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Abstract
The article presents a clinical case of a rare primary immunodeficiency syndrome - Hyperimmunoglobulinemia E. Typical
clinical symptoms, diagnostic and treatment tactics have been demonstrated.
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BBeneHue K MepBUYHBIM UMMYyHOAedULUTaM, acCoLUNPOBaH-

CvHgpom runepummyHornobynmHemun E (ru-
nep-IgE) (cuHgpom [xoba (Job’s syndrome), cuH-
apom baknu (Buckley syndrome), runep-lgE-cuH-
ApOM, CMHOPOM VoBa) — peakoe MynbTUCUCTEMHOE
HacrneacTBeHHoe 3abonesaHue, BCTpevaroLleecs ¢
4YacTOTOM MeHee OAHOro criyyas Ha 1 MnH Hacene-
HWSI B paBHOW Mepe Y XeHLMH 1 My>4uH. [1o coBpe-
MEHHOIN Kraccudukaumm sabonesaHue OTHOCUTCS

HbIM C CUHAPOMASbHBLIMU NPOSIBIEHNAMMN.

BrnepBble 6ones3Hb onucaHa B 1966 r., korga
ObINN YCTAHOBMEHBI €€ OCHOBHbIE KITMHWUYECKME Npu-
3HaKW: 9K3eMaTo3HbI AepmaTuT, peuuavusupyowmne
MHAEKLMN KOXM M NerovHble nHdekumm [1]. CeAsb ¢
runepnpoaykuueri IgE BoisBneHa B 1972 r. Bpayom
Pebekkon baknu (oTctoga opyroe Ha3BaHue 3abone-
BaHusl). B nocneayowme gecatuneTs onucaH Myrnb-
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TUCUCTEMHbIV XapakTep 3aboneBaHvs 1 nogTBepxae-
Ha ero reHeTn4eckas 06ycnoBneHHOCTb [2, 3, 4].

CyLLeCTBYOT ayTOCOMHO-AOMMWHAHTHbIE, peLec-
CUBHblEe W crnopagunyeckne cnyyvau runep-lgE-cun-
gpoma. [Npy ayToCOMHO-AOMMHAHTHOM BapuaHTe
OonesHb BbidBaHa MyTauuen B reHe STAT3. B Ta-
KOM criyyae puck poxaeHusi 6onbHoro pebeHka co-
ctaBnseT 50 % He3aBMCUMMO OT nona, €cnv OAWH
n3 poputenen ©OoneH. AyTOCOMHO-PELIECCUBHbIN
BapuaHT xapaktepusyetcsa gedekramu reHoB TYK2
unn DOCKS8. [Ina passuTtua natonorumn Tpebyetcs,
4yTObbI 062 poanTens GbiM HOCUTENAMN MyTaHTHbIX
annenen, Npu 3TOM BEPOSITHOCTb HacregoBaHus
cvHapoma cywlectByeT y 25 % peten.

MpeobnagatowiMm sSBASETCS ayTOCOMHO-O0OMMU-
HaHTHbIM TN 3aboneBaHus. lMepBoHayanbHO €ero
paccmatpuBanu Kak gedekt garounToB, Tak Kak
npu gaHHOM 3aborneBaHun GNOKMpyeTca XeMoTak-
cuc HenTpodunos. OgHako B NocnegHne rogbl 0bio
NPU3HaHO, YTO MMMYHHbIE OedekTbl nmeloT bornee
rny0©oKun MHOrogakTopHbIN xapakTep [5]. Beayuiyto
porb B HaCTOsilLee Bpems OTBOAAT HapyLUEHUAM
onddpepeHumpoBkn T-numdoumnTtoB (T-xennepos,
Th-17), a Takke T- n B-kneTok namsiTn, BbI3BaHHLIM
MyTaumen reHa STAT3. Hepoctatok knetok Th-17
NPVMBOAMT K HapyLUEeHWIO mepedady CUrHanoB WH-
TepnenknHa-17 (UN-17) n UN-22. Cumtaetcs, 4To
3TV LUUTOKUHBI CTUMYNUPYIOT NPOSYKUMIO 3nuTenu-
arnbHbIMU KIEeTKaMM XEMOKMUHOB, KOHTPOINUPYHOLLMX
XeMOTaKCcuUC MNONMMOPHO-AAEPHBIX  NENKOLUTOB
AN YHUYTOXEHMSI naToreHoB nyTem dharouutosa,
N NPOTUBOMUKPOOBHbLIX NenTnuaoB (aedeH3nHOoB) [6].
Mx HapylweHnss B 3HaAYMTENBbHOM Mepe OObSCHS-
10T AedeKkTbl NPOTMBOrPMOKOBOrO U aHTMbakTepu-
anbHOro MMMyHuTeTa. STAT-3aBUCUMON SABMSETCSA
TaKke npoaykuusa psaga gpyrmx uyutokumHos (MAJ1-6,
nI-10, UN-11, NN-21, TOPR n gp.), anddepeHum-
poBka T- 1 B-numgoumToB, perynsums akTMBHOCTU
MaTPUKCHbBIX MEeTannonpoTenHas, 4YTo MpMBOAUT K
HapyLUEeHVI0 PEMOAENNPOBAHNSA TKaHEW U MynbTU-
CUCTEMHOCTY NMOPaXKEHWSI.

