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AktyanbHicTb. |gG4-acouiioBaHe 3axBOPOBAHHS — L€ rpyna pigkic-
HUX XBOPOO, L0 XapakTepulyrTbCs 3anajbHoK iHQIIbTPaLUieto pi3HUX
opraHiB nepeBaxHo 1gG4-no3nTUBHUMM M1a3MoLnTamMm, 3 PO3BUTKOM
@ibpo3y TKaHWH Ta NiABULLLEHHSIM KOHLUeHTpauii IgG4 y kposi. OnucaHi
BUNaaKku ypaxxeHHs1 Marixe BCiX OpraHiB [ TKaHWH Mpu LUbOMY 3axBOPIO-
BaHHi. MeTta: npenctaBuTy PIAKICHUI KIIHIYHWV BUNaaokK i30J1b0BaHO-
ro IlgG4-acouirioBaHOro ypaxeHHsi opraHis anxaHHs. Marepianwn i me-
TO4M. Y CTATTI ONNCAHO KITIHIYHWI BUNanoK 3axXBOPIOBAHHS Y 57-Pi4HOT
XIHKW, sIka 3BepPHynacs 40 peBMaToJ10riYyHoro BigaineHHs1 KY «3anopiss-
ka obsiacHa KiiHivYHa slikapHsi» 3i ckapramu Ha rnocTiviHWY Kallesb 3 Bif-
XOZ)KEHHSIM MOKPOTUHHS 6i/1oro KoJibopy, He3Ha4YHe KPOBOXapKaHHS,
3aauLLKy, NiagBULLIEeHHSI TemnepaTtypu Tina go 38 °C. B aHamHe3i — rnep-
CUCTYto4a KponuB’sHKa 3 ANTUHCTBA. [Mpy nabopaTopHOMY AOCIiAXEH-
Hi BUSIBJIEHO niaBuLLeHHS] BMicTy C-peakTuBHoro 6inka (30,7 mr/n), IgE
(1872 ME/mn) ta IgG4 (2080 mr/n) y cupoBartyi kposi. Komn’totepHa
TOMOrpadgisi opraHiB rpyaHoi Ta 4epeBHOI MOPOXHUHW BUsiBUIa 30i/b-
LUEeHHS napaTpaxeasbHux Ta biypkauiviHux niMmpaTnyHux By3JiB, BY3-
JIMKONoaibHi 3MiHW B napeHximi nereHs 1a pibpo3 6poHXiasibHOro gepe-
Ba. biorcisi ypaxeHux TKaHWH BCTaHOBWIA, LU0 CTiHKa GPOHXIB BUCA-
Ha MeTania3oBaHUM MJI0CKUM EniTe/liEM 3 O3HaKaMu rpaHyaAsaLiViHoro
3anaJsieHHsl, MaCUBHO JTIM@OOLNTAPHO-M/1a3MOLNTAPHOK iHQIbTpaLli-
€10 Ta ocepenkamu ¢ibpo3ay B niacan3oBoMy Liapi. Takox 6y10 BUKIIHO-
4eHo TybepKyJ/ib03, Capkoifno3 Ta CUCTeMHU Backynit. Peaynbrtaru.
BukopucTtoByroun kputepii K. Okazaki Ta cnisastopis (2006), y xBopoi
aiarHoctoBaHo IgG4-acouiioBaHe ypaxeHHs opraHiB anxaHHs. Cepen
KpuTepiiB aiarHo3y y nawuieHTku Oym HasiBHI XxapakTepHi MOP@OI0rivyHi
3MiHW B opraHax amxaHHs (cybrnaeBpasibHuii By3/nK B V2 CerMeHTi niBoi
niereHi, 36ibLUeHHs napaTpaxeasibHux Ta 6iypkauiviHux aiMmoaTndHmnx
By3niB), niaBuLyeHHs Bmicty IgG4 y kposi (>135 mr/an) i Tunosa ricto-
JI0riYHa KapTuHa ypaxXeHuX TKaHWH (J1iM@oounTapHO-rnia3MmounTapHa iH-
QinbTpauis, ocepenku ¢ibposy B nigcim3oBomy Lapi). 3a BigcyTHOCTI
rno1iopraHHoOro ypaxeHHs T1a rnpuv noMipHOMY CTyrneHi akTUBHOCTI XBO-
pobu iHayKLis pemicii 6yna gocsrHyTa 3aCTOCYyBaHHSIM MPELAHI30/I0HY
B.403i 20 Mr/no06y nepopasibHo, a A5l 3abe3reyeHHs TPUBaI0ro KOHTPO-
JI10 Ha XBOpOOOK ONTUMasibHOK BusiBUIAcs KOMOiHaLLis npeaHi3o10-
Hy 7,5 Mr/0o6y nepopasibHO Ta MeToTpekcary 15 Mr/Tux nepopasibHo.

