KIAIHIYHMI BUNALOK. OBFrOBOPHOEMO

NOEAHAHHS LIYKPOBOTIO [IABETY
1-rO TUMY TA MIACTEHIT:
KNIIHIYHUIA BUNALOK | OF NS4 NITEPATYPU
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LA 1-ro TMny - oAHe 3 HalinoLWMPEHiLnX aBTo-
iIMYHHWX 3aXBOPOBaHb Y AiTeli Ta 0Cib MOMOA0rO BiKY,
LLLO BUHVKAE BHACNIOK aBTOIMYHHOIO pynHyBaHHSA
B-kniTnH i abcontoTHoro AediyunTy iHcyniHy. Ocobu
3 U4 1-ro Tmny MaroTb NiABULLLEHUNT PU3UK MEBHUX
aBTOIMYHHUX P0O31aAiB, Hal4vacTille aBTOIMYHHUX
3axBOPOBaHb WMTONOAIOHOT 3871031 Ta ueniakii.
Cepeg iHWMX aBTOIMYHHUX CTaHiB i3 U/ 1-ro tuny
acoL,io0TLCA MePBUHHA HEeAOCTATHICTE HAAHNPKOBUX
3aN103, aBTOIMYHHWIA renaTuT, aBTOIMYHHWI racTpuT,
AepMaToMiOo3nT, 3pigKka MiacTeHia. MiacTeHisa rpasic
(myasthenia gravis) - Le aBToiMyHHa XBopoba 3 Ha-
ABHICTHO @aHTUTIN 40 peLenTopa aueTUnxosiHy abo
NOB'A3aHKX i3 peLenTopom BifikiB y MOCTCUHANTUYHIN
MeMbpaHi HepBOBO-M'A30BOr0 3'eHaHHA. Onocepes-
KOBaHe aHTUTINIaMW MOPYLLUEHHS BNNBY aLeTU/IXo-
NiHY NPU3BOAUTL A0 M'A30BOI CN1abKOCTI, NepesyCim
OUHUX, BYyNb6aPHUX, ANXANBHNX M'A3IB | CKENeTHMNX
M'A3iB KiHL|iBOK.

Mepeknana U adanmysana KaHO. med. Hayk Osne2a Kopostok

Llykposuii giabet (LLA4) 1-ro Trny Ta MiacTeHis - Le aBTOIMYyHHI XBOPO6bY, MOELHAHHSA
KOTPWX € Ay>Ke PiAKICHUM. Y niTepaTypi 3Han4eHO onnc AeKiNbKoX BUNaAKiB, KON AiarHo3
LA 1-ro Tvny BCTAaHOB/IEHO A0 ab0 O4HOYACHO 3 AiarHO30M MiacTeHil. Le nepunii onwuc,
KONV B AIBUNHKW CrOYaTKy AiarHOCTOBAHO MiacTeHito, a yepes 7 pokis - LI 1-ro Tuny.
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Y niTepatypi 3HangeHo N'aTb NOBIAOM/IEHb NPO MO-
€AHaHHA U 1-ro TNy Ta MiacTeHii B AiTei BiKOM
0 18 pokiB. Y BCix BUNagkax MiacTeHito AiarHocTo-
BaHO nicna abo ogHo4acHo 3 U/ 1-ro tuny (tabn. 1).
Y UbOMY KNiHIYHOMY BUMAAKY B JUTUHW 3 aHAMHE30M
MiacTeHii 3rogom BuHUK LU 1-ro tmny.

Onuc KNIHIYHOIO BUNAAKY

JiBumHka BikoMm 11 pokiB 3BepHyiacs A0 BiAdineHHs
HeBiAKNaAHOT 4ONOMOrY i3 CUAbHUM Bonem y M'a3ax,
M'A30BNMU CyJ0MamMWU, SKi MOYanncs panTtoso nij vac
rpy Ha MakgaHuuKy 3 Apy3amu. MauieHTka 3anepeuyy-
Ba/ia MOLLUKOZXeHHs abo TpaBMU B aHaMHe3i. JInxo-
MaHKW, HabpsKy M'a3iB abo cnabkocTi He byno.

