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A — xonyenyis ma duzaiin docaidwenns; B — 36ip danux; C — anaris ma inmepnpemayis danux; D — nanucanus cmammi;

E — pedazysanns cmammi; F — ocmamoune 3amsepdicenns cmammi

Pestome. Tinepimynorao6yainemis E (Hyper-IgE syndrome, HIES, cunapom Axo6a) € BpoaxeHo momMuakoro imynirery (mep-
BUHHUM iMyHOAEIIIUTOM ), IO XAPAKTEPU3YETHCS OEAHAHHAM eKCTPEMAABHO MABUIIEHOTO PiBHS 3araAbHOTO iMyHOrA06YyAiny E,
MOPYIIEHHAM KAITHHHOI iMyHHO] BiATIOBIAL Ta CXMABHICTIO AO TSDKKHX PEITUAMBYIOUMX iHQEKIil i aAepridHuX 3aXBOPIOBaHb. Y CTATTI
IPEACTABACHO KAIHIYHUI BUIIAAOK [IEPBUHHOIO KOMOIHOBAHOTO IMyHOAEDILUTY 3 CHHAPOMOM rinepiMyHorao6yainemii E 3 mizuim
Ae0I0TOM, IIepebir IKOro CYIpOBOAXKYBABCSI AOMIHYIOUMM iHeKIifHNM ypaxkeHHsM mKipy. KaiHiYHa KapTHHA BKAIOYaAA XPOHIYHY
mioAepMi0, MIKpOOHY ex3eMy, $OPMyBAHHS HEKPOTHYHHIX TPOPIYHUX BUPA3OK BEPXHIX | HIDKHIX KIHIJBOK, a TAKOK PO3BUTOK Tinep-
CEHCHTHBHOT'O AEMKOLIUTOKAACTIHYHOTO BACKyAiTy. IMyHOAOTTUHE 06CTEXeHHS BUABHAO KOMOiHOBaHuH AedekT T-, B- ra NK-xaitun
y HO€AHAHHI 3i CTifIKOIO rimepiMyHoraobyainemiero E Ta moaicencubiaizaniero, mo BiaAlIOBiAaAO iMyHOMATOreHETHIHOMY HPOdiAt0
curapowmy rinep-IgE. 3acTocyBanms iMyHOTepaii AikapchbKUM 3ac060M IMyHOTAOOYAIH AIOAMHI HOPMAABHHUI AASL BHYTPIIIHbOBEH-
HOT'O BBEAEHHS CYIPOBOAXKYBAAOCS 3HAYHIM KAIHIYHUM [TOKpALleHHSM, 3MEHIIEeHHSIM aKTUBHOCT] LIKIPHOTO MPoLiecy Ta crabiaiza-
IIi€10 3araAbHOrO CTaHy marieHTa. IIpepcTaBAeHHI KAIHIYHII BHITAAOK TiaKpecaroe AlarHocTmuHi TpyaHomi HIES npu misHboMy
Ae010Ti Ta 0OIPYHTOBYE HEOOXIAHICTD KOMIIAEKCHOTO IMyHOAOTTYHOTO T2 MOAEKYASIPHO-TEHETHYHOTO 0OCTEXEHHS 3 METOI0 OITH-
Mi3aLjii TAKTUKY AIKYBaHHS, IPOTrHO3YBAHHS I1epebiry 3aXBOPIOBAHHS Ta IIOKPAIIEHHS SIKOCT] JKUTTS MaLli€HTa.

Karouosi croea: Hyper-IgE syndrome, HIES, curapom Axxo6a, mepBuHHMIT KOMOIHOBAHHI IMyHOAGILIHT, TilTepiMyHOrAOOYAiHe-

Mera. [IpepcTaBUTH KAIHIYHHMI BUIIAAOK IepPBUH-
HOrO KOMOIHOBAHOTO IMyHOAeDILHUTY i3 CHHAPOMOM
rinepimynHorao6yaisemii E 3 misuim peb10TOM, mo mpo-
ABASBCS TSDKKMM XPOHIYHUM iHQEKIIHIM ypaKeHHAM
IIKIpH, a TaKOX IPOAEMOHCTPYBATH CKAAAHICTD Ala-
THOCTHKA ¥ MOAMBOCTI KOMIIAEKCHOTO AiKYBaHHS
AQHOI ITATOAOTII.