XeHHs1 opbiTu Ta IgG4-acouinoBaHunii peTponepuTo-

IgG4-acouinoBaHe 3axBoptoBaHHs (IgG4-A3) —
i3 rpynu piakicHMx xBopooO, WO XapakTepu3ayloTb-
Cs 3ananbHO0 IHQINbTPALUIEID PIBHUX OpraHiB nepe-
BaXHO 1gG4-no3nTMBHMMM NNa3MoLMTaMu, 3 pO3Bu-
TKOM piOpP0O3y TKaHWH Ta NiABULLLEHHAM KOHLUEHTpau,i
IgG4 y kpoBi.

OnucaHi BUNagKn ypaxeHHs1 Maiixke BCiX opraHis
i TKAHWH NPY LbOMY 3aXBOPIOBaHHI. Ane Han4yacrTiwe
BuaABnsaoTb lgG4-acouiioBaHmin naHkpeatuTt, 1gG4-
acoujirioBaHui cianoaneHit, IgG4-acoujioBaHe ypa-

HeanbHUI $IOPO3, L0 YacTo NPU3BOAUTL A0 Nepiap-
TepiiTy, ypaxeHHs HMpOoK Ta ypeTpu (Yamamoto M.
et al., 2006; Masaki Y. et al., 2008; 2009; Kim H.M.
etal., 2010).

IgG4-A3 BUABNAIOTL NepeBaxHo Y Biui 50-70 po-
KiB, HanyacTile y 4OnO0BIiKiB (3i CNiBBIAHOLLIEHHAM
0o xiHok 2,8:1) (Umehara H. et al., 2012). XapakTep-
HUMUM O3HaKaMU XBOPOOU € MYXMHONOAIGHNA HABPSK
ypPaXXeHUxX opraxis, nimgonnazmoumTapHa iHdinbTpa-
List TKaHWH 3 NnepeBaxaHHAM |gG4-no3UTUBHUX Nas-
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MaTUYHUX KNiTUH Ta CD4-no3uTtmBHux T-nimdouuTis,
HeBenunka eo3nHodinia TkaHWH, obniTepyoynin dne-
6iT, 60-70% nigsueHHs IgG4 y kpoBi (Takox € 1IgG4-
HeraTMBHUN TN xBopobu), NnazmobacTn B LMPKY-
JIIOI0YIN KPOBI, MiaBULLLEHHS BMICTY IgE, eo3mnHodinis
nepndepunyHoi KPOoBi.

lMaTtoreHes o KiHUA HE 3PO3YMIiNniA, NaTOreHeTNY -
Ha ponb IgG4 nponosxye obrosopioBatumcs. IgG4 — e
6iBaneHTHMN BAOKYOHYMIA IMYHOTN0BYIH, AKNI He dik-
CYE KOMMJIEMEHT, HE 3B’A3yeTbCs 3 FCy-peuentopamu
Ta BMCTYyMNa€e Han4acTiLlle 9K iIMyHOMOAYNSTOP, a HE 9K
3ananbHe aHTuTINno. KoHueHTpauia IgG4 y 300poBoi
NOANHU cTaHOBUTL B cepeaHbomMy 0,35-0,51 mr/mn
Ta 0o 4% 3arasnbHOro BMIiCTY BCixX NigkiaciB iMyHOrno-
oyninis knacy G (Jlucenko I'.l. Ta cnisasT., 2013). MNia-
BULWEHHNA IgG4 cnocTepiraetbcs He Tinbkn npu IgG4-
A3, ane ny pasi baktepianbHux (xnamiginHa iHdekuis),
BipyCHUX (renatut B, Bipyc EnwTenHa — bapp) Ta na-
pasuTapHUX (EXiIHOKOK, ackapuao3s) iHgpekuiax. Bionomo,
Lo uei nigknac imyHornobyniHis (pa3om 3 IgE) Bigjirpae
3HA4YHYy POJib Y MATOreHesdi atoniyHMUxX 3axBOPIOBaHb
(6poHxianbHOI acTMK, aTONIYHOI eKk3emMun, BYNbO3HUX
nepmatuTie) (Bacunenko B.B. ta cnieaBT., 2017).