MiacTeHito fiarHOCTOBaHO 7 pPOKiB TOMY, Y BiLli 4 po-
KiB, K01 BNPOAOBX 1 MicALs BUHUK NPOrpecuBHNi
NT03. Ha MOMEHT YCTaHOB/IeHHS AiarHo3y piBeHb 3B8'A-
3yBa/IbHVX @aHTUTIJT A0 aLeTUIXOIHOBINX PeLLenTopis

TAB/IMUA 1. MonepeaHi NoBigoOMAEHHS Npo AiTel i NigniTKiB i3 noegHaHHAM LI, 1-ro Tuny Ta miacTeHii

Bik giarHocTu-

AHTUTINA
ABTOp, piK KpaiHa CtaTb SRSy KomeHTap
a1 mr a1 Mmr

Andler W., ; MNMepBVHHa HaZHNPKOBAa HeAOCTaTHICTb
083 HiveuuHa Q@ 12 12 HI HI y BiLli 12 pokie
Jenkins E.A. Cnony4yeHe CNCTeMHWNIA FOBEHINBHWIA XPOHIYHWIA ap-
Ta iH., 1989 Koponisctso g [ L all M AR TPUT Y BiLj 7 pokiB
Karacan [lo ATKE5 «+»; 10 AXP «» [0 TTT IgA «+», I8G «-»; aHTUEeHAOMiI3iaNbHI
Kigukali G. TypeyunHa Q 4 4 [0 IHCYNIHY «-»; o MCTK <o» IgA «+»; aHTUrNIaANHOBI IZA «+». I18G «-».
Ta iH., 2019 20 OK «-» A PesynbTatie BAMNK Hemae
Saoaargowé Anorisa Q 15 10 Jo [IFKe5 «+» Jo AXP «+»  XBopo6a I'periBca y Bili 35 pokis
Woods E. CnonyyeHe 10 AXP «-»,
Ta iH., 2020 KoponisctBo Al 62 U HI 40 MCTK «-»

[0 ATKES5 «+»;

. [0 IHCYNIHY «-»; . . .

e s cuun O 4 BT powen AR o peorotyniy

J0 TpaHcropTe- !

pa LMHKY-8 «+»

[MpUMIMKU. «+» — NO3UMUBHI; «-» - He2aMUu8Hi, Q - diguunka; G - xa0nyuk; IgA - imyHo2106yniH A; AXP - ayemunxoniHosuil peyenmop;
ATK65 - 0ekap6okcunasa anymamiHosoi kucromu-65; BAMK - 6ioncis deaHadyamunanoi kuwku; MI' - miacmeris rpasic; MCTK - m’s3080-
cneyugiyHa mupo3uHkiHasa; HIT - He nogidomaaemecs; OK - ocmpisyesi knimuHu; mTI - mKaHUHHA mpaHcaaymamidasa; UAT - LA 1-20 muny.
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OBroBOPHOEMO

y m'a3ax 6ys 0,20 HmMonb/n (Hopma <0,02 HMoNb/N),
piBEHb MOAYHOBANbLHUX aHTUTIN - 71% (HopMa -
0-20%). Komn'toTepHa ToMorpadis He BMaABMAA TU-
MOMU. Ha MOMEHT 3BepHEHHS MiaCcTeHisd NoHaz
1 pik 6yna B CTaHi peMicii Ha TAi 3aCToCyBaHHSA MipnAo-
CTUrMiHy. B aHaMHe3i He 6yn10 NOBTOPHUX iHDEKL,A,
AKi noTpebyBanu 6 rocnitanisauii. PO3BUTOK AiBUMHKM
6yB HOpManbHUM. ETHIYHE NOXOAXeHHS 6aTbKiB -
Kabo-Bepge. Bunagakis LI 1-ro Tvny, miacteHii abo
iHLIMX aBTOIMYHHUMX 3aXBOPHOBaHb Y CiMi He Byn0.