Beryn. [Tepsumni imyroaeginmTu (BpopkeHi momua-
KU IMYHITeTY) CTaHOBAATb TeTepOTeHHY IPYITY CIAAKOBHX
3aXBOPIOBaHb, IO XaPaKTEPU3YIOTbCA IOPYUICHHAM
CTPYKTYpH Ta (YHKIiNl Pi3HMX AQHOK BPOAXEHOTO Ta
HAOYTOro iMyHiTeTy, 3MiHAMHU XapaKTepPy Ta CHAM IMyHHOI
BIATIOBIAlL 1[0 IIPU3BOAUTD AO IIABHILEHOI CIPUHAHATAUBO-
CTi A0 iH{eKIIii, pO3BUTKY XPOHIYHOTO IMyHHOTO 3allaAeH-
Hs Ta iMyHHOI Aucperyasuii [8, 9]. Cepea Hux oco6ause
MiCIje 3afIMalOTh CHHAPOMH 3 TillepiMyHOrAOOYAiHeMi€r0
E, axi moepHy0Th pucH iMyHOAedINUTY 3 iHPeKIiHIM
KAIHIKO-aHAMHECTUYHUM CHHAPOMOM Ta aA€PridHy MaTo-
AOTIIO 1 9aCTO CYNPOBOAKYIOTCS TSDKKMMH YPOKEHHAMU
IKip¥ Ta OpraHis auxanns [ 1, S, 8, 9].

mis E, xponiuHa miopepmis, TpodidHi BUpasky, 3aMiCHa iMyHOTeparlis.

Tinepimynoraobyainemis E (Hyper-IgE syndrome,
HIES, cunapom ,A,>1<o6a) — Ije PIAKICHHMI TeHeTHYHO
3yMOBACHUI IIEPBUHHUH IMyHOAEPILIUT, 1110 XapaKTepu-
3YETBCA AYXKe€ BUCOKMMH PiBHAMH 3araAbHOTO IMyHO-
rao6yainy E (IgE) y cupoBaTui KpoBi, peuauByodumu
iH}eKIiAMU IKIPH, TAUOOKUMU «XOAOAHMMI>»> abcIie-
CaMH, eK3eMAaTO3HHMHU YPAKEHHSAMM Ta CHHOITYAbMO-
HaabHEMH iHQexuiamu [ 1, 8, 9]. Ilepmi ommcn cunppo-
My AaTyioTbest 1960-Mu pokaMu Ta IIOB’3aHi 3 KAiHiu-
HMMU BUIIAAKAMU BUPQKEHUX WIKIPHUX iHQeKIid y
AlTeH, O CYNPOBOAXKYBAAKCS 3HAYHUM ITABUIIEHHAM
piBHA 3araapHoOro IgE.

HIES mae pisHi reHeTWyHi MIATHIM: ayTOCOM-
HO-AOMIHAHTHa $opMa IMOB’S3aHA 3 MYTALiIMH reHa
STAT3, mo nopyuryroTs curHaabHui masx JAK-STAT
Ta Audepenrianiio Th17-kAiTHH, 3HIKYIOUH 3AATHICTD
OpraHi3My A0 €(peKTUBHOTO 3aXHCTY Bij MO3aKAITHHHUX
baxrepiit i rpubiB; ayTOCOMHO-peljeCUBHI BapiaHTH,
BrAtouatoun Aepektt DOCKS abo TYK2, sxi mpusso-
AATD AO TSDKYHX BIPYCHHX IIKipHUX iHQEKIiH 1 miABHIIe-
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HOTO PH3UKY OHKOIIATOAOTII [2, 4]. [eneTnani anoManii
NOPYWYIOTh HOPMAAbHMM IMyHHHM 3aXHUCT, 30KpeMa
XeMOTAKCHC HeHTpOQiAiB i POpMyBaHHA aAeKBaTHOI
AHTHUTIABHOI BIAIOBIAL, IO CHPHUYMHAE IOPYLIEHHS
6ap’epHOrO iMyHiTETy, HEAOCTATHIO HPOTHMIKPOOHY
BIAIIOBIAb Ta CXMABHICTb AO XPOHIYHHX PELMAUBYIOUHX
indexuiit mkipu [2, 4]. Boanouac aas HIES xapakrep-
Ha BUPa)XEHA IMYHHA AMCPEryAsllid, IO IPOSABASIETHCA
HAAMIPHOIO TIPOAYKIIEIO 3araAbHOTO Ta CrenuidHux
IgE, eo3unOQiAi€r0 Ta pO3BUTKOM 3aIIaAbHO-AAEPTIYHHIX
ypaxens [ 3, S].

Kaacuyni dopmu 1bOro cHHApOMY 3a3BHYail
MaHipeCcTyI0Tb y AUTSIOMY Billi, IO CIIPHSIE PAHHDO-
My BCTAaHOBA€HHIO Alaroay [ 1, 5, 8]. OpHax y kaini-
Hifl MPAKTULI OMHCAHO BUIAAKHU ITI3HBOTO AEOIOTY
a00 aTHIIOBOrO Iepebiry 3aXBOPIOBAHHS, KOAU IIPO-
BIAHUMH € i30AbOBaHi 200 AOMiHYIOUI WKipHi iHpeK-
1iiiHi MPosiBY 6€3 BUPaKeHHMX CHCTEMHHX 03HAK [ S, 9,
10]. V Takux cuTyanisx nanieHTH TPHBAAMIL 9ac CIIO-
CTEpIraroThCs 3 AlarHO3aMH XPOHIYHHUX PELUAUBYIO-
YMX AepMaro3iB a60 iHQEKIHNX ypaKeHb LIKIpH,
I[O 3HAYHO 3aTPMMY€ BCTAHOBAEHHS E€TIOAOTIYHO
o6rpyHTOBaHOrO Ajarnosy [10].

