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AyToimyHHUiA nonirnangynapHui curgpom | Tuny (AMNC-1) — ue piakicHe ayTOCOMHO-PEeLeCMBHE 3aXBOPIOBAHHS, MOB'A3aHe 3 MyTaLi€t reHa ayToiMyHHOI
perynauii (AIRE), Hacnigkom 40ro € ayToiMyHHi ataku 3 pyiiHyBaHHAM Pi3HUX OpraHiB-MiLLeHeil. Y CTaTTi HaBefieHi Cy4acHi YSBNEHHs Npo eTioNorito i natoreHes
ANC-1, a TakoX CMEKTP KIiHIYHUX MPOSAIBIB CMHAPOMY Ha OCHOBI AaHWUX NiTepaTypu i BNacHWX cnocTepexeHb. OnMcaHi KNiHiYHIi BUMAOKM iMHOCTPYIOTH
(heHOTUNOBY BapiabenbHICTb 3aXBOPIOBAHHA, Y TOMY YWUCAI 3 MOXWBOK BIACYTHICTIO TUNOBWUX NPOsBIB CUHAPOMY. MoneKynspHO-reHeTUYHi MeToan
[03BOJIAOTb PO3LUMPUTI AIArHOCTUYHI KpUTEPIi | 3AINCHIOBATI PAHHIO AiarHOCTUKY Li€i natonorii, 0co65MBO B aTUMOBMX BUNAJKaXx.

Knto4oBi cnoBa: nepBUHHNIA iMyHOAEDILNT, ayTOIMYHITET, NONieHAOKPUHONATISA, KAHAMAO03, EKTOAEpPMalbHA ANCTPOIs.
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Autoimmune polyglandular syndrome type | (APS-1) is a rare autosomal recessive disorder caused by mutation in the autoimmune regulation gene (AIRE),
resulting in autoimmune attacks to the various target organs. The article presents the current understanding of the etiology and pathogenesis of APS-1, as well
as the spectrum of clinical manifestations of the syndrome based on literature overview and our own clinical observations. The described clinical cases illus-
trate the phenotypic variability of the disease, including the possible failure of the typical manifestations. Molecular genetic methods allow to extend the diag-
nostic criteria and make the early diagnosis possible, especially in atypical cases.
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AyTOMMYHHbIA NOAUrNaHAYNSPHbIA CUHAPOM | TUNa Kak NepBUYHbIN UMMYHOAeDULUT:
CMeKTpP KJIIMHN4YeCKux nponsnel-wlﬁ
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AyTOMMMYHHBIA NONUIMAHAYNAPHbIA cuHapom | Tuna (AMC-1) — 310 peakoe ayTOCOMHO-PELECCUBHOE 3a60neBaHue, 00YCNOBMEHHOE MyTaumeid rexa
ayToMMMyHHoOI perynsumumu (AIRE), cnefcTBUEM Yero ABNSIOTCS ayTOMMMYHHbIE aTaki C PaspyLUeHeM pasnuyHbIX OpraHoB-MULLEHeN. B cTaTbe npuBeaeHs!
COBpEMEHHbIE MpefCcTaBneHns 06 atnonorun n natoreHese AMNC-1, a Takxe CNEKTP KNMHNYECKMX NPOSIBNIEHWUIA CUHAPOMA HA OCHOBE [aHHbIX IUTEpaTypbl 1
COOCTBEHHbIX HabNAeHUIA. ONMCaHHbIe KIMHUYECKNE ClyHan UAKCTPUPYIOT (DEHOTUMNYECKYIO BapnabenbHOCTb 3a60/1eBaHNS, B TOM YUCTE C BOSMOXHbIM
OTCYTCTBMEM TUMNYHbIX NPOABAEHNA CUHAPOMA. MoneKynspHO-reHeTM4eckne MeTofbl MO3BONAKT PACLUMPUTb AUArHOCTUYECKNE KPUTEPUN U OCYLLECTBAATH
PaHHIOKO ANarHOCTMKY 3TOM NaTosnorum, 0CO6EHHO B aTUMUYHbIX Cly4asX.

KnioyeBble cnoBa: nepBuHbIi NMMyHOLEULNT, ayTOMMMYHUTET, NONV3HAOKPUHONATNA, KAHANA03, 3KTOAEPManbHaA ANCTPOMS.

Beryn

YTOIMYHHMI MOJITJIaH/YISAPHUAN CUHIPOM

I tuny (Autoimmune Polyglandular Syn-
drome Type 1, APS-1, AIIC-1), abo ayroimyHHa
MOJIIeHOKPUHOIIATIA-KaHAU/103-eKTOepMaJibHA
muctpodist (auto-immune polyendocrinopathy-
candidiasis-ectodermal dystrophy, APECED) —
1le Pi/IKiCHe ayTOCOMHO-PEelleCUBHE 3aXBOPIOBaH-
He, TIOB'd3aHe 3 MYTAIlI€I0 TeHA Ay TOIMYHHOI Pery-
aanii (AIRE), poawmimnieHoro Ha XpoMocoMi
21q22.3 [10]. len AIRE cknamaernest 3 14 ekso-
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niB, mo oxomnoTs 11,9 K6 remommoi JTHK,
i Ko/ye OiToK 3 545 aMiHOKUCIIOT 3 MOJIEKYJISIPHOTO
Macoto 58 k/la, IKUil MpaIioe sIK <«HEeKJIACHIHUI
(hakTOp TpaHCKPUIIIi B MOB'SI3aHUX 3 IMYHITETOM
opranax» [3]. AIRE (aytoimynnuii peryssrtop)
€ 6aratoJJlOMeHHUM GIJIKOM, 110 BUKOHYE OCHOBHY
(byHKI1ITO B TUMYCI 1, MOKJINBO, Y BTOPUHHUX JIiM-
doigHuX opraHax: PperyJaoBaHHs, OCOGJUBO
B CEHCI aKTWBAIlil, TPOTleCy TPAHCKPUIIIIil F'eHiB B
KJITUHHUX JiHIAX, TPU3HAYEHUH /IJIs1 Tpe3eHTallil
ayTOAHTUTEHIB 10 mo3piBanHa T-mimMmdonuTis.
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AmonTo3 KJITHUH, 110 HECYThb PeIenTopu
T-mimponuTiB 3 KPUTUYHOIO CHOPiTHEHICTIO
JI0 AyTOAHTUTEHIB, 3a1mobira€ BUXO/Y ayTOpeak-
TUBHUX KJIOHIB 1 sIBJIsi€ 00010 TIpoCTHii Ta edek-
TUBHUI MeXaHi3M MiATPUMAHHS IMYHOJOTi4HO1
tonepanTHocTi [14]. Imynonoriuno APECED
XapaKTepU3y€EThCsT KIITHHHO- 1/ab0 aHTUTIIO-
OTI0CEPE/IKOBAHOI0 ayTOATaKOI0 3 PYyHHYBaHHIM
opraniB-mimeneir [12]. Mailxe Bci TKaHMHU
il opraHy MOKyTh OyTH MIIIEHHIO JIJIsT Ay TOIMYH-
HUX aTak, 1110 IPU3BOAUTH 10 IUPOKOTO CIIEKTpa
kiIiHiYHNX 03HaK [6]. IIposBu mkipHO-CAM30BOTO
KaH/IU/I03y € HACJIIKOM BUPOOJIEHHS aHTUITO-
KiHOBUX aHTuTia, autu-I1L-17A, antu-I1L-17F
abo antu-1L-22 [7]. Takum uunom, APECED €
AHTUIIMTOKIHOBUM ayTOAHTUTINI0-acollifioBaHUM
iMyHOZedIUTOM, 1110 BHECEHUH /10 KJaacudikarlii
MEePBUHHUX IMYHOAEDIIUTIB Y PO3/iJIi TTOPYIIEH-
Hsl iMmyHHOI peryusitii [15]. Cepen iMyHOJIOTIYHIX
nmopyIienb onucani Takox nedinut [gG2, nedi-
T IgA, rimorammarnoby rinemist [12]. APECED
sIBJIstE cOOOI0 TTAPAIUTMY T€HETHYHO [[eTEePMiHO-
BAaHOTO CHCTEMHOTO ayTOIMYHHOTO ypaskeHHS [3]
i, IO cyTi, € XBOPOOOIO «CaAMO3HUIIIEHHS».

