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Pesome. Onucan kaunuveckuii cayuail pedkoeo nepeutHoeo UMMYHO-
depuyuma — eunepummyHoenobyaun-E-cunopoma (cunopoma lucoba)
y manvuuka 6 éozpacme 14 sem. Cunopom xapaKmepuszoeancs Haiuduem
cmpenmocmacghuaodepmuu, amonu4ecKo2o 0epmamuma, peuuousupyro-
weeo Qypyukyseza, peyuousupyouux NHeBMoHULl ¢ POPMUPOBAHUEM
Kucm, peyuousupyrouux UH@OUAbMpPamos ¢ abcyeccam 8 OprouHol
noaocmu, 4acmoi AUXopaoKoil, CKeAemHbIMU, 3VOHbIMU U AUUEBbIMU
anomanusmu, 303unoguaueti 0o 61%, evicokuMm yposHem UMMYHOA00Y -
auna E (60 498 ME/mn). Takyice ommeuervl MHOMCECMBEHHbIE KUCHbL
6 nevenu, cene3enke.
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KmoueBbie cioBa: nepsuunbiii ummyrooeuuyum,
ummyHoenobyaun E, peyuousupyrowue abcueccel,
nHeemamouenae, ()E[JMCIWILHH.

lunepummyHornooymuH-E(IgE)-cunapom (cus-
npom JIxxoba, cuHapom MoBa) — penkuii BpoxxieH-
HBII IMMYHOIe(DUIIUT, OCHOBHBIMU KIIMHUYECKAMU
TIPOSIBJIEHUSIMU KOTOPOTO SIBIISTIOTCS PELIUANBUPYIO-
11e MHMEKIMK B BUIIE «XOTOIHBIX» A0CLIECCOB KOXKMU,
ITHEBMOHUHM C 00pa3oBaHKeM abCIIECCOB U KUCT
B JIETKUX, MATOJIOTMYECKUE TEPeOMbI U OCTEOMUE-
JIUTHI, YIIOpHast 3K3eMa 1 BbicoKoe cozepxkanue IgE
B CBIBOPOTKE KPOBU. YacTo 3TOT CUHAPOM COUETAeT-
Cs1 C aHOMAJTUSIMU Pa3BUTHSI CKeJieTa, TOJIOBBI, JIUIA
u 3yooB (Grimbacher B. et al., 2005; Schwartz R.A.,
Tarlow M.M., 2005). Inarnoctuka runep-IgE-cun-
JIpOMa MpeJICTaBIsIeT OMpeneeHHbIE TPYIHOCTH U3-3a
HEIOCTaTOYHO OCBEMOMJIEHHOCTH Bpayueii ¢ KIIMHM-
YeCKMMM 0COOEHHOCTSIMU 3TOTO BapUaHTa UMMYHO-
nedurmra. K HacTosiiiieMmy BpeMeHH B MUpE OTyOJTn-
KOBaHO ToJIbKO 250 Hab0IeHW i JaHHOTO 3a00J1eBa-
Hus (Schwartz R.A., Tarlow M.M., 2005).

[IpuBonMM KIMHUYECKOE HAOI01eHEe O0JIBHO-
ro ¢ runep-IgE-cuHmpomMoM 1 HaxonsIIeroCs MO,
HabmoneHueM B MexXpernoHaIbHOM JIETCKOM HM-
MYHOJIOTMYECKOM 1IEHTpPE TIpU 00J1aCTHOM JIETCKOM
KIMHUYeckoii 6ompHULe Nol1 1. XapbkoBa (puc. 1).

W3 anamHe3a U3BECTHO, YTO PeOEHOK POIMIICS
oT 1-ii 6epeMeHHOCTH, (U3UOJIOTUIECKUX POIOB.
Macca tena npu poxaeHuun — 3 400 r. K rpynun
MPUJIOXEH Yepe3 2 U mocje ponoB. [1puBuT B po-
nmuibHOM nome BLIK — 6e3 ocnoxuennii. U3 po-
JIUJIBHOTO J0Ma BbIUcaH Ha 6-if neHb. [lepuon
HOBOPOXIEHHOCTH TIpoTeKas 6e3 ocobeHHocTeit. Ha
€CTeCTBEHHOM BCKapMIMBAHUM PEOEHOK HAXOIMJICS
1o 3 mec.

