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O0mas BapuadeTbHAsi HMMYHHASI HEIOCTATOYHOCTD Y B3POCJIbIX
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AHHOTaums

B cTaTbe NpMBOAWTCS aHaAM3 7 CAydaes obliei BapnabeAbHON MMMYHHOM HeaocTaTtodHocTH (OBVH) — nepBuuHoro nmmyHoae-
uunta. Bce cayyan BbiiBAEHbI Yy MaUMEHTOB B BO3pacTe nocae 40 AeT aMOyAaTOPHO. AMarHo3 yCTaHOBAEH Ha OCHOBAaHMM MOA-
POOHbBIX aHAMHECTUHECKMX CBEAEHUI, ODILEKAMHUYECKMX AAHHBIX C YYETOM PE3YAbTaTOB PaHee MPOBEAEHHbIX PYHKUMOHAAbHBIX
MCCAEAOBAHMI, 3aKAIOYEHWIA CNEUMAANCTOB M PE3YAbTATOB MMMYHOAOIMHYECKMX MCCACAOBAHMM, BKAIOYAIOWMX KOAMHYECTBEHHbIE
1 QyHKUMOHaAbHbIE MapameTpbl T- 1 B-kAeToK, (harountoB, YpOBHM MMMYHOTAODYAMHOB. AHAaAM3 MOKa3aA, YTO paHHMe Mpu-
3HaKM AePEKTOB MMMYHMTETA Y BCeX MaUMeHTOB HabAIOAAAM BPauM PasHbIX CNEUMAAbHOCTEN Kak aMOyAaTOPHO, TaK M B YCAOBUAX
cTaunoHapa. ObobuieHne Bcex CBeAeHMI O BOABHOM MOTAO CTaTb OCHOBAHMEM AASl MPOCTOFO M AOCTYMHOIO B NPaKTUHYECKOM
3APaBOOXPAHEHNM UCCAEAOBAHMS YPOBHEN MMMYHOTAODYAMHOB ropasA0 paHblie, Yem BepuduuMpoBaH AaHHbIA AMArHO3. JTO
CBMAETEALCTBYET O HEMOAHOM MPEACTaBAEHUM BPaYamm Pa3HbIX CMeLMaAbHOCTER KAMHUYECKMX NMPU3HAKOB MMMYHOAEMUUNTHBIX
COCTOSIHWI 1 O HEOOXOAMMOCTM CMELMAAMCTa — KAMHMYECKOTO MMMYHOAOTA AaXe B MPaKTUHECKMX MEAMLIMHCKMX YUPEXKAEHUSX
B3POCAOW CETU. ITO Tem HoAaee BaKHO, MOCKOAbKY NMEepPBOHAYaAbHbIE CUMMTOMbI KaK MEPBUYHbIX, BCE Yalle BbIABASIOWIMXCS, TakK
M HEHACAEACTBEHHbIX — BTOPUUHBIX UMMYHOAEPUUMUTOB MO KAMHUYECKMM MPOSABAEHMSAM MOTYT ObiTb O4eHb cxoxu. CBoespe-
MeHHas BepuduKaums AMarHosa HeobxoAMMa AAS Ha3HAYeHWUs aAeKBATHOW Tepanuu BHYTPUBEHHBIMM UMMYHOFAODYAMHaMK C
LeAbIO MPEAOTBPALLEHNS TAXKEAON XPOHWUHYECKOW FHOMHO-BOCMAAMTEALHOM MATOAOTMM AETKMX M NPO(UAAKTUKMA MHBAAMAHOCTH Y
nauveHtos ¢ OBMH.

KatoueBble croBa: obuias BapMaﬁe/\bHaﬂ MMMYHHasi HEAOCTaTO4YHOCTb, I'MI'IOI‘aMMaI'/\O6y/\MH6‘MI4ﬂ, I'IepBl/l"leIFI MMMyHOAed)MLlMT.
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The paper analyzes 7 cases of common variable immune deficiency (CVID), a primary immunodeficiency disease. All the cases
were detected in outpatients over the age of 40 years. The diagnosis was based on their history data and general clinical findings
with due regard for the results of previously conducted functional studies, expert opinions, and the results of immunological stud-
ies including the quantitative and functional indices of T and B cells, phagocytes and the levels of immunoglobulins. The analysis
showed that the early signs of impaired immunity in all the patients were seen by physicians of various specialties in both outpa-
tient and inpatient settings. Generalizing of all information about the patient could become the basis for a simple and accessible
practical public-health study of immunoglobulins levels significantly sooner than this diagnosis being verified. This testifies that
the physicians of various specialties are partially aware of the clinical signs of immunodeficiency states and that there is a need
for a clinical immunologist in adult healthcare facilities. This is especially important since the early clinical manifestations of both
primary immunodeficiency disorders that are increasingly frequently detected and nonhereditary — secondary ones can be very
similar. The timely verification of the diagnosis is necessary for prescribing adequate therapy with intravenous immunoglobulins
to prevent severe chronic pyoinflammatory lung disease and disability in patients with CVID.
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BJIT — BepxHuUe IbIXaTebHbIE TTYTH
KBIT — xemyeBbIBOASIIINAE TTYTH
KKT — XeryouHO-KMILIEYHbII TPaKT
NI — ummyHomeduuut