Ha panwuii wac 3apeectposano nouaj 70 pisHux
mytaniii rena AIRE. Crnopaawuyni Bumagku
APECED omnucani B ycboMmy CBIiTI, IpoTe BifiHOC-
HO BHMCOKA 4aCcTOTa CIIOCTEPIra€Tbcs B TeHETUYHO
i301hOBaHUX TOMYJIAMISAX (ipaHChKi €Bpel, (inu,
CapINHIIL, HOPBEXKIII, JKUTEJi 1esIKUX perionis [ta-
aii) [11]. [Hupoka peHorunosa BapiaGeabHICTB,
mo xapakrepusdye APECED, He kopesioe 3 reHo-
tntioM AIRE, 3a BUHATKOM TaIli€dTiB 3i MIKipHO-
cu30BUM KauauaozoMm [7]. Menotun 3axBopio-
BaHHSI PI3HUI HaBiTh y CHOJIHTIB 3 OJHAKOBOIO
MmyTaiielo. Tomy, sIK 1 AJs1 iHIIMX MOHOTEHHUX
3aXBOPIOBaHb, (PEHOTUTIOBA MIiHJUBICTH CUHIPO-
My MOsKe OyTU pe3yJbTaToM CKJIaJHOI B3aeMOZii
MixK Jiekismbkoma reHetuyHuMu (HLA renorum),
ermireHeTnyHuMEU (iH(QEKIINHI TpUrepu TOIIO),
iMyHOJIOTIUHUMHU (QyTOTOJIEPAHTHICTh, Yy T.4.
nepudepnuni ii Mexanizmu, aktuBHicTb NK-ki-
THH) Ta/a00 eKOJIOTIYHUME (DAKTOPAMHU.

3azsuuait APECED pe6orye y aursdomy
i miAJZiTKOBOMY BIlli, XOo4a OIMCAHI BUNAAKU
Maridecratii y fopocianx. O3Haku 3aXBOPIOBaH-
Hs 3'SIBJISIIOTHCS [TOCTYIIOBO, IHKOJIM MiX ITPOsIBa-
MU OKPeMHUX KOMIIOHEHTiIB CHHIPOMY MWHAIOTh
poxn i gecarmmiTTs [6,12]. [TocaigoBHOCTI BUHUK-
HEHHSI KOMIIOHEHTIB CUHPOMY He icHye. Kminiu-
HUH 1arHO3 I'PYHTYETHCS HA HASABHOCTI JIBOX 13
TPbOX KJIACHMYHUX KOMIIOHEHTIB: XPOHIYHOIO
HIKIPHO-CJIM30BOTO KaH/[1/103Y, TillonapaTupeosy
Ta XPOHIYHOI HAJHUPHUKOBOI HENOCTATHOCTI
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(xBopoba Apxmicona) [1,2]. Jas miarHOCTHUKM
JIOCTATHBO HASIBHOCTI X04ya O O/IHi€] 3 1IMX O3HAK,
SIKITIO € CUOJIHT 31 BCTAHOBJIEHUM ayTOIMYHHUM
HOJITTAHAYJASAPHUM  cuHApoMoM [ Tumy.
Ha nmonaTok 10 oCHOBHOI Tpiajin, CIIEKTP MiHOP-
HUX TPOSIBIB MO’Ke BKJIOYATH €KTOJepPMaJIbHY
nuctpodiio, iHIII eHOKPUHOTIATII, TaKi AK Tinep-
TOHAJIOTPOTTHUN TIiMOTOHAAN3M, 1HCYTiH-3aJeXK-
HUI ziabeT, ayTOIMYHHUI THPEOIAUT Ta MiTyi-
tapHa auchyHKIilis. Bigbiie Toro, MoxyTh OyTH
MPUCYTHI TaCTPOIHTECTUHAJbHI posyann (Xpo-
HiYHUU aTpoiuHUI TAacTPUT, MEPHilli03HA aHe-
Mist, ManbabcopOIlisi, ayTOIMyHHUIT TemaTut
Ta XoJieqiTias), MKipHi 3aXBOprOBaHHs (BITiJiro,
aJiorertis, oHiXoAuCTPodisi), KEPATOKOH IOHKTHU-
BiT, acrienist [5]. Bisbin pigKicHi MposiBu 3aXBO-
PIOBAHHS BKJIIOYAIOTh IMYyHOOIIOCEpe/KOBaHe
ypaXkeHHs IeHTpaJbHOl Ta mnepudepudnoi
HEPBOBOI cucTeMU (XPOHIUHY 3alaJibHY JeMi€li-
Hi3yIOuy IMOJIiHelponaTiio, CUHAPOM 3BOPOTHOI
3auboi enredanonarii) [4], TyOymnoinTepcTu-
HiiHui HedpuT, ayTOiMyHHUI GPOHXIOJIT, 3BO-
poTHIO MeTadizapHy [IUCIIIA3it0, TIMOKATIEMIIO
ta rineprensiio [9]. ¥V namientis 3 APECED
TaKOJK OMMCAHI TaKi KJIHIUHI 3HAXIIKH, K Ilepe-
OpasibHa KaubIU(iKallis, MOMYTHIHHS POTIBKH,
KaTapakTa, OPYIIeHHs 30PY, ayTOIMyHHA PeTu-
HOTIATisA, Timoriaziss 3yOHOI emasi, aHoMasii
nepebpanpiux cyaud [8]. Bimbmricts mposisiB
APECED xopesoioTs 31 crieniuivHUMEU ayTO-
AHTUTLIaAMU.