Hawnbonee yacTbiMM MMMYHONOTMYECKUMU MPO-
ABMeHNsIMM 3aboneBaHns SABNSOTCH 3K3EMaTO3HbIE
BbICbIM@HNS YMOPHOrO TeyeHus, BakTepuanbHble
WHMEKLMM KOXM U MSATKUX TKaHenh 6e3 npusHakoB
BOCManeHus (Tak HasblBaeMmble «XOrnogHbie» abc-
Lieccbl), KOXHO-CMMU3UCTbIN KaHAMOO03, peuvamBu-
pyloLine pecnupatopHble MHPEKUUN (OPOHXUTHI,
MHEBMOHMM C WCXOOOM B MHEBMOLENE) 4acto C
nopaxexHnem JIOP-opraHoB (CUHYCUTbI, OTUTHI),
CKITOHHOCTb K 3M0OKa4yeCTBEHHbIM HOBOOOpa3oBa-
HUSM (NMMMPOMBI, KapUMHOMbI). HemmMMyHHbIE npu-
3HaKN BKMOYAKT KpaHuouedanbHble 0COBEHHOCTM
(acMmmeTpus yepena, LWMPOKO paccTaBleHHbIe rma-
3a, LUMPOKMI KPbINIOBUOHBIN HOC, YTOSLLEHNE YLLIHbIX
pPaKoBUH, BbICOKOE HEDO), HapyLUEHWSI ONOPHO-ABU-
ratenbHOro annapara (rMneppacTsXKMMOCTb, CKOMU-

03, NaTonorMyeckme nepenomMbl AMVHHBIX Tpybya-
TbIX KOCTen), 3yboYentocTHOWM cucTeMbl (3agepkka
BbINadeHUs MOMOYHbLIX 3y0OO0B), COEAWHUTENbHON
TKaHW M COCYAMCTOW CeTU (aHeBpU3MbI, pacLumpe-
HWe 1 n3BUTOCTb apTepun u ap.) [7, 8, 9]. Cneny-
€T OTMETUTb, YTO CUMMNTOMbI OTAMYaTCH 60MbLLNM
pa3Hoobpasnem us-3a obwmpHon ponn STAT3 B co-
MaTU4YECKOM pPasBUTUN.

AyTOCOMHO-PELIECCUBHbIA  BapuaHT BCTpedva-
eTCsl 3HaunTenbHO pexe. MNauneHTsl cTpagatoT no-
BTOPHbLIMU BakTepmanbHbIMU MHPEKLUSMU, Bbl3BaH-
HbiMu Staphylococcus aureus, Proteus mirabilis,
Pseudomonas  aeruginosa u  Cryptococcus.
XapakTepHa ynopHasi pacnpocTpaHeHHas WHdEK-
uma  Molluscum contagiosum, peunanBUPYIOLLIA
Herpes simplex w Varicella zoster, rpnbkoBble WH-
dekumn. NHeBMOHUN NpU ayTOCOMHO-PELECCUBHOM
BapuaHTe NHeBMOLENe He OCMOXHATCA. AHOMa-
nMn ckereta M COEAVHUTENbHOW TKaHW Takke He
XapaKTepHbl, HO Yalle BCTPEYalTCH BbIpaKEHHbIe
HEBPOSOrMyeckne HapyLLeHns BNIOTb 4O remunse-
rn. ToBbILLEH PUCK Pa3BUTUS OHKOMOTMYECKUX 3a-
fbonesaHuii, 0COBeHHO nMmMmonponugepaTUBHbIX.
B uenom, peLeccuBHbIN BapuaHT 3aboneBaHns cum-
Taetca 6ornee arpecCcuBHbLIM.

