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Ipubu, sx ingexuitini azenmu, € 3a2a10M MATONAMOZEHHUMU MIKPOOaMU, 0OHAK 60HU 30GMHT CINAMU NPUUUHOIO X6OPOOU NpU
nopywennsx ¢ imynimemi. IIpomuzpubrosutl imynimem 3a6e3Neuyemvcs UM IAHUIOZ0M MINCKITMUHHUX 63aemo0itl. Memoio
pobomu 6y0 OuiHUMU Yacmomy ma 0coOAUBOCINT MIK03I6 NPuU 6POONCEHUX Dehexmax imynimemy, 01s 4020 OYJ0 NPOAHANIZ08AHO
inexyitinui cunopom 308 nayienmie i3 pizHumu nepeunHumu inyHodediyumamu. Mixosu sidmivanucy y 66 (21,4% ) nauyienmis,
nepesaNcno npu kKomoiHosanux imynodediyumax (83,3% ), xponiuniil epanyremamosniil xeopodi (77,7% ), a makoxc degpexmax
8P00JCeH020 IMyHIMemy ma iMynnoi pezyrsyii, acoyitiosanux i3 gynxyionarvnum depexmom T17-nimpoyumis. I[pubu npu
NePEUHHUX IMYHOO0CPIYUMAX 3YMOBIIOIMY 3aZPO3NUCT 0I5 dcumms ma ineariousyroui ingexuii. Hatvacmiwumu 36yonuxamu
sucmynaiomo zpubu podie Candida ma Aspergillus. IIpu eusienenni i rikysanmi pesucmenmuux ingexuyii 6 imynodediyummnux
nauienmie neobxiona 6UCOKA HACMOPONCEHICIL W00 ZPUGIB, K MONCTUBUX 30YOHUKIS THPEKYITIHO20 NPOUECY, T 3ACTNOCYBAHNSL,

34 MOJICAUBOCI, CREUIATLHUX MIKDPOOION0ZiuHUX MemO0ié Ol ymounenns 30yonuKa.
Knmouoei cnosa: npomuzpubrosuil imynimem, miko3, nepeunnuil imynooedivum.

Beryn

H.}IiCHHBi rpuOKM 1 APIKIUKI IMUPOKO PO3MOBCIOKEH]
B IpUpoii (B MOBITPI, IPYHTI, U, (haKTOpax HABKO-
JIMIITHBOTO CEPE/IOBUIIA, € NPEICTABHUKAMU HOPMaJIbHOI MiKpO-
aopu mozeit i TBapun). [pubu, gk indexuiiini arenTn, € 3ara-
JIOM MaJIonaToreHHuMu Mikpobamu: 3 6imu3bko 100 000 Buis
rpubiB Tiabku Gigst 300 3MaTHI BUKJIMKATH 3aXBOPIOBaHHS
y moaunu. Cepea rpubiB BigoMi KJacuyHi natorexu, aje Gijib-
micth i3 HUX Beme canpoditHuii abo cumbGioTHYHUIT croci6
JKUTTSI Ha PisHuX 06'ekrax. OnHak gesiki Buau rpudbis (y Tomy
yuesi canpoditu, Taki gk Aspergillus, abo KoMMercanu, Taki
sk Candida) € yMOBHO-TTATOTEHHUMH 1 37IaTHI CTATH TIPUYH-
HOIO XBOPOOU TIPU TIOPYIIeHHsIX B iMyHiTeTi [2]. ¥V mamientis
i3 3HAUHUMU TIOPYIICHHAMU B NPOTHiH(EKIIIHOMY 3aXUCTi
rpubKOBI 3aXBOPIOBAHHSI MOJKYTbh OyTH CEPUO3HUMU MPUYH-
HaM¥ 3aXBOPIOBAHOCTI Ta cMePTHOCTI [1].

3a ocTaHHi KiJIbKa ACCATUIITE OYJIM JOCATHYTI 3HAYHI
yCHiX! B PO3yMiHHI MeXaHi3MiB IMyHiTeTy, 110 JIe)KaThb B OCHO-
Bi mporurpubroBoro saxucry. B eniminarii rpu6is 6epyTb
yuactb daronutn, T-mimborurn, HK-mimborutn (mary-
pasbhi kimepu) [1,3]. ¥ darouurosi rpubis i ixHboMy 3HU-
IIIeHHI OCHOBHY POJIb BilirpaioTh moriMopdHOsIepHi HEUTPO-
i, Byab-axi mopyieHas KiabkocTi a60 QYHKINT 1UX KJTi-
THH, TIOB'sI3aHi K 3 TeHeTUYHUME fAedeKkTamu, Tak i HaOyTi
BHACJIIZIOK HECTIPUSITIIMBOTO BILIMBY (Di3UUHKX, XIMiYHUX a60
iHmux GaxTopiB, 3/1aTHI CTBOPIOBATH OCHOBY JIJISI PO3BUTKY
BaKKKX 1 PEIUANBHIX IPUOKOBUX iHMekii. Bomarouyac Gyro
MTOMiu€eHO, IO y MAIiEHTIB i3 BPO/IKEeHUMY fAedilluTaMu aHTh-
TIJIOyTBOPEHHSI HE CHOCTEPIra€ThCsl CXUJIBHOCTI 10 rPUOKO-
Bux iH(exmiit. OueBnano, anturina kiaacis IgA, 1gM, IgG
MalOTh HEBEJIMKE 3HAYEHHsI B 3aXUCTi Bi/ rpubiB.