3axBOpPIOBaHHS Ma€e O03HaKM K ayTOIMYHHOI, Tak
i aneprivyHoi natonorii. Tak, y AesaKnx XBOpunx BUSB-
NAKTbCA ayToaHTUTINA (aHTUHYKeapHUn ¢akTop,
peBMaToigHnM GakTop, aHTUTINa 00 nakTodpepuHy
Ta aHrigpasu) (Masaki Y. et al., 2009; 2014). Haas-
HICTb anepriyHoro KOMMNoHeHTa y xeopux Ha lgG4-A3
niaTBepaXye Ton pakT, wo y 6nn3bko 40% nauieHTis
BiZl3HAYalOTb aTONIYHNIN epMaTUT, BpoHXianbHy acT-
My, eo3uHodinito, niaeuweHHs IgE abo Th2-uuTokiHiB
y KpoBi. Moxnueo, Th2-unTtokiHn (iHTepnerikiH-4
Ta iH.) BigirpaloTb 3HA4YHY POb Y 36ifbLUEHHI CUHTE-
3ylgG4 (ZenY. etal., 2007). deski pocniokeHHs Npo-
nemMoHcTpyBanu posib CD4*-UnMTOTOKCUYHUX NiMPO-
LINTIB, KNIOHasbHA iHINbTPaLia SKMX CNOCTepiraeTbCs
y xBopux 3 1gG4-A3. Binomo, Lo uen Tun nimpounTis
CUHTE3YE paL Npo3anaibHUX UMTOKIHIB (IHTepdepoH-
ramma, iHTepnenkiH-1 Touo), Wo € NOTEeHUiNnHUMN
dakTopamum didbpo3y (Mattoo H. et al., 2016). OgHak
[0 KiHUSI He BCTAHOBNEHO, KU came HakTop akTu-
BYE Ti 4M iHWI nonynauii T-nimdounTis. 13o0nb0BaHe
ypaxeHHs ogHoro opraHa npu lgG4-A3 Tpannsetbes
piako. YacTiwe BUHMKAE NOEAHAHHS Pi3HMX NPOSBIB
Ta kombiHauin. IgG4-A3 mae OyTV BUKJTIOYEHO Y XBO-
pOro 3 03HakamMm NaHKpeaTUTy HESICHOIO MOXOXKEH-
HS1, CKNIepO3YYO0ro XonaHrity, ABO6IYHOro 36ibLLUeH-
HS1 CNIMHHUX 3aJ103, NCEBAOMNYXINMHN OPOITN aB0 CNUH-
HUX 3aJ103, peTponepuToHeanbHoro gidbpoay.

3aranbHi giarHocTu4Hi kputepii IgG4-A3
(Okazaki K. et al., 2006):

1. AndysHe/dokanbHe/nyxnmHonoaibHe 36inb-
LEeHHS B 21opraHi.

2. NigpuweHHa BmicTty 1IgG4 y cupoBaTui KpOBI
>135 mr/on.

3. licTonoriyHi 03Haku:

a) 3Ha4yHa iHdinbTpauis nimdouutTammn i Nnnasmo-
umTamu 3 eibpo3om 6e3 HeNTPOPINbHOI iHPINbTPALLT;

b) 3HayHa kinbkicTb IgG4-N03UTUBHUX KNITUH B iH-
oinbTpaTti (>10y noni 30py) Ta/4m CNiBBIAHOLIEHHS
1gG4-/1gG-no3nTUBHUX KNITUH >40%;

c) myapodopmHuin dibpos3;

d) obnitepytounii dbneobiT.

