ ’ ’ ’ ’
Serum iron, ng/ml (9.6-27.3) (7,4-23,3) (3,3-6,6) (11,2-16,2) (3,4-9,1)
TpomGouuTbl, X 10%/n 230 302 238,8 241,5 310,0
Platelets, x 108/ (170-290) (180-420) (152-320) (162-322) (240-362)
Famma-rno6ynuHbl, % 18,2 15,1 7,6%** 16,4 6,4
Gamma globulins, % (15-22) (10-21) (2,1-8,1) (9,2-23,9) (2,1-7,6)
L’;::‘;;b;’;'t’gs"' 63,4 68,2 55,2+ 72,2 69,2+14,6
(CD3", % (52-72) (56-79) (42-69) (62-79) (55-78)
T-numcdounTbl
(CD3), abc (x 10°/n) 1,25 2.1 1,13 1,35 1,177
T lymphocytes (0,90-1,60) (1,6-2,3) (0,62-1,60) (0,73-1,90) (0,62-1,77)
(CD3"), abs (x 10°/)
?r’]‘:l‘;:‘:sp"' 38,2 34,3 28,5+ 34,9 32,3
(CD3"CD4%).% (32-45) (28-43) (22-34) (27-44) (26-39)
LnToTokcuueckue
T-numdoumnTbl 25,0 27,4 26,3 18,9** 28,9
Cytotoxic T lymphocytes (18-30) (20-32) (20-33) (12-25) (22-32)
(CD3* CD8%), %

N R N . 1,56 1,31 1,09%** 1,7 1,2
CD3*CD4*/CD3*CD8 (1,2-2.3) (1,2-1,8) (0,7-1,5) (1,4-2,5) (1,0-1,5)
g'l’;:q";ﬂ";y‘t“eg"' 13,0 14,2 11,0 15,0 1,0
(CD20), % (5-23) (8-20) (5-15) (11-17) (0-2)
B-numdouuntbl
(CD20), abc (x 10°%/n) 0,26 0,41 0,22 0,27 0,01

ymphocytes , 1-U, ,2U-U, , 19-U, , 19-U, ) -U,
Bl h 0,1-0,4 0,20-0,58 0,15-0,29 0,15-0,36 0,006-0,014
(CD20), abs (x 10%1)

MpumeyaHue. 3Be3goykammn 0603Ha4YEHbI CTENEHUN pPasnUYnA 3Ha4YeHUN NoKkasaTere OTHOCUTENbHO 3HAYE€HUI KOHTPONbHOM
rpynnbi 1 no kputeputro MaHHa—YutHm (* — p < 0,05; ** - p < 0,01; *** — p < 0,001), Kpyko4kamn 0603Ha4YEHbI CTEMEHU PaA3NUUUA
3Ha4YeHWN NoKa3sareriell OTHOCUTENbHO 3HA4YE€HUIM KOHTPOsIbHOWM rpynnbl 2 (°° — p < 0,01; °°° — p < 0,001).

Note. Asterisks denote the degree of difference in the values of indicators relative to the values of control group 1 according to the
Mann-Whitney test (*, p < 0.05; **, p < 0.01; ***, p < 0.001), circles indicate the degree of difference in values indicators relative to
the values of the control group 2 (°°, p < 0.01; °®°, p < 0.001).
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TABILA 3. CbIBOPOTOYHbIE YPOBHU UMMYHOINMOBYNNHOB Y MALMEHTOB C HAUBONEE YACTO

BCTPEYAKOLLMMUCSA ®OPMAMU NMUA3, Me (Qq15-Qy 00)
TABLE 3. SERUM IMMUNOGLOBULIN LEVELS IN PATIENTS WITH THE MOST COMMON FORMS OF PID, Me (Qq 15-Qq.60)

X-cuenneHHas
KoHTponbHas KoHTponbHas CenekTUBHbLIN aramma-
MNokasaTtens rpynna 1 rpynna 2 OBWH aeduuunt IgA rnoGynuHemums
) Control CVID Selective IgA X-linked
Indicator Control group 1 _ .
n =220 group 2 n =26 deficiency agamma-
n=115 n=10 globulinaemia
n=4
IgA, r/n 1,63 0,8 0,06*** 0,002*** 0,06
IgA, g/l (0,7-2,1) (0,25-1,10) (0,02-0,10) (0,000-0,008) (0,00-0,13)
IgG, rin 1,7 8,1 2,9%** 15,0%** 2,10
1g9G, g/l (7,0-16,0) (4,5-12,2) (2,1-3,4) (13,1-18,2) (1,5-2,3)
IgM, r/n 1,28 1,23 0,03*** 1,6 0,03
IgM, g/l (0,4-1,3) (0,4-1,7) (0,01-0,05) (1,2-1,9) (0,01-0,05)

MpumeyaHue. 3Be3goukamu 0603HaYeHbl CTENEHU Pa3NUYUs 3HA4YeHUIN Noka3aTerne OTHOCUTENbHO 3HAaYeHUN KOHTPONbHOMN
rpynnbi 1 no kputeputo MaHHa-YuTHu (** — p < 0,01; *** — p < 0,001), Kpy>k04KaMu 0603HaYeHbI CTENEHU PaA3NUYUA 3HAYEHUN
rnokasarenen OTHOCUTENbLHO 3Ha4Y€HUN KOHTPONbLHON rpynnbl 2 (°° — p < 0,001).

Note. Asterisks indicate the degree of difference between the values of indicators relative to the values of the control group 1
according to the Mann-Whitney test (** — p < 0.01; *** — p < 0.001), circles indicate the degree of difference between the values of
indicators relative to the values of the control group 2 (°°°, p < 0.001).

B MMMYHHOI cucTteMe (ayTOMMMYHHbBIE U ajljiep-
ruyeckue 3abojieBaHUsI, WHMEKIIMOHHO-BOCITAJIM -
TenbHbIE 3a0ojeBaHUs, JUM@oOTIpoandepaTuBHBIC
3a00JieBaHMsI), a TakKXkKe Cllydald OCTPOU MaToJOTUU
(ocTpble pecnupaTOpHble WH(MEKIMU, aHTUHBI U
IIp.) B TEUCHME TTOCJIETHEro Mecsia Iepe. NCCieno-
BaHMEM M He ITOJIyYaBIIMX JICUCHHUE TIperiapaTaMu,
CMOCOOHBIMU BJIMSATH HAa MMMYHOJIOTMYECKUE MO-
KazaTeJn (HeCTCPOUITHBIC ITPOTUBOBOCTIAINTEIIHHBIC
npenapaTrbl, UHTUOUTOPHI aHTMOTEH3UWHIIpeBpalla-
oiero gpepMeHTa, IIPOTUBOSMICHTUICCKIE CPEll-
ctBa). C LIeNIbl0 MCKIIIOUEHUST CE30HHBIX BIUSTHUN
Ha ToKaszarej MMMYHHOTO cTaryca, 3a00p KpoBU
IUTSL UICCIEMOBAHUI MTPOBOAMJIM B JISTHUE MECSIIBI 1
3uMHue. B oOpasiiax KpoBU J€THUX MCCJIeI0OBaHUI
WHAMBUIYyaJIbHBIE 3HaYeHUs [gA Konebdanuch ot 0 10
1,9 r/n B koHTpoJIbHOI Tpyrme 1 1 oT 0 go 1,0 r/n
B KOHTPOJIBHOI TpyIIne 2, B KaXKI0i 13 KOHTPOJIb-
HBIX I'PYIIT ObLIO OOHAPYXKEHO MO OJHOMY UYeJIOBEKY
C TIOJTHBIM OTCYTCTBHEM B CHIBOPOTKE KpoBu IgA.
B 3umHeil cepuu ucciaenoBaHuil He OBUIO OOHa-
PYXEHO HYJIEBBIX 3HaueHHWU IgA HM B OOHON KOH-
TPOJbHOI TpyMnre, IpU 3TOM Auara3oH KojaedaHU
WHIWBUIYAJbHBIX 3HAUCHUI TTOKa3aTelIsl COCTaBUII
0,9-2,7 r/an B KoHTpoJbHOI rpynne 1 u 0,3-1,4 r/1 B
KOHTPOJILHOM rpymrie 2.