Penienrropu BpoKeHOTO iMYHITETY, 10 JI03BOJISIOTH PO3-
nisHaBatu TpuOKOBI aHTUTeHH, BKAOUYaoTh: Toll-moxiGui
pereniropu TLR-2 i TLR4, C-nioziGHi JIeKTUHOBI perienTopu
nektuH-1 Ta gexTun-2 i 6inku cimeiicTa rasextunis [1,3]. i
PEILENTOPH AKTHBYIOTH MBU/KY [TPOTHUTPHOKOBY iIMyHHY Bifl-
nosiap. Jeaxi rpubm 3HUATYIOTBCS B Pe3yJbTaTi MPsIMOI
gitnanoi (bynritmmanoi) aii HK-kaitun i T-nimdonuris. Ha
MIPUKJIAJ KPUTITOKOKIB 1151 3aaTHicTh HK-kimitun nmpomemon-
CTpOBaHa in vitro. AKTuBaIlis HarouTiB OMOCEPETKOBYETHCS
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MTPO3aabHUMA TIUTOKIHAMK 1 PO3BUTKOM IMYHHOI CIIeIn-
(biunoi Binnosini T-xennepis. Pi3Hi curHaibHi migxu iHiriro-
I0Th TPO- Ta mnportusananbhi signosiai [10]. Ocobauso
BaykamBa posib IL-17 Ta IL-22 y poTUTpUOKOBOMY iMyHITETI
OyJia IIoKasaHa IPOTSIroM OCTaHHIX pokis [5,6,8,12].
HemonasHi focuipkeHHa BUABUIIN BasKIUBY POJIb Y IIPOTU-
rpubkoBomy imyHiteri T-xesmepis 17 (Th17), sxi panime BBa-
skasmcst miarpymoio T-xemmepis 1 tumy [6]. lexktun-1, gextmn-2
i MR 1ipu B3aemogii 3 C. albicans inayxytors TH17-Bianosizp.
[Mopyutennst iMmyHHOI Binmosimi, onocepeakosanoi Th17,
IOB'A3YI0Tb 31 CXMJIBHICTIO 10 TPUOKOBUX iHMEKIIiH, 1110 criocTe-
piraerbes Mpy TaKMX 3aXBOPIOBAHHAX, SIK CHHJIPOM Tilepimy-
Horsobyinemii E (3ymoiennii myrarismu rena STAT3)
Ta ayTOIMYHHUH TosieHoKpuHHuil curapom 1 tumy [5,7].
TakuM 4YMHOM, NPOTUrPUOKOBUI iMyHiTET 3abesie-
YYEThCS I[JINM JIAHI[IOTOM MIKKJITUHHUX B3a€EMOJii, TpH
MOPYIIEHHI O/IHI€T 3 JIAHOK $IKOTO MOJKJIUBHUI PO3BUTOK
MiKO3y. 3BaXKaluu Ha Te, U0 HalbIIbIly POJib y MEXaHi3Max
MPOTUTPUOKOBOrO IMyHIiTETY TpaioTh aroiuru Ta T-jmim-
donuru, gedinurn T-kaiTHHHOI TaHKK iMyHITETY 1 aronu-
TO3Y NPU3BOJIATH 10 BUCOKOI CIIPUIHSATINBOCTI /10 ITIPOKOTO
KOJIa TIATOTeHiB, BK/Itouaun rpubu. [lepsunni imyHozxedinu-
tn (IIIJ]), mpu sikux orucani MiKO3W, BKJIIOUYAIOTH: Tilep-
IgE-cunapom Buacaigok myraniit STAT3, DOCKS, nedextn
B cucremi INF-y-IL-12, ayroimynnuii mosienjokpuHHuit
cunapom 1 tuny (AIIC-1, APECED), xponiuny rpany-
JIeMaTo3Hy XBOPOOY, BasKKi BpojsKeHi Heiitporenii. ¥ Jjite-
paTypi Helo/aBHO OMMCAHO JEKiJTbKa BapiaHTiB MEPBUHHUX
iMynozedinuTis, M0 XapaKTepHU3YIOTLCSA 130JbOBAHOIO
YYTJMBICTIO [0 rPubiB: ayTOCOMHO-IAOMIHAHTHUIT aedinuT
IL17F ayrocomuo-perniecusuuii nedinut perenropa IL17RA,
ayrocomuo-periecuBauii gedirut CARDY, myTartii mimdoin-
noi gocdarasu Lyp ta apexkruny-1 [1,3,4,6]. Yei omnmcani
nedeKTn  XapakTepusylTbCs TOPYIIEHHSIM  TPOAYKILi
IL-17A, TIL-17F i/a6o IL-22 abo ¢yHkuii ix peuenTtopis.
Y 2011 pomi ommcano ayToCOMHO-JIOMIHAHTHUN BapiaHT
XPOHIYHOTO MHIKIPHO-CJM30BOTO KaHUI03Y, AKUH BHUHUKAE
BHacHiok o2gain-of-functiona2 myrarii B reni STATI,
1[0 TNPU3BOAUTL 0 MiJBULIEHHSA (YHKINT Ii€l MoJeKyan
(STAT-1) [9]. Hagmipna axtuBnicTb 6iska STAT-1 (signal
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Tabruys 1
CTpykTypa HO30J10riYHUX popM y Naui€eHTIB 3 nepBUHHMMU iMyHoAediumTaMmn
pyna NI 3a naHkoro . KinbKicTb
> ypaxeHHs Hosonoriuna dopma XBOpMUX, abc.
X-34enneHuin TSXKUIA KoMBiHoBaHMI iMyHodediumT (T-B+NK-) 21
AyTOCOMHO-peLiec/BHI TSXKi KoMBiHOBaHI iMyHogediLmTn 15
Komb6iHoBaHi (gediunt RAG1, Artemis, AOA, gediunt OHK-nirasu)
iMyHOAediLmTK CD4-nimdboneHis 6
IHLWIi koMBiHoBaHi iMyHogediLmTK TB+NK+ 3
T+B+NK+ 3
N . gediuput STAT3 18
CuHApoM rinepiMyHormno6yrniHemii E fechiuvT DOCK8 1
. . ) CuHgpom Jlyi-Bapp 31
ety [ Ciigpon Hiwerex 0
CuHgpoM BickoTTra—Ongpuya 16
CuHgpomM Li—Oxopaxi 26
CuHgpoM HesepToH 3
CnajkoBa rinorammarnobyniHemis 42
3aranbHui BapiabenbHui imyHogediumt 20
Oedpiumntn CuHApoM rinepimyHorno6yniHemii M 7
aHTUTINMOYTBOPEHHS CeneKkTUBHUN gediumT iMyHorno6yniHy A 45
TpaH3uTopHa rinoramMMarnobyniHeMis 37
Oediunt cybknacis imyHornobyniHy G 13
Baxka BpoxeHa HelTponeHis 7
Lechiuumy LinkniyHa HeWTponeHis 5
XpoHiYHa rpaHyrnemaTo3Ha xsopoba 9
cuctemu =
charoLuTo3y CMH,c_lpOM LUBa)_(_!\AaH?—ﬂaMMOHAa 2
OediuuT agresii nevkoyunTis 1
Oediumnt peuenTopa go iHTepnelnkiHy-12 6eTa 4
[edekTn BpogXeHoro iMyHiTeTy XPOHIYHUI LLIKIPHO-CN30BMIA KaHANA03 3
. CimeliHa cepe3eMHOMOpChKa rapsyka 2
AyrosanareHi XPOHIYHUI SUTAYNIA LLIKIPHO-HEBPOSONYHO-apPTUKYNAPHUIA CUHAPOM
3axBOptoBaHHA (CINCA) 2
Oediyutn cuctemmn Hedpiuut C1-iHribiTopa ectepasu 4
KoMnnemeHTy OediunTn KOMNOHEHTIB KOMMNIEMEHTY 4
Oedektn AyToiMYHHMIA NnimcdonponicepaTUBHUI CUHAPOM 1
iMyHHOT perynsuii AyTOIMYHHWIA NONieHAOKPUHHWIA cUHAPOM 1 Tuny 4

transductor and activator of transcription-1) 3ymosiioe
nocuseHHst Bignosiai kmitun wa nurokinu IFN-o/B, IFN-y
ta [L-27, gxi, y cBOIO 4epry, IPUTHIYYIOTh IMyHHY Bi/ITIOBi/b,
omnocepenkoBany IL-17. 3umkenns npoaykiii T-kiaiTuHaMn
IL-17A, IL-17F rta 1L-22 npusBoauThb 10 3HUKEHHST [TPOTU-
rpubKoBoTO iMyHHOTrO 3axucry [3,4,6,8,10,11].

3a pmannmu  odimiitaoi  cratnetnkn MO3  Ykpainwy,
cranoM Ha 1 ciuns 2015 poky B Ykpaii sapeectposato 2913 oci6
i3 miarnosamu 3a pyGpukamu [180.0 — /184.9. OckinbKu 0cHOB-
numu kiriniyaumu nposiBamu [11/] € noBropni Bakki indexitiii-
Hi 3aXBOPIOBAHHS, AKTYaJIbHIM CTA€ BUBYEHHS €TioJoTi1 iHhek-
IITHOTO CHHPOMY TIPU PI3HUX HO30JIOTIYHNX (opMmax, sKi
MOJKYTb BiIPI3HATHCS 3a 1epebiroM Bill TaKuX y TAILEHTIB i3
BTOpUHHUMHU iMyHOAeditmTamu. ToMy BUBYEHHST 0COOMMBOCTEN
nepebiry i IposIBiB MIKO3IB J1a€ I0ATKOBI IHCTPYMEHTH [1JIsl Kpa-
IOTO MEHE/KMeHTY 1uX iHdexiit npu TTI/1.

Mema: npoaHasizyBaTl 4acTOTy MiKO3iB Y CTPYKTypi
iH(exiiHoT0 CUHAPOMY TIPU TIEPBUHHUX iMyHOAeDIIMTaX,
ocobauBocTi #oro mepebiry, BU3HAUUTH Haiibisbim yacti
30YAHUKH.

MarepiaJj i MeTOIH AOCTIZKEHHS

Byno mpoanamizoBano indexmitinnii cungpom y 308
MaIieHTiB i3 pisauMu Bapiantamu 11/, gxi 3HaxoamIMCH T
HAIIIUM CIIOCTEPEKEHHSIM TIPOTATOM ocTanHixX 12 pokis. Jliar-
no3 III/[ BcTaHOBJIEHO HA OCHOBI JAHUX IMYHOJIOTIYHOTO
obcreskents arigno kputepiis ESID (€porneiicbke ToBapu-
CTBO MePBUHHUX iMyHO/1edinuTiB). CTPYKTYpPa HO30JI0TTYHIX
dbopm namienTis Hasegena B Tabsmni 1. Bik XBopux cTranoBus
Bix 2 micariB 10 18 pokiB, niepioj criocTepesKeH s Ha MOMEHT
aHamisy — Big Micsrs 1o 12 poxkis.
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Marepiaziom Jis1 aHaUIi3y CIyTryBasa MeUYHa JOKyMeHTa-
Ilist: aMOyJIaTOpHi Ta cTalioHapHi KapTKK XBOPHX, sIKi TrepebyBa-
JM T criocTepekeHHsAM y KuiBcbkoMy MicbKOMY IUTSHOMY
1eHTpi KIiHivHOI iMyHosTorii (M. KuiB) Ta 3axigHoykpaiHcbkoMy
HEeHTPI nTa4oi imyHouorii (M. JIbBiB).

