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Pesome. B HacTosImee BpeMs IO HAIIMM HAOJIIOACHUEM HaXOOUTCS 83 B3POCIBIX MAallEHTA C pa3ind-
HBIMUA HO3OJIOTUSIMH TTepBUYHBIX UMMYyHOIe(UIINTOB. Llenpio Halreil paboThl OBLIO ONpeAcieHue ITyTeit
ONTHUMM3AINN pPaHHEW AUATrHOCTUKU NaHHBLIX 3a0oyieBaHMil. B HacTosImeir paboTe IpeIcTaBjIicH aHaIn3
KJIIMHUYECKUX MposiBiieHnit nediota [T/ y B3pocbIx. BEISIBIEHO, YTO XapaKTep KIIMHUYECKUX MPOSIBIICHUIA
MAaTOJIOTVU Yy MAallMEHTOB MHANBUIYAJICH U OTJIMYAETCS BapruabeIbHOCThIO TEUEHUS, JaXKe B paMKaxX OIHOMN
HO30JIOTUYECKOI (pOpMBI, MHOESKIINOHHBIN CUHAPOM MpEeBaJINPOBajl HAll MPOSBIICHUSIMI APYTUX UMMYHO-
NaToJOrMYECKUX CUHIPOMOB, COYETaHUSI KOTOPBIX B 1e0I0Te 3a00jieBaHUsI He BeTpedanoch. Habmonanace

ITOJIUTOITHOCTDb Hopamel-mﬁ B paMKaxX OJHOI'O UMMYHOITIaTOJOIrM4€CKOIro CUHApOMa.

Karouesoie crosa: nepeu4Hole uMMyHo@e(])uuumbt, KAUHU4ecKue npoAaenenust 6e6}0ma, paHHee 8blienenHue, 63pociole

BeeneHve

CornacHo omnpeaeiacHUI0 MeXIyHapoaHOIO CO-
1032 HMMMYHoJiorndeckux ooiiectB (International
Union of Immunological Societies [IUIS]) 2011 r.,
nepBuuHbie MMyHonedpuuutel (ITUJ) — 310 Te-
HETUYECKNU JIETePMUHUPOBAHHBIE 3a0oJIeBaHUS,
B OCHOBE KOTOPBIX JIeXKAT MOJIEKYJISIPHbIE WIN Op-
raHmyeckue nedeKTbl, IIPUBOILIINE K HapyIICHHU-
IM KacKajga MMMYHHBIX peakKluii, mpoiaudepainu,
nuddGepeHINPOBKM M (PYHKUIUIA HMMMYHOKOMIIS-
TEHTHBIX KJIETOK, XapaKTepH3YIoIInecss WHGEKII-
OHHBIMHU IIpOLIECCAMU, ayTOMMMYHHBIMU 3a00JjieBa-
HUSIMU Y TOBBIIIEHHOMN CKJIOHHOCTBIO K Pa3BUTHUIO
3JI0KauyeCTBEHHBIX HOBoOOpa3zoBaHuii [10].

XpoHMKa N3ydeHUs TaHHOM reTepOTreHHOMN TPYII-
nbl 3a00JIeBaHUIl BKJTIOYAeT BCETO 6 IeCSITUICTHIA
W HauyMmHaeTcsl ¢ omucanmsa B XypHaime «[lemma-

TpUSI» aMepUKAHCKUM BOeHHBIM Bpauom O. bpyTto-
HoM (Mmmmnotic, CIIA, 1952 1) cmydast MaapumuKa
¢ araMMarniooyImHeMuei [6].

