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HACTOPAKUBAIOHIUE ITPUSHARU IIEPBUYHbBIX
NMMYHOJIE@UITUTHBIX COCTOSAHUI
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ITenws pabomoL: usyuums KiUHULECKUE U AHAMHECTIUYECKIUE NPUSHAKUL, UCNOIb3YeMbLe 0N PalHell OUazHOCTU-
KU NePBUUHBIX UMMYHOOeuuumuvix cocmosnuil (ITH/T).

Mamepuanot u memoovt. Hamu Oviiu usyuenvt ucmopuu Oonesnu 29 navuenmos ¢ ouaeznozom ITH]T.
Ouenusanuco credyouue dannvie: scmpeuaemocmy pasuvlx zpynn I/, manupecmavust 3abonresanust, Haiu-
uue NAMoOLOZUU 6 AHMEHAMAILHOM NePuode, a Maxice UaACmoma GCmpeuaemMocmu Y OaHHbLX GOIBHBIX HACMO-
pasxcusarougux npusnaxoe ITH]] cozracto pexomendavusim Obwecmsa nepeutnsvlx UMMyHOOeQuuumos.
Pezyavmamuot. Omcmasarniue 6 pocme U QU3UUECKOM PA3sumuu 6vls81eHo Y 54% navuenmos, nogmopsioujue-
cs 2y60KUe abCuecchl KOJCU U BHYMPEHNUX 0P2anos, a maxice 06a uiu 60jee IMU300a MANCEA0U 2eHePaIU30-
sannoil ungexyuu — y 46% nayuenmos. Yacmoie omumot, CUHYCUMbL U MOJLOUHUUA BCMPEUATUCH TUUDb 8 317
cayuaes, 06e unu 6oaee nueemonuu 8 200 — y 28% navuenmos, nanuuue IH/] y unenos cemvu — ¢ 10% cayua-
es. IIpu amom numepadenonamust evisienena y 62% navuenmos, zenamocnienomezaius — y 59%, anemust — y
52% 6onvnvix u Heycmouuusocmy cmyaa — y 39% nayuenmos.

3axarouenue. [TH]] omnocsimes K peOkum 601e3HsIM ¢ pA3HO0OPA3HOU KAUHUYeCKOU Kapmunoil. Cpox 3adepic-
KU ycmanognenus ouaznosa cocmasiasiem 6 cpednem 9,6 nem. Ilo3onuil 6ospacm nocmanosku ouaznosa ceude-
menvcmeyem o eunoduaznocmuxe IHJ]. He ecezda pannum u edurncmeennoim npusnaxom ITH]] sensemcs
unpexyuonmovLil cunopom. Takue necneyuuueckue NPUSHAKu, Kax IumMpadenonamus, 2enamocnieHoMezaiust u
anemust, 00CMAamoyHo PacnPoOCMpPAaneHvl U MOZYMm CMamy OONOIHUMEILHOIMU KPUMEPUSIMU 8 PAHHEU OUAZHO-
cmuxe IIH]].

Kurouesvle cnosa: nepsuunoe umMmyHoOehuUUmHoe CoCMOsiHUe, 8POHCOCHHBII UMMYHUMem, dedexmvl 2ymo-
PaILHOZ0 38eHA, OeheKmbl KIeMOUH020 36€HA, CUHOPOMbL UMMYHONAMOLOZUU.

Types of primary immunodeficiency states

A.V. Zhestkov', O.S. Kozlova', M.O. Zolotov', V.V. Kulagina?
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Research objective: to study clinical and anamnestic signs used for early diagnosis of primary immunodefi-
ciency conditions (PID).

Materials and methods. We have studied the case histories of 29 patients diagnosed with PID. The following
data were evaluated: the occurrence of different PID groups, the manifestation of the disease, the presence of
pathology in the antenatal period, and the [requency of occurrence of these alarming signs of PID in these
patients, as recommended by the Society of Primary Immunodeficiencies.

Results. The lag in growth and physical development was revealed in 54% of patients, repeated deep abscesses
of the skin and internal organs, as well as two or more episodes of severe generalized infection - in 46% of
patients. Frequent otitis, sinusitis and thrush occurred in only 31% of cases, two or more pneumonia a year - in
28% of patients, the presence of FID in family members - in 10% of cases. Lymphadenopathy was detected in
62% of patients, hepatosplenomegaly in 59% of patients, anemia in 52% of patients and instability of stool in
39% of patients.

The conclusion. PID refers to rare diseases with a diverse clinical picture. The delay in diagnosis is an average
of 9.6 years. The late age of diagnosis is indicative of PID hypodiagnosis. Not always the early and only sign of
PID is the infectious syndrome. Such non-specific signs as lymphadenopathy, hepatosplenomegaly and anemia
are quite common and may become additional criteria in the early diagnosis of PID.