Oco6AUBY CKAAAHICTD CTAHOBASITD BUITAAKH, Y SIKHX
3aXBOPIOBAHHS Ilepebirae 3 (OPMyBAHHSIM TAHOOKHX
TPpOPIYHUX BUPA3OK, HEKPOTUYHHX 3MiH Ta BaCKYAITY,
110 BUXOAMTD 3a MeXi THIoBOro yssaeHHs mpo HIES i
noTpedye MHUPOKOTO AUPepeHIiHO-AIATHOCTHYHOTO
nomryky [6, 10]. AHaai3 TakuX KAIHIYHEX CHTYyaIiil Mae
BOXAMBE ITPAKTUYHE 3HAYEHHsI, OCKIABKH AO3BOASE IiA-
BHIUTH HACTOPOXXEHICTh AiKapiB Pi3HHX CIIEIlaAbHOC-
Tell IOAO INEepPBUHHHUX IMyHOAEQIIMTIB y AOPOCAUX
TAI[i€HTIB Ta CIIPUsE CBOCIACHOMY IPU3HAYEHHIO AAeK-
BaTHOI iMyHOTeparii [7, 9].

Y 3B'SI3KY 3 IJUM IIPeACTaBAEHHS KAIHIYHOTO BHITAA-
Ky KOMOiHOBaHOTO iMyHOAEPIIUTY 3 rimepiMyHOrA00Y-
AixeMiero E Ta misHiM Ae010TOM i AOMIHYIOYMM MIKIPHUM
YPKEHHAM € aKTyaAbHUM 1 Ma€ Ha MeTi IIPOAEMOHCTPY-
BaTH 0COOAMBOCTI mepebiry, AlarHOCTHYHI TPYAHOIL| Ta
TepaleBTHYHI MAXOAU TIPU AAHIN GOpMi MepPBUHHOTO
KOMOIHOBaHOrO iMyHOAE GiLIUTY.

O0’ekT i MeTOAH AOCAiAKeHHS. AOCAiAKEeHHS
BUKOHAHO y (OpMaTi KAIHIYHOTO CHOCTepeXeHHS.
[IpoaHaai3o0BaHO MEAMYHY AOKYMEHTAIIiI0, Pe3yAbTaTH
KAIHIYHIX, AADOPATOPHKX Ta IHCTPYMEHTAABHUX AO00-
CTeXeHb AOPOCAOTO MAIliEHTA 3 MAO3POIO HA MEepBHUH-
Hui iMyHOAedirmT. OLiHIOBAAKCS aHAMHECTHYHI AdHI,
0Cc00AMBOCTI KAIHIYHOTO Ilepebiry 3axBOpPIOBaHH,
XapakTep i AMHaMiKa MIKipHUX ypaXkeHb, €(eKTUBHICTb
IPOBEAEHOI Teparil.

AabopaTopHe 00CTeXeHHs BKAIOYAAO 3aTaABHOKAI-
HiYHI aHAAI3M KPOBI, BUSHAYEHH PiBHIB CHPOBATKOBHX
imynorao6yainis (IgG, IgA, IgM, IgE), imyHonoriune
¢eHoTUIYBaHHA AIM{OLUTIB meprdepudHOl KPOBi 3
oninkoi T-, B- Ta NK-kaiTiHHX mOMyAsiLifi Ta cy6Io-
IYAALIH, @ TAKOX IMOKA3HMKIB KAITUHHOI IMyHHOI BIAIIO-
Bipl. IIpoBoAnAnCS MOAeKYASIpHA aAeprOAIaTHOCTHKA 3
BUKOpUCTAaHHAM MeToAIB ImmunoCAP ta ALEX2 aas
BUSIBACHHS CeHcHbiAizarnil (cneuqu)iqﬁi IgE) AO IHTaAs-
LIAHAX (n06yTOBHx, HI/IAKOBI/IX), XapYOBHX, IHCEKTHUX
AAepIeHiB Ta AAePreHiB [IBIAbOBHX IPUOIB.

MixkpobioaoriuHe AOCAIAXEHHS BKAIOYAAO OakTe-
PiOAOriYHI OCIBY 3 PaHOBMX IIOBEPXOHD i3 BU3HAYEH-
HSIM 9y TAMBOCTI 30YAHHKIB AO aHTHOAKTePiaABHUX Ipe-
napaTis. AAS BUKAIOUEHHS BEHO3HOI IIaTOAOTII HIDKHIX
KiHIIIBOK 3aCTOCOBYBAAH YABTPa3BYKOBE AYIAEKCHE
CKaHYBaHHS.