HCT — HuTpocuHuit TeTpa3oaunit

OBWH — o61uii BaprabeibHblii UMMYHOAE(DULIUT
TN — nepBUYHbIE UMMYHOIAE(ULIUTHI

IFN — unrepdepon

[puBLIYHBIM SBJISIETCS TPEACTABICHUE O TEPBUYHBIX
nmmyHozaedunmtax (ITH]1) kak o maTojaoruu, CBOMCTBEHHOM
nerckomy Bospacty [1—4]. IIpu saToM pacrpocTpaHeHHOCTb
TaKuX 3a00JI€BAHMI MOXET OBITh Pa3HOIl B 3aBUCHMOCTH OT
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MEHETPAHTHOCTU MYTAHTHBIX TeHOB — BUHOBHUKOB [T/l u
Buaa HaciaemoBaHust: ot 1:500 mo 1:5 000 000 HOBOPOXKIECHHBIX
[1—4]. B nHacTosiiee BpeMs MOSBUIUCH JaHHbIE O OOJIbILIEH
pPacipoCTPAaHEHHOCTH TaKUX HACJeICTBEHHBIX 3a00sieBaHMI
[2, 3] m yBeaMuMBaIOIIEMCS YMCJE CJy4aeB perucrpaluu
TTHU/J1 y B3pocbix mamueHToB [ 2,3, 5—8]. B yacTHoCTH, K HUM
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OBVIH y B3pocAbix

OTHOCHUTCS 001K BapuadeibHblii uMMyHoaebuut (OBUH,
aHI.— common variable immunodeficiency — CVID). BTot
TEPMUH 0003HAYaeT TPYMIy reHeTUYeCKUX, HO He 10 KOHLa
nuddepenumpoBaHHbix [TV, xapakTepu3yonmuxcst pa3Hoo-
Opa3HBIMU UMMYHHBIMU HAPYIIEHUSIMU, CPEITU KOTOPBIX TIpe-
MMYIIECTBEHHBIMU CUNTAIOT Ie(EKThI CHHTE3a aHTUTEN, 00Y-
CJIOBJIEHHBIE TTOBPEXICHUSMU PETYIATOPHBIX (YHKIMN Kak
T-xneroxk, Tak u/wmm B-kierox [1, 2, 3—8]. PacripocTpaHeH-
Hocte OBUH cocrasmisier ot 1:25 000 mo 1:70 000, xoTs ipu-
Bomsitcs u npyruve uudpsl (1o 1:200 000) [1, 3—8]. B oteue-
CTBEHHOU JIUTepaType B MOCJENHME oAbl OMYOJMKOBaH 1ie-
JIBII psii paboT, KAYeCTBEHHO U CKPYITYJIe3HO MPENCTaBIIsIO-
IUX BCe KIIMHUYECKNE OCOOEHHOCTH ITOU MATOJIOTUH, ee Ta-
TOreHesa, JieueHus u nporuosa. Hecmotpst Ha 310, Bepuduka-
LIS TMATHO3a 3a4acTyIO 3aMa3AblBaeT Ha MECSILIbI U TOJbI, UTO
yXyAIIaeT Ka4yecTBO XW3HU MAllMeHTOB W MPOTHO3, CIOCO0-
CTBYET DPa3BUTHIO TSXKEIO XPOHWYECKOU IaTOJIOTUHU, OCO-
OEHHO IBIXaTeJbHON CUCTEMbI, 1 MHBAJTUIHOCTH Y GOJBHBIX
BBUJly HECBOEBPEMEHHOCTH Y HEaJleKBATHOCTU JICUEHUSI.

Llenb pabdotel: ananu3 7 ciyyaeB OBUH, BbIABICHHBIX
HaMM B TIOCTIETHUE 5 JIET Y B3POCJIBIX MAIIEHTOB.

B uccnenosanue Bxmounnu 7 nauueHtoB ¢ OBUH (2
MYX4YMH U 5 XEHIIWH) B Bo3pacte oT 44 1o 57 net (tadm. 1).