Mounexynapuauii ananiz AIRE moxe pomomor-
TH TiITBEPANTU KIIHIYHUH /1iaTHO3, 30KpeMa B TUX
BUITQ/IKaX, KOJIM 3aXBOPIOBAHHS Ma€ aTUIIOBI IIPO-
sBu [5]. Heiirpamisyioui antutiiia npotu [FN-m
ta IFN-0 € Giomapkepammu, 1[0 BHSIBJSIOTHCS
y OinbIIoCcTi TMaIlieHTiB y yKe paHHIill crajii,
4acTo [0 HACTaHHS OYIb-IKOrO KJIHIYHOrO IpO-
siBy. HermoaBno Bouu OyJid BKJIIOYEHi B JiiarHoc-
TUYHI KpUTEPii ganoro imynopedinury [5].

Oco6u 3 ayTOIMyHHUM ITOJIIEHJOKPUHHIM CHH-
JipoMoM 1 THTTy € TalieHTamMu BiJIpasy JeKiJIbKOX
BY3bKUX CITEIIaJIiCTIB 3a/IeKHO Bijl HASBHUX KOM-
MIOHEHTIB CUHJIPOMY: €H/IOKPUHOJIOTIB, iIMyHOJIO-
TiB, IepMaTOJIOTIB, TEMATOJIOTIB, TACTPOEHTEPOJIO-
rie Tomo. Ilemiatpu, mepmarosioru, iMyHOJOTH
MIOBUHHI 3HATU TIPO 1€ 3aXBOPIOBAHHS, OCKIJIbKU
paHHA JllaTHOCTUKA Ma€ BUPIlIajIbHE 3HAYEHHSI
B 3a11006iranii HeOe3eyHX /st JKUTTS eHIOKPH-
HOJIOTIYHUX Topymienb. OnHak y BITUYM3HAHIN
Jiteparypi iCHYIOTb IIOOJJUHOKI OIIMCAHHS JaHOIO
cunapoMy. HaBoauMo BiacHi croctepeskeHHS
TUIIOBOTO I aTUIIOBOTO BHUIIAJIKIB ayTOIMYHHOTO
MOJIIeHOKPUHHOTO cUHAPOMY | Tumy.
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Kniniunuii 6unaoox 1

Jlisuunxa A., Mmemkanka Jlomenbkol obOiacti
Ykpainu, Hapoaumacd Biji Apyroi BariTHOCTI
(mepria BariTHiCTh — CHOHTaHHWUN abopT), mep-
mux $iziosOriyHUX MOJIOTIB Y He GJIU3bKOCIIOPijI-
HeHoMY MLT001. 3 3-piYHOrO BiKY BiMiYamach OHi-
X0auCcTpo(isi BEMKNUX i BKa3iBHUX MAJbINB 000X
PYK, TIPU MIiKOJIOTIYHOMY IOCTI/KeHHI 30yIHUKA
He BUsBJIeHO. /{0 8 POKIB pocJia i po3BUBaach Bijl-
MOBIJIHO /IO BiKy, emi3ouyHo XxBopijsa Ha [P3.
3 8 pokiB moYaa HEMOKOITH CJIa0KiCTh, KBOJIICTh,
3HIDKEHHST alleTUTy, TEPIoINYHO — JIMXOMaHKU
HESICHOTO TeHe3y, 10 a06pe KymlipyBajaucs
MPU3HAYEHHIM TEHIIUIiHY, ajie BiJIHOBJIIOBAJINCS
yepes JleKiJbKa [IHIB Iic/as BiaMiHu aHTtubakTe-
piasbHOI Teparrii. Y 1eli caMuil epios BUSIBJIECHO
HiBUIIIEHHS PiBHS TpaHcaMiHas i 6iipyOimy, Map-
Kepu BIpYCHUX TelaTUTiB — HeratusHi. Y Billi
8,9 POKY PO3BUHYJIACH TOTAJIbHA AJIOTIEIis], BUTIA-
JiHHSA OpiB Ta Biif, 0HOYACHO BiZAMiYaBCs TOCTPHIA
BYJIbBOBAriHIT, IpU (HiOPOracTpoLyo1eHOCKOIIT —
MOBEPXHEBUM racTPOAYOAEHIT 3 03HAKAMU XPOHIiU-
HOTO 3anajieHHsa. Y 9 pokis nipu Y 3-g0cipReHHi
BUSBJICHO ACIIEHIIO, 1110 MOTJIa O TTOSICHUTH eI1i30-
JIM JINXOMAHOK, IMOBIPHO 3yMOBJIeHHX OakTepie-
MisIMUA. Y 3B'SI3KY 3 ACIUICHIEID MUTSYUMU IMY-
HoJloTaMi  OyJIM  PEKOMEH/IOBaHi  J0AaTKOBI
HIETJIEHHd — TTPOTHU ITHEBMOKOKA Ta TeMOMiJIbHOI
indexuii Tumy b. Ilicis mpoBemeHHsT 104aTKOBUX
METJIEHb eMi30u JINXOMAaHOK TPUITUHUINC.
3 9-piuHOTO BiKY [iBUMHKA TPAKTUYHO 3YNUHU-
Jach 'y GisUdIHOMY PO3BUTKY, 3HAUHO 3HU3UBCS
aTlleTHT, 3'BWINCHh BHpas3Ha CJIaOKiCTh, BijaMida-
JIOCh JIEKiJIbKA eMi30/[iB CYJIOMHOTO CHUHJPOMY
i3 BrTpartoto ceigomocti. Ilpu mabopaTtopHOMy
oOCTe)KeHHI y 3B'SI3Ky i3 BTpaTaMu CBiZOMOCTI
BUSBJISAIACDH TIMOTJIIKEMid, 10 KyIipyBajach BBe-
JIeHHSIM PO3YMHIB TJIOKO3W. 3PENToi0 y Billl
11 poKiB [IiarHOCTOBAHO XPOHIUHY HAJ[HUPHUKOBY
HemocTtatHicTh. Ha Ti1i 3amicHoI Teparrii ipeaHiso-
JIOHOM Ta KOPTiHe(OM CTaH 3HAUHO TTOKPAIIUBCS:
3'IBUBCS alleTUT, TPOTSATOM POKY BUPOCJA Ha
12 cM, BifiMiueHO BiJTHOBJIEHHST POCTY BOJIOCCST Ha
roJIoBi, Biii i 6piB. 3 13-piuHOrO BiKY MEPiOANYHO
BiZIMIiYa€ThCS KaHAMAO03 SI3MKa i CTATEBUX OPTaHiB.
Y NMiBUMHKU BiZIMIYAEThCI 3aTPUMKA CTATEBOTO
nospiBants. IIpu mornmbiaeHoMy oOCTeKeHH]
BUSBJICHO €KTOJePMAJIbHY JUCILIA3i10 POTiBKU
000X 0uYeil, TinepIirMeHTalio MKipy, 3MeHIIeHHS
y po3Mipax IUTOBUHOI 3aJI03W Ta BIiZICYyTHICTH
npu Y 3/1 siBoro HasiHUpHUKA. Pe3ysnbraTu pyTHH-
HUX IMYHOJIOTIYHUX TeCTiB (PiBEHb CUPOBATKOBUX
imyHorso0y.rinis, HCT-rtect, akTHBHICTH (haroim-
TO3Y, CyOIOIyJIsIii JiMMOIUTIB KPOBi) y AiBYMH-
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KU BUSABWJINUCS HOpMadbHuMu. lloegnanns
XPOHIYHOI HAJHUPHUKOBOI HEAOCTATHOCTI, Peru-
JINBHOTO TIKIPHO-CJIM30BOTO KAaHAUI03Y 1 TIPOSIBiB
€KTOIepMaJIbHOI INCTIIAa3il 03BOJIMIIN 3alli/03PH-
T ayTOIMYHHUI TMOJieHJOKPUHHUN CUHIPOM
I tuny. IIpu MoJeKyJISIpHO-TeHeTUYHOMY ObCTe-
JKEHHI BUSBJIEHO TOMO3UTOTHY MyTaiiio R257X
rera AIRE (Mocksa, Pocis). Y ganomy BUTIagKy
3aXBOPIOBAHHSI MaJi0 THIIOBUII mepelir, y [iB-
YUHKU CIIOCTEPITATUCH /[BA 3 TPhOX BEJIUKUX KPU-
tepiiB cungapomy APECED, xoua mnepBuHHO
3aXBOPIOBAaHHS MaHi(eCcTyBaJo 3 TPOSBIB €KTO-
JepMasibiol aucniasii (oHixoaucrpodist) y pan-
HBOMY [UTSYOMY Billi, 3TOJOM JOMOBHEHOI
TOTaJIbHOIO asorerieo. IIposBu mIKipHO-CAM30-
BOTO KaHAWI03y TPUEAHATUCI 3HAYHO IIi3HIIIeE.
Oco6MBICTIO BUNAAKY € NMPUPO/KEHA acIlIeHis,
saka MopudikyBasa iHbeKIIHHNI CUHIPOM.