TAB/INLA 2. Na6opaTopHi NOKasHMKW Npu giarHoctumui LA
1-ro Tuny

MokasHukK Pesynbtat .U,Laonpa;aH
pH 7,36 7,32-7,42
[nroKo3a cnpoBaTKn, Mr/an 268 <200
Bikap6oHaT, MekB/n 17 22-32
B-rigpokcnbyTnpaT, MMOb/N 3,48 0,02-0,27
FemornobiH Alc, % 14,9 4,3-5,6
HaTtpin, Mmmons/n 128 133-143
Kanin, mmons/n 3,8 3,4-4,7
Kanbuin, mr/an 9,5 8,5-10,5
®ocdop, mr/an 34 3,3-6,2
OcMOonsApHICTb cnpoBaTtk, MOCM/KF 291 290-300
AHTUTING 0 AekapboKcunasn ryTa- 1135 <5
MiHOBOI kKucnotu, MO/mn !
ﬁﬂrgm;na [0 TpaHcnopTepa LMHKY-8, ~500 <15
ﬁ:—TZV,ITI\I/In(?/fAz OCTPIBLEBOro aHTure <54 <74
AHTUTING 0 iHCyniHy, MO/mn <0,4 <0,4
TVUPeoTPONHUA ropMoH, MKMO/MA 1,67 0,35-5,5
BinbHWIA T4, Hr/an 1,20 0,8-1,8
&Hgmwa JI0 TVPEOIAHOI MePOKCMAA3N, <8 <8
AHTUTING A0 TMpeornobyniHy, MO/Mn <15 <15
IMyHorno6yniH A (IgA), mr/an 298 21-282
i A MO P 23 =142
AHani3 ceyi
[nroko3a 3+ =
KeToHun 2+ =

Mpn obcTexeHHi AnTUHA Bajbopa, apTepialib-
HUW TUCK = 112/73 MM pT. CT., 4aCTOTa ANXAHHSA -
24 Ha XBUNHY, TemrnepaTypa Tifa B HOPMI, Maca Tina -
28,7 kr (8- npoueHTUAb 3a Aiarpamoto 3pocty CDQ),
4 micaui TomMy maca Tina ctaHoswia 32,4 kr. IHAeKc
Macu Tina Takox 3Hm3umBca 3 18,1 ao 15,8 kr/m2.
MonouHi 321031 1 0BONOCIHHSA Ha 06Ky BigNoBiAaNo
| cTagii 3a Wwkanoto TaHHepa. JlokanizoBaHoOi 601HOYOCTI
UK CNabKoCTi KiHLiBOK He BUAB/eHO. LLnTonoaibHa
3an03a He 36inbLeHa. ObCTexXeHHs iHLWNX OpraHiB
i cncTeM y Mexax HoOpMMU.

Moy4aTKOBWM ZiarHO30M byB pabaomionis. JiarHoc-
TUYHUIA MOLUYK BUABUB Finepraikemito, rarKo3ypiro
Ta KeTo3 6e3 auumAo3y; NaLieHTKa 3anepevyBana noni-
ypito, nonigmncito, nonidarito Ta HikTypito. eTanbHi-
LLe nojanblue 06CTexXeHHs NiagTeepAnao giarHos L/
1-ro TMny; CKPUHIHT Ha aBTOIMYHHY XBOpPOBY LLMTO-
rMoAibHOI 3a/103K Ta Leniakito BUSABUBCS HEraTUBHM
(tabn. 2).

PosnouaTo 6asanbHO-601t0CHe MigLKipHe BBe-
AeHHs iHCyniHy. Ha Thi Tepanii nauyieHTka noyysanacs
fo6pe, Nij Yac 0OCTaHHbLOroO OBCTEXEHHS piBEHb remMo-
rnobiHy Alc ctaHoBuB 7,8%; 3aranbHa A03a iHCyiHy -
0,3 oaAnHWL/KI/806Y.

OBIrOBOPEHHA

ABTOIMYHHI XBOpO61 BpaxatoTb 3-5% 3aranbHoi
nonynawji. BBaxaerbcs, LU0 iX BUHUKHEHHS 3yMOBJIeHe
30BHILLHIMV TPUrepamm B reHeTUYHO CPUAHATIN-
BMX OCi6. FeHeTnYHa CNPUNHATANBICTE MOXe NpPo-
ABNATUCA Y GOPMi reHEeTUYHUX BapiaHTiB roJI0BHOI0O
Komnmaekcy rictocymicHocTi (MHC), wo koaye 6inkn,
BiZAMNOBIZaNbHi 3@ Npe3eHTaLito aHTUTeHa; reHiB, Aki
6epyTb yyYacTb y BPOAXKEHOMY 1 afanTUBHOMY iMyHi-
TeTi: HepeLenTop NPOTeiHy TMPOo3nHPochaTasm Tuny
22 (PTPN22), pomeH BTB i romonor CNC 2 (BACH2), reH
aBToiMyHHoOro perynstopa (AIRE) Ta reH Forkhead Box
P3 (FOXP3). MoxmBi TakoX enireHeTuYHi MexaHiaMmu:
MeTW/THOBAHHS, aLeTUIFBaHHS, YBiKBITYBaHHA Ta ¢pocC-
bOpPUNIOBAHHS, KOXEH 3 AKMX CAPUYNHAE CneLndivHi
aBTOIMYHHi XBOPObU. [eHeTNYHa CNPUAHATANBICTD,
iMOBIPHO, MOACHIOE BUHNKHEHHS Ki/IbKOX aBTOIMYHHNX
3aXBOPHOBaHb B OAHI€l NIOANHW, @ TaKOX MiABULLEHNIA
PU3MK aBTOIMYHHWX PO3NAAIB Y iHLLNX YNeHiB CiM™.