Tabanua 1. KAmHn4yeckas xapakrepucrtuka 6oAbHbIx OBUH

AMOynatopHoe oOcienoBaHue OOJIbHBIX BKIIIOYAIO CcOOp
aHAMHECTUYeCKUX TaHHBIX (TIepBble CUMITTOMBI 3a00JIeBaHUSI
M BpeMsl MX TTOSIBJICHUST, IMHAMUKA Pa3BUTHS, TPEIIIECTBYIO-
mas Tepanus u ee 3¢p@PeKTUBHOCTD, OOpallleHre K CIielualn-
CcTaM ¥ T.I.), a TAaKXe OILIEHKY Pe3yJbTaTOB OOMICKIMHUYE-
CKUX, JTJaOOPAaTOPHBIX, MHCTPYMEHTAIBHBIX WCCIETOBAHUN 1
3aKJTIOUYEHMST Bpadyeil — CIEIUAJIMCTOB Pa3HOTo ITPOGuIIs.
JlnarHo3 ycraHoBJieH aMOyJIaTOPHO Ha OCHOBaHUWU TOJY4YeH-
HBIX CBEICHU U B IaJbHENIIeM HEOJHOKPATHO TIOATBEPXKACH
VMMYHOJIOTUYECKUMU ToKa3aTeassMu. CyOromyIssiimoOHHBII
coCTaB JIMMGbOIUTOB OMPEACIISII UMMYHOIIUTOXUMWYECKIM
MetonoM CD-TUNMpoOBaHUSI C UCIOJIB30BAHMEM MOHOKJIO-
HanbHbIX aHTUTEN («DAKO», CILA). Onpenensii OoTHOCH-
TeJbHOEe U abcomoTHoe uncio T-aumdonuro CD3",
T-xennepo CD4", uutotokcnyeckux T-nmumbornmuto CD8*,
B-nmumdonutoB CD19%, ecrectBeHHbIe Kiutepbl CD56™ B 11e-
pudepuyeckoit KpoBu. st OlLleHKHM TYMOPaJIbHOTO MUMMYH-
HOTO OTBETa UCCJIEI0BAIM YPOBHU KMMYHOTJIOOYJIMHOB KJlac-
coBA, M, G (IgA, IgM, IgG) B cbIBOpOTKE KPOBU Hedeaome-
TPUYECKUM METOJOM Ha aHanm3atope OenkoB Turbox plus
(«Orion Diagnostica», @unnsHaust). i onleHKH GyHKIINO-
HaJIbHOM aKTUBHOCTU HEUTPOGDUIOB, 00YCIOBICHHON 3aBU-
CUMBIMU OT KHMCJIOPOJa MEXaHU3MaMu, UCIOIb30BaIU CIIOH-

ITauueHt
Hoxasaress K.PH. TAA, C.TB. O.TH. TUL  KAJ  BJL
HauanbHble npu3Haku
Jlerckuii Bo3pact +
20—30 ner + +
30—40 ner + + +
[Mocne 40 net +
3aboJjieBaHMsI HAYaJIbHOTO Mepruoia
Yacteie OPBU + + + + + + +
3abonesanus BJII ¢ 6ax- + + + + + +
TepUATBHBIMU OCIIOKHE-
HUSIMU
CHHYCHUTBI U OTUTHI + + + +
lactponyoneHut + + + +
3aboneBanust 2KBI1T + + + +
Jucounos, CPK + + + +
JIam6a1o03 +
DypyHKyie3 + +
TpombouuToneHus +
ApTpo3 +
YnaneHue BTOpUYHBIX UM- AIEHOSKTOMMS, ANNEHI3KTOMHUS ATNIEHIKTOMUS
MYHHBIX OPTaHOB TOH3WLTIKTOMUST
KimHnyeckue mpu3Haky pH BepudUKAIIIU IMarHo3a
Bospacrt, roabt 48 44 57 55 56 48 53
XpoHuyeckue 3adboseBa- + + + + + + +
nust BJIT u JIOP-opranos
XpOHUYECKMIT OPOHXUT + + + + +
[THeBMOHUS + + +
BponxoskTarnueckasi 60- + + + + +
JIe3Hb
XH3J1 + + +
Abc1iecc JIerkux +
3aboneBanust KKT + + + + + +
CruieHOMeraaus + + +

Ipumeuanue. BT — Bepxuue apixatenbhbie mytn; OPBU — ocTpblie pecnupatopHbie BUpycHbie MHMeKmn; 2KBIT — XeaueBbIBOSIINE Ty TH;
CPK — cuHapom pasapaxkeHHoro kuineunuka; XH3J1 — xpoHnyeckue Hecnienuduueckre 3a001eBaHUs JIETKUX.
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H.B. lllabawoBa m coaBT.

TaHHYI0O U WHIAYLUMPOBAHHYI0 3UMO3aHOM («Sigma», CILA)
peaxirio BoccTaHoBIeHUs HUTpocuHero terpasous (HCT).
DaronuTapHyIo 1 KWUIEPHYIO aKTUBHOCTb HEUTPOMUIOB U3Yy-
yaJu C WCIMOJb30BaHUEeM pedepeHTHOro mtamma Candida
albicans. KvJITIHT OLIEHUBAIU YMCIIOM YOUTBIX KJIETOK rpruda
Ha 100 npoxckeBbIX (hOpPM, BbIpAaXK€HHOM B IpoleHTax. [1po-
nykuuio uHtepdeporoB (IFN-y u IFN-a) onpenensinu ¢ mo-
MOIIIBIO KOMMEPYECKUX MMMYHO(MEPMEHTHBIX TEeCT-CHUCTEM
(«utokun», Poccust) B cyriepHaTtaHTax KJI€TOK KPOBU MOCTe
24-4yacoBOW MHAYKLIMHU (UTOreMarriloTUHUHOM («Sigmay,
CILA). YyBCcTBUTEIBHOCTb METOAA ITPU UCIOJIL30BAHUU TECT-
cucteM cocrtapisia 5—30 nr/mi. B KauecTBe KOHTPOJbHBIX
ToKazarteJjieii UCTI0Jb30BaHbl peepeHTHBIC 3HAYCHUSI, a TaK-
Ke pe3ysIbTaThl UMMYHOJIOTHYeCcKOTo obcienoBanust 20 mpak-
TUYECKU 3[I0POBBIX Jtoei (MenraHa Bo3pacTta 29 jer).