Kniniunuii 6unaoox 2

Xnonuux M. mapommBcsa Bimx 1 BariTHOCTI
ta | moJoriB y He OGJM3BKOCIIOPIHEHNX GATHKIB,
SKI TIPOXKUBATM B olHOMY perioni (YepHiBelbKiit
obsacti YKpainm) ta MajIu BiaJ e HUMY [IPeIKaMu
TyIyJiB 3 pidHuX yacTwH Kapmat. AnTpomnome-
TPUYHI TTOKa3HUKU HOPMaJIbHi, 32 BUHITKOM PO3-
Mipy TOJIOBH, 1O JIOPIBHIOBAB OKPY’KHOCTI IPYIHOI
kiaiTku — 34 cm. Ha apyry mo0y 3'siBusrach sK0B-
TIHUIIS, PO3I[iHEHA K KOH TforaifiiiHa (MakCuMaJib-
HUIi piBeHb 3araibHOrO GiTipy6iny 204MKMOJIb /1),
M0 yTPUMYyBaJach MPOTATOM MiCSIlS; AUTUHA
orpumyBaisia dotoreparniio. [pymaHe BUTOMOBYBaH-
Hs iHimitoBane Ha 2 n00y; BIK-imynizaris Ha
7 100y y [ieHb BUTIMCKU. Y PAaHHBOMY HEOHATAJb-
HOMY TIepiozii /1e0I0TyBaB reMOpariyHuii CHHPOM
Yy BUTJIS/I HOCOBUX KPOBOTEY, Pi3KOTO TO/IOBKEH-
HS 4Yacy 3TOpTaHHS KpOBi, MPOTSATOM TIEPIIOTO
MICSATISA JKUTTS BiMIYaiOCh IBa €Mi30/i1 MIJIYHKO-
BOi KpoBOTeui, a y 1,5 Micari — cybapaxHoizaib-
HUI Ta cyOaypaJbHIil KDOBOBUJIMBH JIiBOI reMic-
depu. /Iutuna morpebyBajia iHTEHCUBHOI Teparrii
y BiJi/IiJIeHH] iIHTEeHCUBHOI Tepartil POTSATOM JIeB'si-
TH JIHIB, & Y MOJAJbIIOMY TPUBAJIOI peabimiTarii
y BiIiIeHHI HEBPOJIOTIT y 3B'SI3Ky 3 TIPaBOGIYHUM
CMACTUYHUM TeMillape3oM Ta 3aTPUMKOI0 TICH-
XOMOBHOTO PO3BUTKY. ¥ Billl JIBOX MicAIliB
BUSIBJIEHO IUTOJITUYHUN CUHJIPOM, PO3IIHEHUN
SK (peTaJbHUH TeNaTuT, OJHAK MapKepy iH(heKITiii-
HUX 30yMHUKIB Oy/i HeraTuBHUMU. [lapajebHo
MaHi(ecTyBaB MKIPpHUN CHUHIPOM: PO3MOYAIOCH
aKTUBHE BUIIQJIHHSI BOJIOCCS, 3 6 MICAIIB BiaMi-
YaJIicst POsIBE ce0OPEITHOTO Ta aTOIMYHOTO Jiep-
MaTuTy, a OJuKYe 0 POKY MOMITHUMHU CTaJu
MOPYIIEHH MirMeHTallil — AIJISHKY JeTlirMeHTallil
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YEPTyBAJINCH 3 JIJSTHKAMU TirMEeHTAIlli y BUTJISI
«6pusk 6pyay» (puc. 1). [lo 4-piunoro Biky
y IUTUHU J[IaTHOCTOBAHO AaHTIZPOTUYHY €KTOJEP-
MaJIBHY JIMCIIIA3110 3 TIOPYIIEHHSIM TEPMOPETYJIs-
mii ta mirmenTarii (cTpokarta TpudeabHO-cipa
IIKipa 3 KOPUYHEBUM BIiZITIHKOM), TOTQJIbHY as0-
TTeITiio 3 Ma1apo30M, BUPpaKeHU Kcepo3 3i 3HMIKe-

HOIO  €JIACTUYHICTIO, TillepKepaTo3  /I0JIOHb
i migoms 3 TpilMHAMU, IIJIBHI HAaOPSIKK CTOII
Ta TOMIJIOK (pHC. 2).

