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Ipubu, sx ingexuiini azenmul, € 3a2ai0M MAIONAMOZEHHUMU MIKPOOAMU, 00HAK BOHU 30amHi CIMAMU NPULUHOIO X6OPOOU NPUL
nopyuennsix ¢ imynimemi. Ilpomuzpubrosuil imynimem 3a6e3neuyemvcs YLAUM IAHUI020M MINCKITMUHHUX 63aeM00il. Memoro
pobomu 6ya0 oyinumu wacmomy ma 0co6AUB0CME MIKO3I6 Npu 6podKcenux Oedhexmax imynimemy, 0s 4020 6y10 NPOAHANIZ06AHO
ingpexyiunuii cunopom 308 navienmie i3 pisnumu nepeurnumu imyrnodedivyumamu. Mixosu eiomivaiuce y 66 (21,4% ) nayienmis,
nepesaxcho npu Komoinosanux imynodedivumax (83,3% ), xpouiuniii epanyremamosniii x6opobi (77,7% ), a maxoxc depexmax
6pOOKNCEH020 IMYyHIMemy ma IMyHHOT pezyrsuii, acouiiiosanux is pynxuyionarvnum depexmom T17-rimpouumie. [pubu npu
NePEUHHUX IMYHOOCDIUUMAX 3YMOBTIOIOMb 3azZPO3NUSL 0N Jcumms ma insariousyroui ingexyii. Haiuacmivumu 30yonuxamu
sucmynaiomv zpubu podie Candida ma Aspergillus. IIpu eusenenni i nikyeanni pesucmenmnux ingexyit @ imynodeiyummnux
naienmie HeoOXiona 6Ucoxa Hacmopovcericmy w0do 2pudis, sk MONCIUBUX 30YOHUKIE THPEKYITIHO20 NPOUECY, | 3ACMOCY8aHNS,

30 MONCAUBOCT, CREYIATLHUX MIKPOBIOA0ZiuNUX Mem0dié Ons ymounenns 30yonuKa.
Kntouosi crosa: npomuzpubkosuii imynimem, mMikos, nepeunnuil imynooedivum.

Beryn

HJIiCHHBi rpubKy 1 APIsKIKI IMUPOKO PO3IOBCIOIKEH]
B IIpUPO/i (B MOBITPi, IPyHTI, MHTY, (hakTOpax HABKO-
JIMITHBOTO CEPEIOBUIIA, € TIPEICTABHUKAMU HOPMAJIbHOT MiKPO-
duopu smrozeit i TBapun). [pubu, K iH(pEKIiHI areHTH, € 3ara-
JIOM MaJslonaToreHHUMK MikpoGamu: 3 6imsbko 100 000 Buzis
rpubiB Timbku Oinst 300 34aTHI BUKJIMKATH 3aXBOPIOBaHHS
y mogunu. Cepes rpubiB BiZIOMi KJIacWUHi MaToreHu, aje Oijib-
micTh i3 HUX Bege canpodiTHuii a6o cuMOGiOTHYHMI croci6
JKUTTST Ha PisHux 06'ekrax. OxHak neski Buan rpubis (y ToMy
yucai canpoditu, Taki sk Aspergillus, abo kommencasm, Taxi
stk Candida) € yMOBHO-TIATOTEHHUMM 1 3/[aTHI CTaTH TPUYH-
HOIO0 XBOPOOU TIpU TIOPYIIEHHSAX B iMyHiteti [2]. ¥ naiientis
i3 3HAYHUMU TOPYIIEHHIMHI B MPOTUIH(MEKITIHHOMY 3aXWUCTi
rpuOKOBI 3aXBOPIOBAHHST MOXKYTh OyTH CEPHO3HUMU TPHYH-
HaMU 3aXBOPIOBAHOCTI Ta cMepTHOCTI [1].

3a ocraHHi KiJbKa AECATHIITH OYJIM JOCATHYTI 3HAYHI
YCIiXU B PO3yMiHHI MEXaHi3MiB iMyHITeTY, IO JIe3KaTh B OCHO-
Bi TpoTUTpUOKOBOTO 3axucTy. B enmiminaiii rpubis GepyTb
yuyactb daronutu, T-mimdbonutn, HK-mimponntn (nary-
panbHi Kinepu) [1,3]. ¥V darouurtosi rpubis i iXHbOMY 3HIM-
IIEHHI OCHOBHY POJIb BiZIIrPalOTh MOTIMOPGHOSIAEPH] HEHTPO-
dimu. Byap-siki mopyteHns KimbkocTi abo QyHKITi 1Ix KJTi-
THH, TIOB'sI3aHi AK 3 TeHeTHYHUMHU JAederTamu, Tak i HabyTi
BHACJI/IOK HECTIPUSITIMBOTO BILIMBY (Di3UUHMX, XIMIUYHIX ab0
iHmux (axTopis, 37aTHI CTBOPIOBATH OCHOBY JIJISI PO3BUTKY
BaKKHX 1 PEIMMBHUX TPUOKOBUX iH(DeKIiil. BogHouac Gyio
MTOMiY€eHO, 110 Y TAIli€HTIB i3 BPOKEHUMY JePiliuTamMi aHTH-
TIIOYTBOPEHHS HE CIMOCTEPIra€ThCss CXUIIBHOCTI 0 TPUOKO-
BUX iHbekmiil. OueBupno, anTutiiia kiaacis IgA, 1gM, IgG
MAlOTh HEBEJIMKE 3HAUEHHS B 3aXKCTI Bijl TpubiB.