[iarHo3 BCTaHOBAIOETLCS 32 HASIBHOCTI KPUTEPIIB:
1+2;1+3(a/b);2+3(a/b); 3(a, b, c,d).

Baxnueo Bia3HaunTK, o 36inblieHHs 1gG4-
EeKCMNpecyynx KIiTUH y TKaHMHax abo NiaBULLEHHS
BMicTy IgG4 y cupoBaTLj KpOBi HE € aDCONOTHO CrneLum-
diyHo0 03HaKkot IgG4-A3. BaxnvBum ang aiarHocTu-
kv € cnieeigHoweHHs [gG4/IgG npw rictonoriyHomMy a0-
CNifXXeHHi ypaxkeHnx TkaHuH. Tomy kputepii K. Okazaki
(2006) nonoBHioOTLCH KpuTepiamu MOLPS (2008),
LLLO BKJTHOHAIOTh:

1. 36inbwenHs IgG4 y kposi >135 mr/on Ta

2. CniBBigHoweHHs IgG4-/IgG-nnasmaTnyHmnx Kii-
TWH >40% Npu ricTONOr4YHOMY AOCTIOXKEHHI YPaXKEHNX
TKaHWH 3 03HaKamMu TUNOBOro pibpo3y YKM CKIepo3y.

[lnsa BCTaHOBEHHS AiarHo3y HeobxigHa HasBHICTb
obox kputepiis (MasakiY. et al., 2008). AndepeHuin-
HUI OjarHO3 NPOBOANTLCS i3 CapKOifo30M, rpaHyne-
MaTO30M i3 nofiaHriitom, NiMdoOMOot0, KapLUUHOMOIO,
xBopoboto KactenmaHa.

YPAXEHHS! OPTAHIB IMXAHHS
NPU 1IgG4-A3

Mpwn IgG4-A3 opraHiB AVxaHHS MOXYTb ypaxaTmcs
nuxanbHi wWnsaxm (pibpos 6poHxianbHOro Aepesa, B Ae-
AKMX BUNaaKax i3 popmyBaHHAM TpaxeobpoHXiaslbHOro
CTEHO3Y), nereHeBa napeHximMa (By3nmkm abo iHTepcTu-
uianbHa NMHEBMOHIS, NCEBAOMNYX/IMHA NereHb, OPOHXO0-
eKTasn), nneepa (LWjinbHi By3nun abo nneepuT) Ta ce-
PEenOoCTIHHA, B TOMY 4Y1Chi NiMmdaTnyHi By3nu (nimda-
neHonaTia 41 ¢ibpo3younii MeniacTuHiT) (Shrestha B.
etal., 2009; ZenY. etal., 2009a; Ryu J.H. et al., 2012).
Jlo cumMnTOMIB, WO CYNPOBOAXYIOTb YPAXKXEHHS flere-
HeBoi cuctemu npu IgG4-A3, BiAHOCATb NMXOMaHKY,
BTpPaTy Macwu Tina, Kawesb, KPOBOXapKaHHS, 3a4uLL-
Ky, O3HaKW NNeBpUTY, BiNb y FPYAHIN KNITLI 3aNeXHO
B, nokanizauii ypaxeHHs. Ta y 6:m3bko 50% xBOpUxX
CUMMTOMMU YPaXEHHSI OpraHiB AUXaHHA MOXYTb OyTuU
BiOCYTHIMW.