3 JIPyTOTO POKY JKUTTS BiIMIYQIOCh YpaKeHHS
CIM30BUX ODOOJIOHOK: penuauBHUN Oiedapo-
KOH'TOHKTHBIT, aucdaris, KCepocToMisl, MHOXKWH-
HUI Kapiec 3y0iB, 110 TPU3BIB 10 BTPATH 3HAYHOI
YACTUHK MOJIOYHUX 3Y6iB 10 TPhOX POKIB, XPOHiU-
HUY THiIMHWT nancunycut. [li3uinre 10 BKazaHux
CUMIITOMIB TPUENHABCS PENUAMBHUN TOCTPUN
cepeHiil OTHT, KiJbKa €mi30/iB OPOHXITY, CyTI0-
GOBUII CHUHAPOM y BUIJISII apTpPOMaTii MpaBoro
KYJIBIIIOBOTO CyrJ06a Ta TOMIJKOBHUX CYyTri00iB.
Y 3,5 poky oOcre;kyBaBCs Yy BiIiJIeHHI THIHHOI
Xipypril y 3B'sI3Ky 3 PelMIUBHUM HaOPAKOM M 'si-
KX TKAHWUH IPaBOi TOMIJTKU, PO3IIHEHUM SIK
Gemmxa. Y IbOMY JK Billi BIIepINe OTJISTHYTUN
JIUTSYUM IMYHOJIOTOM 1 3aIMi/I03peHO TIePBUHHUN
iMyHOIeDITTUT, OJHAK TIPU PYTUHHOMY IMYHOJIO-
riyHOMY  OOCTEKEHHI CYTTEBUX BIiJIXWJIEHb
y TIOKa3HUKaxX iMyHOTpaM# (CHPOBATKOBI iMyHO-
ro0yrinu, cybnomysamii aiM(pouuTiB KPOBi,
HCT-Tecr, haromnTos) He BUSBJIEHO.

3a yac crioctepeskeHHss y KUiBCbKOMY MiChKO-
MYy JUTIYOMY T€HTPi KJIHIYHOI IMYHOJIOTII Yy
JMTUHU CIOCTEPIraJuCh MiAroCTpUil mepebdir Xpo-
HIYHOTO MaHCUHYITY 3 YaCTUMU PelUNBAMU, XPO-

— - _
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HIYHUY aKTUBHUU TEMATUT 3 SBUIAMU X0JIECTa3y,
peruaANBHIIN a(pTO3HUIT CTOMATUT, TOTAJIbHE ypa-
’KeHHST KapieCOM MOJIOUHUX 3y0iB Ha TJIi KCEPOCTO-
Mil, mmigcamn30Bi abeiecy siceH, peruanBHuil GJie-
(hapoKOH TOHKTHUBIT, CHHAPOM MaibabcopoItii, 1110
HPU3BIB 10 GIJIKOBO-€HEPreTUYHOI HEeJI0CTaTHOCTI
I crymens. Ilig yac moraubIEHOTO MOCTIIKEHHS
BUSIBJIEHO: MiKpoIledaiifo, Ki(hOTUUHY TOCTaBY,
MJIOCKOBAJIBIYCHY CTOIY, ABOOIYHY coxa valga
(opronenyHUil OTJIL]), ACTUTMATU3M, MIOIIiI0
Jgierkoro ctymnenst (ohTaabMOJOTIUHUN OTJISN),
HEOJIHOPIJIHICTh Ta TillepeXOreHHICTh MapeHXiMU
nevinky, GimiapHwii cramk Ha T gedopmartii
Ta TIMOTOHIl KOBYHOTO Mixypa (yJIbTPa3ByKOBE
obcTeskeHHs), moJtichekartito Ta crearopero I tury
(xomporpama), 3HUKEHHSI PIBHSI eJlacTasu Kajy
(41 mxr,/t nipu HOpMi He MenTe 200 MKr/T), TIOpY-
IIEHHS CIIBBiZHOIIEHHs dpakiliii 6imipy6iny mpu
HOPMaJIbHOMY PiBHI 3arajibHOTO (IIpsIMOTO O1Iipy-
6iny 50% BiJ 3arajJbHOTO), MiABUIINEHHI JIYKHOI
ochaTasu Ta ramma-rIIOTaAMITTPAHCIENTHIASH,
MEePCUCTYIOUUN MUTOMTHIHUN cuHApoM (ATAT
HmiBUINEHUI 70 5 HOpM, Koedimient ne Purica
>1), mepioguyHe 3HUKEHHS MPOTPOMOIHOBOIrO
ingexcy (mo 70%), TOMOBXKEHHS AKTUBOBAHOTO
YaCTKOBOTO TPOMOOIIACTUHOBOTO Ta MPOTPOMOi-
HOBOTO yacy B 4 ta 12 pasiB, Bi/lIIOBI/IHO, OCTINHY
OKCcaJIaTypito,  HENOCTIHY  TiMOKaJbIIEMII0
ta rinepdocdaremiio, MO3UTUBHI aHTUHYKJIEAPHI
antutiza (1:80), sumxenus piBusa C-nentumy
(0,45 ur/mu ipu Hopwmi 0,9—7,1 ur/muir), posilinene
SK JOKJIHIYHA cTais 1yKpoBoro giabery I Tuiry,
MiIBUNIIEHN PiBeHb BiTaminy Bi2 y cuposariti
KpoBi (TIoHa/[ 2 HOPMU ), CYOKITIHIYHUI TITIOTHPEO3
(TTT 5,79 MmxMO/mn, T4 nopma), aprepiaibHy
rinotensito, EKI-o3naku rineprpodii mpasoro
NMIIYHOYKAa 3 TIOMIPHO TOPYIIEHOIO PeroJspu3a-
1i€10, MiHIMAJIBHY PErypriTailito Ha KJalaHi jere-
HeBoi apTepii 3a nganumu ExoKI. 3a momomororo
KT ronoBHoro Mo3Kky 3 JOBeHHUM KOHTPaCTyBaH-
HSAM BJIAJIOCh BUSIBUTH BPOJIKEHY 11aTOJIOTII0 MO3-
KOBHUX CY/IMH: TiIOIJIa3i10 JIiBOI cepe/lHbOi MO3KO-
BOi aprepii Ta ii NOABOEHHSI KOHTPJATePaIbHO,
rirmoruiasifo mpasoi xpebToBoi aprepii (puc.3).

Hacrymai srabopaTopHi JIOCTiKEHHST, TIPOBe-
JleH1 XBOPOMY, BUSBUJINCh HOPMaJIbHUMM: MapKe-
pU BipyCHUX TeNaTUTIB, aHTUMITOXOH/piaJbHi,
antudocdomimiHI aHTUTIJIA, KOHIIEHTPAITis 1TUP-
KYJIIOI0UNX IMYHHUX KOMILJIEKCIB, (paKTOpH 3rop-
taunst VIII Ta IX, moboBa exckpertist KOPTH30JTY
i3 ceuelo (44,6 Mxr/24 Tog.).