Perenitopu BpozKeHOTO iMYHITETY, IO I03BOJISIOTH PO3-
misHaBatu rpubKOBI aHTHUrenu, BKAouyaioTh: Toll-momibui
pererrropu TLR-2 i TLR4, C-nioiGHi JIEKTHHOBI perentopu
nekTuH-1 Ta gexTun-2 i 6Ky cimeiicTsa rasextunis [1,3]. Il
PEIENTOPU aKTUBYIOTh MIBUAKY NPOTUTPUOKOBY IMYHHY Bij-
noBifb. Jleaki Tpubu 3HUMIYIOTHCS B PE3YJIBTATI MPSIMOi
gitnynoi (bynrinuanoi) aii HK-kxitia i T-mimdonuris. Ha
MIPUKJIAJi KPUNITOKOKIB 11 31aTHicTh HK-KiTiTHH npogeMon-
cTpoBana in vitro. AKTuBaiiis (arouTiB OMocepesKoBy€EThCS
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[IPO3allaJIbHUMU [[UTOKIHAMM 1 PO3BUTKOM IMYHHOI CIEIM-
(iunoi Bigmosizi T-xesnmepis. Pi3ni curHanbHi IIIAXM iHiTTiT0-
0Th TPo- Ta nporuszananbhi Bignosigi [10]. Ocobiuso
BaskJMBa posb IL-17 ta [L-22 y ipoTurpuOKoBOMY iMyHiTETI
GyJia TIokazaHa MpoTSITOM OCTaHHIX PokiB [5,6,8,12].
Hemonasni nocmizzkeHHs BUSBUIN BAKIUBY POJIb Y ITPOTU-
rpuGkoBomy imysiteri T-xesmepis 17 (Th17), saxi panirie BBa-
skasces miarpynoto T-xemmepis 1 tuny [6]. Jexrun-1, gexkrun-2
i MR nipu B3aemopii 3 C. albicans inayxyrors TH17-Bifosib.
Iopyments iMmyHHOI Bignosimi, omnocepeakosanoi Th17,
TOB'SI3YI0Tb 31 CXUJIBLHICTIO 10 IPUOKOBHX iH(EKIIiH, 1110 criocTe-
piraeThes TIPH TaKUX 3aXBOPIOBAHHSAX, SIK CHH/POM TinepiMmy-
HorioOysrinemii E (3ymoBiienuit mytaitisivu rena STAT3)
Ta ayTOIMYHHWUI TT0JTieHI0KpUHHMIT curapom 1 tuty [5,7].
TakuM YMHOM, NPOTUrPUOKOBUIT iMyHiTeT 3abesme-
YYEThCSA IIJIUM JIAHIIOTOM MiKKJITUHHUX B3aEMOIiH, TPH
MOpyIIeHHI OJHi€l 3 JIaHOK SKOT0 MOKJIMBUN PO3BUTOK
MiKO3y. 3Bajkaloum Ha Te, MO HaWOLIbILy POJIb y MeXaHi3Max
IPOTUTPUGKOBOTO iMyHiTETY TpaoTh (aronutu ta T-iM-
domutn, geditmmTnn T-KAiTHHHOI JTaHKU iIMyHITETY i darorm-
TO3Y NMPU3BOJISITh JI0 BUCOKOI CIPUHHSTINBOCTI /10 MHIPOKOTO
KOJIa [IATOTeHiB, BKJoUaloun rpubu. IlepBuHHi iMmyHoedirm-
i (IIIJ]), mpu gxkux ommcani MiKO3W, BKJIOYAIOTH: Tirep-
IgE-cunnpom Buacainox mytariit STAT3, DOCKS, nedextn
B cuctemi INF-y-1L-12; ayroiMmyHHUII MOJMieHAOKPUHHNIA
cunzpoM 1 tuny (AIIC-1, APECED), xpouniuny rpamny-
JIeMaTo3Hy XBOpoOy, BaKKi BpOyKeHi Heirponenii. Y mite-
partypi Helo/aBHO ONMUCAHO JIeKiJTbKa BapiaHTIB MePBUHHUX
iMyHOZedIIUTIB, 10 XapaKTepu3ylTbCA 130JbOBAHOIO
YYTIAUBICTIO 0 TPUOIB: ayTOCOMHO-IOMIHAHTHUI medinuT
IL17F, ayrocomuo-pernecusnuii gedinut perentopa IL17RA,
ayrocomHo-periecuBuuil fedirur CARDY, myTamnii gimdoin-
noi ocdarasu Lyp ta mekruny-1 [1,3,4,6]. Yci onucani
nedeKTH XapaKTepusyloThCs TOPYIIEHHSAM IPOIYKILi
IL-17A, 1L-17F i/a6o IL-22 abo ¢yukiii ix perentopis.
Y 2011 pori ommcaHO ayTOCOMHO-IOMiHAHTHUI BapiaHT
XPOHIYHOIO HIKIPHO-CJIM30BOTO KaHAM/03Y, SKUIl BUHUKAE
BHacsioKk o2gain-of-functiono? myrarii B reni STATI,
1[0 TPU3BOAUTH [0 TiJBUINEHHS (YHKIII Ii€i MOJeKyu
(STAT-1) [9]. Hagmipna aktuBnicts Gimxa STAT-1 (signal
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Tabruys 1
CTpyKTypa HO30s10riYHUX POPM Yy NaLEHTIB 3 NepBUHHUMMU iMyHoAediunTamMmu
Ipyna NI 3a naHkoro Hozonoriuna dopma KinbkicTb
ypaxeHHs XBOpMX, abc.
X-34yenneHui TAXKNA komGiHoBaHWI iMyHogedpiumT (T-B+NK-) 21
AyTOCOMHO-peLieCUBHI TAXKI kOMBiHOBaHiI iMyHoAediLmnTh 15
Kom6iHoBaHi (aediumt RAGH1, Artemis, AOA, aediuut AHK-nirasu)
iMyHoAe it CD4-nimdponeHis 6
IHLWi KomMBiHOBaHi iIMyHoAediLmTK TB+NK+ 3
T+B+NK+ 3
N ; Aediuut STAT3 18
CuHAapoM rinepiMmyHorno6yniHemii E nechiuvT DOCKS 1
. . . CuHgpom Jlyi-bapp 31
_KOM6|HosaH| iMyHoAeqiumTn CwHapom Hiliverer 30
13 CMHAPOMANEHMM prcamh CuHgpoM BickoTTa—Ongpuya 16
CuHgpom Oi—xopaxi 26
CuHapoM HesepToH 3
CnagkoBa rinorammarnobyrniHemis 42
3aranbHui BapiabenbHuii iMyHogediumT 20

Hediupytn CuHapowm rinepiMyHorno6yniHemii M 7
aHTUTINOYTBOPEHHS CenekTyBHUIA AediunT iMyHorno6yniHy A 45
TpaH3uTopHa rinorammarnobyniHeMis 37
Hediunt cybknacis iMyHorrnobyniHy G 13
Baxka BpogxeHa HelTponeHis 7
. LinkniyHa HenTponeHis 5
Hediyuru XpoHiYyHa rpaHynemaTosHa xBopoba 9
cnmcteMu -
caroLTo3y CMH,c_lpOM LlJBa).("l\/IaHva—,ClaVIIMOH,qa 2
OediunT agresii nenkouuTis 1
OediuuT peuentopa Jo iHTepnenkiHy-12 6eTta 4
[edekTn BpogXKeHoro iMyHiTeTy XPOHIYHWI LLIKIPHO-CN30BUI KaHAWA03 3
) CimeliHa cepef3eMHOMOpCbKa rapsiyka 2
Ayrosanaehi XPOHIYHWUI AUTSYUIA LLIKIPHO-HEBPOIIOTYHO-apPTUKYNAPHUIA CUHAPOM
3axXBOpOBaHHA (CINCA) 2
Hediumtn cuctemn Hediumt C1-iHribiTopa ecTepasu 4
KOMMNneMeHTy HediunT KOMNOHEHTIB KOMMNIEMEHTY 4
LedekTn AyToiMyHHUIN NiMcponpornidepaTUBHUIA CUHAPOM 1
iMyHHoT perynauji AyTOIMYHHUI NoNieHAOKPUHHWUIA cuHAPOM 1 Tuny 4

transductor and activator of transcription-1) symoBioe
nocusends Bignosigi kiaitun na nurokinu [FN-o/B, IFN-y
ta IL-27, sixi, y cBOIO uepry, IpUTHIYYIOTh iMyHHY BiATIOBi/Ib,
omnocepezikoBany 1L-17. 3umkenns npoaykiii T-kiitunamn
IL-17A, IL-17F Ta IL-22 npusBoauTh 10 3HWKEHHS TIPOTU-
rpubKoBOTO iMyHHOTO 3axucty [3,4,6,8,10,11].

3a pmanumu odimiiinoi cratuctuku MO3  Ykpainw,
cranoMm Ha 1 ciung 2015 poky B Ykpaini sapeecrposano 2913 oci6
i3 miarHosamu 3a pyOopukamu J180.0 — J184.9. Ockinbku OCHOB-
HUMU KaiHiyHIME TiposiBamu [11/] € moBTopHi Baskki iHdekiiii-
Hi 3aXBOPIOBaHHS, aKTYAJIbHUM CTAE BUBYEHHS €Tioorii iH(eK-
IIITHOTO CHH/APOMY TP Pi3HUX HO30JIOTIYHMUX (hopMax, SKi
MOXKYTb BiJIPI3HSATHCST 3a 11epebiroM Bijl TAKUX Y TAIEHTIB i3
BTOpUHHIMH iMyHOReDitmTamu. ToMy BUBYUEHHS 0COOMMBOCTEH
nepedi Ty i IPOSIBIB MiKO3iB /Ia€ /I0/IATKOBI IHCTPYMEHTH /IS Kpa-
IIOTO MEHEKMEHTY 1iX iHbexriit mpu [11/1.

Mema: npoanasizyBaTH 4YacTOTy MIKO3iB y CTPYKTYypi
iH(eKIIHOTO CHHIPOMY TIPU NEPBUHHUX iMyHOIediIuTax,
ocobamBoCTi foro mepebiry, BU3HAYMTUH HANUOGIIBII YacTi
30yAHUKH.

Marepiai i MeTOAM TOCIiTKEHHS

Byno mpoanamizoBano indexuniitanii cuagpom y 308
naiienTis i3 pisnumu Bapiantamu [11/1, sKi 3HaX0AMINCH T/
HAIINM CIOCTEPeKEHHSIM TIPOTATOM OcTaHHiX 12 pokis. /liar-
no3 IIIJI BcTaHoBJIEHO HAa OCHOBI JJAHUX IMYHOJIOIIYHOIO
obcresxenns srigno kpurepiip ESID (€porneiicbke ToBapu-
CTBO NepBUHHUX iMyHOAedinmTiB). CTPYKTypa HO30JIOTIUHUX
(op™ manientis HaBexena B Tabsmui 1. Bik XBopux ctaHoBUB
Bif1 2 MicatiB 1o 18 pokiB, mepio/; criocTepeskeHHsT Ha MOMEHT
anasizy — Bij Micsist 10 12 pokis.
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Marepiazom JyIst aHaIi3y CJIyryBaja MeJMYHa JOKyMEeHTa-
11ist: aMOy1aTOpHi Ta cTarioHapHi KapTKK XBOPUX, sIKi nepefyBa-
JIU T criocTepeskeHHsIM Yy KuiBCbKOMY MiCBKOMY JUTSTIOMY
LeHTpi KJIiHiYHOI iMyHost0rii (M. KHiB) Ta 3axiziHoyKpaiHCbKOMY
LeHTpi AuTsT40i iMyHotoril (M. JIBBIB).