AlarHo3 BCTaHOBAIOBAAM HA IACTaBi CYKYIHOCTI
KAIHIYHUX AQHHX, CTIIKOT'O IMYHOAOTIYHOTO TPOQIAIO Ta
BiAIIOBIAHOCTI KAIHIYHOMY G@HOTHITy CHHAPOMY rinepi-
MyHOrao6yairemii E. AHaai3 epeKTHBHOCTI AiKyBaHHS
IPYHTYBABCS Ha KAIHIYHINA AMHAMIL IIKIPHUX YPaXKeHb i
3araAbHOMY CTaHI MNAl[iEHTa Ha TAl IPOTHU3ANAAbHOI,
3aMiCHOI Ta MATPUMYBAABHOI IMyHOTeparil.

Kainiunuit BHITapOK

IManienr C, S1 pik, i3 TpuBaAMM HpOrpecyruuM
YPOKEHHSIM LIKIpH [epeOyBaB MiA CIOCTEPEXXEHHIM Y
AEPMATOAOTA B 3B’I3KY 3 XPOHIYHIMH PeLIUAUBYIOUHMH
AepMaTOAOTIYHMMHU IIPOSBAMH, PE3UCTEHTHUMH AO
CTAaHAAPTHOI Tepamil. 3aXBOpIOBaHHSI AeOIOTYBAAO Y
2022 poui 3 MOsIBY rAM6OKMX MKipHUX AedekTiB (Brpas-
KH) Ta KipOK Ha BepXHIX i HIDKHIX KiHIIiBKaX, sIKi He TiA-
AQBAAKICA MICIIeBOMY IIPOTH3ANlaAbHOMY AIKYBAaHHIO.
Hapaai matoAoriyauit mpornec HabyB PeLUAUBYIOYOTO
XapakTepy 3 MOCTYIIOBUM IIONUPEHHAM YpaXKeHHS
SIPOKY IALiEHT OTPUMYBAB aMOYAATOPHE AiKyBaHHS 6e3
AOCSITHEHHSI KAIHIYHOTO eeKTy.

Y 2023 pori nepebir 3axBOpIOBaHHS YCKAAAHUBCS
NPHEAHAHHAM BTOPHHHOI iHQEKIl, 0 MPOSIBASIAOCH
iHpiKOBAaHMMHU XPOHIYHMMHU PaHAMU T ITYCTYAbO3HUMH
YPOKEHHSMY FOMIAOK. Y 3B'SI3KY 3 LIUM IAI[iEHT HEOAHO-
Pa30BO KOHCYABTYBaBCS XipypraMy Ta A€pMaTOAOTaMH
1 IPOXOAMB TPUBAA€ CTAL[iOHAPHE AIKYyBaHHSA B YMOBax
xipypriuHoro BippireHHS. Hespaxkatoun Ha mpoBeaeHy
MICIIeBY aHTHCEINITHYHY TePaIlilo, IPUIOM aHTHOAKTepi-
AABHUX YU TIPOTHIPHOKOBUX IIPEIaparTiB Ta MOAAABIIE
aMOyAaTOpHe CIIOCTePeXXeHHs, KIPHUI IpoLec 36epi-
raB TEHACHIHIO AO PEMAUBYBAaHHA Ta MOCTYIOBOIO
IpOrpecyBaHHs.
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Puc. 1. TpocghiuHi supazku 060x 20MisOK i3 HeKpOMUYHUMU MA 2HIilIHUYKOBUMU 3MIHAMU HA MJli imyHo3a-

nayibHO20 npoyecy.

ITip gac obcrexenns y 2024-202S pokax Bip3Hada-
AOCS IIOTipIIEHHS AEPMATOAOTI4HOTO CTAaTyCy 3 PO3LIK-
PEHHSIM IIAOLYi yPaXeHHS, PO3BUTKOM MIKpOOHOI ex3e-
MH, XPOHIYHOI PELUAMBYIOUOI IOAEpMii Ta IIOSBOXO
AASHOK Hekpo3y. O6’eKTHBHO BUSIBASAMCS TAMOOKI
Tpo¢iuHi BUPa3Ku 000X FOMIAOK i3 HEPIBHUMHU KpasIMH,
OCepeAKaMU HEKPOTHYHMX 3MiH, THINHUYKOBUMHU €Ae-
MEHTaMH Ta BUPKEHUM HaGpHKOM HIDKHIX KiHI[IBOK
(puc. 1). Kainiuni mposiBu cympoBoaXyBasucs 60Abo-
BUM CHHAPOMOM, CBepOeXeM, CEpO3HIMHY BHAIACHHSIMHE
3 paH Ta iICTOTHUM 00MeXEHHSIM 3AATHOCTI AO XOAHL.