B cBs131 ¢ UMeroIMMUCS BO3paCTHBIMU Pa3Indy-
SIMU B TPYIITaX OOJBHBIX C Pa3IUIHBIMKA (hopMaMu
TN O3, moka3arenu mauueHToB ¢ OBUH (cpemnuii

BospacT — 30,4+16,1 roma) U CeJeKTUBHBIM Ie(hU-
mutoMm IgA (27,5£10,6 roma) cpaBHMBaJIM CO 3Ha-
YeHUSIMU KOHTPOJILHOW TpyImbl 1 (CpemHuil BO3-
pacTt — 28,24+9,3 roma), a moka3areyr OOJIbHBIX IeTCH
¢ 6osie3nbio bpyrona (3,5+3 roga) — co 3HaUeHUSIMU
KOHTpOJIbHOM rpyribl 2 (3,8+3,2 rona). Y 60JbHBIX
OBHMH x MOMEHTY MOCTaHOBKM JMarHo3a oOHapy-
JKMBAJIUCh JIEUKOIIMTO3, aHeMUsI, TurodeppeMust u
rurnorammariaooyanHemus. [Tocnegnue nBa nadopa-
TOPHBIX TIpM3HaKa (rurrodeppeMust U THUIIOTaMMa-
TJI00YJIMHEMHUSI) OTMEYAJIMCh U Y JIeTeil ¢ 00JIE3HbBIO
bpytoHa.

Y 0G0JIbHBIX BBISIBJISUIMCh CYIIECTBEHHbIE W3MeE-
HEHHUsI B ITOKas3aTesisix UMMyHOTpaMMBbl. Tak, y ma-
mneHToB ¢ OBUH oOHapyXuBanu cylIeCTBEHHOE
CHMXKEHME YPOBHE 3 OCHOBHBIX KJIaCCOB MMMYHO-
rmooymmHOB — IgA, IgG, IgM, yMeHBIIIeHNE OTHOCH-
TeJabHOro yrciaa B-numdonuroB u T-numdonuron
(3a cueT yMeHBIIICHUS YK CJIa KIICTOK XSJTISPHOM cy0-
nonyasauun). B rpynne 00JbHBIX CEIEKTUBHBIM JIie-
dunutom IgA oTMedanoch yMeHbIIIEHUE MPOLEHT-
HOIO COJep>KaHUSI IIUTOTOKCUYECKUX T-KIIeTOK,
BBIpaXk€eHHOE CHMXXeHUe coaepkaHusi IgA B ChIBO-
POTKE KPOBHU C MOJIHBIM €ro OTcyTcTBUeM y 8 u3 10
MaleHTOB M IIOBBIIICHUE YPOBHEUM NIPYIUX IBYX
Kj1accoB UMMYHOTJI00yIMHOB — IgG u IgM. ¥V nereii
¢ 6ose3Hbl0 bpyTOoHa yCTaHOBIEHO YMEHbIIIEHUE a0-
COJIFOTHOTO 4nciaa T-muM@OInTOB IIPpU COXPaHSHUN
WX OTHOCUTEJIBHOTO COAEP>KaHUS Ha YPOBHE 310PO-
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BbIX jull. boisee BbIpa>k€CHHbIMU ObLIU M3MEHEHUS
B TIoKaszaTesisix B-cucreMsbl MMMYHUTETA: COACPXKA-
HUC B—J'II/IM(i)OL[I/ITOB ObLIO PE3KO CHMXKCHO Kak I10
a6COJ’HOTHOMy, TaK 1 OTHOCUTCIIbHOMY 3HAQUYCHMUAM,
YPOBHHM BCEX 3 HNCCICAYEMBIX KJIaCCOB MMMYHOIJIO-
6YJ'[I/IHOB oKa3aJIMChb CYIIECTBEHHO CHMKCHHBIMU 10
CpaBHEHUIO C IMTOKAa3aTC/IsAIMU 3JOPOBBIX JIEeTeN COOT-
BCTCTBYIOLICTO BO3pacTa.

ObcyxaeHve

PesynbraThl mpOBEeAEHHOIO HCCACIOBAHMUS I10-
Ka3zajau, 4TO 4Yactota pacripoctpaHeHHoctu [TW/3
B YyBamwmu cocraBasier 3,4:100 000, uyto ykjambl-
BaeTcsd B JMara3oH pacripoctpaHeHHoctn I[TNJ13
B €BPOINEUCKUX CTpaHaX, cocTaBistonuit ot 1,3 oo
5, cornmacHo EBpomneiickomy Peructpy nepBUYHBIX
nMmmyHoneduuuton [4]. 3abosieBaeMoCTh HauboJiee
pacripoctpaHeHHoit ¢opmbl T3 B YyBammm —
OBWH ¢ xnmuHUYECKUMU TIPOSBIICHUSIMU 3a00Jie-
BaHus coctaBuiaa 1,58 Ha 100 000 HacejieHUsI, YTO
COOTBETCTBYET OOIIEM3BECTHBIM JTAaHHBIM O pac-
MPOCTPAHEHHOCTU JaHHOro 3abojeBaHust [6, 19].
CpenHuii BO3pacT Ha MOMEHT MTOCTAaHOBKHU AWarHo3a
OBUH y 6onbHbix YyBamuu (30,4 roma) npudiaxa-
eTCcsl K 3HAaUYeHUSIM, U3BECTHBIM M3 JIuTepatrypbl — 31
roj y My>kuuH 1 34 roga y xkeHIIuH [12]. Bo3pact
nebroTa 3a00JeBaHUsI, CpellHee 3HAauyeHUuEe KOTOpPO-
ro cocrtaBwio 11,3 roga, mpakTU4eCKU COBITAJAET C
noka3zatenaeM — 10,3 roga, onpeaeeHHbIM TPYIITOi
OTEUECTBEHHBIX HCCJIeoBaTeeli y OOJbHBIX daH-
HeM [TWUJ13 [3] 1 3HAaUNTETHHO MEHBIIIE 3HAYCHUS
JMaHHOTO TToKazaTeJisi — 18 JieT, mpeacTaBIeHHOro B
EBpomneiickom Pernctpe ITU [12].