Jliarnos Miko3y BU3HauaBCs SIK BUIAQJOK ypaskeHHs TKa-
HUH 41 OpraHiB rpubamu, ieHTH(hIKOBAHUMHI MiKPOCKOTIIU-
HO, 6aKkTepiosoriyHo abo 3a JIOMOMOTrOI0 BU3HAYEHHST aHTHTe-
HY METOZIOM iMyHO(hEPMEHTHOTO aHaJi3y, a TaKOK KJIiHIUHI
BUIIQJIKK MOJIOYHUIN Ha CJIM30BUX OOOJOHKaX Ta iH(ekii
BHYTPINIHIX OpraHiB Mpu MO3UTUBHIN BiANOBiAI Ha mpoOHe
JIKYBaHHs TPOTUTPUOKOBUMU TTPETIapaTaM.

Anagnizysanacy Bubipka obcsrom 308 crnocTepeskenb.
IlepeBipka HOpMasBHOCTI PO3MOAITY KiTBKICHUX O3HAK
(BiKy) IIPOBO/MJIACH 32 JOIOMOTOIO IIapaMeTpiB OIHCOBOI
cratuctuku. [Ipy BUBYEHHI YacTOTH MiKO3iB Y Pi3HUX TPyIax
HAIIEHTIB /lati MOaBaIiCh Y BTV aOCONIOTHUX YHCEJ
Ta BiJICOTKOBOI YacTKu. /[yig ipe3eHTallii BikoBoOi XapakTepu-
CcTUKH 1e6I0Ty MIiKO3iB y Malli€HTiB BUKOPHUCTOBYBAJIACh
MezliaHa, MaKCHMaJIbHe Ta MiHiMaJbHe 3HAYeHHS BiKY.

PesyabraTti JOCHiIZKEHHS Ta iX 0OrOBOPEHHS

Y Hammx crocTepe’keHHSAX MIKO3M BigMmidamuch y 66
(21,4%) nariienTiB y HACTYITHUX TPyIIaX EPBUHHKX iMyHO/eDi-
1uTiB: KoMOiHOBaHi iMyHozedilmTi Ta KOMGIHOBaHI IMyHO7IE-
ity i3 cuHzpPOMaTBHUMY prcaMHy, AeDillUTH AHTUTITIOYTBO-
penHs, gediuT cructeMn (GaroiuTosy, AedeKTn BPOIKEHOTO
imyHirery, nepextn imyHHoi peryJisii. Ciij 3a3HaunTy, 110, 32
BUHATKOM KOMOIHOBaHMX iMyHOAEDIIUTIB, y OGLIBITIOCTI TPy
IMyHOIeMIIUTIB MiABUIEHA Ty TIUBICTD 0 TPHOKOBUX iH(EK-
il BijiMiYasiach Jiniie Ipyu OKPEMUX HO30JI0TTYHUX (hopMax.
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Tabnuys 2

YacTorTa i kniHiuHi popmu miko3sie npu komGiHOBaHMX iMyHoaediuuTax i3 CMHAPOMaNbHUMUN pUcamm

KinbkicTb
nauieHTiB, y AKUX
crnocTepirascs Miko3

Ho3onoriyHa
dopma Nig

Bik MaHidecTauil,
MeaiaHa (min-max)

Kniniyna hopma

Cungpom Oi-xopaxi 4/26 (15,3%)

7 mic. (6-11 mic.)

KaHgnaosHuii cToMaTuT, BYNbBOBariHIT
OHixoMmiko3

KaHaunaos cnnsoBux

ATakcig-TeneaHriekTasis 5,5 poky ) ) )
. 4/31 (12,9% ; OHixoMiko3 y noeaHaHHi
(cuHapom Jyi-Bapp) ( ) (1,5-8 pokiB) 3 KaH,D,I/I,D,OSOyM mk'?pm
CwHapom Hiiivere 5/30 (16,6%) ¥ f’ff&)“é’is) KaHAROS CruSOBUX
5 poKia OHixoMmiko3
linep-IgE-cnHapom 2/19 (10,5%) 4‘;°KM PeunAavBHWMIA acneprinbos LKipy,

AnceMiHoBaHUN acneprinbLo3 nereHb

Ipubrosi ingexuyii y nayicnmie is kombinosanumu imynooe-
Givumamnu

Cepejl naifieHTiB i3 KOMOIHOBaHUME iMyHOzebiTaMu
Hamu OyJI0 BUSIBJICHO HAasABHICTD B aHaMHe3i B iHdexminnomy
cunzpomi TpubkoBux iHdekiiit y 35 (83,3%) i3 42 martienTis.
OcHoBHUMK TIPOsABAMU OyJIM KaHAWI03 HIKIPU 1 CIM30BUX
000JIOHOK, y OHi€i AUTHHU PO3BUHYBCS KAHIUIO3HUN
cercuc, 110 MaB JeTadbHUil Hacuiok. Tskki kKoMOiHOBaHi
iMyHOZeIUTH, TTPU SIKUX CHOCTEPITaINCh MiKO3U, Maju
HacTynHi iMyHodeHoTunoBi xapakrtepuctuku: T-B+NK-,
T-B-NK-, T-B+NK+, T-B-NK-. Ilepmri emizonu mkipHo-cJi-
30BOr0 KaHAMJIO3Y BiAMiYaauch y Billl BiJl ABOX THXKHIB
110 poKy (MejliaHa — TPU MiCAIIi ), Y TPHOX TAIli€HTIB KaHAN03
6yB TepInoio MaHihecTaItieo iHbeKIiiHOro CUHIPOMY.

Kowmbinosani iMmyHnozedinut, npu sKux He criocrepira-
JIoCh TPUOKOBUX 1H(DEKIIii, MepeBakHO OyJIU MpeCTaBIeH]
imyHodenorunamu T+B-NK+ a6o T+B-NK+ abo Tsokkum
KOMOIHOBaHMM IMYHOZEDIMTOM 3 KJIIHIYHUM (HeHOMEHOM
cunapomy Omena.

[Ipm i3osmpoBarmx CD4-miMdorneHigx KaHANIO3 CIIOCTE-
piraBecst y BOX i3 IIECTH MAIi€HTIB i OYB MpeaCTaBICHUIT
MOMMPEHUM KaHAMI030M CJM30BUX 000J0HOK (POTOBOI
MTOPOKHUHY, CTATEBHX OPTaHiB).

TTpu MeHI BaKKUX KOMOIHOBaHUX iMyHOIe(dIIMTaX, TaK
3BAHUX «KOMOIHOBaHUX iMyHOAeMINNTAX i3 CHHAPOMATbHU-
MU pUCaMM», MIKO3H 3yCTPIYaJINCh PiJlllle, JUIIe [P IeSIKUX
HosoJsoriuHux opmax (tabur. 2). Bik manidecrarii rpubko-
BO1 iH(deKIIii KosmBaBcs Bix 6 MicsiiB 10 17 pokiB (Memiana
I1'SITh POKIB).

VY nartienris i3 curapomom [i-/Iskopski rpubKosi iHdek-
11ii crrocTepirances Jniie Ha IepiuioMy poIli JKUTTs. Y HalfieH-
TiB i3 cunapomamu JIyi—Bapp, Hifimeren, naBmaku, rpu6KoBi
indekuii npunagaoTh Ha GBI CTAPUIMIA BiK, 110, 04€BUIHO,
MOB'sI3aHO 13 TPOTPECYBAHHSM 3MiH Y TTOKa3HUKAX T-KITiTHH-
HOTO IMYHITeTY, 110 BJIACTMBE JaHiii rpyni iMyHo1eiluTiB.