JliarHo3 Mik0o3y BM3HA4YaBCs SIK BUIA/I0K YPAKEHHS TKa-
HUH 4M OpraHiB rpubami, ieHTu(iKoBaHUMU MIKPOCKOIiY-
HO, GakTepiosoriyro abo 3a JOMOMOTOI0 BU3HAYEHHST aHTHTe-
HY METOJIOM iMYHO(EPMEHTHOrO aHaJli3y, a TaKOX KJIiHIYHI
BUIAAKUA MOJIOYHMII Ha CIM30BMX 00OJOHKaX Ta iHMeKIii
BHYTPILIHIX OpraHiB Npu NMO3UTHUBHIN BiANOBiAI Ha npoOHe
JIKYBaHHS IPOTUTPUOKOBUMU TIPEIapaTaMu.

AmnamnizyBasnach Bubipka o6csrom 308 criocrepeskeHb.
[lepeBipka HOPMaJIbHOCTI PO3MOAINY KiJTbKICHMX O3HAK
(BiKy) MpoBOAWMJIACH 3a JIOTIOMOTOIO IAapaMeTpiB OMHMCOBOI
craTuCcTUKA. [Ipn BUBUEHHI YacTOTH MiKO3iB y Pi3HUX Trpymax
HAI[EHTIB JIaHl MOJABAINCH Y BUIJISAAI aOCONIOTHUX YUCEI
Ta BiZICOTKOBOI YacTku. /[yt ipe3enTailii BiIKOBOi XapakTepu-
cTUKKM 1e0I0Ty MIiKO3iB y MAllieHTIB BUKOPHCTOBYBaJlach
MejliaHa, MaKCUMaJIbHe Ta MiHiMaJIbHe 3HAUeHHS BiKY.

PesyibraTi JOCHIAKEHHS Ta IX 00rOBOPEHHS

Y mammx crmocTepeskeHHSIX MiKO3M BifMivanuch y 66
(21,4%) nartieHTiB y HACTYITHHUX IPyIax IePBUHHIX iMyHO/e(bi-
1uTiB: KoMGiHOBaHi iMmyHoAediUTH Ta KOMOIHOBaHi iMyHOzE-
(inuTH i3 CUHAPOMATLHIUMU PUCAMU, JeDIlUTH AHTUTIZIOYTBO-
penns, nedirmmTu cucteMn GaronnTosy, 1edeKTH BPOKEHOTO
imyniTety, redextn imyHnOI perysranii. Curig 3a3HaunTy, 1110, 32
BUHATKOM KOMOiHOBaHUX iMyHOzeDInuUTIB, y OiIbIIOCTI TPyl
iMyHOZeDINNTIB MiABUINEHA YYTIUBICTD 10 IPUOKOBHX iH(pEK-
il Bi/Mivastach JIMIIe TIPY OKPEMUX HO30JIOTIYHUX (hOpMax.
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Tabruys 2

YacToTa i kniHiYHi popmun mMikosiB npu komOGiHOBaHUX iMyHoaediuuTax i3 CMHAPOMaNbHUMMU pUcamMu

KinbkicTb
nauieHTIB, Y AKMX
crnocTepirasca Miko3

Ho3onoriyHa
copma NI

Bik MaHicecTauii,
MegdiaHa (min-max)

Kniniuna popma

CuHgpom Li—[xopaxi 4/26 (15,3%)

7 mic. (6—-11 mic.)

KaHamaosHWIM cTomaTuT, ByrbBOBariHiT
OHixoMmiKko3

KaHaua03 crim3oBux

ATakcif-TeneaHriekrasis 5,5 poky e .
P 4/31 (12,9% ! . OHIXOMIKO3 Yy noeaHaHHi
(cvnapom Iyi-Bapp) ( ) (1,5-8 pokis) 3 KaHAI/I,L],OSgIM mK‘?pM
CwHapow Hiiiveren 5/30 (16,6%) (1?157"’;0'%5) KaHAuos cnnsosix
5 pokis OHixomiko3
Finep-IgE-cnHapom 2/19 (10,5%) 4’;OKM PeunanBHWI acneprinbo3 LWKipw,

AvceMiHoBaHUM acneprinbo3 nereHb

Ipubrosi ingexuyii y navicnmie i3 xombinosanumu imymnooe-
Givumamu

Cepen namieHTiB i3 koMOiHOBaHUMHU iMyHOAe(DIUTaAME
Hamu OyJI0 BUSIBJICHO HAsIBHICTh B aHaMHe3i B iH(beKIIHHOMY
cunapomi rpubkoBux indexiii y 35 (83,3%) i3 42 nanienTis.
OcHoBHUME TTposiBaMK OyJIM KaHIUI03 IIKIPU 1 CIAU30BUX
000JIOHOK, y OAHI€l AMTUHU PO3BUHYBCS KAHAMIO3HUI
Celcuc, 10 MaB JeTalbHUil Hacaiok. Takki komOGiHOBaHi
iMyHoeilUTH, MPU SKUX CIOCTEPIraJnch MiKO3M, MaJjn
nactynui imynodenorunoni xapakrepuctuku: T-B+NK-,
T-B-NK-, T-B+NK+, T-B-NK-. Ileprri enizoan mkipao-can-
30BOTO KaHIWO3Y BiAMIYaIMCh y BIlli Bifi [BOX THKHIB
110 poKy (Mejliana — Tpu Micsiili), y TPhOX MAIiEHTIB KaH/IUI03
6yB rnepinoio MaridecTaieo iHOEeKIiHHOro CHHAPOMY.

KombinoBani iMyHoaedinuTy, Tpu SAKUX He CIiocTepira-
Jloch TpUOKOBUX iH(EKIIIH, nepeBakHO OyJu NpeacTaBieHi
imynoenoruniamu T+B-NK+ a6o T=B-NK+ a6o Tssrkum
KOMOIHOBaHUM iMyHOAEMIIUTOM 3 KJIIHIYHUM (PEeHOMEHOM
cungpomy Omena.

[Tpu izonboBanux CD4-niMponenisx KaHaum03 crocre-
piraBcst y ABOX i3 IiecTH HALiEHTIB i OyB HpejcTaBiIeHUil
HOMIUPEHUM KAHIUA030M CJU30BUX OOO0JOHOK (POTOBOI
MTOPO’KHUHM, CTATEBUX OPTaHiB).

IIpy MeHII BaKKMX KOMOIHOBAHMX iMyHOZIE iU TAX, TAK
3BaHUX <«KOMOIHOBAHUX iMyHOAeDIIUTAX i3 CHHAPOMAIbHU-
MU pUCaM#», MIiKO31 3yCTPIYaIMCh PiJile, JUIIe IPU JIesSKIX
HozoJtoriuHnX Gopmax (tabir. 2). Bik manidecranii rpubko-
Bol iHdeKIii KommBaBcs Bifg 6 MicatiB 10 17 pokis (Meziana
II'SITh POKIB).

VY nanienTis i3 cungpomom Jli-/Ikopaxi rpubKosi iHdek-
11ii crIoCTepiTaInch JUIIe HA TIEPIIOMY POITi JKUTTSL. Y TallieH-
TiB i3 cunapomamu JIyi—Bapp, HilimereH, HaBnaku, rpuGKoBi
iHdeKIil mpuIazaoTh Ha GiIbII CTAPIINil BiK, 1[0, OYEBUIHO,
MOB'SI3aHO 13 TPOrpecyBaHHAM 3MiH y MTOKa3HUKaxX T-KiIiThH-
HOTO IMYHITeTY, 1110 BJIACTUBE JIaHill TPYTIi iIMyHOIePIINTIB.