JTaBopaTopHble OTKNoHeHUs npu runep-lgE-cun-
APOME BKITHOHAKT 903UHOMUNNIO U BbICOKME YPOBHU
obuero IgE (no 2000 ME/mn v Bbilwe) B CbIBOPOT-
Ke. B 10 e Bpems ypoBHU IgE MOryT 6bITb NOXHO
HU3KUMW y OeTen MnagLie 6 Mecsues 1 'y NOXUMbIX.
Copepxanue 1gG n IgM B cbiBOpOTKE, Kak npaBu-
10, COXpaHSETCA Ha YpOBHE pedepeHTHbIX 3Hade-
HUA, a IgA MHOrga CHUMXAEeTCs, HO MOXET OblTb U
HOpMarnbHbIM. Y HEGONMbLUIOW YacTn GONbHbIX 0OHa-
pyxxuBaetcs HentponeHus. Konnyectso numdoum-
TOB 0ObIYHO HOpPMAarbHOE, HO CHWXKEHO copepxa-
Hue T- n B-knetok namatn (CD45R0O*), ocobeHHO
T-kneTtok namatn, Kotopble npoayuupytot WI1-17
(Th-17). OnucaHo CHWXeHWe KonmyecTBa Nepeksto-
YEHHbIX 1 HEeNepektoYeHHbIX B-numdoumTos nams-
™ (CD19*CD27+*IgD- u1 CD19*CD27*IgD* cootBeT-
CTBEHHO). CHmxeHa nponundepatuBHas akTUBHOCTb
T-numcounTOB B OTBET Ha (bUTOreMarritoTUHNH.

CnepyeT OTMETUTB, YTO OTCYTCTBME cneumdmrye-
CKUX KIMMHWKO-1TabopaTopHbIX MapKepoB CYLLECTBEH-
HO 3aTpyaHsieT AMarHocTuky 3aboneBaHus. Ha npak-
TUKE ee OCYLLECTBNSAIOT, OPUEHTUPYSCb Ha KIoYeBble
KNYHUYeCKne Npu3Haku, BbICOKMI ypoBeHb IgE, a03u-
HOOUINIO U cemelnHbIn aHamHes [10, 11]. B comHu-
TEMbHbIX Crydasix uenecoobpasHo uckatb MyTauuio
STAT3, DOCKS8 mnu TYK2. HaunoHanbHbIM UHCTUTY-
Tom 3p0poBbsl CLUA paspabortaHa 6annbHasi cucte-
Ma guarHoctukm runep-IgE-cuHgpoma, BknovatoLas
20 knuHuKo-nabopaTopHbIX Kputepres (Tabnuua 1).
CornacHo en, KonuyecTBo 6anmnoe, B CyMMe MNpeBbI-
watowee 40, MOXET yKasblBaTb Ha BbICOKYIO BEPOAT-
HOCTb HanM4uMsa gaHHoro 3abonesaHus.
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Tabnuya 1. bannbHas wkana duasHocmuku eunep-IgE-cuHdpoma (yum. no Grimbacher B.)
Table 1. Scale for the diagnosis of hyper-IgE syndrome (cited by Grimbacher B.)

Bannbl
KnuHnyeckve nposiBneHus
0 1 2 3 4 5 6 7 8 9
Haunbonee Bbicokas 501- 1,000- >
<200 | 200-500 — — — — —
KoHueHTpaums IgE (IU/mL)! 1,000 2,000 2,000
Abcuecchl Koxu (Bcero) Het — 1-2 — 34 — — — >4 —
0
HEBMOHWW, NOATBEPXAEHHbIE Her B 1 N 2 . 3 . >3 .
PEeHTreHonorn4ecku (Bcero)
[MapeHxMmMoTo3HbIe Bpok-
lMHeBma-
NMOpPaXXeHUs Nerkmx Het — — — — — | xoakTa- | — —
Touene
(nHeBMaToLENe, GPOHX03KTa3bI) 3bl
Tsaxe-
[pyrue Taxensle nHdeEKLNN Het — — — — — — — —
nble
daTanbHble UHEKLUN Het — — — Oa — — — — —
HawnbonbLuee konnyecTso 700-
<700 — — — — >800 | — — —
303MHOGMIoB/L 800
HeoHaTanbHas cbinb Het — — — Ectb — — — — —
CpegHen
Ok3ema Het Ierkas — >6 — — — — —
TSKECTU
CUWHyCUTBI, OTUTBI cn-
y ' 1-2 3 4-6 — crem- | — — — — —
(Hanbornbluee KONMYeCTBO B roA) .
HbIN
OpanbHbin
OHuxomu-
Kanannos Het BarnHarnb- — — — — — — —
R KO3
HbIi
OcTaTo4Hble MOMoYHbIe 3y6bl Het 1 2 — 3 — — — >3 —
Ckonuos (cTeneHb) <10° — 10-14 — 15-20° | — — — > 20° —
lMepenombl nocne
Het — — — 1-2 — — — >2 —
He3Ha4YUTENbHbIX TPaBM
MnepmMobunbHOCTb CyCcTaBoB Het — — — Ectb — — — — —
Ierkue
XapakTepHble 4epTbl nuua Het — — — Ectb — — — —
npusHaku
YBenMyeHHas WnprHa Hoca <1SD 1-2 SD — >2SD — — — — — —
Bbicokoe HEGO Het — Ectb — — — — — — —
BpoxaeHHble aHoManum Het — Ectb — — — — — — —
JTnmdpombl Het — — — Ectb — — — — —

OnddepeHumanbHbln guarHo3 NpoBOAMTCH C
TakMMmu 3aboneBaHVsMM, Kak acneprunnes, atonu-
YECKUN OepMaTtuT, Opyrue nepeuyHble UMMYHOOE-
dULNTBI (XPOHMYECKas rpaHyriomato3Has 6onesHs,
OBWA, cuHapom Buckotta — Ongpuya).