TUNOBUMU PEHTIEHOSIONIYHNUMM 3MIHAMMN Y XBOPUX
Ha IgG4-A3 € nocuneHHs nereHeBoro MastoHka 3a pa-
XYHOK OpOHX0BacKynsspHoro ¢ibposy, BorHuwa Hoay-
JIIPHOro CKNepo3y, CMMNTOM «MaTOBOIO CKf1a», MOTOB-
LEHHSs NieBpu, iHTepcTulianbHUiA gidbpo3a Ta nimdbane-
HonaTig. Mpun nabopaTtopHOMY JOCNIAXKEHHI MOX/MBE
BUSIBJIEHHSA aHTUHYK/I€eapHOro gaktopa, peBmMartoif-
Horo gakTopa Ta 306iNbLUeHHS BMICTY C-peakTUBHOIro
6inka. OiarHo3 IgG4-A3 opraHiB AnxaHHs NepeBaxHO
BCTAHOBJIIOIOTb 3a HAsABHOCTI NiaBuLLEeHHS IgG4 y Kpo-
Bi M TMNOBOI FCTONOrYHOI KAPTUHW MPU BUKOHAHHI
Bioncii ypaxeHux TKaHUH (MacuBHa NimdoumTapHa
Ta nnasmoumTapHa iHpinbTpauia TKaHWH, OingHKn §i-
6po3y Ta obnitepytovoro dnedity, eo3mHodinia Tka-
HUH). Mpn gocnioxeHHi NnespanbHOro BUNOTY BUSIB-
NA0Tb NiMPOUMTO3 Ta NiaBULLEHHSA BMICTY IgG4 (ZenY.
etal., 2009b).

I30n1bOBaHE ypaXeHHs AUXanbHOI CUCTEMMU
npn lgG4-A3 Big3HayaloTh pigko. YacTiwe cnocTtepi-
raeTbCa MyJSibTUOPraHHWIM BapiaHT ypaxeHHs (ZenY.,
Nakanuma., 2010; 2011). Tak, Y. Fujinaga Ta cnisaB-
Topu (2010) y cBOEMY AOCNIAKEHHI NOKa3anu, Wwo ypa-
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XEHHS OPraHiB AVXaHHS BUABNAETLCA Y 54% XBOPUX
Ha ayTOIMyHHWUI NaHKpeaTuT | Tuny.

Cranpaptu nikyBaHHa IgG4-A3 00 KiHUA He pO3-
pob6neHi. Tepania nepwoi NiHii — ralKOKOPTUKO-
ctepoian (FKC), ogHak pexumm ix 3aCTOCyBaHHS
noci He ctaHpapTtmaosaHi. FTKC Ha cborogHi BBaxa-
I0TbCA HaredekTnBHIWMMN npenapatamMmu $asu iH-
OYKUINHOro nikyBaHHA. 3rigHO 3 pekomMeHaalis-
MU Wwono nikyeaHHA 1IgG4-A3 (Khosroshahi A. et al.,
2015) noyaTtkoBa g03a NpeaHi3oIoHy Mae CTaHOBUTH
30-40 mr/po6y ons iHaykuii pemicii. Huxyi no3m mo-
XyTb OYyTU NPU3HAYEHI NPY NErkoMy CTYMeHi TAXKO-
CTi XBOPOOM 32 BiACYTHOCTI MOJIIOPraHHOr0 ypaxKeHHs
(HartP.A. etal., 2013; Kamisawa T. etal., 2013). binb-
WiCTb ekcrnepTiB pekoMeHayTb NpuaHadeHHs TKC
B iHOYKUINHIA 003i NpOoTAroM 2—4 T1X 3 NOCTYNOBUM
3HMXEeHHaM o03u no 10 mr koxHi 14 gHis. Micnga go-
CcArHeHHsa no3m 20 Mr peKOMeHAYETbCS CNOBINbHEH-
HSl NPOLLECY 3HUXEHHS A031 — N0 5 MI KOXHi 2 TUxX
(Kamisawa T. et al., 2009). Ane npu UbOMY YacToTa
peunanBiB 3aXBOPOBAHHA HA POHI 3HMXXEHHS NoYaT-
koBOi no3n NKC 3anuwanacs Bucokoto — 10-67%.
ToMy SIMOHCbKi eKCnepTn PeKoMeHAyTb 3aCTOCY-
BaHHSA TKC y HM3bkunx no3ax (2,5-5 mr/noby npeHi-
30J/10HY) NPOTAroM 3 pPoKiB, L0 3HAYHO 3HUXKYE PU3KK
peunaney xsopobu (Kamisawa T. et al., 2013). Kpim
TOro, PU3NK 3aroCTPEHHS XBOPOOU 3HMXKYE KOMBIHA-
uis M'KC i3 ymtoctatukamu: asaTionpuHom, Mikode-
HOJMIaTOM, METOTPEKCATOM, TAKPOJiMYyCOM Ta KO-
docdhamigom (Bosco J.J.,2013; Hart P.A. etal., 2013;
Buechter M. et al., 2014; Cokon €.B., Bacunwes B.I.,
2016). HanBuy e(peKTUBHICTb CEPen, LMTOTOKCUYHNX
npenaparis NPOAEMOHCTPYBAB MeToTpeKkcaT, KU
MPUrHiYy€e akTUBHICTb LUTOTOKCUYHUX T-nimpounTiB
Ta ¢pibpobnacTis (Della-Torre E. et al., 2015).