Kak cumtalor, nepBble KimHudeckue npusHaku OBUH
MOTYT MPOSIBIIATHCS B JIIOOOM BO3pacTe, HO TMAarHOCTUYECKOE
3HaYeHMEe UMEIOT 3 TIMKA: B IETCKOM BO3pacTe ¢ Ha4aJloM pa3-
BUTHUSI CUMIITOMOB B 2—7 JIeT U Y B3pocbiX — B 25—30 u 50—
60 ner [1, 5—7]. IlosToMy ciieayeT OCTAHOBUTHLCS Ha STHUX
BpEMEHHBIX MHTEpBaJlaX 1 OCOOCHHOCTSIX KIIMHUYECKON CUM-
TITOMAaTUKWN B aHAJTU3MPYEeMbIX ciydasx (cM. Tadm. 1). V Bcex
o6osbHbIX OBWH BepudunmrpoBaH B Bo3pacre crapiie 40 Jjiet.
OnHako y 6 4ye/loBeK HavajbHbIe MPU3HAKU 3a00JieBaHUs B
(opMe YacTo peANBUPYIOINX MHMEKIINI IbIXaTCIBHBIX ITy-
Telt U XenynouHo-kuineyHoro TpakTa (2KKT) BoisiBiieHbI B 60-
Jiee paHHUI TIepruol. DTO, YUUTHIBAsT BO3PACT, CBUICTEIBCTBY-
€T O BO3MOXHBIX HapyLIEHUsIX UMMYHHOI cucteMsbl [2, 5, 7].
OnHaKo, TO-BUAUMOMY, Y OOJIBIIMHCTBA OOJIBHBIX ITPOTPECCH-
pOBaHKME KIMHUUYECKUX IPOSIBJICHUI 3a00JIeBaHUS CBSI3aHO C
HavYaJIOM BO3PACTHBIX M3MEHEHMI UMMYHHOM 1 SHIOKPUHHOMK
CHUCTEM. YXyJLIEeHUEe COCTOSTHUSI, BO3MOXHO, CITOCOOCTBOBAJIO
JacThIM BU3MTaM K BpavyaM U Kak CJIEJICTBHE SIBUJIOCH TTPUIM-
HOW IajibHelIIero oopaieHus K uMMyHoJiory. KoHcratupyst
Bo3pacT Bepudukaimu nuarHoza OBUH, B kaxiaom otaenb-
HOM cJTyyae Mbl MOXEeM TOJIbKO TTpe/roaraTb BpeMsl MOsiBJe-
HMSI epBBIX cCUMIITOMOB MMMyHoaeduimta (M]1). [Toatomy, ¢
Hallleif TOUKW 3pEeHUSI, OTHECEHNE BpeMsl Havajia TIPOsIBICHU
OBUWH y nauueHTa K TOMY UM UHOMY MUKY 0oJiee BaxKHO TSI
CTaTUCTUKKU U co3gaHus peructpa 6oabHbeix [THU/I. T'opasno
BakHee CBOEBPEMEHHO Mpennoioxuth Hanmnuue M/ y yacro
0OJICIONIETO YeJIoBeKa MOJIOI0To Bo3pacTa (mo 40 jieT) u mpo-
BECTH TIepBUYHBIN nuddepeHITMaTbHbIN TMarHo3 Ha OCHOBA-
HMM KJIMHUKO-aHAMHECTUYECKMX TaHHbIX. B 11e10M, Kak cBU-
JIETEJILCTBYIOT JaHHbIe Ta0a. 1, KIMHUYECKUE OCOOEHHOCTU
MmanueHToB coBmnanatotr ¢ onucanusiMu OBWH B nmutepatype
[1—11]: TMMWYHBI YacTble U Pa3IUYAIOIIMECS O TIKECTU U
JUTUTEIBHOCTH TeYeHMsI MH(EKIIMOHHO-BOCTIAIUTEIbHBIE 3a-
00JIeBaHMSI HOCOTJIOTKM, HEPEIKO OCJIOXKHSIIOIIMECS] CUHYCH-
TaMM ¥ OTUTaMU, a B 3TUOJIOTMH 3TUX HO30JIOTHi1 ITpeodIamaeT
OakTepuaabHas MUKpoOuoTa. MHMeKIUu 1ioxo MmoaaaiTcs
TPATUIIMOHHOM aHTUOMOTUKOTEPAITMH, UTO, KaK MPaBUJIO, 00-
YCJIOBJIEHO PE3UCTEHTHOCTbIO OAKTEPUI WJIM TTPUCOCTUHEHU -
eM rpu6oB. [1pu 3TOM He Bcerma yYuThIBaeTCs, UTO BBIICICH-
HbIC BO3OYIUTEIN HE OTHOCATCS K OOJTMTaTHBIM TTaToreHaM. B
pesyabTare 3a6oneBaHusg BAI1, ciHycUTBI U OTUTHI TTpUOOpE-
TalOT XPOHUYECKOe TeueHre. Y 5 OOJIbHBIX ObICTPO pa3BUBa-
JINCh OPOHXUTHI, CKIIOHHBIE K XpPOHUYECKOMY TEUECHMIO U 00-
Pa30BaHUIO aTeJIeKTa30B. Y 3 OOJIBHBIX HA MOMEHT Bepu(rKa-
LIMA UMEJTUCh YacTO PEIUINBUPYIOIINE THEBMOHUM, TPYIHO
MOAAIOIMECS JIEYEHUIO, BIUIOTh 10 a0CLIECCOB, 00YCIOBIMBA-
IOIIMX HEOOXOMMMOCTb XMPYpPruyeckoro BmematenbcTBa (1
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nauueHTka). ¥ 1 mauueHTta B TeYeHUe ATUTEIbHOTO BPEMEHU
JIMATHOCTUPOBAJIU Pa3IMYHbIE BUABI XPOHUUECKON MaTONIOTUN
KKT, Bkitovast ynopHblIit JsiMOJIMO3, a TAKXKE PEeLIUIUBUPYIO-
wuit pypyHkysies. Y 7 G0NbHBIX BbISIBJICHBI B €AMHUYHBIX CITy-
yasix apTPUT, TPOMOOIIMTONIEHNIecKast IypIypa, Jalie — I1UcC-
ouo3sbl kuiieuHuka ¢ CPK, 3a6oneBanus 2KBI1. B nuteparype
OTMEYAIOTCST TAKKEe ayTOMMMYHHAsT TEMOJTUTUYECKAsT aHeMUSI,
MaJibabCcopOLIUs WU KOJIUTHI OaKTepuabHOM 3THONOTMU. Bee
3a0osieBaHust ZKKKT coueralorcst ¢ mopaxkeHUsIMU pecriupaTop-
Horo tpakTa [1, 3—5, 7—11]. Teuenue OBUH xapakrepusoBa-
JIOCh BO BCEX CIIy4asiX OTCYTCTBHMEM OCTPOrO Hauyania, MocTe-
TIEHHOCTBIO Pa3BUTHSI CUMITTOMOB, HO CKJIOHHOCTBIO 3a007e-
BaHWI K 3aTSDKHOMY M XPOHUYECKOMY TEUSHUIO, OBICTPHIM
MPUCOEINHEHUEM OCJIOXKHEHU I U Hea(P(HEKTUBHOCTHIO TpaIU-
LIMOHHBIX METOAOB JieueHUs1. UMEHHO 3Th 0COOEHHOCTH Teue-
HUS 3a00JIeBaHMST CBUACTEIBCTBYIOT 0 Hammuuu WU/1 [1, 2], ko-
TOPBII TOJDKEH OBITh TTOATBEPXKICH Pe3yIbTaTaMU UCCIIeNnoBa-
HMSI UMMYHUTETA, YTO U CIeJaHO HEOJIHOKPATHO Y HALLMX Ma-
ureHToB (tada. 2, 3). Ilpu sToM mo/KHA OBITH MCKJIIOYEHA
BUY-undexums.