Keywords: primary immunodeficiency conditions,innate immunity system, humoral immune deficiency, cellular
immune deficiency, immunopathological syndroms.
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BBEJAEHUNE

[TepBrunbie nmmynoneduttuts ([T /1) — 510 BposK-
JIeHHBIE HAPYIIEHST UMMYHHOU CHCTEMBI, CBSI3aHHbIE C
TeHeTHYECKUMU JiepeKTaMu OJTHOTO VTN HECKOJIBKUX
MEXaHHU3MOB MMMYHHOI 3alllUThL (aroiurosa, ryMmo-
PaTBHOTO M KJIETOYHOTO 3BEHA, CUCTEMBI KOMILIIEMEHTA
[1]. TIV T otHOCSITCST K penknm (opdaHHbIM) 3260 1eBa-
HusiM. VX gactora B o6IIell MOMyJISIINT, 10 TaHHBIM
EBporeiickoro o01iecTBa 1o nepBUYHbIM MMMYHOJIE-
dummram (ESID), coctaBaster 1 caywait mva 10000
gestoBek [2]. OxHako 1Mo JaHHBIM HOCTIEIHNUX MyO/IMKa-
nuit yactota [1/] HeyKJIOHHO BO3pacTaeT, 4TO MOXKET
CITY’KUTH TIOJITBEPKAECHIEM BIIMSHIS 9KOJIOTUYECKOTO
Hebmarononyuust. [1Inpokoe BHeApeHUEe CKPUHHIHTO-
BBIX IMMYHOJIOTHYECKUX TeCTOB B KJIMHUYECKYIO ITPAK-
TUKY TaKKe M3MEHUJIO TPAAUIIMOHHOE TIPe/ICTaBIeHIe
o IT1/] kak o peaxom 3abosieBanum |3, 12].

Tem He MeHee OCBE/IOMJIEHHOCTDb O JIJAaHHOM 11aToJIO-
TUM KaK B MEIUIINHCKOM COOOIIIECTBE, TaK U CPe/r OOJTh-
HBIX, KpaiiHe HU3Kas. ITO NPUBOJUT K HECBOEBPEMEH-
HOH JIMaTHOCTUKE W Hea/IeKBATHOMY JIEYeHUIO TTaIlieH-
TOB, CTPA/IAIONINX TEPBUYHBIMI UMMYHOIeDUTTATAMI
[4,5,7,8]. YauTbiBast HaIM41e 4acToO PEIUIMBUPYIOINX
TSDKETBIX UH(MEKIWH, TPEOYIONHUX JIUTETBHOTO CTa-
ITMOHAPHOTO JIEYEHUS C TPUMEHEHNEM JIOPOTOCTOSIIEN
aHTUOAKTEPUATIGHON U TTPOTUBOTPHOKOBON TEpAITHH,
IPUBOJISAIIEH K paHHEH MHBAMIU3AIIMU U CMEPTHOCTH,
narenTsl, crpagatomue [T]], panee nvenu 1roxoit
IIPOTHO3 U SIBJISUIACH CEPHe3HBIM COUATBLHBIM OpeMe-
HeM. 3abosieBaHre yare MaHu(ecTHpPyeT B IETCKOM
BO3PACTE, ¥ KAYeCTBO JKU3HU TAKUX OOJIbHBIX, KaK TIpa-
BUJIO, HU3KOE [6, 9—11], ipn 3TOM CBOEBpeMeHHas iuar-
HOCTMKA M aJleKBaTHAsl Tepalusl B HACTOsIee BpeMs
TIO3BOJISTIOT HE TOJIBKO JIOCTUTATh B3POCJIOTO BO3pAcTa
6e3 PU3HAKOB MHBAIMIN3AINH, BECTH aKTHBHbINA 00pa3
JKU3HU, HO U UIMETD 3/I0POBOE TIOTOMCTBO.

Ienbio uccaenoBanust ObIIO U3ydeHUe KIMHIYE-
CKUX U aHAMHECTMYECKUX IIPU3HAKOB, UCIIOJIb3yeMbIX
JIJIS paHHEeH IMAarHOCTUKYU TEePBUYHBIX MMMYHOIe(u-
uTHBIX coctosuuit (IT/T).

MATEPUAJIBI 1 METO/1bl
Hamu Obun usydenbl uctopuu 6ojiesnn 29 marm-
enToB ¢ auarnoszom [1M/] B Bo3pacte ot 3 10 55 JieT, u3
Hux 20 myskckoro nosa 1 9 skeHckoro, 16 uyesoBek
(55,2%) nocrurin Bozpacra 18 ser. OrnennBanuch
cieytoniye JaHHble; BCTPEUAEMOCTh Pa3HbIX TPYTITT
[TN /1, marndecTarust 3a001€BaHKs, HATUYUE TaTOJIO-
MM B aHTEHATAJbHOM IEPUO/Ie, a TaKyKe 4YacToTa
BCTPEYAEMOCTH Y JAHHBIX OOJIbHBIX HACTOPAKUBAIO-
mux npusHakoB IIJ] corsacHO pekoMeHAaInus M

OG61ecTBa MIEPBUYHBIX KIMMYHOAEHHUITUTOB.

PE3VYJIBTATBI

Bbum npoanaMsupoBaHbl ucTopun Oosie3Hn 29
naiueHTos ¢ auarsosom 1T/,

HauanbHble KIMHIYECKHE TTPOSIBIIEHUsT 3a00J1eBa-
HUsI, KaK TIPABIJIO, BOSHUKAJIU B PAHHEM JIETCKOM BO3-
pacre (cpeaHuil Bo3pact gebiora 3a00J1eBaHKs COCTa-
Bu 1,6 rosia), cpeiHnii BO3pACT TOCTAHOBKH /IUArHO-
3a — 11,1 ner. CpesHnii CpoK 3a/I€PsKKU yCTaHOBJIE-
HUS IMarHo3a COCTABJISIET B cpeHeM 9,6 Jier.