3araAbHa KAIHIYHA KapTHHA BIAIIOBiAdAA XPOHIYHO-
My iMyHO3aITaABHOMY IIPOLIeCy 3 HOPYLIEHHAM pernapa-
TUBHHIX MEXaHi3MiB. 3a PEe3yAbTaTAMM AYTIAEKCHOT'O CKa-
HYBaHHS BEeH HIDKHIX KiHI[IBOK O3HaK BEHO3HOI HEAO-
CTATHOCT] YU TPOMOO3y He BUSIBAEHO, IO AO3BOAHAO
BUKAKOYHUTH <1)Ae60A0rquy eTioAorito TpodiyHKX BUpa-
30K. BopHOYAC KAIHIYHO BU3HAYAAKCS O3HAKH TillepceH-
CUTHMBHOTO AEMKOIAACTHYHOIO BACKYAITY, IO CBIAUMAO
PO CHCTeMHY IMyHHY AMCPETyASIIiO.

AHaMHe3 3aXBOpPIOBaHHS OyB OOTSDKeHHMil Iepcu-
CTYIOYMMH BIpyCHUMH iHeKIiIMH, 30KpeMa iHpeKIrid-
MH, aCOLIIIOBaHUMHU 3 BIPyCOM IIPOCTOro repmecy 1-ro
Ta 2-ro TuMi, BipycoM Enmreiina-bapp Ta nuromera-
AOBIpYCOM, IO MIATBEPAKYBAAOCS Pe3yAbTaTaMH CIie-
M QIYHUX Aa6opaTopan AOCAIAXEHD 1 BKa3yBaAO Ha IX
XPOHIYHMIA PEeLUAUBYIOYUH nepe6ir Ta INepeHeCeHui
ASIMOAi03, 3 IPHBOAY SIKOTO IIALJEHT OTPUMYBAB CIIeLU-
¢iune AikyBanHA. TakoX B aHaMHe3i AiarHOCTOBaHO

KOHTPOAbOBAHY 6p0HXiaAbHy ACTMY i AAepriYHUM PUHIT
B CTaAll peMicil.

3a peKOMeHAQIi€l0 KAIHIYHOTO iMyHOAOTa IpOBe-
AEHO po3ILINpeHe IMyHOAOTTYHe 00CTEXXEHHS B AUHAMI-
ni Tpudi. OTpUMaHi pe3yAbTaTH BHSBUAH XapaKTePHHUH
AASL TIEPBUHHOTO KOMOIHOBaHOTO iMyHOAEIIUTY IMyH-
HU QeHOTHUI: CTiliKe NpUTHiYeHHs B-KkAiTUHHOI AaHKM
31 3HIDKEHHSIM a0COAIOTHOI KiabKOCTi B-aiM¢orurin
(CD19+), 3MeHImeHHAM YacTKu He3piAux B-kairum
(CD19+) Ta BiAHOCHHM ITiABHIIEHHSM HOIYyAAIi
B-kaitun nam’siri (CD27+). TlapaneabHo BiasHaYarocs
piske 3HWKeHHs Kiabkocti T-aimdormtis (CD3+),
T-xeanepis (CD3-CD4+) Ta T-UUTOTOKCHYHKX KAITHH
(CD3-CD8+), mo CBiAYMAO MPO MOPYIIEHHS KAITHH-
HOI HabyTol iMyHHOI BiAIOBiAl. BusBasancs osnaku
AKTHMBAL{l BPOAKEHOTO IMYHITETY (HiABI/IH.IeHHH piBHA
NK-xaitnr (CD3-CD16/56+)) Ta xpoHiuHOrO iMyH-
HOTO 3araAeHHs. B 3araabHOMY aHaAi3i KpOBi mepiopmd-
HO CIIOCTEPIraANCh MOMIPHHH AeHKOLUTO3/AefKoIIe-
Hifl, MOHOIIUTO3, e03uHO$iAis. PiBHI 3araabHUX iMyHO-
raobyaini IgG, IgA, IgM B cupoBatii kpoBi Oyan B
MeXax pegepaTUBHOI HOPMH.

PiBeHp 3araapHOro iMyHOrA06YyAiny E 6yB pisko Ta
CTiIKO ITIABUINEHHUM, AOCSATAlOYd MaKCHUMAaAbHHMX 3Ha-
verp 10000 MO /M, iput cTabiABHO BUCOKUX TOKA3HU-
Kax y Mexax 3000-6951 MO/ma, mo BiATIOBIAQAO CHH-
Apomy rinepiMyHorAOGyAiHeMiI E. Aaeproaoriune
06CTeKeHHS MIATBEPAMAO HASBHICTD noaiceHcubiaiza-
uii. Tax 3a parnmu ImmunoCAP 6yAo0 BUSBAEHO ceH-
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Puc. 2. [To3umueHa ouHamika nicnsa mepanii imyHo2sno6yniHom /1l00UHU HOPMAJIbHUM.

cubiaisanito a0 Aspergillus fumigatus, a pesyabratu
MoAekyAsipHOi asepropiarnocruxu (ALEX2) sacBipuu-
AU TIOAiceHcubiAi3aIio (HiABI/IIIICHi piBHi cerudigHMx
IgE) AO TIOOYTOBHUX, IMAKOBHUX Ta LiBIAbOBHX aAepreHiB,
1m0 Bia0Opaxasro Th2-pomiHaHTHY IMyHHY BIATIOBiAb Ha
TAl BUPQXEHOI IMYHHOI AMCPETyASILii.