Y omHOTO mMAaIli€HTa i3 ayTOCOMHO-PEIIECUBHUM BapiaHTOM

3 YOTHUPBOX POKIB CIOCTEPIraBcs PelUMBHUI MOIIMPEHUH
acTIeprizibo3 MIKIpH, 10 Mi/IaBaBcs JIKYBAaHHIO JIUIIE TPOTH-
IPUOKOBUMU TIPETIAPATAMU FPYTIN PE3EPBY, 1 Y BIlll MIECTH POKIB —
JIMCEMIHOBaHMI aCIePTiIbo3 y BUIVISI ABOOIMHOTO YPasKeHHsT
JIETEHD 1 TIKIPY i3 TSZKKUM, 3arPO3JIMBIM TSI SKUTTS, TIEPEOiroM.

OTske, TpubKOBI iH(eKil Oyan XapakTepHi ITepeBaKkHO
JUIst KOMOTHOBAHUX IMYHOAEDIIUTIB 3 TIIMOOKIM KiJIbKICHUM
nedirrom T-KTITHHHOT TaHKK IMYHITETY.

Ipubrosi ingexuii y nayienmis i3 depiyumamu anwmumino-
ymeopenns

Cepen 164 martienTis i3 gedinnuTamMu aHTHTIIOYTBOPEHHS
B HAIMX crioctepeskenHsx juiie y 3 (1,8%) naiientis Biqmiva-
JIICHh pelnBHI abo Baskki TpUOKOBI iH(eKIi. Yci marienTu
MaJIi JIiarHo3 IeheKTy TePeKIIIOYeHHS CUHTe3y aHTUTLI (Tinep-
IgM-cumnpom). Tobto y mamienTis i3 rimep-IgM-cumapoMom
rpubKoBi  iHdeKIii crocrepiranucss BIIHOCHO YacTo —
y 3 (42,8%) i3 7 piteil. Y MBOX i3 TPHOX MAIIEHTIB BifiMivaIach
ayToiMyHHa HeliTporieHis, 1110, HailiMOBIpHillle, i CTasIo nepemy-
MOBOIO TPHOKOBUX iH(DEKIIiiT. Y 0HOTO XJIOMINKA HEKPO3 1IHOY-
JIMHU JIBAHAIATAAION KKK, BUKJIUKAHUN TpUdamMu pomy
Zygomycetes, CTaB IPUYMHOIO 3aruOesi y Billi 1'ATH MiCAIIIB.

3arajoM mi[BUIIEHA Ty TIAUBICTH 10 TPUOKOBUX MATOTEHIB
He Oysa nputaMaHHa AedilMTOM aHTUTIIOYTBOPEHHS, IO
MIOBHICTIO Y3TO/UKYETHCS i3 IAHUMU JIITepaTypH i cydacHUMNI
VSBJIEHHAMU [TPO MEXaHi3MHU POTUTPUOKOBOTO IMYyHITETY.

Ipubkosi ingpexuii y nayienmis iz deivumamu cucmemu
@azoyumo3y

Y Hammx cnocTepeKeHHIX MiKO31 Y TTAIli€HTIB 3 fediln-
TaMM CUCTEMU (HarolnuTo3y 3yCTPivaInch IpU HEHTPOIIEHisIX
i XpoHiuHiiT rpaHyJIeMaTO3Hiil XBOPOOGi.

Cepes maitieHtis i3 HeliTponeniero rpubkosi iHdeKii
3yCTPivaNCh TPU BPOJUKEHIN BayKKiil HelTporeHii (2 (28,5%)
i3 7) i mustivniit vetirporenii (3 (60%) i3 5), GyJm mepeBask-
HO IIPeICTaBJIEH] PEIUAMBHUM KaH/MI030M CJIU30BUX 060JI0-
HOK, TIPY ITUKJIYHIN HEUTPOTIEHiT TaKOXK PeluANBHIM apTO3-

rinep-IgE-cunapomy, 3ymosienoro wmyranielo DOCKS,  nmm cromartutom 3 peruausamu 3—4 pasu Ha pik.
Tabruys 3
XapakTepucTuka MiKo3iB y AiTeil 3 XpOHIYHOIO rpaHyIeMaTO3HOI0 XBOPOG6oIo
MauieHT Ne 1-M 2-1 3-n 4-r 5-1 6-A 7-X
Bik 6 p. 10 p. 10 p. 4 p. 2,5 p. 1p. 8 p.
PeunanBHWUIA opanbHWi KaHAWAOS3 - - OeKinbka enisoais - 3 2 pokiB - Aekinbka
y BiLi 4 pokiB LjoMicsiYHO enisoAis
(2p..3p)
KaHampos ctaTeBux opraHis - - - - 3 2 pokiB - -
2 enisoan
Acneprinbo3 M’'SKMX TKaHWH, Bik 6 p. 10 p. - - - - -
Miko3 nereHb, Bik 6 p. - 9 p., acneprinesos 3 p. - 4 wmic. -
Miko3s pebep, Bik 6p. - 3p. - - -
Acneprinbo3 roroBHOro Mo3ky - - 9p. - - - -
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PO3BUTOK iHBA3MBHOIO MIKO3y
— T[loniHomianbHa (PO3BUTOK iIHBA3UBHOMO MIKO3Y)

Puc. 1. IMOBIpHICTb PO3BUTKY iHBA3WBHOIO MiKO3Y MPU XPOHIYHiN
rpaHynemMaTo3Hiin XBopoobi 3 BikoM

VY namieHTiB i3 XpOHIYHOI IPAHYJIEMATO3HOK XBOPOOOTO
Mmiko3u criocrepirasnuce y 7 (77,7%) i3 9 Bunajaxis (mepion
criocrepeskertst B 1 0 10 pokis). [lyist Hux GyB npuTaMan-
HU peruauBHIH mepebir Mikosis (taba. 3).

Sk BuanO 3 Tabsmii 4, rpuOKOBI iHdexuil Tpyu XpoHivHii
rpanysiemarostiii - xBopobi (XT'X) xapakrepusyBanucs
YPa)KEHHSIM PIZHOMAHITHUX OPTaHiB: MIKipW, M'SKUX TKaHUH,
CJTM30BUX 0OOTOHOK, KiCTOK, JIETEHD, TOJIOBHOTO MO3KY. Y JBOX
i3 cemu narienTiB OyJin Jiniie MoBepxHeBi iH(EKIT caM30BUX
060JI0HOK, 3yMOBJIeHI rpubamu poxy Candida, y 1'situ i3 cemu
NarienTiB BiaMivaauch inBasusHi iHdexii. Y Oinbiiocti 6yio
JIeKiJIbKa JIOKYCiB TprOKOBOi iHbeKIii. ¥ Tphox i3 m'sTu
MAIEHTIB 3 IHBA3UBHUM MiKO30M GYJIO THATBEP/ZKEHO acTiepri-
JIbO3HY €TIOJIOTII0 yPasKEHHSI METOI0OM MiKpOGioJIOriaHOTO
JOCTII/IKEHHST TKAHWH, Y JBOX MAllieHTIB rprOKOBa €TioJIorist
GyJ1a MiATBEP/KEHA TICTOIOMTYHIM JOCITIKEHHAM TKAHUH [PH
Giorcii. Bik Briepiie BUHUKIIONO iHBA3MBHOTO MiKO3Y KOJIMBaB-
41 Bijl YoTHPBOX Micsiis 110 10 pokis, Mexiana — 4,5 poky.

Ockinbky BUHUKHEHHS iHDeKI1 y KoskHOI quTnHT 3 XX
JIeSIKOI0 MIpOI0 BU3HAYAETHCSI BUIIQJKOBICTIO, a TPUBAJIICTD
criocTepeskeHHsl 1 BiK MaIli€HTiB Ha MOMEHT MaHidecTariii
MiKO3y 3HAYHO Pi3HSATHCS, HA OCHOBI BJACHUX CIOCTEPEKEHb
3 BUKOPUCTAHHSAM KOPEJAIINHO-PErpeciiiHoro aHasi3sy HaMu
6yJ10 TIOOYI0BAHO KPUBY 3a/I€;KHOCTI MK BIKOM 1 4acTOTOM0O
PO3BUTKY 1HBa3UBHOTO Miko3y (puc. 1).