BospimmncTso narmerToB (62,1%) umenn aedexr
IyMOpPaJIbHOTO 3BeHa MMMyHMTeTa, 13,8% — KoMOMHU-
poBannbie gedekter, 10,3% — HeyTOUHEHHbBIE COCTOSI-
HUS 1 110 6,9% npunLioch Ha aedeKThbl (haronuTapHo-
r0O 3BEHA M KJIETOYHBIX (haKTOPOB MMMYHMTETA (1a-
rpamma 1).

Huarpamma 1. IIpouenmnoe coommnowenue
depexmos umMMyHHOU cucmemoL y
oononvix ITHT

7% [ HapyweHus B rymopansHom
3BEHE

[l KombuHupoBaHHbie aedekTbl
HeyToYHEeHHble COCTOAHUA

OedekT dparoumtapHoro sgeHa

LedeKT KneTouHbIX GpakTopoB
UMMYHUTETA
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Tabsuia 1. Coomuowenue nosonoeui IIH/] 6 pasauunvix peeuonax PD (%)

Camapckas CsepainoBckas Pecnyosmka Poccwuiickas
001acTh 00JIaCTh Tarapcran Denepanus
Hapymenust anTuTe1000pa3soBaHuist 62 81 37 50
JledexThl haronuTUPYOMNUX KIETOK 7 4 14 13
KoMGuHMpoBaHHbIE MMMYHOAEDUITUTDI 14 7 30 27
Jlpyrue HapytmeHns MMMYHHUTETA 17 8 19 10
ledexThl  aHTUTETOMPOAYKIMU  cOCTABJsIOT | CBEpVIOBCKOIT 061aCTH HApYIIEHUsST aHTHTETI000pa-

octonyto rpymniy [TU/I. Cpean 6osbhbix 48,3% — 910
HaryeHTsl ¢ o01ieil BaprabebHON UMMYHHOU HE0-
cTaTo4HOCThIO, 6,9% — ¢ aramMmmariaoOyJuHeMuen ¢
neburrom B-kiertok, 3,4% — ¢ runep-IgD-cunapo-
mMom. KombuuupoBaHHbie aeheKTbl MMMYHUTETA
npezicTaBiaensl curapomoM Hwuiimuren (6,9%), atak-
cueii-reneanruskrasueit  (3,4%) W CUHAPOMOM
Buckotra-Ouupuya (3,4%).

[To manupM npyrux uccaenosareneii [9, 10, 13],
MPOIIEHTHOE COOTHOIIIEHNWE PA3JINYHBIX HAPYIIECHUI B
UMMYHHOI cucteme y GosbHbix TV MokeT Bapb-
uposarb. OzHako mpeobagatnne GOJbHBIX ¢ HedeKTa-
MU B TYMOPaJIbHOM 3BEHE OCTAeTCsl Hen3MEHHbBIM. TaK,
no manubiM M.A. Tyzankunoit u ap. [11, 14], B

30BaHMs BbIsIBJICHBI Y 81% manmenTos, nedext daro-
UTOB — y 4%, KOMOMHUPOBaHHbBIE HAPYIIEHUS — Y
7%, npyrue nedeKTbl B UMMYHHOI cricteMe — y 8%. B
Pecniy6suke Tarapcran [13] 37% O60/bHBIX HUMEIOT
HAPYIIEHUsT B TYMOPAJILHOM 3BeHe, /eeKThl (haroru-
TUPYIOMNX KIeTOK — 14%, KOMOWHUPOBaHHbIE HAPY-
menust — 30%, apyrue MJIC — 19% (tabimia 1).
[lepBoiMu niposiBiienusivu [IN/] B 67% ciorydaen
ObLI MH(pEKITMOHHBIE 3260 1eBaHIs OPOHXOJIETOYHOI
cuctembl, Harpumep vacteie OPBU, xponuveckuit
6pouxut. Y 31% NallMeHTOB BCTPEYATUCh HH(pEK-
[IMOHHbIEe 3a00JIEBAHUS JPYTHX OPraHoB (MEHUHIUT,
9HIIe(ATUT, KOHBIOHKTHBHT, SHTEPOKOJIHT, TIAPATTPOK-
TUT). Y YeThIPeX TAIMeHTOB B jiebroTe 3a00/1eBaHMs

Tab6suna 2. Ilpouenmmuoe coomuowenue nposenenui IIH/]

OTHOCHUTCA JH K

Yacrora
HaCTOPa’KUBAIO-
IIpusnak BCTPEYaeMOCTH,
% HIMM NPU3HAKAM
(1]
nmna?

OrcraBanue B pocte 1 (hU3UYECKOM Pa3BUTUU 54 +
[ToBropstotuecst ray6okue abCIecchl KoK U BHYTPEHHUX OPraHOB 46 +
JIBa win GoJiee SIM30/1a TSKEION TeHepaTn30BaHHON MHMEKITNN 46 +
PernunuBupyiornme cHHYCUTHI 31 +
Penupusupytornme otutst 31 +
Mousounntia 28 +
[TN]] y wieHoB cembr 3 +
YBenunuenne mumMboy3a0B 62 -
lenatocmienomerasnus 39 -
Anemust 52 -
HeycroitunBocTs cTysa 39 -
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OblyIa BBISIBJIEHA MANOMATHYECKAsT TPOMOOITUTOIIEHNU-
geckast myprypa (14%). Y aByx maimeHtoB OblLia
BbIsIBJICHAa BHYTpUyTpoOHast uHbeknus (7%), eiie y
NBYX — TOKcH4ecKast aputema (7%) u cencuc (7%).