Yepes migo3py 1moj0 iMmyHOAEDIUTY 1 HadB-
HICTb PENUIUBHUX 1H(EKITIH MPOTIATOM POKY XJIOTI-
YUK OTPUMYBAB 3aMiCHY Tepamiio BHYTPINTHbO-
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BEHHUMHU IMyHOTJIOOYJIIHOM, 10 HE BILIMHYJIO Ha
OCHOBHI CHMH/IPOMM 3aXBOPIOBAHHS, Y TOMY YHWCJI
indekiitianii. Bucoki /1031 ypcoie30KCHXoJeBoi
KHMCJIOTH Ta aJIeMeTIOHIHY JI03BOJISIM YTPUMYBATH
CUH/IPOM IIATOJII3y HA MiHIMAJIbHOMY PiBHI.
[IpoBoaumace nudepentiiiina giarHocTuka
3 1JIMM PSJOM 3aXBOPIOBaHb 1 CHUHJAPOMIB.
Tax, BpaxoByOUM HAsBHICTb y MUTUHU aJoOIEIlii,
mirMeHTarlii y BUrJsia «Opusok Opymy», MBHIKY
BTPaTy MOJIOUHUX 3y0iB, Mikpoiledatiio, criacTny-
HUI Tapajiiy, CyJloMM Ta PO3YMOBY BiJICTaJiCTh
B aHaMHe3i, Mijjo3pioBaBcsa CUHAPOM bioxa—
Cyusbibeprepa, aje 4oJoBiYa CTaTh, BiACYTHICThb
O6yab03H01 Ta rimeprpodiunoi (asu mim wac
Moaudikallii MKIPHOTO CUHIPOMY, BiJICYTHICTb
aHoMaUtii TocTiiHuX 3y0iB Ta XapaKTepHUX ypa-
JKeHb Ouyell 3MyCUJIM BIAXWJUTHU 1€l MiarHos.
IToyatox MIKIipHOTO CUHAPOMY Ha TMEPUIOMY
MiBpiuyi KUTTS 32 YMOBU HOPMaJIbHOTO CTaHYy
IIKipY MPU HapOJKeHHi, MaHidecTalis MposBiB
3 00JIMYYsT Ta epUTEMHU, TOAAJbIIe (HOPMYyBaHHS
ariasii MOTOBUX 1 CAJIBHUX 3aJ103, TillepKepaTo3y
MiJIONIB 1 [JO0JIOHb, TOPYIIeHHSI MirMeHTallil
3 PO3BUTKOM TOHKiJIOAepMii, ucTpodist Bomoccs,
ypaxeHHs 3y0iB, KicTKOBI medopmarii, anemis
3MYCHJIN TTPOBOJUTHU AUEPEHITIHY MarTHOCTHKY
i3 cuagpomom Pormana—Tomcona. Asie mijg yac
peryJsipaux oTaabMOJIOTIYHUX OTJISIIIB He G0
BUSIBJIEHO TUIIOBOI JJISI 1IbOTO 3aXBOPIOBAHHSA
KaTapakTH Ta (pOTOUYTIMBOCTI; 3PICT TUTUHU Bijl-
MOBi/Ia€ cepeiHiM MOKa3HUKaM JIJIST BiATIOBITHUX
cTari Ta BiKY, IO He XapaKTEPHO /I 3a3HAYEHOTO
cunapomy. Y xjomuuka M. Takox mizio3proBaBcs
cungpom Illerpena: penuausHuii  6Gaedapo-
KOH'TOHKTUBIT PO3IJISA/IaBCAd K MOKJIUBUNA TTPOSIB
KcepodTanbMii; CTOMATUT, MHOXWHHUN Kapiec
3y0iB, amcdaria — 9K HaCHIAKU KCEPOCTOMII;
KipKM, KOHTAaKTHA KPOBOTOUMBICTb, CyXUU PUHIT,
CUHYIT 3 MiHIMaJbHUMU BUIIJIEHHSIMU, TPaxeo0-
POHXITH — CYXiCTb CJIU30BMX; TAKOK HAa KOPUCTb
CUH/IPOMY CBIJIYMJIA KCEPOJEPMisl 3 TIOPYIIEeHHSIM
IIOTOBUIJIEHHS 1 mirMeHTalil, TiIOKIHETUYHUU
BapianT OimiapHoi aucYHKINI, HTaHKpeaTuTt
3 €K30KPUHHOIO HEJOCTATHICTIO, PEeBMATOi/[01I0-
miOHU cyr060BUI CHHIPOM, ayTOIMyHHE ypa-
JKEeHH Tedinku. [eMopariunuii CHHAPOM Y paMKax
cunapomy Illerpena mir mosicHIOBaTUCH BiTaMiH-
K-zanexxaum nedinurom (pakTopiB 3ropTaHHs, SIK
HACJIIOK cTeaTopel Ta 1ediluTy KUPOPOIUNHHUX
BitaminiB. [Ipore panHiii 1e610T 3aXBOPIOBAHHS,
HeratuBHuil tect [llupmepa Ta BificyTHICTD Map-
KEPHUX ayTOAHTUTLJI HE JaBaJv IiJICTaB JIJIs TIiJl-
TBEP/UKEHHS 11bOTO 3aXBOpIOBaHHSA. K ojuH
13 MOKJIMBUX JIarHO31B PO3IJIsA/IaBCAd TTePBUHHUN
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nedexT (hHakTopiB BPOIKEHOTO IMYHITETY — CHH-
npoM NEMO, 110 niopsijt i3 BaKKUMU iH(EKITISTMI
BHYTPINTHIX OPTaHiB CYMPOBOJXKYETBCS AHTIIPO-
TUYHOIO eKTO/IePMaJIbHOIO JUCILIA3I€10, OJJHAK BiJl-
HOCHA JIETKiCTh 1H(MEKIIIHHOTO CUHAPOMY (BiJICyT-
HICTh BOKKUX TH(DEKITIN, ypaKeHHS JIUIIE CTU30BUX
000JIOHOK) He BiANOBiZasa JaHOMY 3aXBO-
pioBanHio. Bpomkena [IMB-indexiis, mo moxe
neOITYyBaTH B HEOHATAJIBHOMY TIE€piojli 3 TeMo-
pariuHoro CHUHJIPOMY Ta YpasKeHHS IeYiHKH,
BUKJIIOYEHA Ha TiJICTaBi CEPOJIOTIYHUX JIO-
CJliIZKeHb, MeTabo Y i OPYIIEHHS, TaKi SIK [JIIKO-
TeHO3W, TaJaKTO3eMisl, TUPO3WHEMid — BifCYTHi-
CTIO Tinorjikemii B aHaMHe3i Ta XapaKTepHUX
(HEeHOTUTIOBUX MPOSIBIB, MEPBUHHUI OimiapHUii
P03 — BIJICYTHICTIO AHTUMITOXOH/PiaJIbHUX
aHTUTiI, XBopoOa Baiiiepa — migBuIneHnM piBHEM
[TTII Ta HOpMaJTbHUM PiBHEM XOJIECTEPUHY, MYKO-
BiCITN/103 — BiZICYTHICTIO MyTaIliil TPU MOJIEKYJISP-
HOMY JIOCJTi/IKEHHI BiZITTOBITHOTO T€HAa, TeMOXpOMa-
TO3 — 3HWKEHHSIM (DePUTHHY Ta 3aj1i3a CUPOBATKU
KpOBI, TJTIOTEHOBA EHTEPONaTisi — BiJICYTHICTIO
rinoaspOyminemii, BigcyTricTio IgA 10 riiagumy Ta
IgA 10 TKAaHHWMHHOT TPaHCTJIyTaMiHA3M.