Hnsa 6onbHbix OBUH 6bLIO XapakTepHO code-
TaHUE HECKOJbKMX KIWHUYECKUX CUHIPOMOB —
UHQEKIIMOHHOTO, TUMPONpoinpepaTUBHOIO, ayTo-
MMMYHHOTO U ajuiepruyeckoro. Bemymmm KiuHu-
yeckuM cuHapomoM OBWH sgaBasgimmce xpoHude-
CKMe W/WIM PEeUUINUBUPYIOIINE peCcIMpaTOpPHbIC
nHpexnu. M3BecTHBIC U3 JIMTEPaTyPhl Pe3yJIbTaThl
WCCIIEJOBAHUS TakKe IOATBEPXKIAOT Ipeodsana-
HUE cpelu KIIMHUYECKUX TPOSIBJICHUII TaHHOTO 3a-
O6oneBaHUs MHMEKIUNA OPOHXOJETOYHOU CUCTEMBI
u JIOP-opranos [20]. ¥ nojioBUHBbI MallMEHTOB BbI-
SIBJISIJINCh OpOHXOBKTa3bl. B myOiukKauusix Apyrux
aBTOPOB TaKXKe COOOIIAIOCHh O TOM, UTO MOBTOPHbIE
TSDKeIble MH(PEKIIMOHHO-BOCIIAIMTEIbHBIE MPOIIeC-
ChI B OpraHax JIbIXaHUsI CTIOCOOCTBYIOT Pa3BUTHIO HE-
00paTUMBbIX MPOLIECCOB B JIETKUX ¢ (DOPMUPOBAHNEM
OPOHX03KTA30B, KOTOPBIC BCTPEUAIOTCSI OOJIce YeM Y
1/3 6onpabix OBWH [15]. Bonbirast yacTh GOTBHBIX,
nMesl B aHAJIM3axX KPOBU M3MEHCHHME YPOBHS TaMMa-
I100YJIMHOB Ha MPOTSDKEHUM OoJiee necsTKa JIET, He
OblJ1a MOABEPrHYyTa MMMYHOJOTUYECKOMY OOCIen0-
BaHUIO U HE KOHCYJIBTUPOBAHA MMMYHOJIOTOM, 4YTO

00YCJIOBUJIO 3aJA€PKKY TMTOCTAHOBKU JUArHo3a ¢ MO-
MeHTa KJIMHUYEeCKOi MaHudecTalluy 3a001eBaHs B
cpeaHeM Ha 17,9 net (ot 2 no 52 net). Apyrue oreue-
CTBEHHBIC aBTOPBI OTMEYAIOT 3aIepKKY C BBICTABJIC-
HueMm aunarHoza OBWH B cpennem ot 12,6 roga (ot 2
1o 45 ner) [3] no 19 net [2], B TO BpeMs KaK oOleeB-
POMEeNCKNI TIoKa3aTesib AUMAarHOCTUYECKOU 3aJiepXK-
KM cocTaBui Bcero 4 roga (ot 0 mo 69 jner) [12]. Oue-
BUAHO, 3aJepKKa BbicTaBjeHUs auarHoza OBUH
CBsI3aHA C TUIOXOM OCBEIOMJICHHOCTBIO Bpadeil mep-
BUYHOTO 3BeHa ¢ npossieHusmu T3, a Takke ¢
BbIPaXKEHHOI FeTepOreéHHOCThIO TaHHOTO 3a00JjieBa-
HUS U IUAaTHOCTUYECCKUMM TPYIHOCTIMU. bosbmias
3amepxka B guarHoctupoBanun OBUH B YyBamuu
00BsICHSIETCS TeM, 4To 5 cirydaeB (19,2%) 3aboseBa-
HUS OBLIA pacIio3HaHbI elle B 90-¢ Tombl IMpoInIo-
ro Beka, Koraa mpakTUYecKre Bpauyu Majio 3Hajlu 00
MMMYHOITATOJIOTMYECKUX COCTOSTHUSIX, 1 MUMMYHO-
JIOTMYECKIE METOIBI IMAaTHOCTUKU He OBbLIN JOCTYII-
HBI B IIPaKTUYECKOM 3IpaBOOXpaHEHUU. B 3Tux yc-
JIOBUSIX OOJIbHBIE C HeauarHoctupoBaHHbiMU [THU/13
norudasy oT MHMPEKIMOHHbBIX ocoxHeHul. Korma
B Havasie 90-X TOmOB MPOILIOTO BeKa IOSBUJIACH
BO3MOXHOCTH MIPOBEACHUSI UMMYHOJIOTMYECKIX MC-
cJIeIOoBaHMi1, 61arogapst OTKPBITHUIO MMMYHOJIOTHYEe-
ckux Jabopartopuii B YUyBalumu, ObLJIO pacro3HaHO
5 cnyyaeB OBUH y nauueHTOB, cTpagaBIIUX pelLiv-
IUBUPYIOIINMI THEBMOHUSIMU, PUHOCUHYCUTAMU
W IPpYTUMU MPOSBICHUSIMUA UMMyHoneduumnTos. Ha
MOMEHT JMarHOCTUMKM 3a0oJjieBaHUSI CPEeIHUN BO3-
pacTt OOJIbHBIX JAaHHOW TpyMIlbl JoCcTUT 35,2 roaa, a
CpemHsIsT JTUTSIbHOCTD IIPEAIIeCTBOBABIIICTO TIepH-
oJla PeLMANBUPYIOIINX MHMEKINIA cocTaBuia 26,5
jeT. CpegHee 3HaueHue Bo3zpacta 6osbHbIx OBUH
Ha MOMEHT CMEPTHU paBHsIOCh 44,6 rogaM (IIpy MU-
HUMaJIbHOM 3Ha4eHUM — 17 JIeT 1 MaKCUMaJIbHOM —
65 Jyer), 9yTO OYEeHBb OJIM3KO K maHHbIM Resnick E.S.
M COAaBT., COTJIACHO KOTOPBHIM BO3PAcT YMEPIIUX OT
OBUWH 6oabHbIX XeHIIUMH cocTaBua 44 roma (10-
90 net), myxuuH — 42 rona (9-79 ner) [14].
ITokazarenb pacOpOCTPAaHEHHOCTU CEJICKTUB-
Horo nedunuta IgA B YyBammuu coctaBui 0,83 Ha
100 000 naceneHusi. OueBUIHO, JaHHBbIN MOKa3aTelb
HE oTpaxkaeT (haKTUIECKYIO PacIpOCTPaHEHHOCTH
paccMaTpuBaeMoro jaedekra MMMYHHOU CHUCTEMBbI,
COCTaBJISIIONIYIO, TI0 TaHHBIM JuUTepaTypsl, 1:134 —
1:18500, B 3aBUCMMOCTM OT paccMaTpUBAEMOM IT0-
nyiagouu [11]. M3BecTHO, uTo 90% cCiyyaeB celek-
TUBHOro nedunmra IgA wumeer OeCCUMIITOMHOE
TeueHue [21]. IIpaBuibHee OBIIIO OB PACCUUTHIBATD
nokasaTejb PacHpOCTPAaHEHHOCTU CEeJIEKTUBHOIO
nedunurta IgA B OTAENBHOCTU I «OECCUMIITOM-
HOI» (opMbI U (HOPMBI, MPOSABISIONICICS KIUHU-
YEeCKM W3-3a HapylIeHUs MTPOTUBOMHMOEKINMOHHOTO
UMMYHUTETAa W IIOBBIIICHUS BOCIIPUUMYUBOCTU K
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uHbexkuuaM. Haim vccnenoBaHusl mokaszaind, 4TO
B 0o0mIeil koropte 335 MpakKTUICCKU 3MOPOBBIX JIUIL
(220 B3pocnbix 1 115 geTeit) okazaauch ABa yeaoBeKa
¢ noaHbIM oTcyTcTBUEM IgA. Ipuyem cinyvau gedu-
uuTta IgA B oOpasiax KpoBU y IIpecTaBUTeIeil KOH-
TPOJIBHBIX I'PYIIIT BbISIBJISLIMCH JIMIIB B JIETHEH cepuu
uccienoBaHuil. B Tectax, MpoBeIeHHBIX B 3UMHUI
TIepuo, B YMCIIC TIPaKTUICCKU 300POBBIX JTIOCH, HE
0Kaz3aJioch HU OAHOro uejoBeka ¢ aepuuutom IgA.
Hannable (akThl CBUIETEIBCTBYIOT O TOM, YTO CO-
CTOSTHHE 3H0POBBS JIUIL ¢ OECCUMIITTOMHOI (hopMOii
ceneKTUuBHOTO Aeduumta IgA B JeTHUI nepuoa He
OTJIMYAIOTCSI OT TAKOBOTO 3/I0POBOIA MOTTYJISIIIUK Ha-
CeJICHUSI, B TO BpeMs KaK B 3UMHUI TICPUO JIUIIA C
JMaHHBIM 1e(EKTOM UMMYHHOM CUCTEMBbI, XOTb U yC-
JIOBHO «0ECCUMITOMHBIM», HE BBIICPKUBAIOT KPH-
TepreB BKIIIOUCHUS B KOHTPOJIbHYIO IPYIIITY, BUIUMO
U3-3a UMEIOLIEICH TTOBBIILIEHHOW YYBCTBUTEIbHOCTH
K CE30HHBIM pecCHUpPaTOPHBIM WHGeKIusIM. JIpy-
THE aBTOPBI MCITOJB3YIOT I 0003HAUCHUS ITOBBI-
LIIEHHOTO pucKa MHGEKILUMI Y JIUI C aCUMIITOMHBIM
CEJIEKTUBHBIM JeduuutoMm IgA moHsATHE «CYOKJIU-
HHUYECKOE TIPOSIBJICHUE CEJICKTUBHOTO neduIInTa
IgA» [17]. B COOTBETCTBUM C UCCAEAOBAHUSIMU JIET-
HEro IMnepuona, pacrnpoCTPaHEHHOCTh CEJIEKTUBHOTO
nedunnTa [gA cpeny IIpakKTUIeCKI 3M0POBBIX JTIOIEH
cocTaBisieT 2 cirydast Ha 335 yenosek (1:167). UroOnr
OLICHUTh WMCTUHHYIO PacIpOCTPAaHEHHOCTh CeJieK-
TuBHOTO Aedunmrta IgA cpean xuteneit Yysaimm,
TpedyeTcsl ucciefoBaHUe C UCMOJIb30BaHUeM 0osiee
KPYITHOI KOTOPTHI uccieayeMbix juil. [lomydeH-
HBIC HAMHW JTaHHBIC O CE30HHOM BIIMSIHUM Ha YaCTOTY
oOHapyXeHUsl ceJleKTMBHoOro aeduuurta IgA mon-
TBEPKIAIOTCS pe3yJbTaTaMu uccienoBaHus Weber-
Mgzell D. u coaBT. [18], cBUIETEIBCTBYIOIIMMU 00
OoOHapyXeHuM 8 ciaydaeB CeJIEKTMBHOIro JaeduiuTa
IgA cpenu 2087 o0ciienoBaHHBIX B JIETHUN MEPUOL,
JIML €BPONEUCKON MONYJISIAY U OTCYTCTBUS CIy4ya-
€B BBISIBJIEHUST CeIeKTUBHOTO AeduumuTta IgA cpenu
3595 obcnenoBaHHBIX B 3UMHee BpeMsi. M3 JaHHBIX
ATHUX K€ aBTOPOB CJIEIYET, YTO CHIBOPOTOYHEBIN YpO-
BeHb IgA y uenoBeka B 3MMHUIT MepUO/, BbIlIE, YeM B
BECEHHU, JIETHUIA 1 OCEHHUI MEPUObI.