Y omHOTO MAartienTa i3 ayTOCOMHO-PEIeCUBHIM BapiaHTOM
rinep-IgE-cunznpomy, 3ymosienoro wmytamielo DOCKS,

3 YOTHUPBOX POKIB CIIOCTEpiraBcs pPelUUBHUIN IOMINPeHUi
acIeprijibo3 MIKIpH, 0 Ti/ZIaBaBCs JIKYBAHHIO JIUILE MTPOTH-
rpUOKOBUMM TIPENIapaTaMu IPYIIN PE3EPBY, 1y Billi IIeCTH POKIB —
JIICEMIHOBAHUI acIepribo3 y BUTJISIL JTBOOIYHOTO YPaKeHH
JIETeHD 1 IIKIPH 13 TSKKUM, 3arPO3JIMBUM JIJIsI KUTTSL, TIEPEOIrOM.

OTxe, TpubKoBi iHdekii Gyan XapakTepHi TepeBakHO
JUIs1 KOMOIHOBaHUX iMyHOAe(DIUTIB 3 IIIMOOKUM KiJIbKICHUM
nedinuTom T-KITITHHHOI TaHKK IMYHITETY.

Ipubrosi ingexuii y nayicumie iz dedpiyyumamu anmumino-
ymeopenmsi

Cepen 164 marieHTiB i3 edinmuTaMu aHTUTITIOYTBOPEHHS
B HANMX crioctepeskentsix e y 3 (1,8%) martientis Bimviua-
JIUCH PeluarBHI ab0 Bakki rprOKOBi iH(ekmil. Yci mamienTu
MAaJTH [IiaTHO3 /IeeKTy MepeKTIoUeHHsT CHHTEe3Y aHTUTiJ (Tirmep-
IgM-cungpom). To6ro y marientis i3 rinep-IgM-cuHapoMom
rpubKoBi iH(eKii crocrepiraiucss BIIHOCHO YacTo —
y 3 (42,8%) i3 7 miteil. ¥ 1BOX 13 TPHOX TAIIEHTIB BiqMiuasach
ayTOiMyHHA HEUTPOIIeHis, 1110, HAlliIMOBIpHiIIle, i cTayo Tepezy-
MOBOIO I'PUOKOBUX iH(EKIIIH. Y 0HOro XJIOmInKa HEKpo3 1UGy-
JIMHU JIBAHA/IISATUIIAION KUIIKY, BUKJIMKAHUIT TpubaMu pouy
Zygomycetes, cTaB IPUUIHOIO 3arubeJii y Billi ' MiCAIIiB.

3arajioM I1iBUIEHA Yy TIUBICTH 10 IPUOKOBHX I1aTOTeHIB
He Oysia npurtamMaHHa Ae(illiTOM aHTUTIIOYTBOPEHHS, IO
MIOBHICTIO Y3TO/KYETHCS 13 JAHUMU JIiTepaTypy i CydacHUMU
YSIBJIEHHSIMU TIPO MEXAHI3MU HPOTUIPUOKOBOTO IMYHITETY.

Ipubrosi ingexuyii y nayicnmie i3 depiyumamu cucmemu
Gazoyumo3sy

VY HamX cHocTepeskeHHsIX MIKO3H y HalieHTiB 3 fedili-
TaMu cucteMu (paronuTo3y 3yCTpivaiuch Npu HEUTPOTIEHISIX
i XpoHiuHiii rpanyeMaTo3Hiit XBOPOOI.

Cepen matienTiB i3 Helirponenicio rpuGKoBi iHbeKI
3yCTpIiYasiCh PU BPO/UKEHIN BakKiil meitrporerii (2 (28,5%)
i3 7) i uuksiuniil weitrponenii (3 (60%) i3 5), Oyiu nepeBask-
HO TPeJICTaBJIeH] PENUIUBHIM KaHNI030M CIN30BUX 000J10-
HOK, TIPU IUKJIIYHIF HeUTPOIIeHIT TaKoK peluuBHIM adTO3-
HUM CTOMATUTOM 3 peruuBamMu 3—4 pa3u Ha PiK.

Tabnuus 3
XapakTepucTuka Miko3iB y AiTeil 3 XpOHiYHOIO rpaHy1IeMaTO3HOI0 XBOpPOG6 oo
MauieHT Ne 1-M 2-1 3-Mn 4-r 5-1 6-A 7-X
Bik 6 p. 10 p. 10 p. 4 p. 2,5 p. 1p. 8 p.
PeunamBHuin opanbHUA kaHAMO03 - - nekinbka enisois - 3 2 pokiB - Aekinbka
y BiLi 4 pokis LLloMiCSAYHO enisogis
(2p.,3p)
KaHanpos ctaTeBMX opraHis - - - - 3 2 pokiB - -
2 enisoaun
Acneprineo3 M’'siKUX TKaHWH, BIK 6 p. 10 p. - - - - -
Miko3 nereHb, Bik 6 p. - 9 p., acneprinso3 3p. - 4 mic -
Miko3 pebep, Bik 6p. - 3p. - - -
Acreprinbo3 rorloBHOro Mo3Ky - - 9p. - - - -
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PO3BWUTOK IHBA3WBHOMO MIiKO3Y
—— [loniHomianbHa (PO3BUTOK IHBA3MBHOMO MiKO3Y)

Puc. 1. IMOBIpHICTb PO3BUTKY iHBA3MBHOIO MiKO3Y NPW XPOHIYHil
rpaHynemMaTo3Hiii XBopo6i 3 BiKOM

VY namieHTiB i3 XpOHIYHOIO IPaHyJIEMATO3HOIO XBOPOOOIO
miko3u crioctepiranuce y 7 (77,7%) i3 9 Bunaznkis (nepion
criocrepeskersst Big 1 1o 10 pokis). [lyist HuX GyB pUTaMaH-
HUil penuauBHUIL iepebir Mikosis (Tabir. 3).

Sk BuaHo 3 Tabaui 4, TpUOKOBI iH(pEKIIIT Py XPOoHivHiii
rpamyseMaTostiii - xBopobi (XT'X) xapakTepusyBagucs
YPaKEHHSIM Pi3HOMAHITHUX OPTaHiB: MIKipH, M'SIKMX TKAHWH,
CJIMB0BUX 00OJIOHOK, KiCTOK, JIET€Hb, TOJIOBHOTO MO3KY. Y JIBOX
i3 cemu maiienTiB Gy JMIIe NOBEPXHEBI iH(MEKIIIT CAM30BUX
060JI0HOK, 3yMoBJIeHi Tpubamu poxy Candida, y 'sitvt i3 cemu
MAIEHTIB BiMiYasich iHBa3uBHi ifdexii. ¥ 6imbmrocTi 6y10
JIeKiJIbKa JIOKYCiB TpubKoBOi iHdekiil. Y Tpphox i3 mn'situ
MAIEHTIB 3 IHBa3MBHUM MiKO30M OyJI0 MiATBEPAKEHO acIiepri-
JIO3HY €TIiOJIOTiI0 ypaKEeHHs METOAOM MiKpo6iosoriaHoro
JOCHIPKEHHSI TKAHWH, Y IBOX MAI[i€HTIB TPUMOKOBA €TiOJNOTist
6yJT21 MATBEP/KEHA TICTOJOTIYHUM JOCTI/KEHHSIM TKAaHWH TTPH
Giomcii. Bik Briepie BUHUKIONO iHBa3UBHOIO MIKO3Y KOJIMBAB-
cs1 BiJi 9oTHPHOX MicsiiB 1o 10 pokiB, meziana — 4,5 poky.

Ockisnpbkn BUHMKHEHH indekii y koxnol autnnnm 3 XI'X
JIeSTKOI0 MipOI0 BU3HAYAETHCS BUIIAJKOBICTIO, a TPUBAJICTD
CrocTepeKeHHsT i BiK MaIlieHTiB Ha MOMeHT Maniecrartii
MiKO3Y 3HAYHO Pi3HATHCH, HA OCHOBI BJIACHUX CIIOCTEPEKEHb
3 BUKOPHUCTAHHIM KOPEJSIiHO-PETPeciifHoro anasizy HaMu
6yJ10 0OYI0BaHO KPUBY 3aJI€KHOCTI Mi’K BIKOM i 4acTOTOMO
PO3BUTKY iHBa3UBHOTO MiK03y (puc. 1).