Ha nijcraBi mposiBiB eKTOZIepMaJIbHOL AUCILIA-
3i1, YMCJEHHUX TTOJIOPTAHHUX MIHOPHUX IIPOSIBIB,
10 BU3HAUYAIOTh Ba)KKiCTh CTaHy IUTUHU, Ta OTU-
CaHWX y JIiTepaTypi BapiaHTiB KJIiHIYHOTO TIepebiry
6e3 BEJUKUX KPUTEPIiB 3MYCHUJIU BKIOYUTH
B Iepesik AudepeHIliiiHoi AiarHOCTUKUA ayTo-
IMyHHMI TIOJTieHAOKPUHHUI cuHpoM I Tumy, 1o
MaHi(ecTyBaB 3 HETUTIOBUX MTPOSIBiB. MoJIeKyIsIp-
Ho-rereTnyHe oOcrexenus (PecrnyOmikancbkuii
HAYKOBO-TIPAKTUYHUHN TEHTP AUTSUOl OHKOJIOTII,
remaTtoJsiorii Ta iMmyHoJsiorii, MiHcek, binopycs)
METO/IOM CEKBEHYBAaHHSI BUSBUJIO TOMO3UTOTHY
Mmicenc-myTaitiio S278R B reni AIRE, 1m0 go3Bosn-
JIO TITBEP/IUTHU JIiaTHO3 ayTOIMYHHOTO 110JIi€H/10-
KpUHHOTO cuHApomy | Tumy y nutuan. Y nuTuau
HIKOJIM HE BiIMiYaJIOCh MPOSBIB KaHU03Y, PiBHI
TOPMOHIB HAQIHUPHUKIB 3HAXOJUJINUCh B MexKax
Hopmu. llicsiss oTpuMaHHsI pe3yJabTaTiB TeHeTud-
HOTO JIOCJIIJIZKEHHST TIPU MIPUILTTBHOMY 0OCTEKEHHI
OyJI0 BUSIBJIEHO MiHIMaJIbHE 3HUKEHHSI TIapaTrop-
MOHY 1 HENOCTiHI BiJIXWJIEHHSI B KaJbIlili-
dochopromMy 00MiHI. TakUM YUHOM, 3 TOJOBHUX
KPUTEPIiB JiarHo3y MPUCYTHIN GyB Jinine cyOKJIi-
HiYHMIT TiOIapaTupeos, BUSBIEHMIT 1aGOPaTOPHO.

Ak BUIHO 3 HABEJIEHOTO BUIIE ONUCY KJIIHIYHO-
ro BUIIQJIKY, BIZICYTHICTb KJIACUYHUX J[IarHOCTUY-
HUX KPUTEPIiB i BeJMKa KiJbKiCTh MIHOPHUX TIPO-
ABIB CUHJIPOMY 3HAYHO YCKJIQJHWJIN J1arHOCTUKY
i BUMarajau JIOBroro AuQepeHIliiHOro JiarHo3y.
3-TIOMIK THITUX Tlell BUIAJI0OK BUPIZHAETHCA TIIE
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I BUHSITKOBO PaHHBOTO Ta HETUIIOBOIO MaHidecTa-

Ii€I0 — TOTEHININHO JIeTaJbHUM TeMOpariqHuM
CUHIPOMOM Y JAUTHHY TIEPIINX MiCSIIiB KUTTS, 10
0Cl He 3HAWNLIO JIOTIYHOrO IOSICHEHHS.

He BuxksioyeHo, 1o MPUYMHOIO TE€MOPATiYHOTO
CHHIPOMY € BUPOOJIEHHST ayTOAHTUTIN /10 (haKkTo-
piB 3ropraHHsi KpoBi, TOOTO iHTiIGiTOpHA TeMO-
dimisg. 3Baskaroum Ha BiZIOMUIT TTATOTEHE3 3aXBO-
PIOBAaHHS 1 MOCTYHMOBUI PO3BUTOK CUMIITOMIB
ayTOIMYHHOTO Ypa)K€HHS PI3HUX Opranis, BCTa-
HOBJIEHUH /10 PO3TOPHYTOI1 KJIHIYHOI KapTUHU
MOJIieHIOKPUHOMATII J[iarHO3 /T03BOJIIE 3/1HCHIO-
BaTH MOHITOPUHT 32 JUTHHOIO B MAalOyTHHOMY /11
PAaHHBOTO BUABJIEHHS HACTYNHUX MOPYIIEHDb
i CBOEUACHOTO TTOYATKY a/IeKBATHOTO JIIKYBaHHSI.

OO6roBopeHHs

Omnucani HaMU KJIIHIYHI BUTQKU 1TIOCTPYIOTh
dbenorunoBy Bapiabesnbricte APECED, y tomy
YUCJI 3 MOXKJIMBOIO BIICYTHICTIO TUIIOBUX ITPOSIBIB
CUHJIPOMY. ¥ TIEPHIOMY OTTMCAHOMY BUTIAJIKY MTPH-
BepTa€ yBary TpuBaja JiarHOCTUKA HaJHUPHUKO-
BOI HEJIOCTATHOCTI BiJl TOYATKY KJIIHIYHUX TTPOSIBIB
HEIOCTAaTHOCTI HAJAHUPHUKIB, IO CBIYUTH PO
HeJ0CTaTHIO 00i3HaHICTh 1 HACTOPOXKEHICTh
3 1[bOr0 HPUBOAY. B 000X marieHriB KaHAUI03,
BCyllepey JIaHUM JIiTepaTypu, He BUSIBUBCS IIep-
UM KJIHIYHUM TPOSIBOM CHHApoMY. B 060x
BUIIAIKAX HAWOIIBII BUPA3HUIT KJIHIYHUI TIPOSIB —
€KTO/IepMaJibHa JIUCILIA3isl.

Kniriunnit moximopdisam AIIC 1 tumy BusHa-
Ya€ TPYAHOII B [IaTHOCTUIII ITHOTO 3aXBOPIOBAH-
Hs, MO TPU3BOJAUTH O Ti3HHOTO BUSIBJIEHHS
3arpo3JIMBUX JIJIS1 JKUTTS CTaHiB 1 HeaJeKBaTHOTIO
JIIKYBAaHHS TAINEHTIB (K y TEPIIOMY BUIIAJKY ).
MousiekyngpHO-TeHETUYHI METO[U € BUPINIAIb-
HUMU JUIS IarHOCTUKH, OCOOJMBO B aTHITOBUX
BUIaJKax. TakoX  MOJIEKYJISIDHO-TEHETUYHE
BusaBJeHHa MyTaniii rena AIRE nposBoussie
PO3IIUPUTH JIIATHOCTUYHI KPUTEPIil ayTOIMYHHOTO
MOJITJIAHYASPHOTO CUHAPOMY 1-TO THITY 1 37iii-
CHIOBATH PaHHIO JIarHOCTUKY Ili€l MATOJIOTII.