Putykcrumab eekTMBHUIN Ta NEPCNEKTUBHNI NMpe-
napat Ans nikyBaHHA nauieHTiB i3 IgG4-A3, ocobarBo
y pasi peumamByoyHoro nepebiry 3axsoptoBaHHs abo
npu pedpaktepHocTi oo NKC ym 6a3oBux npenaparis.
OpHak 10ro MoXkHa 3aCTOCOBYBATM TakOX sIK CTapTOBY
Tepanito, 0cobMBO NPU HEMOXJIMBOCTI 3aCTOCYBaH-
Ha TKC y Bucokmx gosax (Khosroshahi A. et al., 2010;
2011; 2015; Hart P.A. et al., 2013).

KJIIHIYHUA BUNAAOK

XBopa C., 57 pokiB, 3BepHyfacs A0 BiogineH-
HS PeBMAaTOJIorii 3 LEHTPOM iMyHObBIONOrivyHOT Tepa-
nii KY «3anopisbka obnacHa kiiHidyHa nikapHsa» 30P
3i ckapramMmu Ha NOCTIMHMIA Kallenb i3 BiAXOOXEH-
HAM MOKPOTUHHS BiNOro Konbopy, He3Ha4YHe KPOBO-
XapKaHHs, 3a4M1LLKY, NiABULLEHHSA TeMNepaTypu Tina
0o 38 °C. I3 aHamHe3y BigOMO, L0 XBOPa B AUTUHCTBI
Mana anepriyHi peakuji 3 ypaxeHHAM LLKIPHUX NOKPU-
BiB HMXHIX KiHLIBOK 32 TUMOM KPOMUB’AHKMK, WO 3a-
rocTptoBanacs HaBecHi Ta BniTky. Y 30-piyHOMY BiLli
3axBOPOBAHHA CTano NporpecyeBatn — anepriyHa
peakuis noyana nowmptoBaTucsa Ha Tynyb Ta Bepx-
Hi KiHUiBKM. XBOpa HaraTtokpaTHO ob6CcTexyBanacs
B aneprosiora. 3a BeCb 4ac NposBiB afiepriyHnx peak-
LIl y XBOPOI CNOCTEpPIrasnocs CTinke NiaBULLEHHS BMIiC-
Ty IgE y cmposatui kposi (o 1000 MO/mn) Ta nepio-
OnYHa nomMipHa eo3nHodinia (Ao 8%). Ana nikyBaHHA
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Ha nepiof 3arocTpeHHs xBopi npuaHayvanm NKC ko-
POTKMM KYPCOM, aHTUriCTaMiHHI npenapatn — 3 no-
3UTUBHUM edekTOM. B OCiHHIN Ta 3umoBMi nepiog
aneprivyHi nposism 6ynu MiHiManbHUMN.