JwuarHo3 cenekTuBHOTO nedunnra IgA BbICTaB-
JISLJICSI B pETMOHE CO 3HAYMTEIbHOM 3aIepXKKOi1, XOTs
U c MeHbliel, yeM y 0oibHbix OB H. [lanHblil hakT
HaXoOuUT OOBSICHEHHWE B TOM, YTO OOJbINas YacTb
cllyyaeB ceJIeKTMBHOro aeduiura IgA BbisiBIeHa B
nocJieIHUe ToAbl, KOrjaa Bpauyu cTtaaud Oosiee ocBe-
JIOMJIECHHBIMU B Boripocax nuarHoctuku [MTNJ13.

Ha momeHT BbIcTaBieHust auarHoza OBUH y
OOJIbHBIX OOHAPYKUBAJIOCH BhIpaKeHHOE CHUXXEHUE
YPOBHEII MMMYHOTJIOOYJIMHOB 3-X WIM 2-X Kjac-
coB (IgG u IgA) u coaepxaHus B nepuepudeckoi
kpoBu T-xenmepHbix KieTok (CD37CD4"). Takoit

Ke CIIEKTp M3MCHEHUI B MMMYyHOTpamMMax OOJIb-
Heix OB H Haxonuinu n gpyrue mccliienoBartenu [5].
VY nmanmMeHToB ¢ ceNeKTUBHBLIM aeduumutom IgA Tak-
Ke OOHapyXHMBaJloch HapylleHHe B T-KIIETOYHOM
CUCTEME, MPOSBIISIIONICECS YMEHBIICHHEM OTHO-
CUTEJIbHOTO 4YHCJia IIMTOTOKCUYECKUX T-KJIEeTOoK, a
cbiBopoTouHble ypoBHU IgG u IgM okaszanuck no-
BBIIIICHBI, YTO MOATBEPKIACT M3BECTHBIC U3 JIMTC-
paTypbl JaHHbIE O KOMIEHCATOPHOM ITOBBIIIIEHUU
NPOOYKIIMUA HAHHBIX KJIACCOB MMMYHOTIJIOOYIHOB
npu ceinekTuBHOM aedunmte IgA [10, 13]. ¥V 6oib-
HBIX JIeTeit ¢ X-CLeIJIeHHOM araMmMarjoOyJinHeMuei
MOMUMO HapyIICHUSI B TYMOPaJIbHOM 3BEHE aall-
TUBHOTO WMMMYHUTETE BBISIBIISITIOCH YMEHBIICHUE
abcostorHoro yucia T-numpouuToB. BeisiBIeHHBIE
usMmeHeHus1 B T-cucteme y 00JbHBIX ¢ AedeKTaMU B
AHTUTEJIONPOLYKIINY, BO3MOXKHO, SIBJISIOTCS IIPHO0-
peTeHHbIMUA. MOXHO MPEeAIoJ0XUTh, UYTO YCIOBHUEM
KIIMHUYECKOTO IIPOSIBJICHUS OECCHUMIITOMHO ITIpO-
tekaommx OBUH u cenektuBHOTO medpuimra IgA
SIBJISIETCS] TIPUCOENMHEHUE BTOPUYHON HEIOCTaTou-
HOCTHU KJICTOYHOTO 3BeHa amallTUBHOIO MMMYHUTE-
Ta. OCHOBaHMEM [IJIsl TAKOTO TIPEATOIOXKECHUS SIBJISI-
eTCsl TO, YTO OoJIbIIMHCTBO ciaydaeB [TM]13 BriepBhIie
NPOSIBISINCh KIIMHUYECKM, KOTHa ITallMeHTHI OKa-
3BIBAJINCh B YCJIIOBUSIX MOBBIIICHHOTO PHCKa Pa3BU-
TUSI BTOPUYHBIX MMMyHoneduuuToB. Tak, B poju
NpPOBOLIMPYIOIIEro (akTopa, OOYyCIOBIUBAIOIIETO
manudpecraumio OBUH u cerektuBHOro aedunmra
IgA, B HalIMX HAOMIOAEHUSIX YacTO BBICTYTIAN Tepe-
€3/ TalreHTa U3 OOHOTO reorpagmyecKoro permo-
Ha TIPOXXUBAHUS B IPYTOi, UTO SABIISIETCS (hDaKTOPOM
pHUCKa CpbIBa aJalTallMOHHBIX PeaklMii opraHu3mMa
W pa3BUTUSI T-KJIIETOUYHO HEIOCTAaTOYHOCTU. BTO-
PBIM TIO 9aCTOTE BCTPEYACMOCTH ITPOBOLUPYIOIINM
dakTOpOM SIBJISIOCH MPOXUBAHUE B DKOJOTMYECKU
HeOJIaTONIPUSATHBIX 30HaX PEerMoHa, B YaCTHOCTH B
IPOMBIIIUICHHO HAachIIIleHHOM KaJlmHWHCKOM aj-
MUHUCTpAaTUBHOM palioHe I. Yebokcapsl 1 B I. Ho-
BOYEOOKCApCK, B KOTOPOM IOJITUE TOABI (hYHKIIMO-
HUpYyeT xuMudeckuii komouHat. Hamu panee ObL10
M0Ka3aHoO, YTO MPOXMBaHWE Ha 3TUX TEPPUTOPHUSIX
YyBalmu 00yCIIOBINBACT pa3BUTHE BTOPUUYHOMN MM-
MYHOJIOTUYECKOM HegoCTaTOUYHOCTU T-cuctemsl [1].
OCHOBHBIM MEXaHU3MOM Jejieliuu T-KJIeTOK SIB-
JISIETCS aIlonTo3, K KOTOPOMY 0OoJjiee UyBCTBUTCIIb-
Hbel CD4* knetku. Bo3MOXHO, yMeHbIIIEHUE YUCIa
CD4* knerok y 6onbHbix OBMH cBsizdaHO ¢ akTu-
Balliell aroITo3a 3TUX KJICTOK. B moiab3y maHHOIro