Mpbl cpaBHWIN 4YacTOTy BCTPEYAEMOCTH TIEPBBIX
HPOSIBJICHWIT 3a00JI€BaHMsT, BBISBJCHHBIX Y HAIUX
nmanuenToB ¢ TeMu nipusHakamu [ /], kotopsie pexo-
MenoBaHbl OOIIECTBOM MEPBUYHBIX UMMYHOIE(bU-
LUTOB Kak Hacropaxupaionme (tabauna 2). Boum
TIOJTyYeHbI CIIEYIONINeE JaHHbIE: OTCTaBaHUE B POCTe U
(bU3UYeCKOM Pa3BUTHU BBISIBJIEHO Y 54% TAIIMEHTOB
(16 yesoBeK), TOBTOPSIIONIMECST TIYOOKUE aOCIIECChI
KOJKU M BHYTPEHHUX OPraHoB — y 46% marmenTtos (13
4esIoBeK) 1 JiBa Win GoJiee N30/ TSLKETION TeHepa-
JIM30BaHHON MHpeKIMU — Takke y 46 % marmeHToB
(13 uesoBex).

B 10 sxe Bpems1 penuiuBUPYIOIUeE OTUTbI, CHHYCH-
ThI ¥ MOJIOYHHIIA BeTpevasnch y 31% marmentos (9
YeJIOBEK), JIBe WK OoJiee TTHEBMOHUU B TOJ OBLIH
BbISBJIEHBI Y 28% mnanuentos (8 yenosek). Hamune
[N/ y 4ieHOB ceMbi OBLIO BBISBJIEHO €IIe Pexke — Y
3 marmenTos, T.e. B 10% ciayyasx. PykoBomcTBysich
PEKOMEH/IAIMSAME, B KOTOPBIX CKa3aHO, UTO 3arlo/0-
3puth [1V/] no3BossieT HaMure ABYX U3 TaKUX IIPU-
3HAKOB, Ha JaJbHElIIee 00CIe/JOBaHIE CITe0BATIO ObI
oTHpaBuTh TOJMbKO 15 marmentoB (52%). Ilpu aTom
Takue Hecrierruieckre MPU3HAKU, KaK YBeJTIYeHIe
auMdarndeckux y3iaoB B jgebioTe Gosie3Hu OBLIO
BbIsiBJIeHO Y 62% marentos (18 desioBek), remarocii-
JgeHoMeranust — y 59% mnarmentoB (17 yesioBek), aHe-
Mus — Y 52% narenToB (15 4esioBek) M HeyCTOHIn-
BOCTb cTyJsia — y 39% narmmenToB (11 uesoBek).

B nocaenyromem IIW/] y nanueHToB MPOsIBISLICS
cienayoumM  06pa3oM: WH(MEKIINOHHBI CUHIPOM
Habsmozasicst B 100% cayuaes. Hanbosiee yacTbiMu ero
HPOSIBJIEHUSIMI ObLITU 3a00JIEBAHISI OPTAHOB JIbIXa-
HUSI, KOTOpble BCTpeyasuch B 92% ciyuyaes. B 68%
cJrydaeB HabJTIO/IAJICS XPOHUYECKUET OpOHXHT, B 67 % —
PeLIMBUPYIOLIAs ITHEBMOHUS, B 25% — OPOHX09KTa-
Trdyeckast 6osie3nb. B 62% ciydaes BeTpevasvich 3a00-
sieBarust JIOP-opranos, Takue Kak XpOHUYECKUI raii-
MOPOSTMOU/TUT, ME303MUTETUOTUMIIAHUT, XPOHUYE-
CKUW OTHUT, XPOHUYECKUH TOH3WJIJINT, aJieHOuauT. B
33% ciyuaeB BCTpedasnch 3aboJieBaHUSI OPraHOB
MUTIEBAPUTENILHON CUCTEMBI (XPOHUYECKHUI TacTpo-
MYOJICHUT, XPOHMUYECKUI IHTEPOKOJIUT, XPOHUIECKUT
XOJIETIUCTUT W TTAHKPEATHT).

B 25% ciydaeB y manmeHTOB HaOIIONAICS ayTO-
MMMYHHbII CHHIPOM B BUJIE TAKKMX 3a00JIEBaHMIT, KaK
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PEBMATOUTHBIN apTPUT, Ay TOUMMYHHAST TeMOJTUTIYE-
CKasl aHeMUs, WIHONATHIeCKast TPOMOOIUTOIIEHITIE-
CKast Ty pIrypa, TPOMOOIUTOTIEHNUST, CAPKOU/IO3.

VY neBaTH ManMeHTOB B paHHEM JIETCKOM BO3pacTe
Bpau-TleJiMaTp cpasy ke 3allol03pUJl HaJIuyue Hapy-
IIEHUT CO CTOPOHBI UMMYHHOM CUCTEMBI, 1 TIOCJIE TIPO-
BEJIEHHOTO MMMYHOJIOTUYIECKOTO O0CJIE/IOBAHUS OBLT
BBICTaBJICH /IUArHO3 <II€PBUYHBII UMMYHOAEPUITUT>.
B Tpex ciydasgx MMeONIyIOcsS MMMYHOTATOJOTHIO
JI0JITOE BPEMST TPAKTOBAJIA KaK BTOPUYHBIN NMMYHO-
nebUnuT, a B MATH CJAyYasx oOpaTHUIN BHUMaHUE
TOJBKO Ha aJUIEPTUYECKUN CUHAPOM (aTOMUYECKUl
JIEPMATHUT), KOTOPBIN I0JITOe BPeMsi OBbLT TEPBBIM U
eIMHCTBEHHBIM T1posiByiennemM 11V /1.