KniHiyHa kapTnHa 3axBOPIOBaHHSA rno4vana 3MiHio-
BaTucb BriTky 2018 p., KONMM XBOpa Noyana Bio3Ha-
yaTu NiABULLEHHSA TemnepaTtypw Tina ao 38 °C, nuxo-
MaHky Ta NosiBy Cyxoro kawus. Yepes1 mic Big nos-
BU MEPLUNX CUMMATOMIB XBOPOOUM y XBOPOIi 3’ABUIOCS
HE3Ha4yHe KPOBOXApKaHHSA Ta BiAXOOXEHHS MOKPO-
TUHHA. TauieHTui NnpoBegeHa KOMN'IOTEPHA TOMO-
rpadia opraHiB rpyaHoi, 4epeBHOI MOPOXHUHK, 3a-
O4YepPEBMHHOr0 NPOCTOPY Ta OpraHiB Manoro Tasa
(18.09.2018). Y Y2 cermeHTi NiBOI NereHi BUSBNEHO
cybnneBpanbHUi BY3NNK 10 5 MM y fliaMeTpi, a Takox
36iNbLUEHHS HAXKHBOIO NapaTtpaxeasnbHoro nimdaTny-
HOro By3na cnpasa go 9,5 mm Ta aBox 6ipypKaLinHnx
00 14x21 MM. 3 BOKY iHLIMX CUCTEM OpraHiB naTtonorii
He BUsABNeHo. MNpn nabopaTopHOMY 06CTEXEHHI BU-
SIBJIEHO MiABULLEHHS LUBUAOKOCTI OCiOaHHSA epUTPOLM-
TiB (LUOE) no 35 mm/roa, BmicTy C-peakTnBHOro bifnka
0o 26,5 mr/n, piske 36inbweHHs IgE (2240,4 MO/mn)
Ta NO3UTUBHUIM KBAHTUHEPOHOBUIA TECT.

Y rpyaHi 2018 p. xBOpin NOBTOPHO NpoBeaeHa
KOMM’ioTepHa ToMorpadia opraHis rpyaHoi KaiTKu.
BusBneHo He3HayHe 30iNbLUEHHS e 0gHOro napa-
TpaxeanbHOro By3na cnpaea 4o 10 MM, a TakoX He-
raTvBHa AnHamika 3 6oky BidpypkauinHux (36inbLUEH-
HA 0o 16X22 mm). Big npoBeaeHHs BiakpuToi 6ioncii
30inbLUeHnX niMdaTUHHKX BY31iB XBOPa BiAMOBUIACS.

[nsa BuknioveHHs Ty0epKy1bO3HOro NPoLLeCy B Ciy-
Hi 2019 p. xBOpIi NpoBeaeHO 6BPOHXOCKOMito 3 Bionci-
€10 CTiHKM 6poHxa. BncHoBok 6Gioncii: cTiHka 6pOH-
XiB BUCTENEHa MeTania3zoBaHUM MJ0CKUM eniTesi-
€M, O3HaKWN rpaHynsAuiiHOro 3ananeHHs, MacueHa
nimoumTapHo-nnasMoumTapHa iHdineTpauis Ta oce-
penku hibpoay B nigcnnaosomy wapi. Manmyok Koxa
Ta aTMNoBUX KNITUH He BUsBNeHO. MNpu 6akTepionoriy-
HOMY MOCIBi MOKPOTUHHSA POCTY TyOepKybO3HOI na-
JINYKN HEe BCTaHOBNEHO. ToMy TyGepKynbO3HMIA NPO-
uec 6yB BUKIOYEeHMIA. OHKONOriYHA Ta reMaTosorivyHa
naTonoris 6yna BUKt0YEeHa By3bkKMMM crewianictamm
BiANOBIAHOrO Npodinto. TakoX XBOPIiN Nposoauna-
csa nabopaTopHa AiarHOCTUKa capkoifoay, Lo TakoxX
He niaTBEpAmna AiarHo3 (PiBHI aHMNOTEH3MHNEPETBO-
proBasibHOr0 (hepMEHTY Ta PO34YMHHOIO peLenTopa iH-
TepnemnkiHy-2 6ynm HopManbHUMN).