B Tteuenme mocnenyromumx npecarunetuii T
CTaaId OOBEKTOM AKTHMBHOTO BHUMAHMS HCCIICIO-
BaTeJIei-MMMYHOJIOTOB M TPAKTUKYIOIIMX Bpayeid.
Ha 6a3ze pa3nuyHBIX JIe4eOHBIX YYPEXKICHUN M Ha-
YYHBIX MHCTUTYTOB B HaIlleil CTpaHEe W 3a PyOesKoM
(CIOA, ®pannoust, Tepmanust, Urtanmsa, Mcmanus,
Kyseiit, benapyce) ObIJIM cO30aHbI TPYIIBI IO U3YyYe-
HUIO TAaHHOM ITaTOJOTUM, PETUOHAIBHEBIC PETUCTPHI
nanueHToB IMWI. CymMmMupys HaKOIUIEHHBI OMBIT
CIIeLIMAIMCTOB Pa3HbIX CTPaH, SKCIIEPTHBINA KOMUTET
BO3 perynsapHo mepecMaTpuBaeT KilacCH(pHKAIIIIO
9TOI rpyImIbl 3adojeBaHuil [21, 23]. B coszmaHuu
poccuiickux peructpoB nauueHToB [N/l akTuBHOE
yyactue npuHuManu: XaxaauH JI.H., dpue M.H.,
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Tomec JI.A., PymsanueB A.TI., bonoroB A.A., Konapa-
teHko M.B., Tyzankuna N.A., Pe3nuk W.b., Illep-
oumna A.1O., Ilponeyc A.Il. JlarermeBa T.B., Ilu-
mwaisbHukoB M.H. 1 ap. DTo mocayXuiao oCHOBOI
UL TIOCTenyIoleil ONTUMM3ALUU JUArHOCTUKU,
JIeYeHUS U peaduInTaliy TaKuX naurueHToB [14, 17,
18, 19, 20].

Panee tpenmmojiaraim, 4YTO pacIpOCTpaHEeH-
HocTb 1] orpaHMYMBAEeTCsI HECKOJbKUMU PEAKU-
MU, X-CUeIUIECHHBIMU claydasMu 3a0ojieBaHus. B Ha-
cTosiiee BpeMsl naHHbie MexayHapogHoro MoHma
nepBUYHbIX UMMyHoneduiutoB (Jeffry Modell
Fondation) cBumeTenbcTBYIOT O TOM, 4YTO Ha 3eM-
Jle, Kak MUHUMYM, 10 MJIH YeJIOBeK CTpamaloT TOU
v nHoit popmoii ITUJT [22]. DTr jaHHbBIE TTOJTYYEHBI
Oslaronapsi TOCTMKEHUSIM B 00J1aCTU TEHETUKM U KJle-
TOYHOM OMOJIOTMM, a TaKKe BHEIPEHWIO CKPUHWHTA
HOBOPOXIECHHBIX Ha T-KJIeTOYHBIC Oe(PUIIMTHI B He-
kotopeix mrarax CIIIA 1 panHeMy BBISIBICHHIO HO30-
JIOTWIA TPYIIIBI TSOKEJTBIX KOMOMHUPOBAHHBIX MMMYHO-
nepuuutoB (TKH), panee npuBOAMBIINX K CMEPTHU
Ha NIEpPBOM rofly Xu3Hu [4, 13].

3a mocieaHne HECKOJBKO JIET YMCIIO OMMCAaHHBIX
reHetuueckux aedexros MU/ mocturno 200, a HO-
3onorndeckux opm MU — 250 [2, 11, 12, 15]. Ya-
CTOTa UX BCTPEYAEMOCTH BapbUPYeET, B 3aBUCUMOCTU
ot ¢opMnl, coctaBisisa oT 1:500 (moxkazaHo aJis ce-
JekTuBHOro nedunuta IgA B crpaHax Esporsr) [10]
J0 1:3000000 HaceneHus [5].

Ham o6GmacTHO IIEHTP KIMHUYECKONH WMMY-
HOJIOTUM, 3aHUMAaeTCs IIPOOJIEeMON ITMAarHOCTUKM
n neyennst nauueHToB ¢ ITWJl ¢ 1986r. JAuarHo3bl
YCTAHABJIMUBAIOTCSI COIJIACHO OEWCTBYIOIIEH B Ha-
crosiee BpeMsl kKiaccudukauuu [12], mpuHsTONU
Ha 3acegaHuu skcrieptHoro komurteta [UIS mo nmep-
BUYHBIM UMMYHOIE(PUIIMTAM B COOTBETCTBUH C pe-
KomeHmoBaHHBEIMU KpuTepussMu (New York City,
May 31—June 1, 2011; Front. Immunol. 2014, vol 5.).
B nHacrosiiiee Bpemst peructp ITHUJ1 CBepajioBckoii
ob6iactu BkiodaeT 309 yenoBek, U3 HUX aeTeid — 236
u 83 B3pocabix. B mpoiiecce paboThl CO B3pOCIIbI-
MU TMaeHTaMU MBI CTOJKHYJINCH CO CICAYIOIINMU
npooaeMaMu:

1) HemocTaTouyHasi TOTOBHOCTh TepaneBTUYECKUX
CJIy>k0 K BeeHu1o rmauueHToB ¢ [T

2) TPyOIHOCTU B3aMMOIEWCTBUSI W TIPEEMCTBEH-
HOCTU MEXOY MeAUaTPUICCKON U TepalneBTUIECKOMN
ciyxo0amu;

3) Huskas BeisiBIsieMocThb [T Bpauamu pa3HbIX
cnenuaJbHOCTEN, B pe3y/ibTaTe KOTOPOU MallMeHThI
JIUTATEILHO HAOMIONAI0TCs, Je4aTcsl 1 yMUPAIOT TIOT
JIPYTUMU TUATHO3aMMU,

4) orcyrcTBHEe (DeAepalibHBIX M PETMOHAIBHBIX
MEINKO-3KOHOMUYECKNX CTaHIapTOB OOCJIemIOBa-
Hus 1 aedyeHus B3pocabix ¢ [TU; oTcyrcTBUe nu-
LEH3UU VY JIeUeOHO-TIPODMIIaKTUIECKUX YUIpeKIe-
HUI 00JIACTH T10 YKa3aHHOMY MTPOMIITIO;

5) MenuKo-colMajibHas 3KCIIepTHU3a IMallMeHTOB
¢ [T npoBoAUTCS 110 OCJIOKHEHUSIM 3a00JIeBaHUSI,
a He o [T/

6) HemocTaTOYHAasl 00ECIIEYeHHOCTh ITaTOTeHETH -
YeCK 000CHOBAHHBIMM JIEKAPCTBEHHBIMM IIpeIiapa-
TaMU B CUJTy (D)MHAHCOBO-3KOHOMMWYECKUX MPUYMH;

7) CITOKHOCTU B TIPOBEICHUN MEINKO-TeHETUYEC-
CKOM1 BepuduKaInm psiila C{HIPOMOB.

Takum o00pa3om, Liedbl0 Halueil paboThl OBLIO
omnpenecHre MyTeid ONTUMU3AIIMK IIpoliecca paH-
Hero BbIsIBJIeHUs nmauueHToB ¢ [TU]I.

Pannss muardHoctuka IMTHUJI cmocoGcTBYEeT CBO-
€BPpEeMEHHOMY TIPUMEHEHUIO  ITaTOTeHETUYEeCKU
O0OCHOBaHHOW TepalmMyi y JAaHHBIX ITAllMEHTOB,
YTO CHMKAET PUCK BO3HUKHOBEHMSI OCJIOKHCHWIA,
WHBaJIMON3aUM U JieTadbHOro mcxoma [2, 4, 9, 10,
11]. B cBs3u ¢ atum, 11 paHHero BoisiBiaeHus [T]]
Y B3POCJIBbIX OBUTM MOCTABCHBI CJIEAYIOIINE 3a0aUl:

1. AHanu3 KJIMHMWYECKUX TIPOSIBJICHUN [ebloTa
TTN/I y HaG1romaeMbIx OOJbHBIX.

2. AHaJIM3 KJIIMHUYECKUX TIPOSIBJICHUI 3a00JIeBa-
HUS Y JaHHO TPYIIIBI HaIlUEHTOB.

3. OueHka reHeajJJoTMYeCKMX JaHHBIX Y B3POCIIBIX
nanueHToB ¢ TTHU/I.

4. Pa3zpaboTKa BOIPOCHUKA IJIsI Bpauel pa3iuy-
HBIX CIEIMAIBHOCTE !, TTO3BOJISIONIETO 3aI10I03PUTh
I[N/l y nanieHTa U BHEAPEHUE €ro B MPAKTUKY Jie-
YeOHBIX YIPEKICHUA.