TNPEANOI0KEeHUS CBUACTSIBCTBYET OOHApyKEeHUE
Azizi G. ¥ COaBT. MOBBILLIEHHON KCIIPECCUU Y OOJIb-
Heix OBWUH mapkepa CD95 na CD4"CD45RAT-
KJIETKaX, COMepXKaIIIMX IIPEeNMYIIeCTBEHHO HAaUBHbBIC
CD4*T-kJIeTKU, U aKTUBALIMU CIIOHTAHHOTO aroIl-
TO3a IAaHHBIX KJIeTOK [5]. B mpyrux ucciemoBaHUsIX
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y 60onbHbix OBUH BBISBIEHO CHUXEHHE COAEp-
KaHust T-perymstopHbeix (Treg)-kieTok ¢eHoTUma
CD4*CD127°"CD25"e"FoxP3*, 4Tr0 MOXET HMETh
MAaTOTEHETUYECKYIO POJIb B Pa3BUTUU ayTOMMMYH-
HbIX npogBiaeHnit OBUH [22]. Hapsay ¢ mpnoodpe-
TEHHBIMU paccTpoiictBamMu y 60abHbIXx OB H mMoryT
MMETh MECTO BPOXICHHBIC N3MeHeHUS B T-crucTteMe
MMMYHUTETa, B YaCTHOCTHU TaKIe, KOTOPBIC BBI3BIBA-
10T aeekT pekpytupoBaHusi CD4* kjieToK u ux B3a-
umojaeiicTus ¢ B-numdouuramu [8].

Onucanne Hapymenusi GopMHPOBAHMS MOCTBAKIIH -
HAJIbHOTO UMMYHHUTeTA y namuenTkn ¢ OBUH

WN3BectHO, uTOo y OoabHbIX T3 HapyiueHo
dopMUpoBaHUE MOCTBAKLUMHAIBHOIO MMMYHUTETA,
U NPUBUBKA XWBBIMU BaKLIMHAMU TaKUX IallMeH-
TOB 3ampellleHa 13-3a BO3MOXKHBIX TTOCTBAKIIMHAb-
HBIX OCJOXHEHUI. B OOJIbIIMHCTBE HAOII0JaeMbIX
Hamu ciydyaeB OBUH wu cenektuBHoOro aeduuurta
IgA nmMmyHOmedUUIMT He ObUT pacro3HaH B JAET-
CKOM BO3pacTe, M IIPUBUBKH, B TOM YUCJIE 1 XXUBBI-
MU BaKIIMHAMU, ObLJIU TIPOBEIECHbBI B COOTBETCTBUU C
HaiumoHanpHBIM KaJIcHZApeM IIPOPIIaKTHISCKIX
npuBuBOK Poccuiickoit ®enepanmu. K cuacrtsio,
MOCTBAaKIIMHAIbHBIX OCIOXHEHUI He HaOJI0Aal0Ch.
MBI CTOJIKHYIUCH ¢ HapylleHHneM (HOpPMHUPOBAHUS
MOCTBAKIIMHAJIBHOTO MMMYHUTETa K KpacHyXe ¥y
mosonoi keHMHbl ¢ OBMH. Hamn onbIT BeneHust
JTaHHOW MAallMEHTKH, C KOTOPBHIM MBI ICJIIMCS B HIKE
NPUBEICHHOM OIMMCAHUM KIMHUYCCKOTO CJydJas,
MOKET ObITh MOJIE3€H KaK /ISl Bpaueil akyliep-ruHe-
KOJIOTOB, TaK U Bpauyeli-MMMYHOJIOTOB.

IMammenTka K., 1985 roma poxnenus, B 2005 1. B
Bo3pacrte 20 JIET Mpoliljia CTaHIapTHOE 00caeg0BaHe
B CBSI3U C BIIEPBbIE HACTYIMBIIIEH O€peMEHHOCTBIO.
IIpu sTOM OBIITM OOHapyKeHHBI crienpudeckue IgM
K KpacHyXe Mpu OTPULIATEJIbHOM TUTPE CIieLubuye-
ckux anturena IgG. Cutyalus O6bU1a paclieHeHa Kak
NepBUYHOEC WMHQUIIMPOBAHUE BUPYCOM KpPacHYXU,
XOTs TallMeHTKa yKa3blBajla Ha TO, YTO paHee Oblia
NpUBUTA BaKIWHON IIPOTUB KpacHyxW. bepemeH-
HOCTh ObLTa TIpepBaHa Ha cpoke 20 Hememrb M3-3a
pUCKa pa3BUTUSI BPOXKIEHHON KpacHyXU y ILIoJa U
TepaTOTeHHOTO JIeHCTBUS Ha TUION BUpYyca KpacHY-
xu. Crryctss 6 mecsies, B uioHe 2006 1., XXeHIIMHA
OblJIa BaKLIMHUpOBaHa MpOoTUB KpacHyxu. Cryctsa 4
Mecsilia MPpU WCCIIeOBAaHUM CHIBOPOTKM KPOBU Ha
criennduIecKre aHTUTEeNIa K KpacHyxe BHOBh OOHA-
PYXEHBI JIMIIb aHTUTeda Kjiacca IgM mpu moaHom
orcytcTBuu cnenubudeckux IgG. IMauuenTka 6pu1a
KOHCYJIFTUPOBaHa BpadyoM-HH(EKIIMOHUCTOM, KO-
TOPBI PacCLEHU OTCYTCTBUE CITELIM(DUUESCKUX aHTH-
Ten IgG Kak c1a0blit UMMYHHBIN OTBET Ha BaKIIWMHY,
B CBSI3UM C UeM PEKOMEHIOBaJI KOHCYJIBTAIINIO UMMY-
HoJiora. [Ipy 06beKTUBHOM MCCIeIOBaHUN OPTaHOB
M CHUCTEM OpraHu3Ma MalMeHTKX MMMYHOJIOTOM He

