He ynanocb, 3TO CBMAETENbCTBYET O TOM, YTO U UX
dOyHKUMK, 1 posfib B HOPMMPOBAHMM NOCTBAKLMHASb-
HOro MMMYHHOro oTBeTa Yy nauneHToB ¢ OBUH Takxe
COXpaHeHa.

OnHaKo Mpu CpPaBHEHUM UCXOAHbIX YPOBHEMN
akcnpeccun Bcex wuccrnegyembix TLR Ha MoHO-
umtax bbino obHapyseHo 3HaunTenbHoe (B 3—4 pasa)
yBENMUYEHME IKCMpeCccUn peLentopoB y BosbHbIX No
CPaBHEHMIO CO 300POBbIMU, HO Y¥KE 4Yepes Hepenio
OTMeYaeTCs POCT NoKasaTesien y 3M0POBbIX U CHUXKEHNE
y BonbHbIX TakMM 06pa3oM, UTO OHU HaxXO@ATCSH
MPUMEPHO B OOHMX W TEX e Mpepeniax, CoXpaHsAAch u
yepes Mecsl, YTO MOKET CBUAETENbCTBOBaTL 0 braro-
MPUSATHOM poNnn asokcuMepa bpoMupa B perynsumu
BOCManuUTENbHbIX MPOLECCOB.

TaknM 06pa3oM, 13-3a UCMONb30BAHUS PA3MUYHBIX
nabopaTopHbIX METOAO0B, TUMOB UCCIEOYEMbIX KIETOK,
BupoB TLR n ux nuraHpos B uMeloLwieMcs Heb6onbLLOM
KOIM4yecTBe MPOBEAEHHbIX MCCNeaoBaHUNA TPYLHO
NMPUATU K KOHKPETHOMY BbiBOAy 0 AedpekTtax TLR u
CYLLIECTBEHHbIX M3MEHeHUsX ypoBHA T- u B-numdo-
umToB y naumeHToB ¢ OBMH. HecMoTpsa Ha HebonbLuyio
BbIbOpKy naumenTos ¢ OBMH Bnepsbie nayyeHo npume-
HEeHWEe 4yeTblpexBalleHTHOMW CcybbeanMHMYHON afgblo-
BaAHTHOW BaKLUMHbI MPOTMB rpunna u bbinu nonyyeHsl B
uernom obHapexumBawoLlime pesynbtatbl. OgHaKo Nouck
HOBbIX CXeM BaKLMHaLWK SBMSETCA NPeaMeToM Aanb-
HeMLLNX UCCMefoBaHWi, paBHO Kak U 3OHEKTUBHOCTb
BycTepusaumn MMMYyHOAAbIOBAHTHBIMWU BaKLMHaMK y
nauunenTos ¢ OBUH.

Cnyuau xpoHuuyeckou rpaHynemaTo3sHou 6onesHu
B peructpe nepBUYHbIX UMMyHoAE(ULMTOB
B CTaBpOnosbCKOM Kpae

J1.T. KybaHoBa

@rb0Y BO «CTaBponosbCKuii rocyaapCTBeHHbI MEeANLIMHCKUIA yHuBepcuteT» MuHsapasa Poccun, CTaBponorb

pOHMYeCKas rpaHynemMaTosHas bonesHb (XI'B)