ITip 9ac AMHAMIYHOTO CIOCTEpeXeHHs MaIli€HTa
IPOBOAMAM IIOBTOPHI MiKpO6iOAOI‘i‘IHi AOCAIAKEHHS 3
baKTepiOAOriYHMM IOCIBOM MaTepiaay 3 paHOBUX
noBepxoHb. Haibiapm wacTo ipeHTHIKOBAHMMHE
MikpooprauismMamu 6yau Staphylococcus aureus, Candida
albicans, Pseudomonas aeruginosa, o Y3TOAXKYETbCS 3
AQHMMH AITe€paTypH IOAO iHQEKIAHHX YCKAAAHEHb
npu rinepiMyHorao6yaixewmii E.

Y Mexax eTiOTPONHOro AiKyBaHHS MaljiEHTOBI
IPU3HAYAAUCS KYPCH aHTHOAKTePiaAbHOI, IPOTHTPHO-
KOBOI Ta IIPOTHMBIPYCHOI TepaIlil 3TiAHO TYyTAMBOCTI AO
IIpemapaTiB, a TAKOXK IMyHOTPOIIH Impemapaty Mikpoo-
HOTO, POCAMHHOTO, CHHTETMYHOTO IIOXOAXKEHHS Ta
HeCeAATHBHI aHTHIicTaMiHHI 3acobu. 3a3HaveHi Tepa-
IeBTUYHI 3aXOAU 3a0e3IedyBaAM THUMYACOBUN ab0
obMexxeHUHl KaiHiuHUH edexT. Bioaoriunuit mpemapar
Omanisyma6 (MOHOKAOHAAbHE aHTHTIAO, IO 3B 'S3y€
IgE), 6yAo mpusHaveHO, are 3 PiHAHCOBUX MPUYMH
TAIiEHT He OTPHMYBAB.

Tpotsirom 9 micsauis (2023-2024 pp.) nauienTosi
IPOBOAMAACH IMyHOTepamis AiKapcbKUM 32c000M

IMyHorAOGyAiH AXOAVHY HOPMAAbHHMI AASL BHYTPIIIHbO-
BEHHOTO BBeAEHHS ¥ A03i 0,8 /KT MacH TiAa 3 iHTEepBa-
AoM B 4 TikHi. I[Ipemapar 3acrocoByBaBcs 3 poTH3a-
MAABHOI0 METOI Ta SIK 3aCi0, CIPSIMOBAHMII Ha 3MeH-
IIeHHs ayTOarpecMBHUX IMYHHHX peakliil. Yxe Iicas
TepIIUX ABOX iHY3ill penapary 6on BiA3HAYEeHO 3Ha-
9He KAIHIYHe IOKpAIjeHHA: CIIOCTEPIraAoCs 3arO€HHA
YypaXeHb IIKIPH BEpPXHIX KiHIIBOK, 3MEHINEHHS IHTeH-
CHUBHOCTI 3aIlAABHOTO IPOIECY, a TaKOX IIO3MTHBHA
AUHaMIKa OKPEMHUX YPasKeHb HIDKHIX KIHI[BOK (pI/IC. 2).
Yepes 5-6 micsuiB Teparmil BiAOYAOCS IIOBHE 3arO€HHS
BCIX MKIPHUX BUPA3OK, 32 BAHATKOM YPaXKEHDb Y AMASHII
TOMIAOK, OiAbII BUpaXeHUX 3 IpaBoro 6oxy. Pasom 3
THM, AOCSAITH ITOBHOI cTabiAizartii IIKiPHOTO IPOLeCy He
BAAQAOCS, IO, MMOBIPHO, OYAO 3yMOBAEHO HASIBHICTIO
TIePBUHHOTO iMyHOAEQILUTY Ta BIACYTHICTIO TapreTHOi
iMyHo6i0A0rquo'1' Teparmil.

B xoi xoMIIAeKCHOI Teparii manieHToBi 6yA0 BuKo-
HAHO XIipypriuHe BTPYYaHHS 3 ayTOAEPMOIAACTHKOKO
(pHc. 3), mo epeA0aYaN0 3aMillleHHS yPOKEHHX ALAS-
HOK INKipY ayTOAOTIYHMMM WIKIDHMMHM TPaHCIIAAHTATa-
mu. IIpoBepeHe omepaTuBHe AiKyBaHHS 3a0e3IEYHAO
NOBHOL|iHHEe NPWKMBACHHS TPAHCIIAAHTATIB, 3HAYHe
3MeHIIeHHs MAOLIi TPOQIYHMX BHPA3OK Ta BHUPAKEHE
IOKPAIleHHs CTaHy WIKipHUX MOKPUBIB, IO CYIPOBO-
AXYBAAOCS TIO3UTUBHOIO KAIHIYHOK AMHAMIKOIO M BiA-
HOBACHHAM (QYHKIil ypaskeHUX KiHI[iBOK.
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Puc. 3. Pesaynemamu onepamueHo20 empy4aHHs (aymoodepmonnacmuka,).