Kak uzBectHo, OB H xapakrepusyercsi pa3HOOOpa3HbI-
MM UMMYHHBIMM HapyIIeHUSIMUA, KOTOPbIe, KaK CUUTAIOT, 00-
YCJIOBJIEHBI TeHeTUYECKUMU npuuuHamu [1, 3—5, 7]. I'eHern-
YecKre HapyIIeHusT B OOJMBIIMHCTBE CyJaeB 3aTParnBaioT pe-
IIECCUBHBIE TEHBI, JeTepPMUHUPYIOIIMEe GOPMUPOBaHWE U
dyHkumronuposanue B-mumbouuros (ICOS, CD19+, CDSI1+,
CD20+, BAFF-R, TACI), a Tak:ke BapyaliMy TeHOB perapaLuu
OHK (MSH2, RAD50, RAD52, MLH1, NBS1, MSH5). Tonbko
B 15% ciyyaeB reHeTHYeCKHUE HAPYLICHHUs CUUTAIOT TOKa3aH-
HBIMHU, Cpeau HUX MyTauuu reHoB B-numdpouuToB (CDI19+,
TACI) u T-numbormros (/COS), a octaBiuuecs: 85% npuanH
Bo3HuKHOBeHUss OBWH cuuraior BoamoxxHbiMu. B Gonblieit
CTETIeHU UX CBSI3bIBAIOT C TeHAMM, OTBETCTBEHHBIMU 32 (PYHK-
LMW JeHIPUTHBIX KJIeToK 1 T-mumborutos. [1pu aTom Goee
70% nuarHocTupoBaHHBIX ciydaeB OBUH paccmarpuBaior
Kak cnopaguueckue [1, 3, 4, 7]. B 1060M ciyyae B pa3Hoii cTe-
TIEHN CHIKEeHBI YPOBHU UMMYHOTJIOOYJIMHOB OCHOBHBIX KJIac-
coB IgA, IgM, IgG.