OcobsuBicTIO iHBa3UBHUX Miko3iB pu XI'X Oyuiu migroc-
Tpuil Trepebir, 3HauHUi 06'eM YIIKOIKEeHHs TKaHuH (puc. 2—-5),
TTOMIPHMIA JICHKOIINTO3 Yy 3araJTbHOMY aHasi3i KPOBi B MesKax
10—-15x109/71 3 HEHTPODILILO30M HE3 MATHUKOSIIEPHOTO 3CYBY,
anemist 70-90 r/i1, IIIOE B Mmesxkax 40—60 MM /Toz1. Y 4OTHPHOX
i3 TI'SITU XBOPUX BiJiMiYasiach TPUBAJIA IMXOMAHKa (Bi/l KiJTbKOX
THKHIB 710 KIJTBKOX MICSIB /10 BCTAHOBJICHHS IiarHO3Y).
VY 1e6toTi 3aXBOPIOBAHHS Y BCIX MAIiEHTIB OYJI0 BCTAHOBJIEHO
MOMUJIKOBUI ztiarnos: TyGepKyabo3 — 3/5, myxauna 2/5
(sereni — 1, ronoBHOTO MO3KY — 1). BincyTHicTs Binmosizni aa
TpajuIiiiHe JiKyBaHHA Ta JaHi MiKpobioJoriyHux i ricro-
JIOTIYHUX TOCTI/KEHD O3BOJMIN [IATHOCTYBATH TPHOKOBY
indexIio. Yci NalieHTH OTPUMYBAJIN 3 METOIO JIKYBaHH:
BOPIKOHA30J1 y 11031 4—9 Mr/Kkr/moby Tpusaiictio Big 6 10
16 micsiB. TpuBasicTs JTiKyBaHHS 10 JOCSTHEHHS KJITHIYHOTO
ebdexry ckmama 1-2 TwkHI, HOpMasizaIii JabopaTOpPHUX
MOKA3HWUKIB — OJIM3BKO MICSIS, 0 JOCATHEHHS TO3UTUBHOI
PEHTTEHOJIOT YHOI AMHaMiKK — Bijl 2 10 12 Micaiiis.
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Pue. 3. Pybui Big HOpULb Ha LWKIipi Nicns acneprinbo3Horo
ypaxxKeHHsi pebep

Puc. 5. Acneprinb0o3 ronoBHOr0 MO3Ky

Otxe, rpubkosi iHpexii npu XI'X xapakrepusyoTbest
BHCOKOIO 4aCTOTOIO, BaKKHUMU IIOHIKO/I)KEHHSIMU OpPraHiB
i TOpIiAHUM TIepebiroM.

Ipubrosi ingpexuyii npu deghexmax 8podrcenozo imynimemy
[lix HammMM criocTepeskeHHsIM 3HAXOATHCS TPOE XJIOMTIH-
KiB i3 XpPOHIYHUM IIKIPHO-CAU30BUM KAHIUI030M SIK CaMO-
CTIITHOIO HO30JIOTIYHOIO (DOPMOIO TIEPBUHHOTO iMyHO1eDiTI-
Ty. Y [BOX i3 HUX 3aXBOPIOBAHHS CIIPUYMHEHE MYTAIL€I0
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Tabnuys 4

XapakTepucTuka Miko3iB y NaLi€HTIB i3 AOMIHAHTHOIO reTepo3nroTHOIo
gain-of-function myTauielo B reHi STAT1 3 rinepdyHkuieio monekynu STAT-1

YTOYHEHHSI giarHosy

XapakTepucTtuka MauieHT 1 MauieHT 2
Bik nepLuoro cnoctepexeHHs 7 pokis 5 pokis
Mepiod criocTepexeHHsA 13 pokis 9 pokis
Bik MonekynspHo-reHeTU4HOIo 18 pokis 12 pokie

MonekynspHo-reHe TUYHUIN JedheKT —
reTeposunroTHa (f4OMiHaHTHa)
gain-of-function myTtauia B reHi STAT1*:

B CC-gomeHi ¢.494A>G
B 7 ek30Hi —» D165G

B [IHK-3B’A3yBansHoMy JOMeEHi
¢.1154C>T B 14 ek30oHi — T385M

KniHiyHi paHi

adpTo3HUI cTOMATUT

3 peumnansamm 3—4 pasu Ha pik

PeunaunsHun nepcucTyouni nepcucTyounin
opanbHWn KaHAWAO3 3 3-MicsYHoro Biky Bifj HAPOAXXEHHS
PeunamneHun 31,5 poky Bifl HAPOXEHHA 3 peumnansamu

KOXHi 3—4 TUXHI

KaHangosHWit gepmatuT

nepcuUCTyoYmii 3 5-piyHoro Biky

y nepiofi HOBOHapPoAXeHOCTi

y Bili 5 pokiB TpuxodiTis i Mikpocnopis

noLumMpeHa Mikpocropis Tynyb6a

KaHAMZ03HUIA e3odbariT

py6LEeBMiA CTEHO3 CTPaBOX0AY

[epmaTogiTosn N ST L ;
BOJIOCSIHOT YaCTWHM rofoBu i KiHLiBOK y BiLi 10 pokiB

OHixoMmiko3 y Bili 1 poky 5 Micauis y Bili 3 micaujB i 6 pokis

PeunaunsHun y Bili 9 pokiB AgiarHocToBaHo y Bili 5 pokiB AgiarHocToBaHo

py6LeBe 3BYXEHHsA cTpaBoxogy

IIpumimxa. *MousekyisipHO-reHeTHYHe 00CTeKeHHsI BUKOHAHE METOZIOM IiJIbHOTeHOMHOT0 CeKBEeHYBaH sl Ha KadeApi AUTSurnX iHpeKiinnx
xBOpo0 Ta imyHoutoril (3aB. kadenpu — npodecop Jlacio Mapozui) y [lebpenencskomy yrisepeureri (Yropmmna) [11].

Tabauys 5
XapakTepuctuka rpuéKoBux ypakeHb y nauieHTis i3 AMC-1
Xapakrepuctuka MauieHT 1 MayieHT 2 MauyieHT 3 MauieHT 4
Bi BCTaHOBNEHHA 8 pokiB 4 poku 13 pokis 6 pokiB
JiarHosy
Mepioa ) ) .
CrIOCTEpEXEHHS 10 pokis 8 pokiB 5 pokis 2 poku
E . rinonapaTupeos,
HOOKPUHHA . nonieHJoKpUHHa xBopoba SR .
- xBopoba AgjicoHa ] ) CYOKNIHIYHNIA LyKpOBUNA
naTonoris HeAoCTaTHICTb ApgpicoHa niaet
Bik maHicpecTaL|i 4 poku 3,5 poky 10 pokis -
KaHAWA03Y
poToBa o i R 1 pas }
.%_ P NopOXHMHa 1-2 micaui KOXHi 2-3 micsauj Ha 2 MicsLy
o gg cTaTeBi LLopiYHO Aekinbka ) BYNbBOBAriHIT )
E 8 opraHu enisofis 1 pas Ha 2-3 micaui
|_9. > HirT 2 enizoan — 04iHOpPa3oBo } }
8 12 pokiB y BiLi 6 pokiB
OTpumyBaHe npoTurpudkosa npoTurpnbkosa Tepanis npoTurpnbkosa Tepanis B
nikyBaHHs npodinakTuka npu peuuamsax npu peumamsax

B reni STAT1 3 rinepdyuxiicio mosekyaun STAT-1 (gain-of-
function mutation STAT-1).

MousiekyiIpHO-TeHeTHYHA 1 KJIiHIYHA XapaKTePUCTUKA XBO-
pUX HaBeleHa B Tabmi 4. STk BUAHO 3 TaG/INUIN, KIiHIYHA MaHi-
(ecrarist 3aXBOpIOBaHHS B 000X MAIEHTIB MOIGHA: 3aXBOPIOBAH-
HsI CYIIPOBOJKYBAJIOCH GE3IEPEPBHO PEIUANBHUM KaHAUI030M
POTOBOI OPOJKHIHU Ta CTPABOXO/LY, aDTOZHUME CTOMATUTAMI.
IIpu MiKpOGIOIOrYHOMY JOCJII/KEHH] Ma3KiB €po3iil cIM30B0i
060JIOHKH POTOBOT MOPOKHUHK HEOJIHOPA30BO BUJILJISLINCH
rpubu pony Candida y Benvikiii kizibkocti. B 060X narfieHTis Bij-
MIYaJIECh eMi30/1 MOMMPEHNX THIMNX IPUOKOBUX iH(pEKIHH —
tpuxoditii i mikpocropii. TakiM uMHOM, XBOPi Majn BHCOKY
CHPUNHSATAMBICTD JI0 TIOBEPXHEBUX MIKO3iB IIKIPH Ta CJU30BUX
0060JI0HOK, 3yMOBJIeHNX rpubamu posis Candida, Mycrosporum ta
Trichophyton. JInst mikyBaHHs i TPOMIIAKTUKN PEIUNBIB BUKO-
PUCTOBYBAJIaCh POTallisi PISHUX MPOTUIPUOKOBUX IPETAPATIB,
OCKIJIBKU TIBUJIKO PO3BUBAJIACH PE3UCTEHTHICTb.