[IepBbie nposiBiaeHus 3a001eBaHUs MaTh OTMeYa-
eT ¢ 2 Mec, KOrJa TMOsIBUJIaCh ChIMb Ha TeJie B BUIE
ctpenrtocTaduaonepmun. B 3—4-MecssuHoM Bo3pacte
y peOeHKa BbISIBJICH aTOMMYECKUi 1epMaTuT, XapaK-
TePUBYIONINICS HEMPEPLIBHOPELIMIUBUPYIOIIUM Te-
yeHneM. C rpyTHOTo BO3pacTa OTMEUYEH PeLMINBUPY-
ot pypyHKyaes (oboctpeHus 2—4 pasza B Tof).
C 5 Mec — permmuBupytonmii 6poHxut. B Bo3pacte
1 rona peGeHOK repeHec THOMHbBII OTUT, 3aTIOTOYHBI
a0ctiecc, ¢ 2 JIeT y HEro OTMEYaroT PelUIMBUPYIOIINE
naHapuimu. B 4 rona 5 Mec pebeHOK IepeHec OCTPYIO
JIByCTOPOHHIOIO THOIMHYIO IECTPYKTUBHYIO THEBMO-
HUIO, OCJIOXKHUBIIYIOCS TPABOCTOPOHHUM TTHOTHEB-
MOTOPaKCOM 1 (hOpMHUPOBAHMEM KMCThI BEPXHEH T0I1
TpaBoro Jierkoro. Yepes 4 Mec 0OTMEUEHO HarHOEHUE
KHMCTBI BEPXHE I0JIM TTPAaBOTO JIETKOTOo, TIpOBeieHa
nobakromus. C 4,5 net exxeroqHo (2—3 pasa B ron)
OTMeYaroT 000CTPEHMST XPOHUYECKOTO OPOHXNTA C SIB-
JneHusMu ooctpykuuu. B 7 net 11 mec y pebeHka
Pa3BUICS ITPABOCTOPOHHUI THOMHBIN IIEHBIA X OKO-
JIOYIIHBINA TUMbaTeHUT — ObLUIO IIPOBEIEHO BCKPBITHE
THOIHBIX o4aroB. B 8 et — ocTpblii prierMoHO3HBII
anTeHANIINUT, OCTOXHUBILIUICS IEpUTOHUTOM. B 8 1eT
6 Mec MaJTbYMK BHOBb TIepeHec JIEBOCTOPOHHIOI Jie-
CTPYKTUBHYIO THEBMOHUIO, OCJOXHUBILYIOCS TTHEB-
MOTOPaKCcOM, (hOPMUPOBAHUEM M HATHOEHUEM KUCThI
BEPXHEH 10711 JIEBOTO JIETKOTO — MPOBEIeHa IOOIKTO-
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Puc. 1. bonbHoii 1., 14 net, runep-IgE-cunppom.

MUSI BEPXHEI JI0JIN 1 SI3bIYKOBBIX CETMEHTOB JIEBOTO JIETKO-
ro. B 9 niet pa3Busicst OpoHXOIUIEBPaIbHBII CBUIIL, TIO TIOBO-
Ity KOTOPOTO ObL1a IPoBeieHa TOPAKOTOMHUSI CJIEBA U YIIU-
BaHue OpoHXOIIeBpaibHOro cauiia. B 10 et marueHT
OIep1POBaH MO MOBOJLY TMTAHTCKOTO adcliecca 3a0pIoIMH-
HOTO IPOCTPAHCTBA, abciiecca OobIoro canbHuka. B 11 ger
2 Mec TiepeHec MPaBOCTOPOHHIOK TUIEBPOITHEBMOHMUIO;
OTMEUYEHO 000CTPEHHE aTOMUIECKOTO ePMATUTA, OCTOXK-
HuBILIeecs UHGuULIMpoBaHueM. B 11 1et 5 mec BbisiBIeH
UHOUIBTPAT OPIOIIHON MOJOCTH B 00JACTU MPOEKIIUU
TI0C/IE0TIePAlIMOHHOTO PyOlia B MPaBOiA TIOIB3IOITHOM 00~
nactu, B 11 et 8 Mec — MHGUILTPAT B 00JACTU JIEBOTO
rogradparMagIbHOTO IIPOCTpaHCTBa pazMepoM 84 x40 Mm
U B 00J1aCTH BEPXHETO I0JII0Ca CEIe3eHKU (JIeUSHUE XUpyp-
rudeckoe). B 11 sier 10 Mec BbIsiBIICH MHGWIBTPAT B TPaBOi
TIONB3MOIITHOM 00J1aCTH M MHOXXECTBEHHBIE TUTTOOXOTeHHBIE
obpazoBaHus pazMepom 30x40 MM B rieueHH (KOHCEpBATHB-
Hoe sieyeHue). B 11 et 11 Mmec — ocTpasi mpaBOCTOPOHHSISI
rojiucerMeHTapHast mueBMoHust. B 12 ier 7 mec — octpast
JIEBOCTOPOHHSISI HYKHENOJeBasl TUIEBPOITHEBMOHMSI, C 00-
CTPYKTUBHBIM CUHIPOMOM.