OBUTO BBISIBJICHO HUKAKUX MAaTOJIOTMYECKNX U3MEHE -
HUM, KpoMe AeUIIMTa MacChl Teaa (MHIEKC MacChl
tesa — 17 xr/m?). B neTcTBe ¢ 3-ro Mecsiia XXU3Hu
JI0 5 JeT oTMevaJicsl aJJIepTUIeCcKUil IepMaTuT, 00-
nena ractputom. IlanmeHnTka 6epeMeHHa, CpokK Oe-
peMeHHoCcTU — 4 Heaenu. [1pu aHanu3e mokasaresieit
uMmyHorpamm ot 19.10.06 . u ot 08.11.06 . oGpa-
111aJ10 BHUMaHME PEe3KOe CHUXKEHUE KOHIIEHTPAlLIUU
1gG u IgA Ha ¢poHe HopMaibHOTO coaepxKaHus IgM
(tabm. 4). CymmapHas KOHIIEHTpAsI UMMYHOTLJIO-
OyJIMHOB OCHOBHBIX TpeX KyaccoB — IgG, IgA u IgM
coctaBuia 2,16 v/n u 2,2 T/71 O TaHHBIM TIEPBOM U
BTOPOMl MMMYHOTPaMM COOTBETCTBeHHO. [lpu yiab-
TPa3BYKOBOM HWCCJIEJOBAaHUM OpPraHOB OpIOITHOM
TIOJIOCTH OOHAPYKEHO YMEPEHHOE YBEJIMUCHHUE pa3-
MepoB cene3deHku 10 120 x 48 mM. ITnomanb cene-
3€HKM cocTaBmia 57 cMm? mpu HopMe MeHee 50 cm?.
Ha ocHoBanum aHaMHe3a 3a00JicBaHUSI, JAaHHBIX
KJIIMHUKO-J1a00paTOPHOTO OOCIeI0BaHUSI BBISIBICH
BeIyIIMI J1TaOOpaTOPHBIN CUHAPOM — aramMMmarjo-
oymmHeMus1 (cymMmapHasi kKoHmeHTpanusa IgG, IgA
u IgM Huxe 3 /1), 4TO CTaj0 MOBOAOM MJISI TIPOBE-
neHust nuddepeHInaIbHOro ArMarHo3a B mpejaesax
MAaTOJIOTUYSCKUX COCTOSTHUI, TIPOSIBIISIIOIINXCS TaH-
HbIM CUHAPOMOM — 1) rumnoramMmarjioOyJMHEMUU C
MOBBILIEHHBbIM YypoBHEM IgM, 2) 6one3nu bpytoHa,
3) oOiieil BapuabeabHOM MMMYHOJIOTMUYECKOM He-
JOCTAaTOYHOCTU, 4) BTOPUYHOI aramMmarjoOyauHe-
mun. I[umoraMMarioOyaInHeMusT C ITOBBIIICHHBIM
ypoBHeM IgM Orbl1a MCKIIOYeHa Ha OCHOBAHUM TOTO,
YTO YpOBEHb JAHHOTO KJlacCa MMMYHOTJIOOYJIMHOB
BO BCEX MMMYHOTpaMMax He BBIXOIWJI 3a IIpeaeibl
pedepeHcHbIX 3HaueHuUi. CoxpaHeHue HOpMasb-
HBIX 3HAYCHUWI comepxXaHus B-mmMdonutoB B me-
pudepudecKoii KpoBU IMO3BOJUIO WUCKIIIOUUTL 0O-
ne3Hb bpyroHa. B kauecTBe mMpUUYMHHBIX (haKTOPOB
Pa3BUTHUSI BTOPUYHOM araMMarjioOyJIMHEMUN MOTYT
BBICTYIIaTh HEDPOTUYECKUI CUHIAPOM, MHUETOMHasi
007e3Hb, 0Xorosasi 60Jie3Hb, 0EJIKOBOE TOJIOJaHuE,
MOCJICICTBUS IPUMEHEHHUSI HEKOTOPBIX MEIMKaMeH-
TOB (MHTUMOMTOPOB aAHIMOTEH3UHIIPEBpalllaloNIe-
ro depMeHTa, IIPOTUBOSIMIICTITUICCKIX CPENCTB,
HECTEPOMIHBIX MPOTUBOBOCIIAIMTEIBLHBIX Iperna-
patoB) [7], oTCyTCTBOBaBIIME Y MAllUEHTKU, UYTO
TO3BOJIMJIO OTBEPTHYTHh BTOPUYHYIO (DOPMY aramMmma-
rnodyanHemMuu. Bce Tunbl aramMmarjioOyJMHEMUM,
KpoMe oO0leil BapuabelbHOW MMMYHOJOTMUYECKON
HEeOOCTaTOYHOCTU, ObLIM UCKIIOUEHbI. B pe3ynbrare
nuddepeHIMaIbHOro AMarHo3a ObLI BbICTABJIEH Ia-
OueHTKe nuarfo3: «[lepBmyHoe MMMyHOICHUIINT-
HOE COCTOSTHME: araMMarjioO0yJIMHEMUSI 110 TUITY 00-
e BapuabeJbHOU UMMYHHON HEIOCTaTOYHOCTH.
Crienomeranus. Hedbunut maccel tena. bepemeH-
HOCTb 4 Hefien».
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TABINLIA 4. AMMYHONOIMYECKUE NMOKA3ATENW Y NALIMEHTKU K.

TABLE 4. IMMUNOLOGICAL PARAMETERS IN PATIENT K.

PedepeHCHbIe 3HaYeHUA Aata nccneposanus
MokasaTenb (Qo,10-Qo 00) Study dates
Indicator Reference values
(Q 1-Qo 00) 2+ 3* 4+ 5 6* 7* g*

IgA, rin 0.7-2.1 0,05 | 0,05 | 029 | 028 | 005 | 1,36 | 0.46 | 0,05
IgA, g/l
IgG, rin 7,0-16,0 106 | 11 |48 |29 |13 | 489|394 |43
IgG, g/l
oM, rin 0,4-1,3 1,05 | 1,05 | 072 | 09 | 092 | 1,89 | 1,11 | 0,76
IgM, g/l
T-kneTku
T cells 52-72 62 | 71 55 | 68 | 64 | 58 | 58 | 54
(CD3%), %
B-knetku
B cells 5-23 13 11 15 11 14 11 9 13
(CD20%), %

MpumeyaHue. 3Be3govkamMmmu oTMeYEHbI AaThbl NocneaoBaTeNbHbIX UCCefOBaHUM, NPOBeAeHHbIX Ha (bOHe 3aMeCTUTENIbHOMN
Tepanuu BHYTPUBEHHbIMU UMMYHornobynuHamu (BBUI), HakaHyHe ouepenHoro BBeaeHus BBUI: 1* — 19.10.2006, 2* —
08.11.2006, 3* — 03.03.2007 (6epemeHHOCTbL 17 Hegenb), 4* — 12.09.2007 (nocne ponos), 5* — 11.03.2009, 6* — 27.09.2011
(6epemeHHoCTb 5-6 Hepenb), 7* — 14.11.2013 (6bepemeHHoOCTb 5-6 Hepenb), 8* — 13.08.2020.

Note. Asterisks indicate the dates of consecutive studies carried out against the background of replacement therapy with
intravenous immunoglobulins (IVIG), on the eve of the next IVIG administration: 1*, 19.10.2006; 2*, 08.11.2006; 3*, 03.03.2007
(pregnancy 17 weeks); 4*, 12.09.2007 (after childbirth); 5*, 11.03.2009; 6*, 27.09.2011 (pregnancy 5-6 weeks); 7*, 14.11.2013

(pregnancy 5-6 weeks); 8*, 13.08.2020.