B uenom, ycraHoBneHwe pguarHosa rm-
nep-lgE-cuHgpoma npeacraenser onpegeneHHble
CMOXHOCTWN B CBSA3M C MHOTOIPaHHOCTbLIO KITMHUYeE-
CKUX NposiBNeHn. BelllensnoxeHHoe nogTeepxaa-
€T Halle KnuHu4eckoe HabnoaeHune.

Cny4al u3 KruHu4YeckouU rnpakmuku
MaumeHT K., 1996 . p., nocTynun B oTAeneHune
nMmMyHonaTtonorun n annepronorum 'Y «Pecny6nu-

KaHCKUN Hay4YHO-MPaKTUYECKUN LEHTP paavauunoH-
HOW MeauLMHbI U SKoormm YenoBseka» B toHe 2022 T.
AN YTOMHEHUS AmnarHosa c xxanobamy Ha NocTosiH-
HbIN KaLerb (Cyxon unu ¢ otxoxageHnem 50—100 mn
CBETNON MOKPOTbI MO yTpam), OAbILKY M cepaue-
BueHve npu PrUsnM4ecKkon Harpyske; nepuoamyeckm
3ygsime BbICbINaHUSA Ha KOXe Terna U BONOCUCTOM
4YacTu rornosbl.

M3 aHamMHe3a XWU3HW U3BECTHO, YTO MauMeHT C
nepBoOro Mecslua XW3HW CTpagaeT peuvavmBupyto-
LWMMU CTadOUNOKOKKOBbIMK MHpekumnsamm (nuogep-
MUS, NapoHUXMK, DYPYHKYNe3, CTadnOKOKKOBbIN
QHTEPUT, MHOXECTBEHHble abcueccbl BOMOCUCTOM
4YacTu ronosbl 1 Tynosuwa). HeogHokpaTHO NPOXO-
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Ovn cTaumMoHapHoe nedeHne. Ha BTOPOM rogy XusHu
BbICTaBreH AnarHos: « AToNnu4ecknin gepmaTtuT, mna-
OeHdeckaa dopma, OCOXHEHHbIN MNUoAepMUEny.
C 3TOro e BpeMeHU NPUCOEOUHUITNC MHOXECTBEH-
Hble peunaMBupyloLMEe MHEBMOHUW, 4acTo npoTe-
KaroLme ¢ oCroxXHeHnsiM1 (MHeBMOTOpake, abeuec-
cbl). ExxerogHO nmpoxoaun cTauMoHapHoe IeyeHve
B NynbMOHoOMornyeckom otgeneHnn. B 1998 r. BbI-
SIBMEHO CHWXeHne ypoBHs IgG B CbIBOPOTKE KpOBMY,
Ha OCHOBaHMM 4Yero Obin NPeanonoXeH BPOXOEH-
HbI UMMYHoaedMuMT — BGonesHb bpyToHa, ogHa-
Ko yrnybneHHoro obcrnefoBaHuWs He MPOBOAUITIOCH
N 3aMeCcTUTENbHOW Tepanuu npenapataMmv UMmy-
HOrMoOyNMHOB NauneHT He nonyyan. B nocneayto-
LMe roabl U3MEHEHUS B JIErKMX MPOrpeccupoBan.
B 2005-2006 rr. 6bin1 gMarHoCTMpPOBaHbl KUCTbI B
000uMX NerkMx ¢ yacTbiMU HarHoeHusamu. B 2007-
2008 rr. npoBOAMNMCH MOBTOPHbLIE OMepauun Ku-
CT3KTOMWM, BbINOMHEHa pe3ekumss S2-S3 cnpaea.
B nocnegytouwem kpome peuvavBOB MHEBMOHMUM
OTMeYanucb 4actble 060CTpeHWst aTonU4eckoro
fepmartuta, OCNOXHEHHble NuoaepMuen, rHoMHbIe
numdageHnTol. [loBTopHOE abcueampoBaHue Ku-
CTbl FIErKOro ¢ HeoBXOAMMOCTBIO XUPYPrM4EeCcKoro
neyeHns Habnoganocb B 2015 r. OgHOKpaTHO BHY-
TPUBEHHO NaLMeHTy 6bln nepennuT MMMYHOTIoByNnH
YenoBeYeCKNn HopMarbHbIN, NOCHe Yero COCToAHME
BONbHOr0 HECKOMbKO YNy4YLWWAOCh M AanbHenwas
yactoTa peuMavmBOB MHEBMOHWMU 3HAYMTENBHO CO-
Kpatunaco. B 2022 r. npn nabopaTopHoM uccneao-
BaHWW BbIsiBNEHbI BbiCOKWE Lndpbl IgE B CbiBOpOTKE
kpoBu (6onee 2000 IU/ml) npn HopmanbHbIX 3Ha4e-
Huax 1gG, M, A, noaTBepXaeHHble OUHAMUYECKUM
obcnegoBaHueM, U nauuMeHT HanpaeneH B Pecny-
ONUKAHCKMI HAay4YHO-NPaKTUYECKUIA LEHTP paguaum-
OHHOWN MeOMLUVMHbI 1 3KOMOrnn Yenoseka ¢ Npegnosno-
XuTenbHbIM anarHo3om «lmnep-IgE-cuHopom».