[HLUIMM YMHHNKOM aBTOIMYHHWX 3aXBOPHOBaHb €
nopyLleHa iMyHONOorYHa ToJIePaHTHICTb. JoCNiKeHHS
Ha TBapWHaXx yKasye, Lo ANCOYHKLIA perynsiTopHmX
T-KNITUH NPU3BOANTL A0 HEAOCTATHOCTI NepudepnUHoOI
iIMYHOIOMYHOT TONIEPaHTHOCTI Ta MOXe BigirpasaTu
rMeBHY pOJib Y BUHUKHeHHI LLJ 1-ro Trny. MNauieHT-
Ka He Mana peunameis iHeKLil B aHaMHesi; piBeHb
iMyHOT106yniHYy A 6yB HOPManbHUM.

Y AiBUMHKW criocTepiranaca o4Ha miacteHis
3 i30/1bOBaHUM YPaXeHHAM OYHUX M'A3IB, AKa YacTi-
e BUHVKAE B rnpenyb6epTaTHOMY Billi Ta CTAHOBUTb
10-35% ycix BMNagKiB MiacTeHii. ABTOIMYHHI CTaHU,
Lo acouitoroTbed 3 LU 1-ro Tvny BKAOYaKOTb Lenia-
Kit0 1 aBTOIMYHHIi XBOPO6U LMTOMOAIOHOI 321031,
HaTomicTb MiacTeHia yacTile nos's3aHa 3 peBMaTo-
I4HVM apTPUTOM, CUCTEMHUM YepBOHNM BOBYaKOM
i aBTOIMYHHMMW XBOPOHAMU LLINTOMNOAIGHOT 3a103M1.
Aneni nevikounTapHoro aHtTureHa nogmHu (HLA)
Ta/abo nokycu reHa, BiAMiHHOrO Big HLA, nigBuLLYy0Tb
pu3nK po3suTKy Ak LI/ 1-ro Tuny, Tak i MiacteHii. Ha-
npuvknag, y cepii BUNazKis, Lo Bkaovana 10 nauieHTis



i3 L4 1-ro Tmny, aBTOIMyHHOIO XBOPOHOHO LLMTONOZAi6-
HOI 3271031 Ta MiacTeHi€r, B YCiX yU4aCHUKIB BUABIEHO
niatun HLA DR9/DQ9. ABTOpY BBaXatoTb AOLINbHUM
CKPUHIHF LU 1-ro Tmny B NaLEHTIB 3 OYHWM TUMOM
MiacTeHii Ta niatTunom HLA DR9/DQ9.

CKPUHIHI Ha aBTOaHTUTINA MAa€ AK MNJOCK,
TaK i MiHycn. PaHHE BUABNEHHS AiTel i3 nepecnmn-
ToMHUM LA 1-ro Trny Aa€ 3mMory 03HaioOMUTK OMiKyHIiB
i3 cuMnNTOMaMu rinepraikemil, Lo MoXe 3HU3UTW pU-
31K AiabeTMYHOro KkeToauuaosy, Mo3MTUBHO BI/NBAE
Ha rNiKeMiYHWIA KOHTPO/Ib, a OTXKeE, CMPUSE 3MEHLLEH-
HIO TOCTPUX | XPOHIYHMX YCKNaAHEeHb. [TpoTe 3HaHHSA
MO3UTVBHOIO CTATYCy aBTOAHTUTI/I MOXE CIPUYUNHNTY
niZBULLIEHY TPMBOTY cepes NaLieHTiB Ta ocib, sKi 3a-
6e3neyyoTb 405/, 30Kpema Yepes HerepegbadyBsa-
HiCTb MoYaTKy XBOPO6W Ta BiACYTHICTb TepanesTUy-
HUX yTpyYaHb ANs AiTel BikoM 40 8 poKiB i3 giabeToM
| cTagii (MO3NTMBHI aBTOAHTUTINA 3 eyrnikeMi€ero).
[ns BigTepmiHyBaHHA LU 1-ro Tvny B AiTen BikoM
Bi4 8 pokiB i3 giabeToMm Il cTagii (NO3VMTUBHI aBTO-
aHTUTINIA Ta ANCTNIKEMIA) CXBANEHO iIMyHOMOAYNATOP
Tennisymab.