OcobsmBicTio iHBa3uBHUX MiK03iB Tipr XI'X Gyum migroc-
Tpuii epebir, 3SHaYHUH 06'€M YITKOKEHHST TKaHUH (puc. 2—5),
TTOMIPHWH JIEHKOIINTO3 y 3araJlbHOMY aHaJi3i KpPOBi B MeKaxX
10—15x109 /11 3 HeliTpodinbo30M Ge3 HATUYKOSIEPHOTO 3CYBY,
anemis 70—90 r/n, HIOE B mesxax 40—60 mm/Toz. Y 4oTHpbhOX
i3 TI'ITV XBOPUX BiMivaach TpUBaIa JINXOMaHKa (Bifl KiTbKOX
THKHIB /10 KIJBKOX MICSINB /0 BCTAHOBJIEHHSI [[IarHO3Y).
VY 1e6ioTi 3aXBOPIOBAHHS Y BCIX MAIi€HTIB OYJI0 BCTAHOBJIEHO
MOMWJIKOBUI iarnos: TyOGepkyabo3 — 3/5, myxiauna 2/5
(sereni — 1, romoBHOTO MO3KY — 1). BificyTHicTs Bifmosizai Ha
TpaIuIliiiHe JKyBaHHsI Ta AaHi MiKPOOiOJOTiYHNX i TicTo-
JIOTIUHKX IOCTIIPKEHb [TO3BOJIMIA IarHOCTYBAaTH TIPUOKOBY
indexiiio. Yci mamientu OTPUMYBAJIN 3 METOIO JIKYBaHHS
BOPIKOHA301 y 11031 4—9 Mr/Kr/moby Tpusamictio Bim 6 10
16 micaris. TpuBasicTh JiKyBaHHS 10 TOCATHEHHS KITIHITHOTO
edekry ckmanma 1-2 Twskni, Hopmasmizanii saboparopHux
HOKA3HUKIB — OJIM3BKO MICsILlsl, 10 JOCSTHEHHSI TO3UTUBHOI
PEeHTTeHOoJIOTIuHOI InHAMIKY — Bif 2 10 12 Micsiis.

ISSN 1992-5913 Cospemennas neguarpust 4(68)/2015

|

Pue. 3. Py6ui Bi HOprUb Ha LLKipi NiCNs acneprinbo3Horo
ypaxXKeHHs pebep

Puc. 5. Acneprinb03 rosloBHOro MO3Ky

Otske, Tpubkosi indexiii mpu XI'X xapakTepusyioThest
BHMCOKOIO YaCTOTOIO, BAXKKUMH IONIKO/PKEHHSMU OpPraHiB
i ToprigHUM 1epebirom.

Ipubrosi ingpexyii npu degpexmax 6podrcerozo imynimemy
[Ti mammm criocTepeskeHHSIM 3HAXOASITHCST TPOE XJIOMIH-
KiB 13 XPOHIYHUM HIKIPHO-CJIU30BUM KaH/IUJI030M SK CaMO-
CTIlTHOIO HO30JI0TI4HO0I0 (hOPMOIO TTEPBUHHOTO iMyHOedin-
Ty. ¥ [IBOX i3 HHMX 3aXBOPIOBAHHS CIPUYMHEHE MYTaIli€io
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Tabnuys 4

XapakTepnctmka Miko3iB y NaLi€HTIB i3 JOMIHAHTHOIO FreTepPO3UroTHOIO
gain-of-function myTtauieio B reHi STAT1 3 rinepdgyHkuieio monekynu STAT-1

YTOYHEHHSI fjiarHo3y

XapakTepucTtuka MauieHT 1 MayieHT 2
Bik nepLuoro crocrepeXeHHs 7 pokis 5 pokis
epiod cnocTepeXeHHs 13 pokis 9 pokis
Bik MonekynspHo-reHeTU4HOro 18 poki 12 poki

MonekynspHo-reHeTUYHUI AedekT —
reTepos3nroTHa (4oMiHaHTHa)
gain-of-function MyTaujs B reHi STAT1*:

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

B [IHK-3B’s13yBanbHOMY JOMEHi
¢.1154C>T B 14 ek3oHi — T385M

KniHiyHi gaHi

agTO3HUI CTOMATUT

3 peunansamu 3—4 pasm Ha pik

PeunamsHunn nepcuCTyo4miA nepcucTyYni
opanbHUN kKaHANL03 3 3-MicsiYHoro Biky BiJ HApPO)KEHHSA
PeunamsHunn 31,5 poky Bij HApPOXeHHs 3 peLuamBaMm

KOXHi 3—4 TUXHI

KaHangosHuin gepmatut

NepcucTyrYnin 3 5-pivyHoro Biky

y nepiofi HOBOHaPOAXEHOCTI

LepmMaTogiTosu

y BiLi 5 pokiB TpuxodiTis i Mikpocnopis
BOMNOCAHOT YaCTWUHU ronosmn

noLupeHa Mikpocropis Tyny6a
i KiHUiBOK Y BiLj 10 pokis

OHixoMmiko3

y Bili 1 poky 5 micsuiB

y Bili 3 MicsaLjB i 6 pokis

PeunamsHunin
KaHAMA03HUN e3odariT

y Bili 9 pokiB giarHocToBaHoO
py6LieBMi CTEHO3 CTPaBoXoay

y Bili 5 pokiB giarHocToBaHo
py6LieBe 3BYXEHHSA CTPaBoOXoay

IIpumimxa. *MosekyJISIpHO-TeHETUYHE 00CTEKEHHSI BUKOHAHE METO/IOM IITBHOTEHOMHOTO CeKBEHYBaHHsI Ha Kadeapi AUTsSInX iHbeKIiiHnx
XBOpOO6 Ta imyHoJorii (3aB. Kadeapn — npodecop Jlacao Mapoxi) y Jlebperencbkomy yrisepenteti (Yropuguna) [11].

Tabnuyst 5
XapakTepucTuka rpMoKoBUX ypaXkeHb y nauieHTis i3 AMNC-1
XapakTepucTtuka MauieHT 1 MauieHT 2 MauieHT 3 MauieHT 4
Bik BCTaHOBNEHHS 8 pokis 4 poku 13 pokis 6 pokis
JiarHosy
Mepiog . . .
CHOCTeSe)KeHHH 10 pokis 8 pokis 5 pokis 2 poku
. rinonapaTnpeos,
EHAOKPMHHa xBopoba AagicoHa noniexAoKprHHa XB°P°6a CYOKMIHIYHWUIA LyKpOBUI
naTonoris HejocTaTHICTb ApgicoHa piaber
Bik MaHidhecTaLyi 4 poku 3,5 poky 10 pokis -
KaHAWA03Y
= poTosa 1-2 micayj KOXHI 2-3 micaui ! pas -
Ja MOpOXHIHA _ _ Ha 2 Mmicaui
2g cTaTeBi LL{OpPiYHO Aekinbka ) BYNbBOBAriHIT )
é 8 opraHu enisodis 1 pas Ha 2-3 micaui
8 > HirTi 2 _eni3om4_— 0[1HOPasoBo ) )
8 12 pokiB Yy BiLi 6 pokiB
OTpumyBaHe npoTurpnbkosa npoTurpnbkosa Tepanis npoTurpnbkosa Tepanis )
nikyBaHHSA npodinakTuka npv peuuamsax npv peuuamsax

B reri STAT1 3 rinepdynkuicto mosexkynu STAT-1 (gain-of-
function mutation STAT-1).

MornekyisipHO-TeHeTHYHA 1 KJIIHIYHA XapaKTePUCTUKA XBO-
puX HasezieHa B Tabuui 4. SIK BUIHO 3 TabJuMIL, KIiHIYHA MaHi-
(becTaris 3axBopIoBanHs B 000X NAIIEHTIB MOIOHA: 3aXBOPIOBAH-
Hsl CYIIPOBOJIKYBAJIOCH O€3I1EPEPBHO PEUAMBHUM KaH/MII030M
POTOBOI TIOPOKHUHY Ta CTPABOXOJLY, ATO3HUMHU CTOMATHTAMH.
[Ipu MikpoGiOIOTIYHOMY JOC/IKEHH] MasKiB eposiii cm30Bol
060JIOHKU POTOBOI TIOPOKHUHK HEOAHOPA30BO BUJLISAJINCH
rpubu pouy Candida y Benukiii kisibkocti. B 060X narienTis Biz-
MIYaJICh €I30/M TIOMUPEHNX THIMNX TPUOKOBUX TH(MEKIH —
TpuxodiTii i Mikpocropii. Takum 4MHOM, XBOpi MaJy BHUCOKY
CHPUNHSATIUBICTD /10 TIOBEPXHEBUX MiKO3iB IIKIPH Ta CJTM30BUX
0060JI0HOK, 3yMOBJIeHUX rpuGamu ponis Candida, Mycrosporum ta
Trichophyton. Jlist nikyBanust i IpoMITAKTUKI PEIMAMBIB BUKO-
PUCTOBYBAJIACH POTAILisl PI3HUX MPOTHTPHOKOBHX IPEMapaTiB,
OCKIJIBKH TIBHU/IKO PO3BUBAJIACH PE3UCTEHTHICT.