B Hacrosiiiee BpeMs IIOI HAIlIUM HaOII0AeHUEM
HaxoauTcs 83 B3pOCJIbIX MallMeHTa C pa3IudHbIMU
Ho3ogorusmu ITA (tada. 1).

OCHOBHYIO TPYIIIY COCTaBWJIM TTAIUEHTHI C TIpe-
WMYIIECTBEHHBIMU JIedeKTaM aHTUTSIOIPOAYK-
muu — 65 yen. (81,2%). Cpeaun nmalueHTOB perucTpa
KEeHIIUH 0bL10 53%, MyxunH 47% (puc. 1).

IMpoBenaeH aHanu3 ae6l0Ta KIIMHUYECKUX TTPOSIB-
JICHU 3a001eBaHult (puc. 2).

HuarHo3 I[NNI yctaHOBJIEH B J€TCKOM U IOHOIIIE-
CKOM Bo3pacTe y 62,6 % (52 4ei.), U3 HUX:

— AIT (100% ot Bcex marmeHToB ¢ AI'T) — 8 wen.

— OBHH (21% ot Bcex nauuentos ¢ OBMH) — 4
geJ1.

— CHIgA (79,5% ot Bcex mmaumenToB ¢ CIgA) —
31 gen.

Bce mammeHThI ¢ TaKUMH HO30JIOTHYeCKUMMU hOop-
mamu [TU xkak CAH, ATAD, XI'b, AJITIC, TUTE,
BH umenu nebioT B AeTCKOM BO3pacTe.

B Bo3spacte crapiie 18 ner guarHo3 INU]I ycra-
HoBJieH y 31 uen. (37,4 % oT Bcex BKIIIOYEHHBIX B pe-
TUCTP), U3 HUX:

— OBHMH (79% Bcex nauuentoB ¢ OBUH) — 14
YeJl.

— ClIgA (20,5 % Bcex nauuenToB ¢ CJ1IgA) — 8
geJ1.

Bce manueHTHsI ¢ TaKUMU HO30JIOTUYEeCKUMU (hop-
mamu [T kak HAO, CI, MB, CJ1/1 6bu1u cTapiie
18 jreT B Havasie KIIMHUYECKUX IIPOSIBIICHUI 3a001€e-
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TABIULA 1. PACNPELENEHWE NALUWEHTOB C NUA B PETUCTPE

Hozonoruu NN

KonuyecTtBO nauneHToB

obLwee MY>X4MH XEeHLMH

LUTOM

Xopouo auddepeHumpyembie CUHAPOMbI C UMMYyHoAedu-

runeplgE cunppom (TUIE)

aTtakcus-teneaHrnaktasusa (ATAD )

cvHgpom Ou hxopmxm (COAO)

I MpenmyLiecTBeHHble AedekTbl aHTUTENO0OPa3oBaHUs

arammarnobynuHemus (AlT)

(OBWH)

obuwas Bapma6eana9| MMMYHHaaA He4OCTaTO4YHOCTb

19 5 14

cenekTuBHbIV aedmuut IgA (COIgA)

39 19 20

cuHgpowm MNyga (CIN)

1l BonesHn nmmyHHOW Ancperynaumm

(AIMC), X-cuenneHHbIn

ayTOMMMYHHbIN fiuMmconponudepaTuBHbIN CUHOPOM

Y BpoxaeHHble aedekTbl haroymToB U/unm nx yHKUMRn

XpOHMYeckas rpaHynemarosHas 6onesHes (XI'b)

BpOXaeHHasa HenTponeHus (BH)

V | JedekTbl KOMNnemeHTa

HacneaCcTBEHHbIN aHrMoHeBpoTuyeckun otek (HAO)

VI | OedekTbl BPOXXAEHHOIO UMMYHUTETA

makpornobynmHemus BanbgeHctpema (MB)

1 1 -

WToro:

83 39 44

BaHus. Haiu nanusie o ne6oty OB H B Bo3pacte
NalueHTOoB cTapiie 18 et cornacyiorcs ¢ JaHHBIMU
JApyTrux ucciaenonatenei [1].