B anamuese y maTepeii maieHToOB B BOCbMU CJIY-
yasgx (27,6%) BcTpeuyasach TMATOJOTHSI TEYEHWUSI
6epemeHHOCTH. B 911X ciydasx 6epeMeHHOCTD Mpo-
Tekaja Ha (hOHE BOCIAIUTETHHOTO 3a00JIEBAHUS Y
MaTtepu (aHEKCUT, KOJIBITUT, TUIPAIEHUT, XPOHUYE-
CKMI nuesoHe@puT, ypearsaasMmos, IUTOMEerajaoBU-
pycHas wHbeknus). B derpipex cayuasx (13,8%)
GepeMeHHOCTD MpoTeKaia Ha (hOHE aHeMUH, B TPex
cryvasx (10,3%) — Ha ¢doHe TUNEPTOHUYECKOI
6osie3n, B IBYX ciaydasx (6,9%) — Ha (oHe BoJIsH-
Ki, © B oxHoM cJydae (3,5%) — Ha ¢doHe 370y10-
TPEOIEH ST AJTKOTOJIEM.

Jlns1 naumocTpalum BbIlieCcKa3aHHOTO CJIeyeT Ipu-
BECTH JIBa KIIMHUIECKUX MpuMepa tarmenTos ¢ [TV /1.

Knunuuecxuii npumep 1

[Tamuent C., 2 roma 9 Mecaues. Kinmnnueckui
nuarno3: [lepBruHblii reHeTHUECKH JleTepPMUHNUPOBAH-
HbII ~uMMyHozeduuut, cuHapom  Hulimeres.
MHoskecTBeHHbIE aHOMAJIUN PAa3BUTHL: MUKpolieda-
JIns, CTEHO3 3a/[HeTO IPOX0/1a, THEJI09KTa3Ns CJeBa.
lTunonsasus tumyca. XpOHUYECKOE PACCTPONCTBO
MUTAHW 110 TUITY TUTIOTPODUL.

Anamnes: pebeHOK OT 3-i1 GepeMeHHOCTH, TIPOTe-
KaBieil Ha oHe xpoHWueckoro nuenoHedpura. Ilo
Y3U anTeHaTaqbHO BBISABJIEHBI MHUKpoledatus U
3aziepskka pasputus moaa. Poxer 11 B 39 nezness, orre-
paruHnblie. Bec npu posknenun 2860 1. B Bo3pacte 1
MecsiIia B 00IIeM aHaJIi3e KPOBHU BBISIBJIEHO CHIKEHUE
seiikorToB 10 1,5x10” /71, mMMyHOrpamma 6es oTkIIo-
Henuii. Habmozarores y xupypra 110 1oBoJy CTeHO3a
3a/IHETO TIPOXOJIa. PeryssipHO TpoBOAUTCS OY;KUPOBa-
uue. OO6C/e/IoBaH B TEHETHYECKOM IEHTPE TOpoja
MOCKBBI, TOATBEPKIACH TEHETUYECKUU CUHIPOM
Huwuiimeren. B 4 mecdna sieunsicst 1o OBOJLY SKeJie30-
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neUIUTHON aHeMUU € BOCCTAHOBJIEHUWEM YPOBHS
remorsiobuHa. B 6 mecsiiieB o6c/ieioBal TIOBTOPHO: B
UMMYHOTPaMMe U OOIIEM aHAIM3e KPOBU OTMEYAETCsT
CTOIKOe CHUKEHUE ToKa3aTesieil KJIeTOUHBIX (haKTo-
pPOB MMMyHHUTeTa. B TeueHme mepBoOro roja >KU3HU
JBaKIbI OoJes1 3a00/1eBAHUSAMK BEPXHUX /bIXaTeJlb-
HbIx myTeit. Cemelinblit anamues 6e3 ocobentocreii. B
Bo3pacrte 1 rosa ycTaHOBJIEH MAarHO3 M Havyarta 3ame-
CTUTEJIbHAS TePAIUs BHY TPUBEHHBIMU KMMYHOTJIO0Y-
JITHAMU.

Obvexmueno: CoCTOsIHIE YIOBJIETBOPUTETHHOE,
CaMOUyBCTBHE He HapyIIeHO. ACTEHMYECKOTO TeJo-
CJIOJKEHUs], TOHMKeHHOro TinTanus. Dusmueckoe pas-
BUTHE AuUCTapMOHUYHOE. MHOXKECTBEHHbIE CTUIMBL:
MUKpOTiedasIrist, CKOMEHHbII JI00, STMKAHT, OOJIBIION
HOC, OTTOmbIpeHHble yimu. Koska uucras, GJenHO-
posoBasi.  CumsucTbhle  BJIAXKHBIE,  PO3OBBIE.
AyCKyJBTaTUBHO JIbIXaHUE ITySPUJIbHOE, XPUIIBI He
BBICJYITUBAIOTCA. TOHBI cepiiia pUTMUYHBIE, TPOM-
KHe.