[MaumeHTKe OBUIM AaHbI PEKOMEHIAIIUU MO TI0-
XM3HEHHON 3amectutenbHoil Tepanuu BBUWI. Ha
nepBoM 3Tarie ObLT HazHaueH [aOpuriIoOMH B pe-
KM€ HaCBIIIEHUS MO0 5 T' BHYTPUBEHHO KareabHO
Ha (U3MOJIOTUYECKOM pPACTBOpPE XJIOPUIA HATPUS
yepe3 JAeHb TpuXabl. PekoMeHmoBaHo uepe3 3 He-
JIeJIM TIPOBECTU KOHTPOJIbLHOE MMMYHOJIOTUYECKOE
HUCCclIeOBaHMe IJIsl peIlIeHUsT BOIIpoca O 103¢ Ha3Ha-
YeHUSI UMMYHOIJIOOYJIMHA B peXUMe ITOIIepKIBa-
fomeit Tepanuu. [IpoBeneHHBIN B cOCTaBe TJIaBHBIX
CIelIMauCTOB-3KCIepToB MuH3apaBa Yysaluuu
TepareBTUUYCCKUN KOHCIJIMYM Pa3pellia IIPOJIOH-
raiuio 0epemeHHocTh. Ha mpoTsokeHuu Bcelr Oe-
PEMEHHOCTH U B MIEPUOJ I'PYTHOTO BCKapMIIMBAHUSI
pebeHKa nmauueHTKa rosaydana [abpuriaooun nmo 15
exxeMecsIHo. B TeueHME TTOCIeAyIOmuX 4 JIeT Ialm-
eHTka K. mpomoirkaia HabI01aThCsl UMMYHOJIOTOM,
COCTOSIHME MaIMEHTKM OCTaBajJoCh KOHTPOJIUpPYeE-
MBIM, ITTallMEHTKAa OTKa3ajach OT 3aMECTUTCIbHOM
tepanuu BBUT. B 2011 r. HacTtynuna 3-g GepeMeH-
HOCTb, KOTOpasi Ha CpOKe S HeleIb HEOXKUIaHHO OC-
JIOXKHUJIACh «3aMEpIIMM IIogoM». [1pu merajibHOM
cObope aHaMHe3a ObUTO OOHApyXKEHO, YTO YXy.Ille-
HUIO COCTOSTHMSI TIPEIIECTBOBAIO OCJIOXHEHHOE
TeUeHUE Kapueca, 3aBeplIMBIIeecs 3SKCTpaKluei

KopeHHoro 3y6a. C 2011 . caMO4YyBCTBUE XKEHIIU-
HBbl OCTaBajoCh ynoBjieTBoputeabHbiM, BBUI He
nonyvana. B 2013 r. Hactynuna 4-s 6epeMeHHOCTb,
B CBSI3W C YeM MAIMCHTKA CaMOCTOSTEIBHO BO300-
HOBWJIa 3aMecTuTenbHy1o Tepanuio BBUI. Ha done
eXXeMeCSIYHOro BBeAeHus [a0puriobuHa B pexu-
Me MOMIEePXKUBAIONIC Tepallmu pPOAMia BTOPOTO
3JI0POBOI'0 JOHOIIEHHOTro pedbeHka. B mocnenHue 3
rojila 3aMeCTUTEIbHYIO Teparnuio He MoJyvasia, yva-
CTWJIMChH pecrnupaTopHble 3a0oneBaHus 10 3-4 pa3 B
ron. CocrosgHue yxymmiochk 1 Hossops 2018 1., Kor-
JIa BO3HUKJI OOJIM U OTEYHOCTH B TIPaBOl TIOJIOBUHE
JI1la, MOBBIIICHUE TeMIlepaTyphl, CHIDKEHHUE ClIyXa
Ha mmpaBoe yxo. O0OpaTumiack K OTOPMHOJAPUHTOJIO-
ry, Jleunyaach amOynatopHo 6e3 addekTa, B CBI3U C
yeM Obljla TOCIUTaTIU3MpoOBaHa IJIsl CTallMOHAPHOTO
JICYCHUSI B OTOPUHOJIAPUHTOJIOTUYECKOE OTICICHUE
C IMAarHO30M «000CTpEeHHME XPOHNYECKOTO THOMHOTO
CpeIHeTo OTUTA CIIpaBa». BrImicaiach ¢ yIydiIeHu -
eM, HO COxpaHsulach 3aJI0KCHHOCTb B ITPAaBOM YXe€
MIpY TJIOTAaHUM, IITYM B YX€, BpeMEHaMU CTPEIISTIONINE
0o, rosoBHblie 6osn. B deBpane 2019 r. rocnuta-
JIM3UpOBaHa TOBTOPHO B CBSI3U C 3aTSDKHBIM Teue-
HUEM XPOHUYECKOTO BOCHAJIMTEILHOTO IIpoliecca
JUTS TIPOBEICHUS 3aMECTUTEIbHOM MMMYHOTEPAITN.
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Tlocne mpoBeAEHHOIO JIEYEHUSI COCTOSIHUE YIIyY-
IIJIOCH: TIPOIUTN 3aJI0KEHHOCTh U OOJIU B IIPaBOM
yXe, rojloBHbIe 00Ju. [Tpu BeIMUCKE JaHbI PEKOMEH -
JAlAK: peryJisipHasl TOXU3HEHHAsT 3aMeCTUTeIbHasT
Teparmust BBUT kaknpie 3-4 Hemenu B pexKuMe MO -
nepxuBarolei Tepanuu B 1o3e 0,4 r Ha 1 Kr Macchl
Tena (mpyu Macce nmauumeHTKu 50 Kr rmoka3aHO BBe-
nenue 400 mu1 5% BBUI). [1pu nepepniBax B Jieue-
HUU 6oJiee 2 MecsI1IeB, a TAKXKe BO BpeMsI WU T1ocie
TSDKEJIBIX 3IM30I0B 00OCTPEeHUST MHMOEKINMOHHOTO
CHUHApOMa IIPEAINMCaHO BO30OHOBJICHUE Tepalluy B
pexuMe HacbllleHus1 B 1o3e 1-1,5 r/kr. B kayectBe
1IEJIEBOTO YPOBHSI UMMYHOTJIOOYJIMHOB MPU TIPOBE-
JICHUM 3aMCCTUTEJILHOM Tepaltuy O0003HAYCHO MO-
CTUDKEHME KOHIIEHTPAllMU OCHOBHOTO Kjlacca UMMY-
HOrooymmHOB — IgG ypoBHS 7 T/11.