Ipubrosi ingexyii npu deexmax imynnoi pezyrsuii

Y rpymi II1/] i3 necpexramu iMmyHHOI peryJisitii Mu crocTe-
pirajiv penugAnBHUN KaH/IUI03 CJM30BUX 000JIOHOK Y TPHOX i3
YOTUPbHOX NAIIEHTIB i3 ayTOIMYyHHUM 10JIieHOKPUHHUM CUH-
npomom 1 Tuny (AIIC-1). ¥V nBox namientiB (3, 4) miarnos
MIATBEP/KEHO MOJIEKYJISPHO-TEHETUYHUM JIOCJII/KEHHAM
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3 BusBIeHHAM MyTariil y reri AIRE, y aBox inmmx (1, 2) —
cecTep 3 OfIHIET ciM'T — KJIIHIYHO Ha ITi/ICTaBl HASBHOCTI IBOX
i3 TPHOX BEJMKUX KPUTEPIiB fiarnosy (tabi. 5).

[IxipHO-CcAM30BUI KaHINI03 € OJHUM i3 BEJIMKUX KPHUTE-
piiB /1iaTHO3Y TaHOTO CHH/IPOMY 1, SIK TIPABUJIO, TIEPITNM HOTO
nposBoM. Ha cboro/iHi BCTaHOBJIEHO, 1110 Y PO3BUTKY HIKiPHO-
camnzoBoro Kanannosy npu AIIC-1 BigirpaoTs posib ayToan-
tutisa o [L-17A. Pisui ayroanturin no IL-17A xopemoioTsh
3 BKKICTIO NIKiPHO-CJAM30BOTO KaHAnAo3y [4]| Ak BumHO 3
TabauIi 5, B OHOTO 3 TAIIEHTIB, AKWII Ha JaHUI MOMEHT Mac
HaMOJIOMIINI BiK, HE IOCTEPIra€TbCd HIKIPHO-CJIU30BOTO
KaHau03y. [[osCHEeHHSIM 1bOMY MOsKe OYTH MOKH 1110 BiJICYT-
HicTh 200 HeZIOCTATHIN TUTP ayToaHTUTLI 10 [L-17.

Orxe, mikosu npu IIIJ] 3ycrpivarorbcsi mpakTUYHO
B KOKHOTO II'ITOTO TAIli€EHTA, TOMY MOXKYTb CJIYKUTH Map-
KepoM ioro HasBHOCTI. Haituactime rpubkoBi indexirii
3ycrpivaoTbes pu gedekrax T-KIiTHHHOT JTaHKH, 0COOJMBO
[PU BaKKUX KOMOIHOBaHUX iMyHOzedinuTax, KijibKicCHUX Ta
sgkicuux pedexrax daronutis, gedexrax y cuctemi GyHKITIO-
nyBanasa T17-mimdonuris. Cepen malieHTiB 3 Miko3amu
y 15% Bonu Oysiu acouiiioBaHi 3 iHBasuBHUME a00 AUCEMIHO-
BaHMU, 3aTPO3JTUBUMU JJIs JKUTTsI, CTaHAMMU, y 4,5% cTain
[IPUYMHOIO JIETAJTBHOTO HACi/IKY. TaKoK Hepi/lKo B pe3yJibra-
Ti IIepeHeceHnx rpubKOBUX iH(EKIiiT pO3BUBAIICH HEZBOPOT-
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Hi 3MiHHU B opraHax (CTeH03 cTPaBoOXoy, (hibpo3 Ta 3MeHIIeH-
HSI JKUTTEBOI EMHOCTI JIETEHB ).

Y HalUX CIIOCTEPEKEHHSIX sIK €TiOJNOTiuHI 30yIHUKH
Miko3iB Buctynasiu rpubu poxis Candida (83% ycix etioso-
rivno posmmdpoBaHux BUNAAKIB), Aspergillus, Zygomycetes,
Mycrosporum ta Trichophyton. Haiibinbin arpecuBHAN TIepe-
6ir acouitoBasest i3 rpubamu poay Aspergillus. SIk BuaHO 3
OINUCAHUX BUIIE KIIHIYHUX BUIAAKIB, IPU JIOKaIizalii rpus-
KOBOI iH(exIlii y BHyTPIillTHiX OprafHax Bi/]Mi4aioThCsI BUMIAJIKN
MTi3HBOI 1 TOMUIKOBO] 1ialrHOCTUKH. ToMY, 3BasKaloun Ha BUCO-
Ky uyactory rpubkoBux iHgexuiin npu I/, ocobiuso 1pu
KoMGiHoBaHUX jedinuTax i gedinurax cucremu GaronuTosy,
HeobXiiHa BMCOKA HACTOPOKEHICTD 1010 TPUOKOBOI eTioJIorii
Y BUIAJKY BaKKOTO aB0 PE3UCTEHTHOTO 0 TPAAUIINHHOrO
JIKyBaHHs iHGEKIIHOro nmporecy y TakuX Hali€HTiB.

Bucnosku

1. Miko3u, gk mposiB iH(EKIIHHOTO CUH/IPOMY, XapaKTep-
Hi Uit Tpyn KOMGiHOBaHUX iMyHOAediuTiB Ta aediuuTis

JIITEPATYPA

cucreMu (arolmTosy, a TAKOXK 3 BUCOKOIO YACTOTOIO 3yCTpiva-
IOTBCST TIPM OKPEMUX HO30JIOTIUHNUX opMmax edeKTiB Bpo-
JuKeHoro imyHitery (nedextn B cucteMi (GyHKIIOHYBaHHS
T17-nimornuris) ta gedexTiB imyHHOI peryJidiii (ayToiMyH-
HUI TOJTieHAOKPUHHME cunapoM 1 Tury).

2. Criektp rpubKOBUX MATOTEHIB AEII0 BiAPI3HAECTHCS 3a-
JIEKHO BijI BUSIBJIEHOTO iMyHoJsIoTigHOTO fedekty. HaituacTi-
muMu 30yHUKaMK BUCTYHaoTh rpubu pouis Candida Ta
Aspergillus.

3. Mikosu nipu I11/] Hepiako BUKINKATOTH 3arpO3JINBi 11
SKATTS Ta iHBasiin3ytoui iHdeKIii.

4. Bucoka yacToTa iHBa3MBHMX MiKO3iB 1P XPOHiuHiil
rpaHyJieMaTo3Hiil XBopobi (55,5% ) BUIIPABIOBYE 3aCTOCYBaH-
HS1 IEPBUHHOI POTUIPUOKOBOI XiMIONPOMIIaKTHKH.

5. Tlpu BusIBIEHH] i JTIKyBaHHI PE3UCTEHTHUX iHMEKIIii
y iMyHOZeIIUTHUX TAIE€HTIB HEOOXIIHA BUCOKA HACTOPO-
SKEHICTD 1010 TPUOIB, IK MOKJIMBUX 30YIHUKIB iHGEKITIHHO-
TO TIPOIIECY, i 3aCTOCYBaHHH, 3a MOXKJMBOCTI, CIEIiaJbHIX
MiKPOGIOJIOTIYHUX METO/IIB IJIs1 YTOUHEHHST 30y IHUKA.
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12.