[1pu 0630pHOI peHTreHOTrpauy BepXHE 1 HYKHEN
YeJTI0CTe i BBISIBIIEHBI 3a/IepKKa MPOPE3bIBAHUS TTOCTOSTH -
HBIX 3y0OB (KJIBIKOB) M OTCYTCTBUE 3a4aTKOB ITPEMOJISIPOB
U TPETHUX MOJISIPOB (puC. 2).

Puc. 2. 3yGHble aHoManumn Ha 0030pHOIi peHTreHorpadum BepxHeit
1 HUXXHEW YenlocTein.
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B mapte 2005 r. peOeHOK 17151 yTOUHEeHUsI AMarHo3a ObL1
HarnpapieH B KueBckuii ropoacKoii IeHTp AeTCKOM UIMMYHO-
Jioru. [1pu o6¢nieoBaHNM B KITMHUYECKMX aHAJT3aX KPOBU
OTMeYaIN 03UHOMIIIIIO OT 7 10 24 %, CIBUT JICHKOLIMTAPHOI
opMyIIBI BIeBO (TTATOYKOSIEPHBIE HEUTPODUIBI OT 6
10 11%), BHavase mambormtos (10 42%), 3aTeM — HENTPO-
unes no 86%, MOBBIIIEHHYIO CKOPOCTb OCEIAHUSI SPUTPO-
uutoB (0T 25 1o 43 Mm/4). Buoxumudeckuii aHaIU3 KpoBU
(ob1mii 6ey10K, OUTMPYOUH, TIeYeHOUHbIE TIPOOBI) U KITMHU-
YeCKHii aHaIM3 MOYM — B HOpMe. B Korporpamme BbISIBIIEHO
60JTbIIIOE KOJIMYECTBO HEUTPATbHOTO JKUPa, XKUPHBIX KUCIIOT,
MbLIa, YMEPEHHOE KOJIMYECTBO KJIETYATKH U CJIU3U. B uMmy-
Horpamme: T-mambormtel (CD3+) 72,4% (N=55—-80%);
tmrotokcndeckue T-mvgormter (CD56+) 5,1% (N= >10%);
T-xemmepsr (CD3+ CD4+) 53,04% (N=30—-55%); T-cy-
npeccopsl (CD3+CD8+) 20,38% (N=12—30%); cooTHoIL1Ie-
nue T-xemmepsl/T-cympeccopsl — 2,6 (N=1,0—2,5); B-mm-
douuter (CD19+) 20,1% (N=8—20%); NK (natural kill-
ers) -knetkn (CD3—CD16/56+) 5,06% (N=6—18%); IgA
0,89 r/m (N=0,93£0,27 r/m); IgM 1,3 r/n (N=0,5610,18 r/);
IgG — 14,0 r/m (N=9,29+2,28 r/11); aKTMBHOCTh (harolurosa
34% (N=40—60%); uHTeHCUBHOCTH (harouuTosa 9,5%
(N=2—8%); TecT BoCCTAHOBJICHVST HATPOCUHETO TETPA30JIHST
(HCT-rect) ciontanHbiit — 14% (N=5—12%); cTimymipo-
BaHHBIA — 30% (N=40—80%); hyHKIIMOHATBHBII pe3epB
16%. IgE cocrtaBua 60498 ME/ma (N — MeHblIe
87,0 ME/m).