M3 aHamMmHe3a XXn3Hn n3BeCcTHO, YTO naumeHT K.
poXaeH OT nepBon 6epemeHHoOCTU. BpeaHblie npu-
BblYKM OTpuuaeT. He paboTtaeT (MHBanug 2-n rpyn-
nbl). CemenHbIi aHamHe3 6e3 ocobeHHoCTEN.

[daHHble 06bEKTMBHOIO OCMOTpa Npw NocTynne-
HUW: COCTOSIHME YOOBMETBOPUTENbHOE, CO3HaHMe
scHoe. OTMe4arTcs 0COOEHHOCTUN NULEBOIO CKene-
Ta: LWMPOKUI KPbIFOBUAHbLIA HOC, LUMPOKO paccTaB-
neHHble rmnasa. KoXHbI MOKPOB BOSIOCUCTOM YacTu
rornoBbl TMNEPEMUpPOBaH, €OVHWYHbIE Manyrnomny-
CTyne3Hble dNeMeHTbl Ha Koxe Lweun. MHoxecTBeH-
Hble MocneonepaunoHHble pybubl Ha KOXe rpya-
HOW KNneTkn. Bugumble cCrivsncTble HEe U3MEHEHDI.
3eB 6e3 ocobeHHOCTeN. IMeeTcst TpM OCTaTOYHbIX
MOJOYHbIX 3y6a. JInmdatmnyeckue ysnbl He yBenu-
YyeHbl. [pn ocMOTpe KOCTHO-MbILLIEYHOW CUCTEMBI
OTMEYaeTCs HapyLlleHne OCaHKun B BMAe KndoCcKo-
nnosa, rMnepMobuIbHOCTbL CyCTaBOB. TemnepaTy-
pa Tena — 36,7 °C. Poct — 156 cm, Bec — 39 kr.
ToHbI cepgua sicHble, pUTM NpaBunbHbIN. ynbc —

110 ya/muH, Al — 100/70 mm pT. cT. B nerkmx gbixa-
HMe XXeCTKoe, B BEPXHMX OTAernax crnpasa 3BYK Npo-
BOOUTCH MIIOXO; B HWXKHMX — OblXaHue ocrnabneHo.
XpunoB HeT. [Npu nepkyccun nerknx onpegensercs
ACHbIV NEroMHOM TOH. Yuncno abixaHun — 17 B MUH.
Opblwkn HeT. XKMBOT MArkui, npu nanbnauum 6es-
bonesHeHHbIN. lMepuctanstuka KuwevHuka obbly-
Has. NeyeHb y kpasa pebepHon ayrn. CeneseHka He
nanbnupyetca. CTyn exegHeBHbIA, 0POPMIEHHbIN.
CvMnTOM nokonaynBaHust otTpuuateneH. uypes —
1500 mn B cyTkn. MouewncnyckaHue csobogHoe, 6es-
©onesHeHHoe.

Pesynstatbl KOMMNbIOTEPHOW TOMOrpadumn op-
raHoB rPYyAHOWN KMETKW: MOMMKMCTO3HAasA AMcnnasus
06oux nerkMx ¢ nocrneonepaumoHHbIMU N3MEHEHU-
AMW B MpaBOM JIErkOM, NMHEeBMOCKNepo3. Bosgyu-
Hasl nonocTb B S8 neBoro nerkoro, NHeBMonopo3
BEPXHEN JONN NeBOro nerkoro. S-obpasHbln CKonu-
03 LUENHO-TPYAHOro oTAena no3BOHOYHUKA 3- CTe-
neHun. AnekTpokapguorpaguyeckoe nccrnegoBaHve:
PUTM CMHYCOBLIN HecTabunbHbIN. YacToTa cepaey-
HbIX cokpaieHun — 62—100 ya./muH. Tynbcokcu-
MEeTpus: ypoBeHb kucriopoaHon catypaumm (SpO,)
B Hopme — 98 %. YnbTpasBykoBOe uccriegoBaHue
LLINTOBUAHOWN Xene3abl: 9X0-Npu3HaKku kUcT obenx go-
nen WMTOBUAHOW Xenesbl, yBeNnn4yeHne LEeNnHbIX U
HaOKIMHYMYHBIX NMMdoy3noB (4o 16 x 7 mm). 930-
dharoracTpogyoAeHOCKONUA — 3aKIioYeHne: Xpo-
HU4Yeckuin ractput. CnMpomMeTpust — 3akmioYeHue:
3HauMTENbHbIE CMELLAHHbIE HapyLUeHUs yHKUUK
BHELLHEro AbIXaHusl.