Takum oGpaszom, cpegHUii Bo3pacT AedloTa
TTA ObL1 HaMMEHBILIMM MPU TAaKUX HO3OJIOTHUSIX,
Kak ATAD u TUTE, Tak Kak nepBble KJIMHUYECKUE
IpPOSIBJICHUST 3a00JIeBaHUSI MOSBUJINCH B TPYIHOM
Bo3pacTe (BE3UKYJIOITYCTYJIe3 W 32K3eMa COOTBET-
CTBeHHO). Tak Ha3bIBaeMbIil <«CBETJIbIA ITPOMEXKY-
TOK» — IIEPUOJI OTCYTCTBUS KIMHUYECKUX IIPU3HAKOB
3a00JIEBaHUS OT POKIACHUS A0 MEePBHIX KIMHNYICCKIX

PucyHok 1. Pacnpenenenue nauventos ¢ MMU[ no nony

MPOSIBJICHWI y MaHHBIX IMALIEHTOB COCTABWJI WH-
TepBaJl, IPOAOKUTENbHOCTBIO 10 3 MecsueB. Han-
OonbIIMIA CpedHUM Bo3pacT AebioTa 3abojaeBaHUS
otMeuasics mpu MB (60 ser).

Hamu Takske olieHUBaJIach NPOJOKUTEILHOCTD
nepuoma, IpoIeaniero ¢ MOMEHTa Hayajla KIMHUYe-
CKMX IIPOSIBJICHU 10 ycTaHOBAeHUs nuarHosa [T
(puc. 3).

Hau6onbiiasg npoaokKUTeJbHOCTh Meproaa Be-
pudukauuu auarHosa 1M/l Habmomanach y >KeH-
muHE 34 net ¢ CJAJ, KOoTophIii ObLUT omnpeneseH Io-

JKeHLWHbI

. MyX4mHbl
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PucyHok 2. CpeaHuii BospacT gebrota 3aboneBaHus y naumenTos ¢ NN
Mpumeyanue. Paclumdposku abbpeBuatyp AnarHo30B npuBeaeHs! B Tabnuue 1. [ns Takux Hosonorui, kak ATAD, AMINC, BH, CI, MB, CAL,
CpeaHue 3HaueHUs OTCYTCTBYIOT, MOCKONBKY CIlydai 3TUX 3aGoneBaHuit Obiny eAUHUYHBIMM.

40
3
20
12,6
86 . 49 74
0 J || ._____._- - - 1
AT OBWH CllgA HAO TUrE Xrb ATAS ANNC BH MB can

PucyHok 3. CpeaHss npogomkuTeNLHOCTL NepuoAaa Ao YCcTaHoBneHus guartosa MM
MpumeyaHue. Paclumdposkm abbpeBumaTtyp AnarHo3os npueeseHs! B Tabnuue 1.

cJIe POXICHMS €10 IBOUX JeTell ¢ TEM K€ TMarHO30M,
SIPKO MaHU(PECTUPOBABIIINM Ha IIEPBOM TOIY KU3HMU.
Cpenn nedeKToB aHTUTEIONPOAYKIIMU HauOOJb-
I TIePUO 10 YCTAHOBJICHHS TUarHo3a HaOIroaa-
canpu OBUH (12,5 net). I1pu aToM, HauboJiee mpo-
JOJDKUTEILHBIM ObLI Tepuon B 28 JIeT. DTO CBSI3aHO
HE TOJBKO C OTCYTCTBMEM HACTOPOKEHHOCTH Bpaveit
pazauyHoro mnpoguias B otHoweHuu [TU/, HO u ¢
XapaKTepOM KIIMHUYECKHUX IIPOSBIICHUIN 1 TCUCHUEM
caMoro 3ab00JIeBaHMsI, YTO COTJIACYETCS C JIMTepaTyp-
HBIMU JaHHBIMH [1, 16].