Ve npu nepBUYHOM 00CIE€A0BAaHUM BO BCEX aHATU3UPYeE-
MBIX CITy4asiX Y O0JIbHBIX BbISIBJIEHA TUITOTAaMMArao0yTMHEMUSI:
1gG (0,20—3,58 mpu Hopme 7—15 r/m), IgM (0,03—0,14 mipu
Hopme 0,4—2,6 /1) u IgA (0,06—0,17 nipu Hopme 0,7—4 /7).
PesynbraThl MOATBEPXKIEHBI HEOMHOKPATHO B Mpoliecce Ha-
OJIIOICHUST U JIEYEHUSI U SIBJISIIOTCS TATOTHOMOHUYHBIM TTPU-
3HakoM OBMH, a takxke nckmouator apyroii [TU]I — cenek-
TUBHBIN Aedpuuut cuHre3a IgA. OgHako U Ha 3TOM 3Tare 00-
CJIeIOBaHUST PUXOINUTCS UCKITIOUNUTH BO3MOXHOCTb BTOPUYHO-
ro WJI. B Haileit mpakTHKe UX MpUYMHAMU CITYKUJIU aCIIJICHU -
YECKMII CUHIPOM, «CHHAPOM MCUE3al0IINX MMMYHOTJIOOYTH-
HOB» Y TPo(eCcCUOHATTLHBIX CIIOPTCMEHOB U TIPU TICXOT€HHOM
AHOPEKCHM Y MOJIOIBIX XKEHIUH [2],9TO BBISIBJICHO KIIMHUKO-
aHaMHECTUYeCKU. Y BceX 7 00C/Ie0BaHHBIX MAallMEHTOB COAEP-
skanre CD19* B-kietok nipeBblinano 1%, B CBSI3U ¢ 4eM OHU
MOTYT ObITh OTHeceHbI K Tuny B (B+) nmo kinaccudpukanus ESI
(European Society for Immunodeficiencies). B coorBeTcTBUU C
Heit OBUH paznenen Ha 2 tuma: Tun A (B—), xorma yuciio uup-
Kyaupytoiux B-kietok cocrasisier MmeHee 1% (HeauddepeH-
mrpoBaHHbIN); i B (B+), Korma omnpenensiercst 6onee 1%
HUpKyaupyommx B-nmumdormutoB. OgHako y 4 GOJBHBIX CO-
nepxanue B-mumMdonmToB 0ka3anoch HIKe HOPMBI.

[MpusHano, uto y 60apHbIXx OB H nMmetoTcst HapyiieHUs
U B T-KJI€TOYHOM 3BE€HE UMMYHUTETA. Y 00C/IeTOBaHHBIX Ma-
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OBVIH y B3pocAbix

Tabanua 2. CoaeprkaHne AeKOUUTOB U CyOMonyAsiLumnii AMMoUNTOB B nepudeprieckoin KpoBu

TlameHT, BO3pacT, Toabl

Toxazarers KPH.,48 IIAA,44 CTB,5 OTH,60 TJI,5 KAJ,48 BJLL.,53 Hopma
JleiikonuTsl, -10°/1 6,8 14,3 4,1 6,1 2,1 7,1 5,7 4—9
MounouuTsl, % 7 3 6 6 6 8 7 3—11
Heiirpoduisl, % 67 86 46 36 61 63 27 4772
JIumdouutsr, % 24 9 46 57 33 29 64 20—39
CD3", abc¢. (%) 79 (1,29) 59 (0,76) 80 (1,51) 86 (2,99) 68 (0,47) 60 (1,24) 85 (3,10) 50—76 (0,8-2,0)
CD4", a6e. (%) 27 (0,44) 23(0,30) 33(0,62) 31 (1,08) 18 (0,13) 33 (0,68) 30 (1,09) 32—44(0,68—

1,10)
CD8", abc¢. (%) 52(0,85) 36 (0,46) 49 (0,92) 56 (1,95) 47 (0,33) 27 (0,56) 59 (2,15) 18—30 (0,28—
0,70)
CD19", a6c. (%) 5(0,08) 9(0,12) 14 (0,26) 7(0,24) 13 (0,09) 24 (0,49) 9(0,33) 11—20 (0,230—
0,35)
CD56", abce. (%) 14 (0,23) 19 (0,25) 13 (0,25) 8(0,28) 10 (0,07) 15(0,31) 11 (0,40) 11—23(0,20—
0,40)
NPU 0,5 0,6 0,7 0,6 0,4 1,2 0,5 1,5—2,0
Tabanua 3. MNokasartean aroumtosa u cuHTes nutepdepoHoB y 60AbHbIX OBUH
[MauueHThI, BO3pAcT, rofbl
Iokasatennb KPH., C.TB. O0.TH., KAJL, BJLT., Hopma
48 I1.A.A., 44 57 60 TJILT., 56 48 53
HCT-tect, %:

C. 1 48 10 21 9 20 26 11—18

. 52 83 33 62 65 41 49 40—60

C./U. 0,02 0,58 0,30 0,34 0,14 0,49 0,53
darouurapHast aKTUBHOCTb, % 70 73 85 74 78 69 — 66—74
Koadduumenr kumnuura, % 9 — 10 30 10 28 — 25—45
IFN-a, rir/mo:

C. 8 17 12 22 0 20 9 0—30

W. 143 86 64 60 166 61 140 100—500
IFN-vy, nir/mut:

C. 13 119 3 105 35 51 38 0—50

U. 403 371 1019 595 234 321 1207 500—2000

Ilpumeuanue. C — cioHTaHHBIN; | — UHAYITUPOBAHHBIN.

IIMEHTOB HE BBISIBJIEHO CYLIECTBEHHBIX OTKJIOHEHUI KOJIUYe-
ctBa T-kietok CD3* (cM. Tad1. 2), HO B 6 CiIydasix COOTHOIIIE-
Hue CD4*/CD8" 3HauuTenbHO HUKe 1 3a CYET MOBBILICHUS
OTHOCUTEJILHOTO YHCIIa IUTOTOKCHYECKUX T-TUMGbOLNTOB
CDS8" u ymepeHHoro cHuxeHusi T-xenarnepoB CD4*. Dtu
CIIBUTHY TaKKe CYUTAIOTCS OMHUMU U3 KIMHUYECKN 3HAUUMBIX
nuMMyHojiornyeckux npusHakos OBUH [1, 3, 4, 7], uTo cBs-
3BIBAIOT C HapyIICHWEM TiepeJayr CUTHajIa dyepe3 MeMOpaHy
T-xennepos CD4* (medexrsl reHoB CD40L, HUTOKUHOB,
MIaBHOTO KOMILIEKCa r'McTocoBMecTUMocTH) [1, 2]. D10 co-
racyercss ¢ MOJyYeHHBIMM HAaMM JAHHBIMU O TIOBBIIICHUU
crioHTaHHOU TTpoayKumu IFN-yy 2 06ciiemoBaHHBIX OOJIBHBIX
W OTCYTCTBUU BBIPAKEHHOTO CHWKEHUSI WHIYIIUPOBAHHOM
MPOIYKIIMY 3TOrO IIUTOKMHA (M. TadJa. 3). DTo yKa3bIBaeT Ha
MOTEHLIMAJIbHOE COXpaHEHHE CIOCOOHOCTU JUMMOLUTOB K
npoaykuuu IFN-y, 4To Takke CUMTACTCSl OTIIMYMTEIbHBIM
npuszHakoMm OBUH [1, 2—4, 7]. [Tony4yeHbl BecbMa HEOQHO-
POIHBIE Pe3yJIbTaThl UCCIIeNOBaHUsI (DYHKIIMOHATLHON aKTHB-
HocTu HelTpodmioB (eM. Tada. 2). Tem He MeHee y 71% 06-
CJIeIOBaHHBIX OOJBHBIX YCTAHOBJIEHO CHIDKEHUE KUJUICPHOU
aKTUBHOCTU HeiTpodmios. [lo-BuaumoMy, aeWIIUT aHTH-
MMKPOOHON 3aIlUTHI B GOJIBINEH Mepe 3aBUCUT OT YMEHBIIIe-
HUS cuHTe3a aHTUTea. CHUKEHME CTIOCOOHOCTH KJIETOK KpPO-

TEPAMNEBTUYECKUI APXVB 11,2016

BU K niponykinu [FN-a B otBeT Ha ctumyssiiuio (y 4 yeno-
BEK) CBHICTEILCTBYET O NeUIIMTE OTHOTO M3 MEXaHW3MOB
MPOTUBOBUPYCHOI 3a1uThl [1, 2]. BT0 MO0 mpeapacmnoa-
raTh K pelUJANBUAPYIOIINM BUPYCHBIM MH(MEKIIUSIM C TIOBPEX-
IIEHUEM CJIM3UCTBIX 000JI0UEK IbIXaTeJbHBIX IMyTei, YTO CIIO-
COOCTBYET YCUJICHUIO TTATOTEHHBIX CBOWCTB OMOTBHI U pa3BU-
TUIO OCJIOKHEHUI B YCJIOBMSIX e(DULIMTA CUHTE3a aHTUTEII.