Tpubkosi ingexuii npu degpexmax imynnoi pezynsyii

¥ rpymi I11/] i3 nedexkramMu iMmyHHOI peryJIsilii MU CTIOCTe-
pirajiv penugAnBHUI KaHAN/03 CU30BUX 000JOHOK ¥ TPHOX i3
YOTHUPBHOX MAIIEHTIB 13 Ay TOIMyHHUM TOJIICHIOKPUHHIM CUH-
npomoM 1 tumy (AIIC-1). ¥V nBox marmientis (3, 4) aiarxHos
MiATBEP/KEHO MOJIEKYJISPHO-TeHEeTUYHUM JIOCJI/KeHHAM

100

3 BusBIeHHAM MyTaiil y reni AIRE, y s1Box inmmux (1, 2) —
cecTep 3 OJHIET ciM'T — KJIIHIYHO HA MiZICTaBi HASBHOCTI JIBOX
i3 TPHOX BEJMKIMX KPUTEPIiB [iarHosy (Tabir. 5).

[IIkipHO-C/AM30BUI KaH/IU/I03 € OHUM i3 BEJIMKUX KPUTE-
PpiiB AiarHO3y JaHOIO CUHAPOMY 1, K IIPABUJIO, [IEPILIUM 0r0o
nposgBoM. Ha cborozini BCTaHOBJIEHO, 1110 Y PO3BUTKY IIIKipHO-
cmsoBoro kauanao3y npu AIIC-1 BixirpatoTs posrs ayToaH-
tutisna o 1L-17A. Pisni ayroanturin go [L-17A kopesnioiots
3 BaXKKICTIO MIKiPHO-CJIM30BOTO KaHANA03y [4] Ax BUAHO 3
TabuIl 5, B OHOTO 3 NAIi€HTIB, IKUI Ha AaHWiT MOMEHT Ma€
HAaWMOJIOAINI BiK, HE IMOCTEPITAETHCS MIKIPHO-CIU30BOTO
KaH1u103y. I1osicHeHHAM TIbOMY MOsKe GYTH TIOKH TI0 BiCyT-
HicTh 200 HepocTaTHiN TUTP ayToanTuTia no 1L-17.

Ortixe, miko3n mpu IIIJ] 3ycrpivaoTbcs mpakTHYHO
B KOXKHOTO II'SITOTO TMAIli€EHTA, TOMY MOXYTb CIYKUTH Map-
KepoMm foro magsmocTi. Haftuacrime rpubrosi indexiii
3ycTpivaoThest pu fAedextax T-KIITHHHOI JaHKH, 0COOJUBO
[IPU BaKKUX KOMOIHOBaHUX iMyHOJe(DIIIUTaX, KiJTbKICHUX Ta
AKicHUX JedekTax garonuTis, redekrax y cucteMi GyHKILo-
nyBanuga T17-mimdormTis. Cepen TallieHTIB 3 MiKo3aMu
y 15% BoHu Oysiu acortiiioBaHi 3 iHBasMBHUMK a00 AMCEMIHO-
BaHMMHU, 3aTrPO3JIMBUMHU IS JKUTTS, CTaHaMu, y 4,5% crain
MIPUYUHOIO JIETAJILHOTO HACAIAKY. TakoK HEPiIKO B pe3yJibra-
Ti epenecennx rpubKOBUX iHMEKIIIN PO3BUBAINCH HE3BOPOT-
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Hi 3MiHM B opraHax (CTeHo3 cTpaBoxoy, hibpos Ta 3MeHIIeH-
HSI JKUTTEBOI EMHOCTI JIETE€Hb ).

Y HammMx CHOCTEPEKEHHSAX SK eTioNorivyHi 30yaHUKN
Miko3iB BUCTyHamu rpubu poxis Candida (83% ycix erioso-
riuno posumdpoBanux BUNAAKIB), Aspergillus, Zygomycetes,
Mycrosporum ta Trichophyton. HaiiGinbin arpecusHuii iepe-
6ir acomitoBaBcs i3 rpubamu pony Aspergillus. SIx BumHo 3
OIUCAHWX BHIIE KJIIHIYHUX BUIAJIKIB, TIPHU JOKasi3anii rput-
KOBOIi iH(eKIii y BHYTPINIHIX OpraHax BiMiqaoThCs BUIIAJIKN
MTi3HBOI | TOMHUJIKOBOI iarHOCTUKN. ToMYy, 3BaKartouu Ha BUCO-
Ky gacToTy rpubkoBux indexmiit mpu 11/, ocobmuso mpu
KoMOiHOBaHUX jiediurax i gedimurax cucremu GharoruTosy,
HeoOXi/IHa BUCOKa HACTOPOKEHICT 11010 TPHOKOBOI €Tioorii
Y BHIIQJIKYy BaKKOTO ab0 PE3UCTEHTHOrO JI0 TPAAUIIIHOIO
JIIKYBaHHS 1H(EKIIITHOTO MPOIecy Y TaKUX MaIli€HTiB.

BucHoBku

1. Miko3u, siK posiB iH(EKINIITHOTO CUHIPOMY, XapaKTep-
Hi st Tpyn KoMOiHOBaHMX iMyHOzediuTiB Ta gedinuris

JITEPATYPA

cucreMu GaronuTo3y, a TAKOXK 3 BUCOKOIO YACTOTOIO 3yCTpiva-
I0TBCSI TIPU OKPEMUX HO30JIOTIUYHUX opMax /edeKTiB Bpo-
JuKeHoro imynitery (smedektun B cucteMi (yHKItionyBaHs
T17-nimdonnTi) Ta 1edeKTiB iIMyHHOI perysrii (ayToiMyH-
HUI TTOJTIeHJOKPUHHMI cunapoM 1 Tuiy).

2. CriekTp TpUOKOBUX TTATOTECHIB JIEIO BiJPI3HIAEThCS 3a-
JIEKHO Bijl BUSIBJIEHOTO iMyHOJIOTiuHOTO lechekty. Haitwacti-
muMu 30yIHUKAMU BUCTYTIAl0Th rpubu ponis Candida Ta
Aspergillus.

3. Mikosu nipu I11/] Hepinko BUKINKAIOTH 3arPO3JHBI 711
SKUTTS Ta iHBasIiin3youi indexirii.

4. Bucoka yacTtora iHBa3MBHUX MiKO3iB IPU XPOHIUYHIN
rpaHyJIeMaTo3Hiil XBopobi (55,5%) BUIIPABIOBY€ 3aCTOCYBAH-
HST TIEPBUHHOI IPOTUTPUOKOBOI XiMIOIPODIIAKTUKH.

5. Ilpu BusiBienHi i JiKyBaHHI Pe3UCTEHTHUX iH(MEKIIIN
y iMyHomebinTHIX NalienTiB HeoOXiaHA BHCOKA HACTOPO-
JKEHICTP 111010 TPUOIB, SIK MOKIMBUX 30y/HUKIB iH(EKIITHO-
TO TIpollecy, i 3aCTOCYBaHH:, 3a MOKJIUBOCTI, CIIeI[ialbHUX
MiKpPOGIOTOTIYHIX METOIIB /151 yTOYHEHHs 30y /IHUKA.
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MuKo3bl B CTPYKTYpEe UHGPEKLVMOHHOro CUHAPOMa NpU NepBUYHbIX UMMYHoAedUuumMTax

A.B. boHaapenko?, J1.U. Yepuuiwosal, J1.B. Koctrouenko2, A.M. lunbgharosal, 0.B. Pabouw3

1 HaumoHanbHaa MeguuuHcKas akagemus nocneamnnoMHoro obpasosaxus um. MN.J1. LWynuka, r. Kues, YkpanHa

2 3anagHOYKpanHCKNM cneunann3npoBaHHbI 4ETCKUA MeOUUMHCKNI LEeHTP, I. JIbBOB, YKpanHa