OCOOCHHOCTBIO OITMCAHHOTO CJIydas SIBISCTCS
TO, YTO K MOMEHTY BbIicTaBjieHus1 fuarHo3a OBWUH
OTCYTCTBOBAJIM KIIMHUYECKUE MPOSIBICHUSI UMMYHO-
neduimTa, 1 MalrueHTKa cCunTaia ceos MpaKTUIeCKU
3popoBoii. K auarHo3y nmpuBesio oOHapyKeHue Jia-
OOpaTOPHBIX MPU3HAKOB HapyLIeHUS (GHOPMHUPOBa-
HUS TTOCTBAaKIIMHAIBHOTO MMMYHHMTETa K KpacHYXe.
B chIBOpOoTKEe KpOBU MALMEHTKHA OOHAPY>KUBAJIUCh
U3 crieuu@pUUYECcKrX aHTUTEN K KpacHyxe Juiub [gM
npu IOJIHOM OTcyTcTBUM IgG, 9TO MOXHO OOBSIC-
HUTb COXpaHEHUEM Y MallMeHTKU MPOAYKIIMU aHTU-
Ten kiacca IgM Ha dboHe HapyuleHUs MPOAYKIIUU
npyrux kiaaccoB antuten — IgG u IgA. ToarBepsk-
JICHUEM TOMY SIBJISIETCSI TO, YTO ypoBeHb IgM B ChbI-
BOPOTKE KPOBHU OOJIbHOU HaxOaUJCS B Mpeaeax pe-
(depeHCHBIX 3HaYeHM, cocTaBisas 1,05 r/m mepen
noctaHoBKou nuarHo3a OBUH, korna euie He nipo-
BOIWJIACH 3aMECTUTEJIbHAsI Teparnusi UMMYHOTJIO0Y-
muHamu. [lpm aToM comepxanue IgG koiebanoch
Ha ypoBHsix 1,06-1,0 r/i1, uro B 7 pa3 MeHbIIIe 3Ha-
YeHUsI HIDKHETO ITopora pedepeHCHBIX 3HAYEHUI, a
ypoBeHb IgA OBl B 14 pa3 MeHbIIIe HUDKHETO Imopora
pedepeHCHBIX 3HaUeHu i, cocTassis auiab 0,05 /7.
IMToxoxe, 4yTO HapylleHUe MEePEeKITIOUeHUsT CUHTe3a
anTuTel ¢ knacca IgM na IgG y manmmeHTKH 00yCiio-
BWJIO OTCYTCTBHE crielimbuyeckux IgG B ChIBOpOTKE
kpoBu. biaromaps pe3yiabraTaM UMMYHOJIOTUYECKHX
HMCCIICIOBAHNI 1 KOHCYJIBTAllM Bpada-MMMYHOJIOTa
ob11 BeicTaBieH auarHo3 OBUMH u coxpaHeHa na-
IIMEeHTKEe BTOpasi OepeMeHHOCTh. [IpencraBisst qaH-
HbII KIIMHUYECKUU Cay4dai, aBTOPbI MpeCIeaoBaid
1eJib — 00paTUTh BHUMaHUE MPaKTUKYIOIIUX Bpayeit
Ha BO3MOXXHOCTh HapylIeHHs IMOCTBAKIIMHAJIBHOTO
uMMyHUTeTa y TaiueHToB ¢ [TM]13, yTo MoXeT nmpu-
BECTH K JIO)KHOW TPAKTOBKE IOKA3aTEJEMU CEPOJIOTHU-
YEeCKMX MapKepoB MHGEKIINI 1 OITNOKAM B TAKTUKE
BeICHUS TaKUX MTAllMEHTOB.

TTUA3, saBasisich peako BCTPEYarOLIMMMUCS 3a-
0OoNeBaHUSIMU, JOCTABJISIOT Maccy MpodJieM BpayaM

pa3HbIx cneuunanbHocTelt. [llupokoe BapbupoBaHUe
KJIMHUYECKUX MPOSIBJICHUI AaHHBIX 3a00JIeBaHUI,
HEIOCTaTOYHAsI OCBEIOMJICHHOCTb Bpaueil pa3HBIX
CIleLIMaIbHOCTE O KPUTEpUsSIX HX JITUAarHOCTUKU
O0YCIIOBIIMBAIOT OTCPOYCHHYIO JTMArHOCTUKY 3a00-
neBaHuii. HecBoeBpeMeHHOe Ha3zHAYEeHUE HUMMY-
HOTepaIlluu M/WJIM HEPETyIsIpHOE ee¢ IIPUMEHEHUE
BbI3bIBAIOT Pa3BUTHE HEOOPATUMBIX MOBPEXIECHU
OpPraHoB, OCJOXHEHUH U BBICOKYIO CMEPTHOCTb.
Ocoboro BHUMaHUS 3aCay:KuBaOT 60abHBIe [TW13
B rectauimoHHoM niepuoae. Hanuuue INMUJ3 y Gepe-
MEHHBIX TpeOyeT NPUBJICUCHUSI UMMYHOJIOTA K TpaK-
TOBKe ceposiornuyeckux MmapkepoB TOPY-uHbekuit
M K KOPPEKTUPOBKAM B BEACHUU MAIIMEHTOK.

Wrak, aHanu3 naHHbix Pecry0JinKaHCKOro peru-
ctpa I[TM3 B YyBaluuuy rmokasbIBaeT, UTO B MOCJIEI -
Hee IecCATWIeTHE YIyYIINIach TMarHOCTUKA TaHHBIX
3a00JIeBaHUI: CHUBWJIMUCH TMOKa3aTelu 3adepKKU
BBICTABJICHUSI IMarHo3a 3a00JieBaHMUs U BO3pacTa ma-
LMEHTOB HA MOMEHT IMOCTAaHOBKM auartHosa. 46,6%
OOJIbHBIX MOJYYalOT PEeryJisipHO 3aMECTUTEbHYIO
Tepanuio BBUI. Tpebyrorcs nanbHeule uccieno-
BaHUS IS OLIEHKM peabHON pacIpoCTpaHEHHOCTU
paznnaHbIxX hopMm I[TU]13, B TepByIo odepenb, ceek-
TUBHOrO aedunura IgA ¢ KIMHUYECKUMU MPOSIB-
JICHUSIMU, TOKa3aTeab 3a001eBaeMOCTH KOTOPOTO B
YyBalmy MMeeT BBIpaXKCHHOE OTINYNE OT POCCHIi-
CKHX U MUPOBBIX MTOKa3aTeseil.

IIpeobmamaHue B3pOCHBIX TAIMEHTOB CpeIu
6osibHBIX [TM/13 B pernoHe MOXET CBUIETEILCTBO-
BaTh O BHICOKOM YPOBHE MX BBISIBISIEMOCTU OJiaro-
Jlapsl XOpOoLIe OCBEAOMIIEHHOCTH Bpayeil B3pOCI0U
CeTUu O JaHHBIX 3a0oseBaHUsAX. HeManoBaxkHOe 3Ha-
gyeHrne mMmeeT ydeT manueHToB ¢ [1MJ13, HavaTwit
eule B 1993 . Ha Kadenape BHYTpeHHUX OOJIe3HEN C
KYPCOM KIIMHUYECKON MMMYHOJOrum YyBaIlICKoro
rocygapctBeHHoro yHusepcureta uM. M.H VYabsHo-
Ba, a TAKXKE HEOAHOKpPATHASI IEMOHCTPALIMS OOJIbHBIX
OBUH Ha 3acemaHusx WM KIMHUYECKUX pa3dopax
Hay4yHBbIX OOIIIECTB Bpayeil (TepameBTOB, OTOPUHO-
JIAPUHTOJIOTOB, MYJIBMOHOJIOTOB, aJUICPrOJIOTOB-NM-
MYHOJIOTOB, FéMaTOJIOTOB).

bnarogapHocTu

ABTOpBI BBIpaxkaloT OJIaTOMAPHOCTb CTYACH-
Tam MenuumHckoro dakynsrera @I'BOY BO «Yy-
BallICKMM TOCYIapCTBEHHbI YHUBEPCUTET WMEHU
N.H. VapsHoBa»: MenbHukoBoit Mapuu Anekce-
eBHe, [IlomopuHoit Mapuu CepreeBHe u EropoBy
JIbBy BanepbeBuuy 3a BHeceHMEe 0a3bl JaHHBIX I1a-
nueHToB YyBauu ¢ paznuuHbiMu popmamu [TA3
B Tabyuuiy Excel mist mpoBeaeHUsl CTaTUCTUYECKOM
00paboTKU.
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