Ob6cnedosarnue. OOIMI aHATNE KPOBU: TEMOTIOONH
129 r/n, spurpormTsl 4,6x10'/m1, neiikoruTsl
4x10° /1, tpomGonmtsr 427x10°/1, COD 5 MMm/u.
Anaym3s kposu MDA: IgA — 0,048 v/, IgM — 2,08 1/,
IgG — 5,73 v/n1. Buoxummyeckuii aHAIN3 KPOBU:
o6mmii 6e1ok — 69,1 /1.

[Tepudepnyeckne mumbarndeckne y3Jbl: BU3ya-
JIMBUPYIOTCS TTAXOBbIE eIMHIYHBIE CJIeBa W CIIpaBa /10
7x3 MM, TIOIMBIIIIEYHbIE CITpaBa — /10 6X3 MM, cJieBa —
110 7x3 MM, 1meitHbie crpaBa — 10 10x5 MM, ciieBa — 110
8x5 MM, 0OBIIHOI (GOPMBI U CTPYKTYPBL.

Knunuuecxuii npumep 2

[Marmentka I1., 56 JeT, cocTouT Ha y4eTe 10 MeCTy
JKUTEJbCTBA U Habmiogaercst ¢ auaraosoM: Oormast
BaprabesibHast IMMYHHAst HEJIOCTATOYHOCTD: araMMar-
00y mHeMUst. XPOHUYECKNUN THONHBIN OPOHXWUT,
obocTpenne. XpOHUYECKHiA THOMHBII pUHUAT, 0O0CcTpe-
uue. bosesns Kpona, xponndeckoe teuenne, ymepeH-
HOU CTeTleHN aKTUBHOCTU. XPOHUYECKasl aHEMUS CMe-
IIAHHOTO reHe3a yMepeHHoH crerenu. CreaTos meye-
HU. XPOHUUYECKUU XOJEIUCTUT, HEKAJIbKYJE3HBIH,
pemuccrst. XpOHUYECKUI TaHKPeaTuT, OUIMapHO3a-
BHUCUMBbI, PEMUCCHUSL.

Anamnes: pebeHOK oT 1-ii GepeMeHHOCTH, POIIIACH
B CcpoK 3/10poBoii. Pozibl B 40 Heziesb, Bec 1pu poskie-
Hun 3200 1. B TeueHue niepBoro rojia JKU3HU JIBAK/IBI
Gosieia  3a00JIEBaHUSIMU  BEPXHUX JIBIXATEIbHBIX
myTel, fanee — He 4aiie 4 pas B rog. Habmomamach y
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neauaTpa. B o0ieM aHamse KPOBM HEOTHOKPATHO
BBISIBJISITIACH aHEMUS, JIEHKOIUTOIIEHUsI, TMMYHOJIO-
rudeckoe oOcsenoBanue He 1posoauiock. C 18 et
HabJII0IaeTcsl y TepaneBTa M0 MECTY JKUTEJIbCTBA.
[TeprognyecKy IPeIbsIBIISIET KaT0ObI HA YBEJTMYEHEe
MO/IMBITTIEYHBIX W TA30BBIX JUM(pATHUECKUX Y3JI0B.
ITo pesyssratam Y 31 BbisiBsiena renatomeranus. Ha
KOHCYJIBTAIINIO K aJIJIEPTOJIOTy-UMMYHOJIOTY BIIEpBbIe
HarpaBuau B Bo3pacte 40 JieT B CBSI3W C TEM, UTO Ha
MPOTSKEHUH TIOCTETHUX HECKOJBKUX JIET €KErOHO
MEPEHOCUT TTHEBMOHUIO, 3a00JIeBaHUE IPOTEKAET
TsKeno u jumtenbHo (1-1,5 Mecsia), mocie 4yero
MEePUOIMIECKN OTMeYaeT MOSBIeHNE KalllJist ¢ MOKPO-
TOIi, TIOBBINIEHE TeMIepaTypsl 10 38°C, oburyio ciia-
60cThb. BBIIO MPOBEIECHO UMMYHOJIOTHYECKOE 00CITe-
JIOBaHUe, B XOJIe KOTOPOTO BBISBJIEHBI KpaiiHe HU3KHe
MOKa3aTe UMMYHOTJIOOYJIMHOB ¥ ObLI YCTAHOBJIEH
nuaraos: O6rias BapuabeibHast UMMYHHAsT HEJIOCTa-
TOYHOCTB: arammarsio0ymaemust. [locie ycraHoBIe-
HUS JIMAaTHO32 U MTHBAJIMTHOCTU €KEMECSTIHO 10JTyva-
€T 3aMeCTUTEJbHYIO TepaIio BHY TPUBEHHBIMU UMMY-
HOTJIOOy IMHAMU B TIOIepskuBaoreit 1o3e 0,4 t/xr 1
pa3s B 4 Hemem.

Obvexmueno: CocTosiHre yI0BJIETBOPUTENBHOE,
CaMOUyBCTBHME He HApYIIeHO. ACTEHMYECKOTO TeJso-
Kosxka  umcras,  OienHo-po3oBasl.
Ciausucrtole BJaKHbBIE, PO30Bble. AyCKYJbTaTUBHO
JIBIXaHne Be3WKYJISIPHOE, XPUTTBI HE BBICTYITBAIOTCSI.
ToHbI cep/iia pUTMUYHBIE, 3BYYHBIE.