3 Kneckasi ropoackas nertckasi KinmHmyeckas 60nbHMLA MHTEHCUBHOTO fiedeHns Nel, YkpanHa

[pn6bl, KaK MH(EKLNOHHbIE areHTbl, ABAAOTCS B LLENIOM ManonaroreHHbIMU MUKpPO6amI, 0HAKO OHW COCOGHbI CTaTb NPUYMHON BONE3HN NPN HAPYLLEHNSAX
B UMMYHUTETE. [POTUBOTPUOKOBLIA UMMYHUTET 06ECMEYNBAETCS LIENON LIENbH0 MEXKNETOYHbIX B3aUMOAENCTBNIA. Lienbio paboTbl 6bIN0 OLEHUTL 4acToTy
11 0CO6EHHOCTI MUKO30B NPY BPOXAEHHbIX AedheKTax MMMYHUTETa, AnA Yero 6bin NPoaHaNM3NPOBaH UHMEKLNOHHbI CUHAPOM 308 NauneHTOoB C pasnnyHbI-
MU MepBUYHBIMU UMMYHOLedUumnTamu. Mukosbl oTMedanuch y 66 (21,4%) naumeHTos, Hanbonee 4acto — npu KOMEUHMPOBAHHbLIX UMMYHOAEULMTAX
(83,3%), XpOHMYECKOI rpaHynemMaTo3HOn 60ne3Hn (77,7%), a Takke AedekTax BPOXKAEHHOr0 UMMYHWUTETA U UMMYHHOI Perynaunn, accoLMmMpOBaHHbIX
C (DYHKLMOHAbHbIM HapyweHuem T17-numounToB. Tpubsbl Npu NepBUYHbIX UMMYHOAEMULNTAX BbI3bIBAKOT YrPOXKAIOLLME XNU3HU U MHBANUANZUPYIOLLME
nHexkumn. Hanbonee YacTbiMin BO3GYAMTENAMU BbICTYNAOT rpubsl pofos Candida w Aspergillus. TIpu BbISBNEHWN W NEYEHUN PE3UCTEHTHbIX MHAEKLNIA
Y UMMYHOLEPULMTHBIX NALMEHTOB HE06X0AMMA BbICOKAsA HACTOPOXXEHHOCTb B OTHOLLEHUW rPUOOB, KaK BEPOSTHbIX BO3OYAUTENE MHAEKLMOHHOrO NpoLec-
€a, U NPUMEHEHE, N0 BO3MOXHOCTH, CreLnanbHbIX METOL0B AN YTOYHEHNS BO3OYAUTENS.

KntoveBble cnosa: npoTMBOrpUOKOBbLIA UMMYHUTET, MIUKO3, NEPBUYHbIA UMMYHOAEULNT.
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Mycoses in structure of infectious syndrome in primary immunodeficiencies
A.V. Bondarenko?, L.I. Chernyshoval, L.V. Kostyuchenko2, A.M. Gilfanova?, 0.V. Rabosh3
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Fungi as infectious agents generally have low pathogenicity, however, they can cause disease in patients with immune disorders. Antifungal resistance is pro-
vided by a chain of cell-cell interactions. The aim was to assess the incidence of fungal infections in congenital defects of the immune system and to deter-
mine their characteristics. For this reason the infectious syndrome of 308 patients with different primary immunodeficiency was analyzed. In our study fun-
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gal infections were observed in 66 patients (21.4%), most often in combined immunodeficiency (83.3%), chronic granulomatous disease (77.7%), and defects
of innate immunity and immune regulation associated with functional defect of Th17 cells. Fungi in primary immunodeficiencies cause life-threatening infec-
tions. The most common pathogens are Candida and Aspergillus. In treatment of resistant infections in immunodeficient patient the high awareness regard-
ing fungi as possible pathogens is very important. Therefore, the use of special microbiological methods for clarifying agent is necessary.

Key words: antifungal immunity, mycosis, primary immunodeficiency.
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K CBEAEHHNIO ABTOPOB
IIpaBuia mogayu Matepuajga AJs NyOJUKAIMH:

o CrpykTypa MaTepyaa: BBeJieHHe (COCTOSIHIE IIPOGIIEMbI IO JAHHBIM JIMTEPATYPbI He GoJtee 5—7-JeTHeli JaBHOCTH ); 11€JIb, OCHOBHBIE 32/[aHHsT X METOIBI
HCCIIEIOBAHUS; OCHOBHAsI 4acTh (OCBEIIEHHE CTATHCTHYECKH O00PaGOTAHHBIX PE3YJIBTATOB MCCIEI0BAHNSI); BHIBO/BI; IEPCIEKTHBbI JalbHEHINero
PasBUTHS B JAaHHOM HAIIPABJICHUH; CIIMCOK JIMTEPATypbl, pedpepaTsl HA PyCCKOM, YKPAHHCKOM U QHIJIMHCKOM SI3bIKaX.

e Marepuas JIOJKEH CONPOBOKAATHCS O(DHIMATIBHBIM HAIIPABIECHUEM OT YYPEKIEHUsI, B KOTOPOM OH ObUI BBITIOJIHEH, ¢ BU30Hl PYKOBOJACTBA
(HAyYHOTO PYKOBO/MTEJIST), 3aBEPEHHOI KPYTJION 1eYaThio YUPEKACHNSI, U 9KCIIEPTHBIM 3aKJII0YEHIEM O BO3MOKHOCTH B OTKPBITON T1€yaTn.

e Ha nocsieziHell cTpaHuile cTaTb J0JKHBI ObITh COOCTBEHHOPYYHbIE TIOJIICH BCEX ABTOPOB, (DaMUIIMSL, MMSI U 0TYECTBO (IIOJHOCTBIO ), TI0YTOBbII
anpec, nomepa Teseonos (¢/ryKeOHbIi, TOMANIHUIT) aBTOPa, ¢ KOTOPBIM PeAaKilist Oy/1eT 00IIaThCs.

® ABTOPCKHIT TEKCTOBBIN OPUTHHAJ JIOJIKEH COCTOSITH U3 JIBYX 9K3EMILISIPOB HA YKPAUHCKOM WUJIH PYCCKOM SI3bIKE:

— tekcra (00beM OPUTMHAJIBHBIX CTAaTell, B TOM YHCJie PUCYHKOB, JINTEPAaTypsl, pedhepatos, He Gosiee 8 cTpaHuil, 0030POB JIUTEPATYPbI,

JIeKIMiA, TpoOIEeMHbBIX cTaTell — He Gosiee 12 cTpanul, KpaTKUX cooOIen1i, perensuii — He Gosee 7 crpanun);

— CIIMCKa JINTePATYPbI (€CJIH B CTAThE €CTh CChLIKH, He Gosiee 20 mTepaTypHbIX HCTOYHUKOB, B 0030pax — He 6oJiee 50),

— Tabsu;