Pesynbratel  nabopaTopHbIX  UCCNeaoBaHWUN.
OO aHanua KpoBu: remornobuH — 143 r/n, spu-
Tpountbl — 5,08 x 10'?/n1, cCkOPOCTb OCeaaHns apu-
TpoumtoB — 19 Mm/M, nenkounTel — 8,6 x 10%n,
303uHopunel — 10 %, nanoykosgepHble HEWTpo-
dunbl — 4 %, cermeHTosAepHble HENTPOUbl —
48 %, numdounTtbl — 32 %, MoHOUUTbl — 6 %,
TpomboumnTtel — 170 x 10%n. Bruoxummyecknin aHa-
nn3 kpoBu: obwmn Gernok — 81 r/n, rniokosa —
3,8 Mmonb/n, moyeBnHa — 6,6 MMonb/n, KpeaTu-
HUH — 90 MKMOnb/N, XonectepuH — 5,2 Mmone/n,
o6wmn 6unmpyouH — 11,8 mkmonb/n, acnaptatamu-
HoTpaHcdepasa — 39 E[l/n, anaHMHaMMHOTpaHC-
epasza — 73 E[/n, C-peakTuBHbIn 0Genok —
1,9 mr/n. O6wwmn aHanm3 mo4ym 6e3 ocobeHHOCTEN.
MoceB moun Ha mukpodpriopy: S. Saprophyticus —
10® konoHveobpasytowmnx eguHuy (KOE). Masok
13 rnoTku un Hoca: S. aureus — 108 KOE. Masok ¢
KOXHbIX MOKPOBOB Ha Mwukpodpropy: S. aureus —
10 KOE. TloceB MOKpOTbI Ha MUKpOopy:
S. aureus — 108 KOE; P. aeruginosa — 10% KOE.

lMokasaTenu remocTasvorpaMmMmbl B npegenax
pedepeHTHbIX 3Ha4YeHM. AHanNM3 KpoBM METOOOM
MMMYyHOepMeHTHOro aHanmsa (MPA) Ha mapkepbl
BUpycHoro renatnta n BUY otpuuateneHbl. Pe3ynb-
Tatbl MMMYHOMOrM4Yeckoro obcrnenoBaHuns npeg-
cTaBrneHbl B Tabnuue 2.
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Tabnuua 2. Pe3ynbmamsl UMMYyHOsI02u4ecko20 obcrnedosaHusi nayueHma K.

Table 2. Results of the immunological examination of patient K.