MuKo3bl B CTPYKTYpEe UHPEKLMOHHOIO CUHAPOMA NPU NEePBUYHbIX UMMYHOAedULUTaxX

A.B. boHgapeHko?, J1.W. YepHuniwosal, J1.B. KoctroyeHko2, A.M. lunbghaHosa’, 0.8. Paboiu3

1 HaumoHanbHas MeauumMHckas akagemus nocneamnioMmHoro obpasosanus um. MN.J1. LWynuka, r. Kues, YkpavHa

2 3anagHoyKpanHCKMIA CNeunananpoBaHHblii 4eTCKUIA MeONUNHCKUIA LLEeHTP, T. JIbBOB, YkpanHa

3 Knesckas ropoackas aetckas kKnnmHuyeckas 60onbHMLa MHTEHCUBHOIO nedvenus Nel, YkpavHa

pnBbI, KaK NHDEKLUMOHHBIE areHTbl, ABAIOTCA B LIESIOM ManonaTtoreHHbIMU MUKPO6aMu, 0HAKO OHI CMOCOBHbLI CTaTb MPUYUHON 60NE3HN NPU HAPYLIEHUAX
B UMMyHUTETE. [1pOTUBOTPUOKOBLI MMMYHUTET 06€CNEYNBAETCS LENON LENbio MEXKNETO4YHbIX B3aUMOAENCTBIIA. Lienbto paboTbl 6bIN0 OLEHNTb 4acToTy
1 0COBEHHOCTU MUKO30B MPU BPOXAEHHbIX AeeKTax UMMYHUTETA, A Yero 6bi1 NPOAHaNM3npPoBaH UHAEKLUNOHHBIV CUHAPOM 308 NaLMeHTOB C pasnmnyHbl-
MU NepBUYHbIMKN MMMyHOAedmumTamMu. Mukosbl oTMedanuch y 66 (21,4%) nauneHToB, Hanbomnee 4acto — npyu KOMOMHUMPOBAHHBIX UMMYHOLEeULMTAX
(83,3%), XpOHWNYECKOW rpaHynemaTo3Hoi 6onesHn (77,7%), a TaKke gedektax BPOXKAEHHOrO UMMYHUTETA U UMMYHHOI PErynsuumn, acCoLMnpOBaHHbIX
C (DYHKLMOHANbHbIM HapyLleHnem T17-numdoumnTos. Mpubbl Npyu NepBUYHbIX UMMYHOAEULMTAX BbI3bIBAIOT YrPOXKAIOLLME XU3HU U UHBANMAN3NUPYIOLLME
nHeKunn. Hanbonee yactbiMu BO36YAMTENSMU BbICTYNAOT rpubbl poaoB Candida w Aspergillus. TIpu BbISBNEHWM N NEYEHUN PE3NCTEHTHBIX UHAEKLNIA
Y UMMYHOZAE(DMLMUTHBIX NALMEHTOB HEOOX04NMA BbICOKAS HACTOPOXKEHHOCTb B OTHOLLEHUM TPUOOB, KaK BEPOSTHbIX BO3OYANTENEN MHAEKLMOHHOMO NpoLec-
Ca, U NPUMEHeHNe, N0 BO3MOXXHOCTH, CMeLmManbHbIX METO40B N1 YTOYHEHUs BO3OYAUTENS.

Kntoyesble cnosa: npoTMBOrpUOKOBbLIA MMMYHUTET, MUKO3, MEPBUYHBIA UMMYHO4E(ULNT.

SOVREMENNAYA PEDIATRIYA.2015.4(68):96-102; doi10.15574/SP.2015.68.96
Mycoses in structure of infectious syndrome in primary immunodeficiencies
A.V. Bondarenko?, L.I. Chernyshoval, L.V. Kostyuchenko2, A.M. Gilfanova?, 0.V. Rabosh3

1 P.L. Shupyk National Medical Academy for Postgraduate Education, Kiev, Ukraine
2 Western-Ukrainian specialized Children's Medical Center, Lviv, Ukraine

3 Kiev Municipal Children's Hospital of Intensive Care Ne1, Ukraine

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 MaTepuana nJas NyOJIUKAIHHA:

o Crpykrypa MaTepuaa: Bee/ieHue (COCTOsIHUE IPOOIIEMbI 110 IAHHBIM JITEPATyPbI He GoJiee 5—7-JIeTHel JJABHOCTH ); 11€J1b, OCHOBHbIE 3a/IQHUSI 1 METO/IbI
HCCJIE/IOBaHNsI; OCHOBHAsl YacTb (OCBENIEHHE CTATHCTUYECKH O0OPabOTAHHBIX PE3yJIbIaTOB MCCJIEOBAHUS); BHIBO/bI; IEPCIEKTHBbI aJIbHEHIIero
Pa3BUTHS B JAHHOM HAIIPABJICHHUH; CIICOK JIMTePaTypbl, pedeparbl HA PyCCKOM, YKPAHHCKOM H aHIJIMIICKOM SI3bIKaX.

e Marepuas JI0JKEH COMPOBOKAATHCS O(DUIMATBHBIM HATIPABICHUEM OT YYPEKAECHUs], B KOTOPOM OH ObLI BBIMOJHEH, ¢ B30Il PYKOBOACTBA
(HAYYHOTO PYKOBOJIMTEIST ), 3aBEPEHHOI KPYTJIOH MeYaThio yUPesKIAeHNsT, U KCIIEPTHBIM 3aKII0YeHNeM 0 BO3MOKHOCTU B OTKPBITON TT€YaTu.

e Ha nocuezneii crpanuiie cTatbi J0JHKHbL ObITH COOCTBEHHOPYYHbIE OAIIUCU BCEX aBTOPOB, (PaMUIIMSI, M5 U OTYECTBO (IIOJHOCTBIO ), IOUTOBBII
azipec, Homepa TereoHOB (CITyKeGHDIN, JOMAIIHIT) aBTOPa, ¢ KOTOPLIM PeAAKITIst OyeT 00MAThCSL.

o ABTOPCKHII TEKCTOBbIN OPUTHHA JIOJIKEH COCTOSITD U3 JIBYX 9K3EMILISIPOB Ha YKPAUHCKOM UJIK PYCCKOM SI3bIKE:

— TekcTa (00beM OPUTHHAIBHBIX CTaTell, B TOM YKCJe PUCYHKOB, JIUTEPATypbl, pedepatos, He Gosiee 8 cTpaHuMil, 0O30POB JUTEPATYPBI,
JIEKIHiA, TIPOOJIEMHBIX cTaTeit — He Gosee 12 cTpaHuIl, KPaTKUX COOOIIEHNIT, perensuii — me 6osee 7 CTpaHuIl);

— CIIUCKa JIUTEPATyPhl (€CIIU B CTaThe eCTh CChLIKH, He Gosee 20 IUTepaTypHBIX HCTOYHUKOB, B 0630pax — He Goee 50),

— TabJInL;

— pucyHKoB (He 6osee 4) 1 moAmmcei K HUM.

e K crarpe npuiiaraiorcst pedeparbl Ha YKPAHHCKOM, PYCCKOM H aHIJIHICKOM sI3bIKaX ¢ 00s3aTebHBIM yKa3anneM (haMiumii 1 MHUIIHAIOB aBTOPOB
Ha 9TUX sA3bikax. OObeM pesiome He noikeH npesbimats 200—-250 cioB. OGs3aTeNbHO yKa3bIBAIOTCS <KJOYeBble ciioBa» (or 3 10 8 cios)
B IOPsI/IKE 3HAYMMOCTH, CIIOCOOCTBYIOIME HHIEKCHPOBAHHIO CTaThi B HH(OPMALMOHHO-IIOHCKOBBIX chcTeMaX. Pe3ioMe siBisieTCs] HE3aBUCHMbIM
OT CTaThi HCTOYHUKOM HH(popMamui. OHO Gy/IeT ONyGIMKOBAHO OT/IEIbHO OT OCHOBHOTO TEKCTA CTATHH U JI0JIZKHO ObITh IIOHSATHBIM 0€3 CChUIKH HAa cCaMy
ny6smkauio. PesioMe sIBJISIETCS KPATKMM M [I0CTI€/I0BATEIbHBIM U3JI0;KEHHEM MaTepHaia My OIMKAILMH 110 OCHOBHBIM Pa3/IeliaM U I0JIKHO OTPasKaTb
OCHOBHOE COZIep>KaHHe CTaThH, CJIeJI0BATh JIOTHKE U3JI0KEHHsI MaTepHaJia U ONIMCAHKS Pe3yJIbTaToB B CTaThe ¢ NPHBE/IeHHEM KOHKPETHbIX JaHHBIX.

e Pe3ioMe K OPUIHHAJIbHOIN CTaTbe JOJKHO OBbITh CTPYKTYPUPOBAHHBIM: a) IeJb MCCIIEf0BaHus; 0) Marepual M METO/bI; B) Pe3YJbTAThI;
r) 3akimoueHue. Bee paszesnsl B pe3ioMe J0IKHBI OBITh BbIIENEHBI B TEKCTE KUPHBIM mipudTom. st ocTaibHbIx crareii (0630p, JeKuuu, 00MeH
OIBITOM H JIp.) pPe3ioMe JI0JKHO BKJII0YATh KPAaTKOE U3JI0KEHHE OCHOBHOMN KOHIIETIIIMU CTaThH U KJIIOYeBbI€ CJIOBA.