— PHCYHKOB (He 6oitee 4) ¥ OAIICEIT K HUM.
o K crarbe npmiaraiorcst pepepaTst Ha YKPaHHCKOM, PYCCKOM H aHITIMIICKOM sI3bIKaX ¢ 00s53aTebHBIM yKadaHneM (GaMIIii 1 HHALUAIOB aBTOPOB
Ha 9THX sA3bikax. O0beM pesiome He aomkeH npesbmiath 200-250 caoB. O6s3aTeIbHO YKa3bIBAIOTCS <KIIOUEBbIe ciaoBa» (0T 3 10 8 cioB)
B IOPSI/IKE 3HAYUMOCTH, CIIOCOOCTBYIOIME MHICKCUPOBAHUIO CTATHU B MH(OPMAIMOHHO-IOMCKOBBIX cHCTeMax. PesioMe sIBJIsieTCs HE3aBUCHMBIM
OT cTaTby HCTOYHUKOM HHopMaiu. OHO Gy/eT ONyOIHKOBAHO OT/EIBHO OT OCHOBHOTO TEKCTA CTATHH H JOJKHO ObITh IOHSTHBIM 0€3 CChUIKH Ha caMy
nyOimkammo. PesioMe sIBIsIeTCs! KPATKUM H HOC/IEI0BAaTeIbHBIM H3JI0KEHIEM MaTepHaia Iy O/IMKAIMH 10 OCHOBHBIM Pa3/iesiaM U {0UKHO OTPa’kaTh
OCHOBHOE COJIeP>KaHHe CTAThH, CJIEZI0BAThH JIOTHKE H3JIOKEHHS MaTepHaJia U ONMCAHHS Pe3YJIbTaTOB B CTaThe C IPUBEEHHEM KOHKPETHbIX JaHHBIX.
PesioMe K OpPHIMHAJIBHONH CTaTbe OJKHO OBITh CTPYKTYPHPOBAHHBIM: a) LE€Jb HCCIEAOBaHMs; () MaTepHal U METOIbl; B) PE3YJIbTATHI;
r) 3axuouenyie. Bee paszeinnbt B pesioMe {0JKHBI ObITh BbIIEIEHBI B TEKCTe KUpHbIM mpudrom. st ocransubix crareii (0630p, Jekuuu, 06MeH
ONBITOM H /Ip.) pe3ioMe I0JLKHO BKJII0YATh KPAaTKOE U3JI0KeHHEe OCHOBHOMN KOHIENIIMH CTAThH U KJIIOYEBbIE CJIOBA.
Crartbu Habupaotes Ha Kommpiotepe B mporpamme Word u nogatores pacnevarannbivu ¢ CD-guckom (auckerst npuauMarbes ve 6yayT). Texer
pedepara caenyer Habuparb mpudTOM 12 MyHKTOB ¢ MEKCTPOYHBIM MHTEPBAJIOM — 1,5, IPUAECPKUBASCH TAKMX Pa3MEPOB MOJEI: BEPXHUI
u HIDKHIH — 20 MM, J1eBbIit — 25 MM, ripaBbiii — 10 Mm. Vwmocrparmn (marpamMmel, rpaduki, cxeMbl) crpositest B mporpammax Word mim Excel
1 B BUJIE OT/IEJIBHBIX (DAil/IOB 11 BMECTE € TEKCTOBBIM (hailIoM TTOAI0TCS Ha JIICKe.
Ha mepsoii crpanune ykaspisaiorcs: ungeke YK cresa, nnmimmanst 1 dbaMuinm aBTopoB, TOPOA B CKOOKaX, HA3BaHME CTATDLH, HA3BAHUC
YUPEKIEHUs, T7Ie PAOOTAIOT ABTOPBI.
CHMcoK JIMTepaTyphl MOZACTCS CPasy JKe 3a TEKCTOM. ABTODBI YIIOMUHAIOTCST 110 alaBUTy — CHavYaIa PaboThl OTCUCCTBEHHBIX aBTOPOB, & TAKKE
MHOCTPAHHBIX, OIyOIMKOBAHHLIX HA PYCCKOM IUIH YKPANHCKOM SI3BIKAX, A/Iee MHOCTPAHHBIX aBTOPOB, & TAKJKE OTCUCCTBEHHBIX, OMYOIIMKOBAHHBIX
Ha MHOCTPAHHBIX sI3bIKAX. Bee MCTOYHMKN J0JKHBI OBITH IIPOHYMEPOBAHBI U UMETH He HoJiee 5—7-JIETHIOI0 JIaBHOCTD.
Cepuikn B TekeTe 0603HaYaioTest ndpaMu B KBAIPATHBIX CKOOKAX, [IOJKHBI OTBEYATh HyMEpaIlui B CIUCKE JUTepaTypbl. B Gubmorpaduyeckom
OIMCAHNN KHUTH HY)KHO YKa3aTh (haMITHN 1 HHAIIAIL ABTOPOB, ee HasBamue (€CJI YeThIpe 1 60JIee aBTOPOB — HA3BAHNE KHIUTH, & IOTOM 32 KOCO
4epToii MHUIMAIIBI 1 (haMIJIME BCEX aBTOPOB WJIM, eCJii GoJiee YeThIPEX, TPEX aBTOPOB U CJIOBA < JIP.»), TOPOJL, U3/IATEJIbCTBO, TOJl M3/aHusl, o0Iiee
KOJINYECTBO CTPAHUIL; CTaThil — (haMUJIMK M MHUIUAJIBI AaBTOPOB, Ha3BaHUe MEPHOANYECKOro u3jiatust (3KypHasa, cOOPHUKA Hay4HbIX PaboT), TOJ,
HOMep (TOM, BBIITYCK) U CTPAHUIIb! (HAYaIbHAS U TIOC/Ie/HSIs1); aBTopedepara auccepraiy — haMuinst 1 MHUIMAJIbI aBTOPA, Ha3BaHue aBTopedepara,
JlaJiee C 3aVIaBHON GYKBBI TIOCIE IBOETOUNSI YKA3bIBAIOT, HA COMCKAHNE KAKOiT CTEMEHN 3aIHIACTCsT ANCCEPTALNS i B KAKOIT OTPACIIH HAYKH, KOT/A 1
i€ 3alUIIAIAch (B KAKOM HAYYHOM YUPEKIEHNUI ), TOPOJL U TOJ| U3/laHust, 001Iiee KomecTBo crpatull, COKpallleH e CI0B U UX COeIMHEHHI TTPUBOJAT
cormacuo ¢ [CTY 3582 97 «Coxpaiuenust ¢JoB B yKPAHHCKOM si3bIKke B Oubsmorpaduueckom omucanuu. Obmine TpeboBaHus 1 MPABIIIay.
Kosmuectso mwumoctpariii (PUCYHKH, CXEMBI, IMATPAMMBI) J0JDKHO ObITh MUHIMATHHBIM. TAGMIIb! 1 PUCYHKH [IOMEIIAIOT B TEKCT CTATBU CPasy T0CJIe IEPBOIO
VIIOMIHAHYST ¥IX. B IOZIHCH K PUCYHKY TIPHBOJST €I0 Ha3BaHIe, TOSICHEHIE BCEX YCIOBHBIX 0003HaueHITiT (1p, OYKB, KPUBBIX U T.1.). TAGIIIIBT I0IDKHBI ObITh
KOMITAKTHBIMH, TIPOHYMEPOBAHHBIMHU, UMeTh Hazpanve. Homepa Talmiil, X 3aro/oBKE U 1(hPOBBIE JAHHBIE, 00OPAOOTAHHbBIE CTATUCTUYECKH, JIOJDKHBI TOYHO
OTBEYaTh PUBE/ICHHBIM B TEKCTE.
Ob603HauCHVIsI Pa3HBIX Mep, eAMHUIBI (GUBUYCCKIX BEJIUYMH, PE3YJIBTaThl KIMHAYCCKUX U JJAOOPATOPHBIX MCCJICOBAHUN CICAYET TPUBOIUTH
cormacHo Mexynaposnoit cucremsr eunmiy (CH), MeAnImHCKIE TePMUHDLI corsiacHo MeskyHapoaHoil anaTomudeckoii 1 MeskayHapogHoit
TUCTOJIOTMYECKOIT HOMEHKJIATY paM, Ha3BaHus1 3a00seBanmil 1o MeskyHapoiHO Kiaccudrkannm 3aboseBanuii 10-ro nepecMoTpa, JIeKapCTBEHHbIE
cpeactsa 110 Jlepxasioit Mapmaxonee (X, X1). Hazsanus pupm u anmnapatoB HeoOGXOAMMO M0AaBaTh B OPUTMHAIBLHON TPAHCKPUITIH.
CoxpallleHIsI B TEKCTe CJIOB, MMEH, TEPMUHOB (KpOMe OOIIEH3BECTHBIX) He JomyckaeTcst. AGOpesrarypa pacumdpoBbiBacTCs MOCIe TEePBOro
YIIOMUHAHUS M OCTAeTCS HEM3MEHHOI BO BCEM TEKCTE.
OTBETCTBEHHOCTH 34 IOCTOBEPHOCTD U OPUTHHATIBHOCTD MOJAHHBIX MaTepuasios ((haktos, rurat, haMuinii, UMeH, Pe3yJIbraToB HCCIIe0BAHNI 1
T.J1.) noJaraercs Ha aBropos. Cratbu, odhopmiientbie 6e3 coOIONeH s TPABIL, He PACCMATPUBAIOTCS U HE BO3BPAIAIOTCS ABTOPAM.
Pepakiuust obecrieunBaeT peleH3upoBaHue CTaTei, BBIIOJIHSET CIEeUaIbHOe U JINTEPATYPHOE PEIAKTHPOBAHKeE, OCTABISIET 3a c060il mpaBo
cokpamars 06beM crareil. OTKaz aBTOpaM B IyOJHKAI[HH CTAaTeil MOXKET OCYIIECTBIATHCS 6e3 OODSICHEHHsT ero HMPHIHMHK M HEe CUHTAThCS
HEraTHBHBIM 3aKJII0YEHIEM OTHOCHTENBHO HAYYHOI ¥ TIPAKTUYECKOIT 3H(paunMocTi paboThl.
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