ITicAs mpoBepeHOro XipypridyHOro AiKyBaHHS
(ayToaepMomAaCTHKa) B KOMIIAEKCI 3 CUCTEMHOIO iMy-
HOTEPAI€I0 3HAYHO IIOKPAIMAMCH 3araAbHe CaMOIIO-
YYTTS Ta AKIiCTD KUTTA ManienTa. Takox He crocTepira-
IOTHCS HOBI IIKIPHI yPa)KeHHs HA MOMEHT OIMCY KAiHi4-
HOTO BUIIAAKY.

CyKymHiCTb KAIHIYHHX AQHHX, €KCTPEMAABHO BHCO-
kit pieHb 3araaproro IgE (a0 10000 MO /ma), xom6i-
HoBaHuil Aedekt T-, B- Ta NK-kaitun, xponiusi Ta
peLuANBYIOUi TSDKKI MKipHi iHdektil, moAiceHcubiaiza-
11isl Ta IIePCUCTYI0Yi BipyCHi repreTHdHi iHexItii A03B0-
AVIAYL TATBEPAUTHU AlaTHO3 NIEPBUHHOIO KOMOIHOBaHO-
ro iMyHOAeQILIUTY 3 CHHAPOMOM rinepiMyHoer6yAiHe-
Mii E (KAaCI/I(i)iKaTop MKX10 — D82.4), mo nepebiras
i3 BUP)XEHOI0 IMYHHOIO AMCPEryASI[i€l0, IOEAHAHOK
BipyCHO-06aKTepiaAbHO-TPHOKOBOI0  KOAOHI3aIli€lo,
TiIePCeHCUTUBHUM AEHKOIAACTHYHMM BacKyAiTOM i
XPOHIYHUM IPOTPeCyIOUNM Iepedirom.

Aesxi HayKOBi AiTepaTypHi AXepeAa MAKPeCAO-
I0Tb 3aTPMMKHU Y AarHOCTHIN, Mi3HiA II0YaTOK IIPOSBIB
HIES uepes necnenuiunicTh, NAMHHICTb (He MOCTii-
HiCTb) CHUMIITOMIB, HETHIIOBI IX TPOSBH, IO YaCTO BeAe
AO TIi3HPOTO PO3IMI3HABAHHSA, HEBUIIPABAAHY HHU3BKY
nomupenicrs HIES i misHio aAlarHoctuky. Taki Bumapxu
HOTpe6y10Tb KOMIIAEKCHOI OL[iHKM CTaHY IAIli€HTa AAS

IPABUABHOI AJATHOCTUKHM Ta HeobOXiAHOCTI IPOBEAEHHS
MOAEKYASIPHO-TEHETHIHOTO IATBEPAXKEHHS (STAT3/
DOCKS) [5,9,11].

O6rosopenns. [IpescTaBAeHHIT BUTTAAOK AEMOH-
ctpye, mo HIES moxxe manidpecTyBaTu He Aumme y
AUTSIIOMY Billi, aAe it MaTH Mi3Hift AeOIOT i3 mepeBaXHO
AepMaTOAOTIYHUM (QeHOTHIIOM. Taxi mamieHTn TpHUBa-
AMM 9aC MOXYTb AIKYBaTHCS 3 IPHBOAY XPOHIYHMX
PELIMAUBYIOUMX AEPMATO3iB, iHQEKIIMHUX Ypa’KeHb
mkipu ab0 BAacKyAiTiB 6e3 Bepudikanii mepBUHHOTO
iMmyHopedinuTy. HadBHICTD THKKUX peLAMBYIOUMX
ypaXXeHb IIKipH Y HOEAHAHHI 3 €KCTPEMAABHO BUCOKH-
MU TIOKa3HHMKaMu 3araabHoro IgE, eosmnodiriern,
noAiceHcH6iAI3ariel0 Ta KOMOIHOBAHMME IMYHHHMHI
NOPYIEHHAMM MOBMHHA 3yMOBAIOBAaTH HACTOpOXe-
HIiCTb IOAO CHHAPOMY rinepiMyHoer6yAiHeMi'1' E ra
HeOOXiAHICTb TTOrAHOAEHOTO IMyHOAOTIYHOTO I MOAe-
KYASPHO-TeHeTUIHOTO 00CTeXeHHS.