Cy6nonynsLUMoHHbI cocTaB NMMAOLUTOB

HOpMarnbHble rokasarenu
cybnonynaumm nMmMdoLnToB Mapkepbl AnddepeHLMPOBKY aHaveHms, % nauvenTa, %
T-numdcoumThbl CD3* 66,0-75,0 83,2
AKTUBUPOBAHHbIE T-NMMOLUTBI CD3*HLA-DR* 0,8-2,3 20,21
T-xennepsbl CD3*CD4* 30-56 41,8
T-knnnepsbl CD3*CD8* 20,8-26,8 39,2
NMMyHOperynsaTopHbIi MHOEKC CD4'/ CD8* 1,4-2,1 1,1
B-numdoumnThl CcD19* 9,1-12,4 10,1
EcTecTBeHHbIE KUNNEpPDI CD3-CD16*CD56* 8,8-17,1 6,5
EctectBeHHbIE T-KMnnepbl CD3*CD16*CD56* 2,5-5,8 9,0
HawnHble CD4*T-xennepbl CD3"CD4*45RA" 26-62 23,2
CD4*T-xennepbl namsatu CD3*CD4*45R0" 6-20 23,0
CD8*T-unToTOKCHYECKNE NaMATH CD3*CD8*45R0O+ 2-12 251
IgD*HenepekntoyeHHble B-nuMmdounTel namsaTu IgD*27+ 5,0-25,0 4,0
IgD-nepekntodeHHble B-numdouunTbl namsatu IgD-27* 9-35 4,6
ABcontoTHble 3HadeHus:, X 10° B 1 Mkn
T-numdcoumThI 1,0-1,67 2,38
B-numdoumnTbl 0,15-0,24 0,29
MMMyHorno6ynuHel, r/in
MmmyHornobynmH A 1,0-1,67 1,62
WmmyHornobynuH M 1,0-1,67 1,03
NmmyHornobynuH G 1,0-16,7 17,39
MmmyHorno6ynuH E obwuin 1,0-1,67 11483 1U/ml
MokasaTenu dyHKLMOHaNbHOW aKTUBHOCTU HEUTPOUMOB
[NornotuTensHas akTMBHOCTb, % 60-80 55
Cnoco6bHocTb k npoaykumu cynepokeua-paaukanos (HCT-Tec), %
HCT cnoHTaHHbIn, % 2,0-15,0 15
HCT ctumynupoBaHHbIv, % 40,0-60,0 36
Heto3
CNOHTaHHLIN, % 4,0-7,0 7
CTUMYNMPOBaHHbIN, % 9,0-12,0 18
Hpyrve nokasatenu
C3-KOMMNOHEHT KoMmnnemeHTa, r/n 0,83-1,93 1,35
C4-KOMMNOHEHT KOMMieMeHTa, r/n 0,150-0,570 0,338
Linpkynupyowme nMMyHHbIe KOMNNeKebl (ycr. eq.) 4-24 38
AT IgM k Herpes simplex oTp. oTp.
AT K uMTOMEranoBsmpycy B CbIBOPOTKE KPOBU:
IgM oTp. oTp.
IgG oTp. MONOXWT.
AT k BOB:
IgM k kancugHomy Al™ (EBV VCA) oTp. COMHUTENbHbIN
IgG k HykneapHomy Al (EBV EBNA-1 IgG) oTp. oTp.
1gG Kk kancugHomy n panHemy Al (EBV VCA IgG ) oTp. MOMNOXMT.
AnTusgepHelie AT (MDA):
ANA screen meHee 1,5 meHee 0,5
ENA screen meHee 1,0 meHee 0,5
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Kak BMOHO M3 gaHHbIX Tabnuvubl 2, No pesynb-
TataM MMMyHorornyeckoro obcnegosaHmsa y naum-
€HTa OTMevasnoch NoBblLIEHNe cogepXaHus T-nnuv-
douunToB 3a cyeT T-kunnepos (CD3*CD8*-kneTtok),
yBenuyeHmne KonuyecTBa NKT-nnmdoumtos
(CD3*CD16/CD56*) n T-knetok ¢ Mapkepamu akTu-
Baumn (CD3*HLA-DR*). lNMpoueHTHOe coaepkaHue
B-numcounTtoB cooTBETCTBOBANO pedepeHTHbIM
3Ha4yeHusIM, ogHaKko Habnioganock HapylleHue unx
TepMUHanNbHOW  AndpepeHUnpoBkn  (CHWXKEHME
IgD-nepekntoyeHHbIX B-knetok namsTtu). 3admken-
pOBaHO pes3Kkoe yBernM4yeHne KOHLUeHTpauumn obLie-
ro IgE B cbIBOpOTKE KPOBW MpW OTCYTCTBUU CyLLe-
CTBEHHbIX HapYLUEHWI CO CTOPOHbI APYrMX KnaccoB
nMMyHornobynunHoB. Cpean napaMeTpoB yHKLMO-
HanbHbIX CBOWCTB HENTPOGUITOB OOHapyXMBanochb
CHWKEHME WX MOMMOTUTENBbHOW CMOCcOBHOCTU U pe-
3epBa BHYTPUKIIETOYHON MUKPOOMUMAHOW hyHKLMK
(HCTcT) Ha dhoHe akTMBaumMm HeTo3a. BbisBneHa
ceponosnTMBHOCTb Mo IgG K UMTOMEeranoBupycy U
Bupycy OnwTtenHa — bapp. Mpr3HakoB cMCTEMHOro
ayTOMMMYHHOrO npoLiecca no pesynsratam obcneno-
BaHWS Ha aHTUSIAEPHbIE aHTUTENa He YCTaHOBIEHO.

JononHnteneHO  MpoBegeHo  onpedeneHve
cneuundudeckoro IgE ¢ naHenbio annepreHoB. Bbl-
SIBMeHa MHOXECTBEHHas ceHcnbunnusauus, Makcu-
MarnbHO BblpaXkeHHasi (ypoBeHb onacHocTtu VI) k an-
nepreHam E1 kot n M5 Candida albicans.