XapakTepu3sysd KIMHUYCCKUE IIPOSIBJICHUS [Ie-
owota [TV, MBI olleHMBaId HaJIMuue CJEAYIOIINX
MMMYHOITATOJIOTUYECKUX CHHIPOMOB Y B3POCJBIX
ManeHTOB:

1. MH(MEeKUIMOHHBIN CUHAPOM

2. AiteprudecKui

3. AyTOUMMYHHBII

4. CunapoM JuMbOouaHONH UHPUIBTPALIUU U Ma-
JIMTHU3AIIUU.

5. CuHIpPOM aHTMOHEBPOTHUICCKIX OTEKOB.

AHanu3 pacnpenesieHusT MMMYHOIIaTOJIOThYe-
CKUX CHUHAPOMOB B AeOioTe 3a007eBaHUSI BbISIBUII
npeobiaagaHue MHGEKIIMOHHOINO CHUHApoMa y TIa-
nuenToB ¢ ITM/I, HaGmogaBimiica B 72% (puc. 4).
Tpynma nanueHTOB ¢ gedeKTaMu aHTUTEIOIIPOIYK-
MU BHECJA CYLIIeCTBEHHBIN BKJIad B ¢akT mpeodJia-
JIaHWS TaHHOTO CUHApOoMa B 1e0I0Te O0JIE3HU.

XapakTtep MTHOEKIINOHHOTO CUHIPOMA pa3Inda-
¢4 B 3aBUCUMOCTHU OT BapuaHTa [TH/I.

Tak, nmpu OBUWH, uHpekuunoHHbIE 3a00JieBa-
HUsl HaOmopanuch B 84,2% ciiydaeB nebiora. DTo
ObLIN TOpakKeHUsl pecrnuparopHoro Tpakta u JIOP-
OpraHoB (THOMHBIC OTUTHI, PeIIMINBUPYIOLINE ITHEB-
MOHMU M OPOHXWT), a TakKe MOpaXkeHUs OpPraHOB
nuiieBapeHus: (3HTEPOKOJUT) U MH(PEKIUI Moue-
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CuHapom

nMAonaHon

VHUNbTPaLmMY;
1,3%

Annepruveckuin "
CUHApOM;
17,3% /

AyTOUMMYHHBIN

CUHOPOM; T —

5,3%

_ Oteku;
6,6%

VIHEKLMOHHBIN
CUHAPOM;
72%

PucyHok 4. YacToTa pacnpegeneHusi UMMyHONaToONOrM4eckux cuHapomos B gedtote MUN

BBIBOJSIIIEH cucTeMbl (OCTphIii mueaoHedpur). Jlo-
Kanm3auus MHGEKIUOHHBIX IIPOLIECCOB OT/IMYAIACh
MOJIMTOITHOCTHIO Y:Ke B Aedtote [T /I.

Y Bcex nauueHToB ¢ AIT 3abojieBaHME TakKe
JNeO0ITUPOBAI0 MH(MEKIIMOHHBIM CUHIPOMOM — Ha-
OJIOJaTUCh TIOPAaXEHUST PECHUPATOPHOTO TpakTa
u JIOP-opraHoB (rHOMHBIE OTUTHI, THOMHBIE PUHO-
CUHYCHUTBI, ITHEBMOHMNS), WHGEKIIMN KOXU U II0JI-
KOXHOM KJIeTdyaTKu (peluIUuBUPYIOMIUN (PypyHKY-
Je3), a TakKe THOMHbI KOHBIOHKTUBUT.

NHudexkumonnble 3abojieBaHUSI Y MNalMEHTOB
¢ CIIgA na6Gmoganucek B 66,6% ciydaeB: pecriupa-
TOpHBIC MHPEKIUN (OPOHXUTHI, THOMHBIC TOH3MII-
JIUTHI, MTHEBMOHMU), a TaKKe IMOpakeHUs OpPraHoOB
MUIIEeBapeHUS (S3HTCPOKOJMTEI, JIIMOJINO3, PeIIUIN-
BUPYIOLIME CTOMAaTUThI, BUPYCHBII rertatut B). UH-
heKIIMOHHBIE TTPOLIECCHI TAKXKE Pa3BUBAIVCH B Opra-
HaxX MoYeBbIIeIeHUS (OCTPBIN MUETIOHEPPUT).