Y BeNUKNUX NONYASALIAHNX AOCNAIAKEHHAX MOi-
mMopdiam reHa CTSL2, L0 KoAyeE LMcTeiHOBY NpoTeasy
KaTencuHy V, akunii 6epe yyacTb y npeseHTaLlii aHTure-
Ha B KOPTUKaNbHUX eniTenialbHNX KAITUHaxX Tumyca,
6yB NoB'A3aHMi gk i3 LA 1-ro Tuny, Tak i 3 paHHiM
(y BiLi £o 40 pokiB) no4aTKOM MiacTeHil. Ha Xanb, Tvny-
BaHHSA HLA Ta BM3Ha4eHHs noniMmopdismy reHa CTSL2
He Bynu AOCTYMHI ANA i€l NaLieHTKM.

Y piTel noegHaHHA miactenii Ta U4 1-ro Tuny
€ pigKicHNM. Bennke peTpocnekTVBHE JOCNIAKEHHSA

NitepaTtypa

3a yyacTio 260 nauieHTiB BikoM Big 3 40 23 pokiB
i3 giarHosom LLJ 1-ro Tvny BUABWJIO MiaCTeHito nuvLle
B 1 xBoporo (0,4%) sBnpogosX 14 pokiB. B iHLLOMY
JOCAiAKEeHHI 3a ydacTio 149 aiTelt i3 MiacTeHieto, giar-
HOCTOBAaHOIO Yy Bili 40 17 pokis, 3a 17 pokis cnocrepe-
KeHHd L 1-ro Tvny BUHUK nwe B 3 nauieHTis (2,01%).
Y niTepatypi 3HageHo 5 NoBigomMaeHb Npo BUMNAaAKN,
AKI oNnCyroTb oAgHoYacHy nosasy LI 1-ro Tuny Ta Mia-
CTeHii B AiTel Bikom 0 18 poKiB, - HeTBEpO NaLlieHTIB
3 €BpoONM Ta OAWH 3 A3ii (Tabn. 1). ABTOIMyHHUM XBO-
pobam nprTaMaHHa 3HauYHa reTeporeHHICTb 3a Pacoko
Ta reorpadiyH1M perioHoM. Y BCix nonepesHix Bu-
nazkax, okpiMm ogHoro 3 Anowii, LI 1-ro Tvny giarHoc-
ToBaHO A0 abo oAHOYACHO 3 MiacTeHiero. Y wiel naui-
EHTKW, HaBMNaKy, CNO4aTKy AiarHOCTOBAHO MiacTeHito,
a yepes 7 pokis - LI 1-ro tuny.

BVUCHOBKW/

[ Lle pigkicHWI BUNaZoK NOEAHAHHSA CepOl'IO3I/ITI/IB-]
Hoi miacTeHii Ta UJ 1-ro Tmny B AUTUHM npenybep-
TaTHOro Biky 3i CnonyyeHunx LUTatiB. ABTOIMYyHHa
XBOpo6a B aHaMHe3i NiABULLYE PU3NK PO3BUTKY
iHLIVX aBTOIMYHHWX 3aXBOPHOBaHb. Y NaLieHTIB
i3 MiaCTeHi€to BapTO PO3ISHYTY MOX/INBICTb CKPU-
HiHry Ha LI/l 1-ro Tvny Ta nponoHyBaTu NikyBaHHSA
ocobam BikoM noHag 8 pokis iz L/, 1-ro Tuny Il ctagii
ANS BiATepMiHYBaHHSA ABHOrO giabeTy. MoX/nBICTb
LA 1-ro Tmny TakoXX clif, po3rnsAaTi 3a HagBHOCTI
B NALLiEHTIB i3 MiacTeHi€0 HecneLndiuHMX CUMMTO-

lMiB AK-OT yTOMa Ta BTpaTta Macu Tina. J
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