Bucnoskn

Tinepimynoraobyainemis E  (Hyper-IgE
syndrome, HIES, Cunapom Axo6a) — 1e Baxkuil
bararocucTeMHuUI iMyHOAePILIUT, A€ XPOHiUHI iHpeK-
Uil IKipyu Ta BMCOKi piBHI 3araAbHOTO IgE € IeH-
TPAABPHMMM SIK NATOr€HETHYHHMH, TaK i KAIHIYHMMU
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KNIHIYHUIA BUNAROK

osHakamu. IIpeacTaBAeHHI KAIHIYHMI BHITAAOK
AEMOHCTPYE, L[O Mi3Hii AeOI0T 1€l x130po61/1 MOXKe
nepebiraTy 3 aTUIIOBUM, [TEPEBAKHO AEPMATOAOTIY-
HUM (QEHOTHUIIOM i TPHMBAAMI YaC 3AAMIIATUCS HEPO3-
ni3HaHUM. XPOHIYHI peIlMAUBYIOYi YpaKeHHs IIKipH,
PEe3UCTEHTHI AO CTAaHAAPTHOI Teparlii, y IIOEAHaHHI 3
eKCTPEMAABHO TIABUIIIEHMM piBHeM 3arasbHoro IgE
Ta KOMOIHOBaHMMH IMYHHUMU [TOPYLIEHHSIMH [IOBUH-
Hi PO3LIIHIOBATUCS SK IIOKA3aHHA AO MIOTAUOAEHOTO

IMyHOAOTIYHOTO OOCTEXXEHHS Ta MOAEKYASHO-TeHe-
THYHOTO TecTyBaHHA. CBO€Y4acHa AlarHOCTHKA Ta
MYABTUAUCIUIAIHADHMM ITIAXIA AQ€ MOXAHBICTD
OOIPYyHTOBAHO 3aCTOCOBYBATH IIPOTH3AIIAAbHY,
3aMiCHY IMyHOTepariio IpernapaTaMi iMyHOTAOOYAI-
HiB, Xipypriune BTpy4anHs (3a morpebu) i, Takum
YMHOM, 3MEHIIYBaTH YaCTOTY PEIMAMBIB, TSDKKICTb
iHQEeKIIMHIX YCKAAAHEeHb, IOKpAIlyBaTH KAIHIYHMI
IIPOrHO3 Ta SAKICTh XUTTS IAL[iEHTA.

HYPERIMMUNOGLOBULIN E SYNDROME AS A CAUSE
OF SEVERE CHRONIC INFECTIOUS SKIN LESIONS: A CLINICAL CASE

0. B. Bondarchuk, L. M. Kyrychenko, S. V. Borysenko

National Pirogov Memorial Medical University, Vinnytsya, Ukraine

Abstract. Hyper-IgE syndrome (HIES, Job syndrome) is a congenital immune system disorder (primary immunodeficiency) that
is characterized by a combination of extremely elevated levels of total immunoglobulin E, impaired cellular immune response, and
a predisposition to severe recurrent infections and allergic diseases. This article presents a clinical case of primary combined
immunodeficiency with late-onset hyperimmunoglobulin E syndrome, the course of which was accompanied predominantly by
infectious skin lesions. Clinical presentation included chronic pyoderma, microbial eczema, the development of necrotic trophic
ulcers of the upper and lower extremities, as well as the development of hypersensitive leukocytoclastic vasculitis. Immunological
testing revealed a combined defect in T-, B-, and NK-cells, combined with persistent hyperimmunoglobulinemia E and
polysensitization, which corresponded to the immunopathogenic profile of hyper-IgE syndrome. Intravenous immunotherapy
with Normal Human Immunoglobulin (NHIg) has resulted in a significant clinical presentation improvement, a decrease in the
activity of the pathological process in the skin and stabilization of the patient’s general condition. The presented clinical case
highlights the diagnostic challenges of HIES in case of late onset and underscores the need for comprehensive immunological and
molecular-genetic testing to optimize treatment strategies, predict disease progression, and improve the patient’s quality of life.

Key words: Hyper-IgE syndrome, HIES, Job syndrome, primary combined immunodeficiency, hyperimmunoglobulinemia E,
chronic pyoderma, trophic ulcers, replacement immunotherapy.

KondaixT inTepecis. ABTOpH 3asBASIOTH PO BiACYTHICTb KOHQAIKTY iHTEpeciB.

Aexaapanis eruxu. ITip dac mATOTOBKM KAIHIYHOTO BUIIAAKY AOTPHMAHO HPHH-
1UIiB KOH(iAEHIIHOCT] IepCOHAABHUX AAHUX MarlieHTa. [HpopMmartiio moaa-
HO B y3araAbHEHOMY BUTASIAL 6€3 POSKPHUTTS epCOHAABHUX iAeHTHIKALif-
HUX AQHUX.

Asxepeaa pinmancyBaHHSA. AOCAiAXEHHS He OTPUMAAO 30BHIIIHBOI (iHAHCOBOI
MATPUMKH.
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