Obcnedosarnue. OOMIMIT aHATIN3 KPOBK: JIEHKOLIUTHI
3,6x10° /n, spurpormret 2,69x10'% /11, remorobus 8,45
r/1u1, pomborutsl 220x107 /1, COD 49 Mm/4, Gesok
o6umii 53,4 /71, C-peakrusHblii 6e10k 59 mr/n, IgA —
094 /0, IgM — 0,81 /71, IgG — 2,33 1/71.

Oba mpuBeIeHHBIX KIMHIYECKUX MTPUMEPa HILTIO-
ctpupyioT ToT (haxt, uto 1M/l — arto rereporenHas
rpymmna 3abojieBaHuil ¢ OOJIBIIMM PasHOOOpasueM
KJIMHUYECKUX TiposBienuii. He Bcerma paHHuM u
eqHCTBeHHBIM Tipu3HakoM [TU/] cayxut wHDek-
IIUOHHBIN cuHApPOM. I[IposiBieHust GONE3HU MOTYT
MOSIBUTBHCS KaK B TeUEHME TIEPBOTO TO/IA JKU3HU, TaK 1
JlaJIeKo He ¢pasy, Tak KaK HapylieHus (GyHKIIUNA OHO-
TO 3BeHa MMMYHHOW CHCTEMBI JJINTETHhHOE BPEeMs
MOTYT OBITH KOMIIEHCHPOBAHBI PAOOTON IPYTHX 3BEHb-
eB MMMYHHOI cucrembl. V1 Torza Ha 1epBblil mJaH
BBIXO/IST M3MEHEHMS] B aHA/IM3aX KPOBU W TaKue
Hecrnenuduyeckre CUMITOMBI, KaK YBeJUYEHHE JIM-
(haTHUUeCKNX y3JI0B, TEMaTOCILIEHOMETAHs, O0Iast
€1ab0CTh U ACTEHUIECKHIA TUTI TEJIOCJIOKEHIST.,

CJIOJKEHUA.
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SAKJ/IIOYEHUE

[TepBrutbie UMMYHOIEDUITUTBI OTHOCATCS K PeJI-
kum OosiestsiM. B wacrosiee Bpemst B Camapckoii
obmactu s3apeructpuposato 29 manumentos ¢ IV
Hecmotpst Ha TO, 4TO Y GOJIBITMHCTBA MAIHEHTOB MPe-
obsagan panauil ne6oT 3aboaeBanus (CpegHUil BO3-
pacr nebrora 3abosieBanus coctaBu 1,65 roma), cpes-
HUII Bo3pacT TmoctaHoBku auarHosda I[N/ B
Camapckoit obmactu cocrasusn 11,1 ser. Cpemuuii
CPOK 3a/IePKKU YCTAHOBJIEHUS TUATHO3a COCTABJISIET B
cpermHeM 9,6 JIeT, 4TO CBUETELCTBYET O TUIIOUATHO-
cruke I1M/1.

[MepBbiMu miposiBiienusimu [11]/] B 67% ciyuaes
61T MHGbEKITMOHHBIE 3a00/1€BaHsT GPOHXOJIETOUHOI
cucteMbl, y 31% TanueHToB BCTpeYaanuch WHGEK-
IIMOHHBIE 3a00JIEBaHMsI JPYTUX OPTraHoB (MEHWHIHT,
aHIIe(ATUT, KOHBIOHKTUBUT, 9HTEPOKOJIUT, TIAPATTPOK-
TUT). Y YeThIpex MAIUEeHTOB B jebioTe 3a00/IeBaHMsT
OblyIa BBISIBJIEHA MANOMATHYECKAsT TPOMOOITUTOIIEHN-
yeckas mypirypa (14%), y AByX TalimeHToB — BHYTPU-
yrpobHast utbeknus (7%), elie y AByX MalUeHTOB —
Tokcrdeckasi apurema (7%) u cemncuc (7%).

Mpbl cpaBHWJIN 4YacTOTYy BCTPEYAEMOCTH TIEPBBIX
HPOsIBJICHUIT 3a60JIeBaHNsT, BBISBJCHHBIX Y HAIUX
MaIenToB, ¢ Temu nmpusnakamu [111/], koTopbie peko-
MeHoBaHbl OOIIECTBOM MEPBUYHBIX UMMYHOIEhH-
IUTOB KaK HaCTOpaKuBatoIne. Buim mosrydens cie-
NyIOIIMe JIaHHBbIe: OTCTaBaHWEe B POCTE W (DU3UUECKOM
pazButin — y 54% mnaruentoB (16 4yesoBek), moBTo-
pstrorrecst TryboKue abCeiecchl KOKU W BHYTPEHHUX
OpraHoB — y 46% mnaruentoB (13 desioBeK) ¥ /1B UK
GoJiee AMN30/1a TSHKEION TeHepaTn30BaHHON MH(bEK-
1Uu — Takke y 46 % mnannenTos (13 yesioBek).

B T0 3xe Bpems peruanBUpyIoONIe OTUTHI, CHHYCH-
TBI M MOJIOYHMIIA BeTpedanch y 31% marmenTtos (9
4esIoBeK), B¢ Wi 0osiee TTHEBMOHWU B TOJ ObLIH
BbIsiBJIEHBI Y 28% mnanuentos (8 denosek). Hamune
[N/ y wieHOB ceMbi OBIJIO BBISIBJIIEHO €IIIE PEKe — Y
3 nanuenTos, T.e. B 10% ciyuaes. B To e Bpemst ipo-
SBJIEHUS Ay TOUMMYHHOTO W aJIJIEPTUIECKOTO CHHIIPO-
Ma CTaJIi TIEPBBIMU B KJIMHUYECKON KapThHe 3ab0Jre-
BaHUS W MOCJYKUJIU TIOBOJIOM JUUIsi oOpaiieHus K
Bpauy aJIeproJioTy-uMMYHOJIOTY.