Cratbu HabUpaTCs Ha Kommbiotepe B iporpamme Word u iopatorest pacnieuatantbiMi ¢ CD-auckom (Jinckersl npuHnMathest He OyayT). Teker

pedepata caenyer Habupath mWpuGTOM 12 MYHKTOB ¢ MEKCTPOYHBIM MHTEPBAIOM — 1,5, MPUAEPKUBASICH TAKMX Pa3MEPOB MOJEH: BEPXHUIL

n HkHNE — 20 MM, JieBbiil — 25 MM, npasbiil — 10 mm. Vsunoctpannu (anarpammsl, rpaduki, cxemst) crpositest B nporpammax Word nim Excel

U B BUJIE OT/IEJIbHBIX (DAIlIOB 1 BMECTE € TeKCTOBBIM (DAIIOM MOJIAI0TCS Ha JIUCKE.

Ha mepBoii crpanmie ykassiBaiotest: nraekc YK cieBa, mHunmans n GaMuianm aBTOpoB, TOPOI B CKOOKaX, Ha3BaHWE CTAThU, Ha3BaHUE

YUPEK/IEHUS], T7le pabOTaIOT aBTOPbL.

CIKCOK JIUTEPaTyphl MOAACTCS CPa3y Ke 32 TEKCTOM. ABTOPbI YIIOMUHAIOTCS 10 a(aBuTy — cHayaia paboThl OTECUECTBEHHBIX ABTOPOB, a TAKIKE

WHOCTPAHHBIX, OMYOJINKOBAHHBIX Ha PYCCKOM LI YKPAUHCKOM SI3BIKAX, JIajle¢ HHOCTPAHHBIX ABTOPOB, & TAKIKE OTCYCCTBEHHDIX, OMYOIMKOBAHHBIX

Ha MHOCTPAHHBIX s13bIKaX. Bce HCTOYHMKY JIOJIKHBI ObITh IPOHYMEPOBAaHBI M IMETh He GoJiee 5—7-JIETHIOW JaBHOCTb.

Ccbuikn B TeKeTe 0003HaYaI0TCs IMdpaMu B KBJIPATHBIX CKOOKAX, J0JKHBI OTBEYaTh HyMEpaly B CIIMCKe JuTeparypbl. B 6Gubmmorpaduyeckom

OIUCAHMU KHUTH HYKHO yKa3aTh (haMUIMU U HHUIHAIBI ABTOPOB, €€ HazBaHue (ec/iu YeThipe u GoJiee aBTOPOB — HA3BAHKE KHUTH, & IOTOM 32 KOCOM

YepTOil HHUIHAIBI 1 (haMUITIK BCEX aBTOPOB WM, ecJin GoJiee YeThIPEX, TPEX aBTOPOB 1 CJI0BA < P.» ), TOPOJI, U3[ATEILCTBO, TOJI U3/IaHYist, 00IIee

KOJIMYECTBO CTPAHMIL, CTaThil — (haMUIIMN ¥ MHUI[MAJIBI aBTOPOB, Ha3BaHUe TIEPHOIMYECKOTO U3/lanust (3KypHasa, cCOOPHUKA HaydHbIX paboT), rof,

HOMep (TOM, BBIITYCK) ¥ CTPAHUIbI (HAYaIbHAS U TTOCJIe/IHSs ); aBTopedepata iuccepTanny — (hamMuins n MHUINAJIbI aBTOPA, Ha3BaHue aBropedepara,

Jlajiee ¢ 3ariaBHON GYKBBI TIOCJIE IBOCTOUNSI YKA3bIBAIOT, HA COMCKAHUE KAKOIl CTENICHU 3allUIACTCs AUCCEPTAIUS U B KAKOIl OTPac/u HayKH, KOT/a u

TJIe 3AIUIIAIACH (B KAKOM HAYYHOM YUIPEIKICHIN ), TOPOJI U TOJI U3/iauist, obIee KomyecTBo crpatnil. COKparieHne CJI0B U MX COCMHCHIUI TIPUBOIST

cormacHo ¢ FCTY 3582 97 «CoxkpaliieHust ¢JI0B B yKPAUHCKOM si3bike B Oubmorpadudeckom onucanni. Obiime TpeGOBaHNS U IPABUIA>.

Kommectso mumocTparmii (pUCyHKH, CXEMbI, MarpaMMbr) JIOTKHO GbITh MUHUMATLHBIM, TAG/MIbI 1 PUCYHKH TIOMEIIAIOT B TEKCT CTATBU CPady MOCJIE TIEPBOTO

yrioMuHaHus UX. B mommcn K pucyHKy NPUBOZISIT €10 HA3BAHIE, TIOSICHEHUE BCEX YCIIOBHBIX 0003HaueHuil (1udp, OYKB, KPUBBIX U T,1.). TaGmuiibt 10/DKHbI GbITh

KOMITAKTHBIMH, TTPOHYMEPOBAHHBIMIL, NMeTh HazBanve. Homepa Tabmiil, MX 3arooBKU 1 1(pPOBbIe AaHHble, 00padOTaHHbIE CTATHCTUYCCKH, TOJDKHBI TOTHO

OTBEYATh ITPVBE/ICHHBIM B TEKCTE.

OG6o3HaYeHNsI Pa3HBIX MepP, eMHUIbI (DU3NYECKUX BEJINYKMH, PE3yJIBTaThl KIMHUYECKUX U J1a0OPaTOPHBIX MCCJIEI0BAHUIT CJIEyeT HPUBOAUTD

corsacHo Mesxaynapoynoit cucremst eguuuiy (CU), MeaunmHcke TepMuHbl corsiacHo Mesk/yHapojiHolt anatoMuueckoit 1 MesktyHapojHoit

TUCTOJIOTMYCCKON HOMEHKIATYPaM, HazBaHust 3abosreBanuii mo MeskayHapoanoil kiaccndukarnim 3abonesaniii 10-To mepecMoTpa, JTeKapeTBEHHbIC

cpencrBa no Jlepxasnoit @apmakornee (X, X1). Hazsanms pupm 1 anmapatoB HeOOXOANMO MOAABaTh B OPUTHHATLHON TPaHCKPHITIIIH.

CoxkpallleHus: B TEKCTE CJIOB, UMEH, TEPMUHOB (KpOMe OOIIEN3BECTHBIX) He JonycKaeTcs. AGGpeBraTypa paciipoBbIBAeTCsI OCHE TIEPBOTO

YIIOMUHAHUSI U OCTAETCsI HEU3MEHHOI BO BCEM TEKCTE.

OTBETCTBEHHOCTD 3a JIOCTOBEPHOCTD U OPUTHHATILHOCTD MOJAHHBIX MaTepraioB ((hakToB, UTAT, (haMIIINii, UMEH, Pe3YJIbTaTOB UCCIEI0BAHMI 1

T.JI.) noJiaraercst Ha aBTopoB. CtaThi, oopMiieHHbIE 6e3 COOITI0/IEHNSE TIPABIII, HE PACCMATPUBAIOTCS 1 HE BO3BPAIIAIOTCS AaBTOPAM.

Penakuust obecriednBaeT pelieH3UpOBaHue CTATel, BLIIOJHSET CIENUATbHOE U JIUTEPATYPHOE PEJaKTUPOBAHNUE, OCTaBJIsIeT 3a cO0OOil 1paBo

cokpamarh obbeM crateit. OTkas aBropaM B MyOJIUMKAlMKM CTaTell MOKET OCYIIECTBJIATHCSI 6e3 OOBSICHEHUsI ero NPUYUHU M HE CUUTATHCS

HETATUBHBIM 3aKTI0YCHUEM OTHOCHTEIBHO HAYYHOIT 1 TIPAKTHICCKON 3H(MAUIMMOCTH PabOTHL.

Pedaxyuonnoiii cosem
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