IlikaBuUMU € MOJIEKYJIIPHO-TEHETUYHI 3HAXI/I-
KI. B OIMCAHUX BUIAJKaX 3aXBOPIOBAHHS OYJIO
BUKJIMKAaHE PI3HUMHU MYTAIlisSIMU TeHa, TPOoTe
y KOXHOI JIUTUHM B TOMOJIOTTYHUX XPOMOCOMAaX
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OyB BUSBJICHUII Juiiie oivH ii BapiaHT. BusiBiieHa
B TOMO3UTOTHOMY CTaHi B iBYNHKY 3 /[OHEIbKOI
obmacti  wmytaris  R257X  Haiibispmr  gacTto
3yCTPIYAETHCS B POCIMCHKIN MOMyJAIlii. Y XJIo1-
yrKa, 6GAThKU SIKOTO POAOM i3 3axiZiHOrO periony
Ykpainu, BUsBJIEHA iHIIA TOMO3UTOTHA MYyTallis
S278R. Ha :xamb, yTOuHeHHS JiarHO3y Ha
CBOTO/THI MOKJIBE JIUTIIE 32 KOPAOHOM. 3arpoBa-
JUKEHHST  MOJIEKYJIIPHO-TEHETUYHUX  METO/IIB
miarnoctuku AIIC-1 ganmo 6 3Mory BUBYMTH
reHetnune miaArpyntss AIIC-1 cepex marieHTiB
Vipaiuu i BUABUTH HAWOIIBII YacTi MyTalfi, 1o
3yCTpivaloThcsl B Hallil KpaiHi Ta ii perioHax,
i, BiAMOBIZHO, PO3POOUTH CKPUHIHTOBI METOANKN
JIIarHOCTUKU.

[TeniaTpu, mepmaTosioru, iIMyHOJOTH TOBUHHI
anatu nipo AIIC-1 (APECED), ockinbku panus
JIiarHOCTUKA Ma€ BUpIillajbHe 3HaYeHHs B 3a1100i-
raHHi HeOe3MeUHUX JJIs JKUTTS €HIOKPUHOJIOT Y-
HUX TTOPYIIIEHb.

Bucnosku

1. B ocHOBI pO3BUTKY ayTOIMYHHOTO TIOJIi€H/10-
KPUHHOTO cuHipomy 1 Tuiry jiexkuth 1eekT iMyH-
HOI peryJsilii, HacJiIKOM Y0TO € ayTOIMyHHI
aTaky 3 PyHHYBAHHSIM Pi3HUX OpraHiB-MillleHeH,
IO TTPU3BOIUTD /IO TMUPOKOTO CTIEKTPa KJIIHIYHUX
O3HaK.

2. st parnpoi giarnoctuku AIIC-1 HeoOXinHe
PO3IMIUPEHHS J[IarHOCTUYHUX KPUTEPiiB 1 BIIPOBa-
JUKEHHS TI0ps/l 3 IHIIUMU METOJ[aMU JIiarHOCTUKHU
MOJIEKYJISIPHO-TEHETUIHUX.

3. MoJieky/IIpHO-TeHeTUYHI MeTOJU J103BOJIS-
I0Th 3JIMCHIOBATH JIOKJIHIYHY JiarHOCTUKY
AIIC-1, giarHoCTyBaTH aTUIIOBI BUITA/IKU, BUBYA-
T reHetnune miarpynts AIIC-1 B okpemux norry-
JISIIISIX TTAIi€HTIB.

4. TlisHsA miaTHOCTHMKA 3aXBOPIOBAHHS MOJXKE
MPU3BOJIUTU /IO PO3BUTKY TOCTPUX 3arPO3TUBUX
JUUIS1 SKUTTS CTaHiB.

5. [MarienTn 3 giarHO30M ayTOIMYHHOTO TOJIi-
EHIOKPUHHOTO cuHApoMy 1 Tumy mnorpebyioTh
MOCTIHHOIO CIIOCTEPEKEHHS 3 METOIO SIK KOPEKIIii
B’Ke HAsBHUX CHUMIITOMIB 3aXBOPIOBaHHS, TaK
i PAaHHBOI JIIAarHOCTUKN HOBUX MOPYIIEHbD, 10 MAE
KJII0YOBE 3HAYEeHHS B JIIKyBaHHI TaKUX MaIli€HTIB.
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HOBOCTU

Cosnan crpeii 1151 HOca, CIOCOOHDII I0CTABUTD
JIEKapCTBO MPSIMO B MO3T

Yuenble co3nanu cripeit Ayt Hoca, KOTOPBIN MTPOHUKAET
uepes reMaTosHIlebaInUecKuii 6apbep U J0CTUTAET MO3TA.

Crpeii Tipores TecTUpoBaHKe Ha capaHye, ybsd 000HsI-
TeJIbHast CUCTEMa M reMaTodHIledaInyecKuii Gapbep aHaTo-
MUYECKU CXOJIHBI C YeJIOBEUECKUMU. Pe3yibraThl 9KCIepu-
MEHTa TIOKa3aJI1, YTO TIOCJIe TIPUMEHEHUS CO/IEPIKATINECs B
crpee 30JI0Tble HAHOYACTUIBI AocTUraioT Mosra 3a 30—60
MuHYT. OHU JI0CTATOYHO MaJIEHbKUE, YTOOBI MIPEO0JIETh
I'9b. [Tpu 9TOM HUKAKOTO Bpe/ia MOAOIBITHBIM HACEKOMBIM
TaKoe BMEIIATebCTBO He HAHECJIO.

[[a]lee yuenbie CO6I/IpaIOTC$I AJ[alITUPOBATDH 3TOT crocob

JIISL IOCTABKU B MO3T JIEKAPCTBEHHBIX ITPENapaToB U MPOTe-
CTUpPOBATh TeXHWKY Ha Jioaax. OHa MOKET OKa3aThCs
OYEHb MOJIE3HOU Npu GopbOE ¢ PAKOBBIME OIYXOJISIMU B
MO3re. A MUKPOCKOIMYECKMI PasMep 4YacTHL [03BOJUT
JIOCTABJIATH JIeKapCTBa K OIyXOJSAM, He TPaBMUPYs IIPU
5TOM 3/10POBbIe TKAHU OPraHu3Ma.

O paspaboTke pacckasbiBaeTcsl B KypHase Scientific
Reports.
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