B yupexneHusIX TpaKTUUeCKOTo 31paBOOXPAHEHUS YaCTO
OTCYTCTBYET BO3MOXHOCTh HMMMYHOJOTUYECKOTO MOHUTO-
puHra. OmHAKO MCClieoBaHWE YPOBHSI MMMYHOTJIOOYIMHOB
SIBJISIETCSl BIIOJIHE JOCTYITHBIM METOJOM JUISl CBOEBPEMEHHOM
Bepuduxkanuu nuarHoza OBUWH, XxoTs m0noMHUTETbHBIM
KPUTEpPUEM MOTYT OBITh MCCIICOOBAHMSI YPOBHEN aHTUTET K
MPUBUBOYHBIM MaTepuajaM, eCJIi BaKIIMHAIIMU ObUIM Kade-
ctBeHHbIMU [1, 3—5, 7, 8]. Bosiee mogpoOHbIe UMMYHOJIOTH-
YecKue MCCIIeI0BaHUs, KaK MOKa3bIBalOT MPUBEIECHHBIE pe-
3yJIbTAThI, Y KOHKPETHOTO OOJIBHOTO MOTYT MaJio OTJIMYAThCS
OT CpeIHEeCTaTUCTUYEeCKMX. [T1oaToMy clieayeT OTMETUTh elle
pa3, 4To TIpeXIe BCEro aHaMHECTUYeCKUe W KIMHUYeCKue
0COOEHHOCTU 3a00JIEBaHUS Y YacTO OOJICIOIIUX U UMEIOIIUX
HECKOJIbKO 04aroB MH(MEKIIMOHHO-BOCTAIUTEILHON TTaTOJIO-
TMU TIAIIMEHTOB MOTYT W JOJDKHBI CTaTh OCHOBAHHWEM JIJIST
00001IeHN s BCEX CUMIITOMOB 1 HaIlpaBJIEHWs] Ha KOHCYJIbTa-
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LIMIO K UMMYHOJIOTY ¢ LieJbto yrouHenus: Buaa M. C sroit
TOYKU 3PEHMSI BO3PACTAE€T HEOOXOAUMOCTh YUaCTHs B AMarHO-
CTUKE KJIMHUYECKOTO MMMYHOJIOTA B YUPEXACHUSIX TpaKTuie-
CKOTO 3[IpaBOOXPaHEHUSI.

Taxkum o6pazom, oOiuas BapuadesbHass UMMYHOJIOTHYE-
CKasl HeJOCTaTOYHOCTh HEPEIKO BCTPEYAETCS Y B3POCIBIX JIIO-
Jieil, HECMOTPSI Ha TO UTO SIBJISIETCS] IEPBUYHBIM, TeHETUYECKU
00yCIOBJIEHHBIM HapyllleHreM (yHKINI UMMYHHOI cuCTe-
MbI. Bepudukaius auarHosa 4acto ObIBaeT IO3MHEH, TMO-
CKOJIbKY OTCYTCTBYIOT CBOEBPEMEHHOE 00OOIIEHNE 1 aHATN3
PaHHMX KJIMHUYECKUX MPU3HAKOB U MPUYMH YACThIX 3a00Je-
BaHMU y JI0JeN MOJI0I0ro Bo3pacTta. KiimHuuyeckue aHaIu3bl
KPOBU TaKXXe He MAl0T KOHKPETHOW KIMHUYECKU 3HAYMMOIL
nHdopManu. OgHAKO YacThble 3MU30/1bl 3200JIEBaHUIA bIXa-
TEJIbHBIX ITyTEH, MPOTEKAIOIINE UIUTENbHO, C OCIOXHEHUS-
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MU, CO cJ1aObIM 3(PHEKTOM OT TPATUIIMOHHOU Teparvu y 10-
cratouyHo MoJiofbix (10 30—40 neT) moaeit JOJKHBI Harpa-
BUTb MBICJIb Bpaya Ha BO3MOXHOCTb [ Kak TpUYMHBI 110100~
HOTro cocTtosiHus. B J1000M ciyyae Hanmuue nepeyrcaeHHbIX
0COOEHHOCTEl B aHaMHe3¢ XXU3HU U 0O0JIE3HU JTOJLKHBI CTaTh
OCHOBaHWEM JUISI WMMYHOJIOTUYECKOTO WCCIeIOBaHUS, B
YaCTHOCTU YPOBHSI UMMYHOIJIOOYJIMHOB OCHOBHBIX KJIACCOB,
M KOHCYJbTallMM KJIMHUYECKOTO UMMYyHoJora. CBOeBpeMeH-
Hasl BepudUKalMs IUarHo3a HeoOXomuma IJIsi Ha3HauYeHUS
afeKBaTHOM Tepalii BHYTPUBECHHBIMU UMMYHOTJIOOYTMHAMU
C LIEJbI0 MPEAOTBPAIEHUS TSKEJIO0M XPOHUYECKOW THOWHO-
BOCMAJIUTEILHOI MAaTOJIOTUH JIETKUX U MTPOPUIAKTUKY NHBA-
JuaHocTH y marenToB ¢ OBUH.
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