Ha peHTreHorpamMMe opraHoB IpYAHOMN KJIETKH
o1 21.03.2005 r. BbIsIBJIeHA TTPABOCTOPOHHSISI OYaroBast
MTHEBMOHMSI, B TMHAMUKE — (DOPMUPOBAHUE TOHKOCTEH-
HBIX KUCT.

Ha anexkTpoxapamorpamMMe oTMeUeH MpaBUJIbHbII
CUHYCOBBIN PUTM, HEIOJHAs OJoKama MpaBoil HOXKHI
nmyyka ['Mca, ymMmepeHHbIe HapyIIeHUs MTPOIIeCCOB Pero-
JISIpU3allii MUOKap/a.

[Ipu ynprpasBykoBoM uccinenoBanuu (Y3HM) neueHu
OTMEUEHO yBeIMYeHHe pa3MepoB (+4,8 cM), YIIOTHeHHas],
HEOMHOPOIHAsI CTPYKTypa. B mapeHxuMe neyeHu Bu3ya-
JIM3UPYIOTCS TUAPOGUIbHBIE 00pa30BaHMs pa3MepaMu
o1 0,9 o 5,1 cM B iuameTpe ¢ YeTKUMU HEPOBHBIMU KOH-
TypaMH, HeTIPaBUJIbHOI OBaJIbHOM (HOPMBI C HATMIMEM
HEOIHOPOIHOTO COAEPXKMUMOr0, YTOIILEHHOTO KOHTYpAa,
BO3MOKHBI 9XMHOKOKKOBbIE KUCTBI. B nnHamuke npu Y3U
B MEYEHU OTMEYEHO MOsIBIeHE HOBBIX 00pa30BaHUi Ana-
MeTpoM 1,2—2,3 cMm. BrlgaBieHHBIe paHee 00pa30oBaHUs
0CTaBaJIMCh MPEKHUX Pa3MEPOB, OTMEYAIN TUTIEPIXOTEH-
HbIe BKTIOUYeHMS B HUX. [1p1 KOMITbIOTEpHOM TOMOTpahrn
MEYSHU M JIETKUX BBISIBIEHBI MPU3HAKK aJIbBEOKOKKO3a.
AHTHTEIa K 9XMHOKOKKY He BbISIBIIEHbI. PeGeHOK KOHCYJTb-
TUPOBAH XMPYPTrOM — TeTaToJoroM, I1-poM Mea.HaykK
O.I'. Kotenko (MHCTUTYT XMPYpPIruu ¥ TPAHCTUIAHTOJIOTUM
AMH VYxpanHbl) — 3a10103peHbl Mapa3uTapHble KMCThI
nieyeHu. [1J1s1 perreHust BOrpoca 06 OrepaTUBHOM JICYEHUH
Ha3HayeHa IIOBTOPHAsi KOHCYJIbTALIMs yepes3 6 Mec.

KoHcunmym, Bo3riaBisieMblil peciyOIMKaHCKUM JeT-
CKUM UMMYHosoroM, ipod. JI.M. YepHbII10Bo#, BEICTABIT
JTMATHO3 MEPBUYHOTO MMMYyHOzIeuiiuTa — rurep-IgE-cun-
IpoMa, aJlbBEOKOKKO3a (KJIMHUYECKHU) CJIOKaJIM3aluueit
0YaroB B TTeYeHH 1 JIETKKX. Bblia HazHaueHa Tepanmst — 1ie-
anexcux 0,25%4 paza B CYyTKU IIUTEIbHBIM KypcoM; ajlb-
OeHna3os B 03¢ 15 Mr/Kr/cyT B2 npuema Tpemsi Kypcamu
110 28 AHel ¢ riepepbIBoM 15 THeli; KOHTPOJIb alaHUH- U ac-
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rapratraMuHoTpaHcdepasbl, Y 31 opraHoB OproIIHO# MoJIoc-
Tu 1 pa3 B 2 HelI; MOBTOPHOE 00CIIeI0BaHUE B AIMHAMUKE.