— BPOMOEHHbIM MMMyHoZeduumnT, obycnos-

MEHHbIN MyTauueih TreHOB, KOOUPYIOLLMX
NADPH-okcupgasy, KoTopas KaTanusuMpyeTt CUHTE3
aKTMBHbIX DOPM KUCMOPOLa, YY4aCTBYIOLLMX B NU3ncCe
aHtureHa. Obwasna pacnpocTtpaHeHHocTb XI'b B Mupe
cocTtasnseT okono ot 1:200 000. Mo aaHHbIM Hauu-
OHaJIbHOIO PerucTpa NepBUYHbIX UMMYHOAEMULNTOB
(MNA), pacnpocTpaHeHnHocTb XI'B B Poccuu cocrtas-
nset 1:1 100 000. CywecTtByloT X-cuenneHHas
(MyTauua reda CYBB) u ayTOCOMHO-peLECCUBHbIE
(MyTaumu CYBA, NCF1, NCF2 n NCF4) dopMbl XIB.
N3yuaeTca aTuonoruvueckoe 3HauvyeHve pedumunTta
npoTenHa Eros (C170RF62), yuacTsyiowero B obpa-
30BaHuK retepogumepa gp91lphox—p22phox. MaHu-
decTupyeT XI'b ¢ poskLeHWa unu B paHHeM OeTCTBe
BUXX-1TOM, rHoiHbIMKM NMMddageHUTaMn, OCHOBHbLIMU
KITMHUYECKNMU NPOSBNIEHUAMMN ABMATCA BaKkTepu-
anbHble 1 rpubkoBble MHAIEKLUNM, rpaHyneMaTo3Hble
nopasxenwus. M1, 14 net. 3abonesaHne MaHudecTu-
poBafio C POMAEHMA Be3ukynonycTynesoM. [anee
exeronHo nepeHocun no 3—-4 BakTepuanbHble
MHDEKLMN: NMHEBMOHUU, NMeNoHedpuTbl, PypyHKynes,
cTadunonepMusa, rHOWHbIM ranMopuT, abcueccol
MOLKOXHOW KMPOBOW KIeTUYaTKU, MUKO3bl, THOMHbIN
KOHBIOHKTUBWT, abcuecc neveHn. AnuTensHO nomyyan
aHTubakTepuanoHylo Tepanuio. B 12 net BbiAB-

neHbl 2 MyTaummn B reHe CYBA: peneumsa n MUCCEHC.
HasHaueHa ba3sucHasa npoTuBoMunkpobHas Tepanus,
OT TpaHcniaHTauMm reMono3TUYECKMX CTBOJOBBIX
knetok (TICK) poautenu otkasanucb. M2, 9 ner.
[lebioT XI'B B 3 Mec — wurennes, napanpoktut. [lanee
no 3 6akTepuanbHble MHPEKUMN B FOA: NapanpoKTuT,
nuMmdaneHuT, MHEBMOHMK, ageHodnermoHa. B 3 ropa
BbiSIBNeHa feneumvs B reHe CYBB. B 7 neT npoBefeHa
TrCK, moHopoM cTan popHow bpat. lNpukusneHune
MPOLUIIO YCMEeLUHO, COXPaHAETCS LOHOPCKUIA XUMEPU3M
no BCEM POCTKaM KpoBeTBOpeHus. PebeHok nocellaeT
LLKOY, UMMYHU3UPYETCA HEXMBbIMU BakUMHamu. [13,
9 net. OebioT XI'b B 1 roa, nHeemonuna. 3a 1,5 ropa
nepeHec 4 bakTepuanbHbie MHpeKLMN: NUMAaLeHWT,
rHOWMHas aHruHa, abcuecc nevenun. B 2,5 roga obHapy-
)eHa gynnukauums B rede CYBB, npuHuMan 6asucHyio
npoTMBOoMUKpPOBHYI0 Tepanuio. B 3 roga nposeaeHa
TICK ot popHoro bpaTa, B TeueHue 5 neTt coxpaHseTcs
BPEMEHHbI XMMEpPU3M, Bbinv MPOSBNEHUS peakuum
«TpaHcnnaHTaT NPOTMUB X03AWHa». 3annaHMpoBaHa
noeTtopHasa TICK. M4, 4 roga. C poxpeHus dypyH-
Kynes, BUX-uT, rHoiHble nuMdaneHnTbl, AECTPYK-
TUBHblE NMHEBMOHUW, abcLecchl MOLKOMXHOW KUPOBOW
knetyaku. B 3rona BbiABEHa MUCCEHC-MyTaLMs reHa
CYBB. B 4 ropa nposeneHa TI'CK ot 3gopoBsoro 6Bpara.
Ha paHHbIi MOMEHT COCTOSIHME YLOBIIETBOPUTENBHOE,
npofosiskaeTca UMMyHocynpeccuBHaa Tepanus. [15,
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3 ropa. Mnagwui bpart IN.T. Poguncs ¢ aHoManusamm
pa3suTusA. XI'b nebioTupoBana c 2 MecsLEeB XapakTep-
HbIMW BaKkTepuanbHbIMU MHGIEKLUUAMU, B TOM uuche
AECTPYKTUBHBLIMU MHEBMOHMAMU, B 6 MecaLeB 0bHa-
pysKeHa unpeHtnuHas N.T. myTaumsa. B 2 rona BoisiBneH