Hecmotpsi Ha TO, 4TO XapaKTepHBIM IPU3HAKOM
muorux [T/l asasercsa runorpodus aumpaTude-
CKUX y3J10B, y 62% marmenTos (18 uesosek) B nebrore
3ab0JIeBaHNST OTMEYATIOCH yBeJndeHre Jmmbarimde-
CKUX Y3JIOB, F€lIaTOCIIIIEHOMETaINs ObLIa BBISIBJIEHA Y
59% narentoB (17 yenoBek), anemMust — y 52% mnaru-
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enToB (15 yesoBeK), HEYCTOMYUBOCTD cTyJa — Y 39%
narmenToB (11 gesnosek). Takue Hecmenuduyeckue
MPU3HAKU JIOCTATOYHO PACHPOCTPAHEHBI M MOTYT
CTaTh JIOMOJHUTEJIbHBIMA B PaHHEH AMarHOCTHUKE
[T/, 9TO 1MO3BOIUT CBOEBPEMEHHO YCTAHOBUTB ITpa-
BUWJIbHBII /IMAaTHO3 W HA3HAYWTh 3aMECTUTEIbHYIO
Tepario BHYTPUBEHHBIMI HMMYHOTJIOOYJIUHAME B
COOTBETCTBUM C HAIMOHATBHBIMU KIMHUYECKIMU
PEKOMEH/IAIISIMU.
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IIPUMEHEHUE CEJIEKTBHOI1 XPOMOTEPAIINUN
B MEJIUIIUHCKOM PEABUJINTAIIUU NETEIN

C BPOHXUMAJIBHOM ACTMOM

H.A. JIan', H.B. Kopuaxkkuna?, .. Kamnosckas®, E.JI. Baxosa'

1 1AY3 «Mockoscxuii HayuHo-npaxmu1eckuil uenmp MeOUUUHCKOU peaduiumaruu, 60CCMAH08UMeNbHOU U CROPMUBHOU
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Ienv pabomvt: usyuenue s¢ppexmusnocmu cerexkmusHotl xpomomepanuu (MOHOXPOMAMUUECKOZ0 NOAAPUIO-
BaNI020 C6eMA 3€]1€H020 OUANA30HA) Y Oemell ¢ OPOHXUANLHOU ACTIMOTL.

Mamepuanvt u memoowt. H3yuaiocy erusiiue CereKmusHoOl XpOMOMEPAnUuY 3ei1eH020 CNeKMpa Ha KIUHUYe-
cKoe meuenue y oemeil, CMpadaiowux OPOHXUALLHOU ACMMOU CPeOHEll MANCeCU, HAXOOAUUXCSL 8 Nepuooe
HENOIHOU PEeMUCCUU, NOKA3AMENU PYHKUUU BHEUHEZ0 ObIXAHUSL, NUKDIOYMeMPUU, KapOuouHmepsaiozpapuu,
NYALCOKCUMEMPUU, OAHHBLE NCUXOJOZULECK020 cmamyca demetl. Jleuenue nposoouiocs no NOKA3AHUIM Ha Qone
npumenenus 6asuUCHoOL NPOMUBOAINEPZULECKOT MEPANUU.

Pesyavmamot uccnedosanus u ux oécyscoenue. bolia vlia6iena GulPaANCeHHAS. NOLONCUMENLHAS OUHAMUKA
OCHOBHBIX KIUHUYECKUX CUMNMOMO8 OPOHXUAILHOU ACMMbL 6 OMBEM HA KYPCOBOe 8030CUCMBUE CeNCKMUBHOU
xpomomepanuu. Ha (pone neuenus Hopmaru3o8aiucy nokazamenun KOMnbIomeptou Gioymempuu u nuxkpio-
YMEMPuUL, NYabCOKCUMEMPUU, NCUXOTIOZULECKO20 CIMATYCA, OMMEUATOCH BOCCMAHOBICHUE HOPMATILHOU 8e2ema-
MUBHOL peaxmueHocmu Y 6OILUULCMEA 0emeil.

3axatouenue. Yuumvieas GblCOKYIO MEPANCEMUUECKYIO dPPEKMUBHOCTID NPUMEHEHUS CENCKMUBHOL XPOMO-
mepanuu 3eienoz20 cnekmpa y oemeti ¢ GPOHXUAILHOT ACTMMOTL, XOPOULYIO NePEHOCUMOCTID NPOUCOYP U OMCYM -
cmeue nobOUHLIX PeaKyull, NOKA3AHA B03MONCHOCTD BHEOPEHUSL MEMOOA 8 NPAKMUKY OeMCKUX 1eueOHO-npodu-
JLAKMUYECKUX MEOUUUNCKUX OP2AHUSAUULL.

Kmoueswvie cnosa: demu, 6pOHXUATOHAST ACMMA, CEACKMUBHASL XPOMOMEPANUSL, MEOUUUHCKASL PeabULIUmauusl,
Qusuomepanusi.
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