Ilpu XI'b ormevanuch uHdpekunu koxu (daer-
MOHAa U CTPENTOACPMUS) U PECIUPATOPHOIO TpaK-
Tta (6pouxut). AJITIC pedroTupoBaj ¢ MPOsSIBISHUMN
OpoHxuTa y Habmomaemoro nauuenra. [Ipu TMTE
HaOII0MAINCh SBJIEHUST BE3UKYJIOITYCTYJIe3a TOJIbKO
y 1 manmeHTKu. «XOJ0gHbIe» aOCIeCcChl, XapaKTep-
Heie g T'UTE, y aToli mauueHTKN pa3BUBaAIUCh
O3XKe.

AJJIepruyeckuii CUHAPOM 3aHSJ BTOPOE MECTO
M0 YaCTOTE BCTPEUYAEMOCTH y TMALIMEHTOB B JIeOIOTE
TMTNUO — anneprudyeckue MposSIBJICHUST HAOTIOOAIMCh
y 17,3% mnaumeHTOB. DK3eMa U pa3IMdHble (GOpMBbI
arormyeckoro gaepmaruta (AJl) mipeniiecTBoBa-
mu npyrum niposieneHusiM nipu TUT'E (75%). Tlpu
CJ1IgA 3aboneBanue nedrotTuponaio ¢ A/l u 6GpoHXU-
anbpHOM acT™MbI (BA) y 27%. ITpn OBWUH u AT'T nipo-
SIBJICHUM JaHHOTO CUHIpOMA B Ie0I0oTe 3a00IeBaHUS
HE 0TMEYajoCh.

Knannnyeckass Manudgecralysi B BUIE ayTOUM-
MYHHOI'O CHHApoOMa B ne0loTe 3abojieBaHUSI Ha-
omonpanack y nanueHToB ¢ CIIgA, o 1 mauueHTy
CO CJICAYIOIIMMHU IIPOSIBJICHUSIMM: CUCTEMHAsT Kpac-
Has BOJYaHKA, CKJICpOOSpMUSI HECHCTeMHasl, ca-
XapHbIii guadet | Thma. AyTOUMMYHHBI CUHIPOM
B IebtoTe 3a00JieBaHUS HAOMIOMAICI TaKXKe y Malu-
eHtoB ¢ OBMH B Buae reMmopparn4yeckoro BacKy-
JIMTa U UAAOTIATUYECKOW TPOMOOIIMTONEHNYECKOM
MyPITYPHI.

CUHAPOM TOJUKIJIOHUTBHOU JUMGMOUIHON WH-
dunbsTpauuu Habaogancs B aedtore [TU] y mauyeH-
Ta ¢ MB B Buae nuMdaneHonaTum pa3indHbIX TPy
JTUMGAaTUIECKUX Y3JI0B (ITOMYETIOCTHBIX, IICHHBIX,
naxoBblX). CHMHIAPpOM TUMGOUIHON MaTUTHU3ALUHA
He HaOJIroascs B 1e0I0Te 3a00I1eBaHUS HU Y OJHOTO
MalureHTa HabJIIogaeMOM TPYTIITHI.

Ocobyto Tpymniy coctaBwim manueHTel ¢ HAO,
y koTopbix B 100% ciyuaeB 3a6oJieBaHNEe NeGIOTUPO-
BaJIO C OTEKOB, MMEIOIIMX CJICAYIOIINE XapaKTepH-
CTUKU:

— TTOBTOPSIEMOCTB;

— TECTOOOPa3HYI KOHCUCTEHIIUIO;

— pasIMYHYI0 JIOKaJM3aluio, BKIOYas OTEK
CJIM3UCTOM XeJyaKa, TOpTaHU, Hapy>KHBIX ITOJIOBBIX
OpPraHoB, KUIIIEYHOM CTEHKM (C pa3BUTHUEM KHUIIIEU-
HOM HETIPOXOAMMOCTU U HEOTHOKPATHBIMHU OIlepa-
TUBHBIMHM BMEIIATEILCTBAMU), a TAKXKE OTEK CTCH-
K1 OpOHXOB (C KIMHWYECKOW KAapTWHOW IIPUCTYyIIa
OpOHXUAIBLHOI aCTMBI);