cuHapoM KnainHdpensTepa. B 2,5 ropa nposeneHa
TICK ot 3pgopoBoro bpaTa. Yepes 2 Mec passunach
nonMopraHHas HefoCTaTOYHOCTb, MpefnonaraeTcs
NoCTTpaHCMMaHTaUnoHHas TpoMboTnyeckass MUKpO-
aHruonaTtus.

CuHpapoM Puwiepa—I3BaHca Y AeTeu:
aHanus paHHbIx LleHTpa

K.A. KysbMuHoBa, H.C. CMeTaHuMHa

®IBY «HaumoHanbHbIi MEANLMHCKMIA NCCIIER0BATEeNbCKMI LIEHTP BETCKOM reMaTosiorny, OHKOIornm
u uMmMyHosormm uM. Jmutpus Porayesa» MuHsapasa Poccun, Mocksa

uHgpom duwepa—3saHca (CHI) — 310 penkoe

3aboneBaHne HEW3BECTHOM 3TMOMOMMNM, Xapak-

TepusyloLleecs KOMBUHaUMEN ayTOMMMYHHON
remMonuTMyeckoin aHemun (AUCA) M UMMyHHON TpOMBO-
untonenun (MUTIM), KoTopble MOTYT PasBMBATLCA ONHO-
BPEMEHHO MMM MOCNEA0BaTENbHO, MHOMAA COYETAIOTCA C
MMMYHHOI HeTponeHuen (Evans et al., 1951). Mo onpe-
LeIeHUIo SIBNIAETCA AMArHO30M UCKITIOYEHMS.

CP3 knmaccuduUUMpyOT Ha MEPBUYHbLIA, UCTUHHO
MOMONATUYECKMI U BTOPUYHBIA. Yalle Bcero y feten
onucbiBaloT passuTue BTOopuyHoro CP3 Ha dhoHe
NepBUYHbIX UMMyHoaedUUUTHBIX cocTosHui (MAAC),
TaKUX Kak ayTOMMMYHHbIN nuMdonponudepaTuBHbIi
cuugpoM (AJMC), obuwas BapuabenbHas WMMYyHHas
HegocTaTouHocTb (OBVH), a Takme cUCTEMHbIe ayTOWUM-
MyHHble 3aboneBaHusi. C ynyulleHneM BO3MOXHOCTEN
AMarHOCTUKM C Kax[blM FOfOM ONUCHIBAIOT BCe Bonblue
HoBbIx MUIC, Ha doHe KOTOpbIX MOrYyT pasBMBaTbCA
MMMYHHbIE LUMTOMNEeHUH, B TOM uncne CO3.

Mbl NMpoaHanM3MpoBanu PeTPOCMNEKTUBHO Mauu-
eHToB no 18 net, obpawasLumxcs B by «HMUL 0N
M. [IMuTpus Porayesa» MuHsgpasa Poccum 3a nepuog
¢ 2012 no 2019 r. ¢ HanpaBnAOLWUM KITMHUYECKUM
OMarHo3oMm «cuHapom duepa—3saHca». boin nposeneH
aHanu3 MegMUMHCKOM QOKYMEHTaUMW, a Takxke BbINos-
HEHO reHeTuyeckoe obcrnenoBaHve MaUMEHTOB B LiENAX
MoMCKa OCHOBHOI o 3abonesaHus.

Bcero 66110 oTobpaHo ana aHanusa 54 nauveHTa,
MefMaHa Bo3pacTa aebioTa 3aboneBaHus (NepBUYHOI
uutonexuun) coctasuna 5 net (ot 0 mMecsaues po 16
NeT), COOTHOLLIEHWE MO MOMY M CPEfU BCEX NaLMeHTOB
coctasuno 28:26 (1:1,07), ymeprio 6 (11,1%) nauneHTos.