Taxum o6pa3zom, HabmoneHEe 00JILHOTO B IMHAMUKE,
a TaKXe BCECTOPOHHEE KIMHUKO-MMMYHOJIOTHYEeCKOe
o0cJie1oBaH1e TIO3BOJIMJIO MPUATH K BBIBOLY O HAIMYUK
y 00JILHOTO BPOXIEHHOTO MUMMYHOAE(UIIMTA — TUIIeP-
IgE-cunnpoma. OCHOBHBIMUM apryMEHTaMU JUIsl yCTAHOB-
JIEHUSI TAKOTO TUarHo3a ObLUIu:

* HaJIM4Me PelUIVBUPYIONIMX MHEKIMIT KOXN («X0-
JIOHBIe» a0CLECChl), JIETKUX (ITHEBMOHUM C AeCTPYKLIMEH
1 00pa30BaHUEM KUCT), THOMHO-BOCTIAJIUTESIbHbIE TIOpaXe-
HUST OpraHOB OPIOIIHON MOJOCTU (THOMHBIN anTeHANIINT,
OCJIOXKHEHHbIi IEPUTOHUTOM, abCLIEIUPYIOLIME UHPUIBTPa-
ThI OOJIBIIIOTO CAJIbHUKA 1 3a0pIOIIMHHOIO ITPOCTPAHCTBA);

* HaJuuue KJIMHWYECKUX MPOSIBJICHUI aTonuu —
9pUTEMATO-CKBaMO3Has (hopMa aTOMUUECKOro IepMaT-
Ta, BHICOKUI YPOBEHb 303MHO(DWINN KPOBH;

« Boicokmii IgE ceiBopoTku KpoBu — 60498 ME /M
(HexapaKTepHbIM siBIsieTcss HU3Kuil IgE, oTMeueHHbII
y 60J1bHOTO Ipu 00caenoBanuu B 11 ner — 72,2 ME/mn);

* BBISIBJICHHBIC aHOMAJIMK CKeJieTa (CKOJIMO03, TUTIep-
MOOMJILHOCTh CYCTaBOB), 3y0OB U JIMIIA.

JlaHHoe KimHuYeckoe HaooneHue rumnep-IgE-cuH-
JIpoMa TMO3BOJIIeT PacIlMPUTh HAIIM 3HAHUS 00 2TOii
penkoit popme IepBUYHOTO UMMYHOIE(UIIUTA.
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Pe3tome. Onucano kninivnuii unadok piokicHoeo nepeum-
H020 IMyHOOeiyumy — einepimynoeno6yrin- E-cunopomy
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(cundpomy Jlncoba) y xnonuuka eikom 14 poxis. Cundpom
Xapakmepu3ysaecs HasAeHicmio cmpenmocmaginooepmii,
amoniuHoeo depmamumy, peyuougyH020 (hypyHKYyAb03Y,
DPeuuou8yrOHUX NHEBMOHILL i3 hopMyBanHam Kicm, peuyu-
dugyrouux iHpinempamie 3 abcuecamu 8 YepeaHiil NOpPoIC-
HUHI, 4acmoro AUXOMAHKOI0, CKeAemHUMU, 3YOHUMU § AU~
UbosUMU aHoManiamu, eosunoginieto 0o 61%, eucoxum
pienem imynoenodyniny E (60 498 MO/mn). Takoxnc 6io-
3HAYeHI MHOJICUHHI KICMU 8 NeviHUi, cene3iui.

KimouoBi cioBa: nepsunnuii imyrnodegiyum, imyroenooynin E,
peyudueyioui abcyecu, nHeemamouene, 0epmamum.

CASE REPORT OF
HYPERIMMUNOGLOBULINEMIA E (JOB)
SYNDROME

A.l. Koshemjaka, V.A. Klimenko,
L.P. Pushkarenko, E.V. Pasechnik

Summary. Article represents case report of a rare primary
immunodeficiency disease — hyperimmunoglobulinemia E
(Job) syndrome in 14-years old boy. The syndrome was
characterized a presence: recurrent pneumonias compli-
cated by pneumatoceles, recurrent abscesses in abdominal
cavity, dermatitis, lesions of skin infected by Streptococcus
and Staphylococcus, recurrent furunculosis, frequent fever,
skeletal, dental and facial anomalies, eosinophilia to 61%,
elevated immunoglobulin E level to 60498 1U/ml. Multiple
cysts are also marked in a liver, spleen.

Key words: primary immunodeficiency disease, immuno-
globulin E, cold abscesses, pneumatoceles, dermatitis.
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