— HapacTaHWe M COXpaHEHHWE OTEKOB B TeUCHUE
HECKOJIBKUX CYTOK;

— (akT MpOBOLMPOBAHUS OTEKOB (DU3NUECKOM
TpaBMOM, 3KCTpaKLMeir 3yda, MO0 HaXOXIEHUEM
B XOJIOAHOI BOJE;

— Hed(pPEKTUBHOCTh CUCTEMHBIX TJIIOKOKOPTU-
KOCTEepOUOIOB, aHTUTUCTAMUHHBIX MpenapaToB, IO-
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JIOKUTENbHBIN 23(DdeKT BHYTPUMBEHHOTO BBEACHUS
CBEXE3aMOPOKEHHOM TLIa3MBI.

2. B ne6rore paznuyHbix [TW]] nHGEeKIMOHHbIN
CUHAPOM SIBIISIETCS MPEBAMPYIOIINM Hall IPYTAMU

MPOSIBJICHUSIMUA TMMYHOIIATOJIOTUH.

3. TToaUTONMHOCTH TOpaXKeHUsI B paMKaX OJHOTO
MMMYHOITaTOJIOTMYECKOTO CUHApOMa HauboJjiee xa-
paxkTepHa ISl MAallMEHTOB ¢ nedeKTaMu aHTUTEJO-
PO KIINU.

4. CoyeTaHe UMMYHONATOJIOTUYECKUX CUHIPO-
MOB B Jie010Te 3a00JIeBaHUST HE BCTPEUYaAJIOCh.

5. XapakTep KJIMHUYECKUX TPOSIBJIEHUI MaTo-
JIOTMM Y MAaUEHTOB WHIWBUIYaJeH M OTINIACTCS
Bapua0eJIbHOCThIO TEYEHMSI, HaXe B paMKax OJHOM
HO30JI0rMYeCcKOoil GOpMBI.

Takum o0Opazom, MpoBeAeHHBbIA aHaAIU3 Xapak-
Tepa KiIIMHU4Yeckux MaHudecrauuu [N mo3sBoaun
CIeNaTh CJEAYIOIINE BHIBOIBI:

1. [TpomoKUTEIBbHOCTD TTIePHOIa BHISBIICHUSI T1a-
TOJIOTUHU Y BepuUKaIIMKU IUarHOo3a IIPU Pa3TIMIHBIX
BapuaHTax [IM]JI ompenensiercd He TOJbKO HEIO-
CTaTOYHOM OCBEIOMJICHHOCTBIO Bpayeil pa3IndHO-
ro npoduiist, HO U BapuabeIbHOCTBIO KIIMHUYECKUX
MpOoSIBJIEHU B 1e0I0Te 3a001eBaHMSI.
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ANALYSIS OF INITIAL CLINICAL FEATURES OF PRIMARY IMMUNODEFICIENCIES IN ADULTS
Tuzankina I.LA.**, Karakina M.L.>">¢, Vlasova E.V.P

¢ Institute of Clinical Immunology and Physiology, Ural Branch, Russian Academy of Sciences, Ekaterinburg, Russian
Federation

b Regional Children Clinical Hospital Ne 1, Ekaterinburg, Russian Federation

¢ Regional Clinical Hospital Ne 1, Ekaterinburg, Russian Federation

Abstract. At present, we are observing eighty-three adult patients with various primary immunodeficiencies
(PID) of different origin. The aim of our study was to identify the optimal ways for early detection of such
disorders. In this work, we present an analysis of initial clinical manifestations of PID in adults. It was revealed
that the type of clinical manifestations is quite unique for individual cases. And the patients exhibit quite
diverse clinical findings and course of the disorder, even within a single nosological entity. However, infectious
syndrome prevailed among others manifestations. Combinations of complex clinical syndromes were not
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typical to initial PID pattern. We observed polytopic lesions within each single immunopathological syndrome.
(Med. Immunol., 2014, vol. 16, N 4, pp 367-374)
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