Mo pesynbTaTam obcnepoBaHus naumeHTbl Bbinu
pasfeneHbl Ha 2 rpynnbl — nepeuuHbiii COI (n = 12;
22,2%) v BTOpUYHbIA CPI (n = 39; 72,2%). B rpynne
BTOpMYHOro CP3 no pesynbratam Bbinn gMarHoCTUpO-
BaHbl pasnuunble MUAOC. Y 3 (5,6%) nauneHToB Gbina
BbliBMeHa TpoMboTuueckas TpoMbouuToneHnyeckas
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nypnypa (TTIM), ckpbiBaBLLasCA nof «Mackoi» CP3.

MauneHTbl ¢ BTOpMYHbIM CP3 pebioTupoBanu B
bonee Mnaplwem sospacte (MeamaHa 4,5 ropa, oT
2 mecsaues [0 12 net). MeomaHa Bo3pacTa nebioTa
cpeov nauueHToB ¢ nepeuyHbIM CPI coctasuna 8 net
(o1 7 mMecsues oo 16 net). Pacnpenenenue no nony B
obeunx rpynnax coctasumno 1:1.

B obeux rpynnax nauueHTsbl Yalle febioTrpoBanm
C W30MIMPOBaHHOW LMTOMEHWUN, OLHAKO OLHOBPEMEHHOE
passutne AUMA n UTM yawe Habniopganocs B rpynne
BTOpUyHoro CPJ (33,3% cpenn BTOopuuHOro v 8,3%
cpeay nepeuuHoro CH3). TonbKo B rpynne BTOpUY-
Horo C®3 Habniopanca nebioT ¢ TPEXPOCTKOBOMN LIUTO-
nexmn (9,8%). Bcero HeiTponeHus BCcTpeyanach npw
BTOpuryHoM CP3 y 30,8% naumeHToB.

lMp1coennHeHne BTOPOM LMTONEHUM B 0Benx rpynnax
MPOMCXOLMIIO B CPeiHEM Yepe3 OfMHAKOBbIA NpoMe-
YTOK BpeMeHu (MeamnaHa 2 ropa 3 Mec npu NepBUYHOM
C®3 v 2 rona npu BTOpryHOM CDJ).

CMepTHOCTb cpeay Bcex naumeHtoB ¢ CHI cocTa-
Buna 9,8% (n = 5). B rpynne nepanuHoro C®3I cMepT-
HOCTb OKasaracb HecKosbKo Bbilwe (16,7%), ueM npu
BTOpUUHOM CDI (7,7%).

MonoxutensHylo npsMyio npoby Kymbca nmenu
90,7% nauueHToB. B ocHoBHOM onpegensanucs 1gG,
TaKXKe y YacTu naumeHToB obHapyxuBanmuch IgA, koMno-
HeHTbl komnnuMeHTa C3d. OTpuuaTenbHbI pesynbTaT
Bbin y 5 naumeHToB: y 3 — ¢ BpoxaeHHon TTM, y 1 — ¢
BTOPUYHbIM COI 1y 1 — ¢ neperuHbIM CD3I.

Bce nauvenTbl ¢ CPI B HaweM nuccrnenoBaHvn B
KauecTBe Tepanuu NepBoi NNHUM NOMyYanu rioKOKop-
TurocTepouasl (FTKC) n/vunu BHYTpUBEHHbIE UMMYHOFMO-
6ynuHbl (BBUI) B MoHOTEpanuM Unn B KOMBUHALMMK.

B rpynne BTopuuHoro C®3 Tepanus 'KC okasanacb
HeaddbekTMBHOM B 13,6% (3/22) cnyyaes, B 31,8%
(n = 7) pasBunacb CTEpoMa3aBUCUMOCTb, OTBETUMM Ha
Tepanuio 54,6% (n = 12). B rpynne nepsuyHoro CHJI
oTBeT Habniogancs vatue, B 66,7% (6/9) crnyuaes.