Vmerowmecs knnuHudeckne aaHHble (xapaktep-
Hble 4YepTbl nvua, rMMNepMOBUNbBHOCTb CyCTaBoOB,
LENHO-TPYAHOM CKOMMO3 3-1 CT., HannymMe ocTaToy-
HbIX MOMOYHbIX 3y0OB, 3K3EMAaTO3HblE BbIChINAHNUS
Ha KOXHOM MOKpPOBe, YMOPHO peLvanBMpYyloLLas
CTaUITOKOKKOBasA MHeKUMsi, abCcueccbl KOXMW,
napeHXumaTo3Hble aHOManuu nerknx, rpnubkoBble
nopaxeHusl), a Takke nabopaTopHblie MNPU3HAKK
(cToVikoe M BblpaXXeHHOe MOoBbILEHNE YPOBHSA IgE B
CbIBOPOTKE) MO3BONWUMM HaM AMarHoCTMpoBaThb nep-
BUYHbBIA MMMYHOOedUuMT — runep-IgE-cnHgpom.
lMpu conocTaBneHnn KINMHUKO-NTabopaTopHbIX AaH-
HbIX HaLLero nauneHTa co CKPUHNUHIOBOW CUCTEMOWN,
onobpeHHon HauuoHanbHbIM MHCTUTYTOM 340pO-
Bbs CLUA (Tabnmua 1), 6bino nonyyeHo 58 6annos.

[launeHTy pekomeHOoBaH ANUTESNbHbBIA NPUeEM
KO-TpMMOKCa3ora, NoaAepKuBatoLLas GpoHxoneroy-

Hasa Tepanus (opmoTepon 12 mkr no 1 gose 2 pasa
B A€Hb — ANUTENbHO; MYKONMMTUYECKNe cpeacTaa
(ambpokcon, ALILL) kypcamu no mecsly 3—4 pasa B
rof), yXOA 3a KOXel C MPUMEHEHNEM YBNaXKHSAOLLNX
cpencTB. [pn TsKenom Te4eHnn MHEKLMOHHO-BOC-
nanuTenbHbIX NPOLLECCOB LenecoobpasHa Tepanus
UMMYHOrNOBYNMHOM HOPMarbHbIM YEernOBEYECKUM
ONs1 BHYTPUBEHHOrO BBeAeHus m3 pacyeta 0,4 r/kr
Macchbl Tena.

3akntoyeHue

OnucaHHbIN BbIlE Criyyan oTpaaeT pasHo-
obpasve KNMHMYECKUX CMMNTOMOB 3aboneBaHus,
BKITHOYAIOLLMX KaK UMMYHOSOTMYECKME, Tak U HEUM-
MYHOMornyeckme nposieneHust. Yto kacaerca nabo-
paTopHbIX AaHHbIX, TO BbISBIEHO, YTO Yy MauueHTa
OTCYTCTBOBaJl TakOW 4acTO BCTpeYalLuincsa npu-
3Hak runep-IgE-cuHgpoma, kak 303mHopunms. CHu-
)KEHME KONMMYecTBa MEPEKIOYEHHbIX U HEMEPEKITHo-
YeHHbIX B-numdountos namstn (CD19*CD27*IgD 1
CD19*CD27*IgD*) He HOCMKIO BbIPaXXEHHOIO Xapak-
Tepa. NameHeHusa B cybnonynsauMoOHHOM cocTaBe
nMMcounTOB CBUAETENLCTBOBANM 00 akTuBauum
T-numdounToB (yBENMYEHNE MPOLEHTHOIO COAEep-
XaHua  CD3*HLA-DR*-numcountoB) Hambonee
BEPOSATHO 3a CYET KWMMEPHOro 3BeHa (y4mTbiBas
OTHOCUTENbHOE YBENWYEHWe coaepxaHust T-kun-
nepoB, eCcTeCcTBeHHbIX T-kunnepos, CD8* T-kneTok
namsaTn). PyHKUMOHANbHBLIA CTaTyC HEenTpoduioB
N3MEHSACA B HE3HAYNTENbHOW cTeneHu. [oBbIweH-
Hasi HeToTUYecKkass aKTMBHOCTb, KaK U CHWXeHMWe
daroumtTapHon M pesepBa BHYTPUKIETOYHOW MWU-
KpobuumnaHon yHKUMK, BEpPOSITHO, OOYCMOBMEHbI
HanNM4YneM XpPOHMYECKUX BOCMANIUTENbHbIX Mopaxe-
HUWA KOXW. OTO NMOATBEPXKAAET BbIPAKEHHYI Bapu-
abenbHOCTb MMMYHO-TabopaTopHbIX U3MEHEHUIA U
OTCyTCTBME UX chneunduyHocTu. Onpegensowmm
ONarHoCTUYECKMM MpU3HakoMm 3aboneBaHust y AaH-
HOro naumMeHTa SBUISICA OYEeHb BbICOKUA YPOBEHb
cbiBopoTo4Horo IgE (6onee 10 000 [U/ml), koTopbin
B COMETaHMU C KITMHUYECKMMU NPU3HAKaMmM Ha OCHO-
BaHUM UCMOMb30BaHWs GannbHON LUKarbl NO3BOMUIT
YyCT@HOBUTb OMarHo3.
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