Y ntotomy 2019 p. xBopa Byna HanpasfieHa 0 peBs-
martosnoraKY «3anopisbka o61acHa kiliHiyHa nikapHs»
30P. NabopaTopHo (noTtuin 2019) BuaBNeHo Nigsu-
weHHs LLIOE po 40 mm/roa, C-peakTBHOro Ginka —
0o 30,7 mr/n, IgE — oo 1872 MO/mn. 3anbHnii aHanis
ceui, aHani3 cedi 3a HeumnopeHkom Ta 4o6oBa NpoTei-
Hypis — 6e3 naTonoriYyHnx 3miH. AHania Ha AHLLA-Bac-
KyniTn — HeraTueHuii (Mienonepokcmaasa lgG <0,2,
npoTteiHasa-3 IgG <0,2, 6a3anbHa MembpaHa rinome-
pynapHoro anapaty IgG <0,2). lNpu 06CTEXEHHI BU-
ABMeHOo niasuweHHsa BMicTy IgG4 y cupoBaTui KpoBi
0o 2080 mr/n (Hopma nabopatopii — 52—-1250 mr/n).
Takox XBopil 6yna npoBeaeHa KOMM’t0TepHa TOMO-
rpadia ronoBm Ta Nasyx HOCa, NATONONYHUX 3MiH
HE BUSIBJIEHO.
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Bukopuctosytouun kputepii K. Okazaki Ta cnisas-
TopiB (2006), Hamu BcTaHoBneHo IgG4-acouiioBaHe
ypaXeHHs OpraHiB auxaHHs. Tak, y xBopoi 6ynm o3Ha-
Kn oKanbHOro ypaxeHHs 21 opraHa (cybnnespasb-
HUI BY3NWK y Y2 cerMeHTa niBoi Nerexi, 36inbueHHs
napaTtpaxeanbHux Ta 6ipypkauiiHux niMbpaTUYHNX
BY3MiB), niaBuLLeHHs BmicTy IgG4 y cupoBaTui Kpo-
Bi >135 mr/an, nimdouunTapHo-naaaMmounTapHa iH-
dinbTpauisa, ocepeakun ¢ibpody B NigCAM30BOMY LLAPI
OPOHXIB NPM riCTONOrYHOMY OOCHIAXEHH.

I3 BpaxyBaHHAM BiACYTHOCTI MONIOPraHHoOro ypa-
XEHHS1, 03HaK LIBMAKOro NpOrpecyBaHHs XBOpoOu
Ta NOMIPHOro CTYNEHS aKTUBHOCTI 3aXBOPIOBAHHS Jli-
KyBaJibHa TakTMKa XBOPOIi nonsrana y no4atkoBoMy
npuaHadveHHi F/KC B go3i 10 Mr nepopanbHO B nepepa-
XYHKY Ha NMPeaHi3010H NpoTsarom 1 Mic 3 noaanbLuolo
OLIHKOIO edeKTUBHOCTI. Ta yeped 1 Mmic Big noyvaTky
3actocyBaHHsa KC y xBopoi 36epiraBcs kalleb, cyo-
debpuniteT, enisoan 3aanwku, nigsuueHHsa LLIOE
0o 42 mm/ropa t1a C-peaktuBHoro 6inka oo 15,5 mr/n.
Byno supiweHo niasnwmtn 0o3y N'KC oo 20 mr npen-
Hi30JIOHY NepopasnbHO Ta 4o4aTh A0 NiKyBaHHSA METO-
Tpekcat 15 Mr/Tmx. Ha OHi Lboro nikyBaHHA y XBOPOi
npotarom 1 mic cnocTepiranaca no3vTMBHa guHamika:
HOopManidyBanacs TeMnepatypa Tina, 3MEeHLWUINCb
enisogun 3aguLikn, Kawso Ta nabopaTtopHi 03HaKU
3ananeHHs. Yepes 1 mic xBopii 6yno pekoMmeHa0Ba-
HO NoYuMHaTK 3HMXeHHa 0o3um NKC no 2,5 mr npea-
Hi30JIOHY KOXHi 7 gHiB. Ha ¢OHi 3HMXEHHS Ao 7,5 mr
He BUSABNEHO HeraTuBHOI AnHaMiku. Ta nicng 3HU-
XEHHS 0031 10 5 Mr/poby y XBOpOi noYanm HapocTa-
Tn LLOE, C-peakTnBHWiA Binok, noyacTiwanu enisoam
Kalwo Ta 3aanwkn. Tomy Hamm 6yo pekoMeHaoBa-
HO NPUINOM NPeaHi300HY No 7,5 Mr/ooby nepopanb-
HO B NOEAHAHHI 3 METOTpEKCaToM 15 Mr/TUX NPOTS-
rom TPMBAJIOro 4acy.

OnvcaHuin BUNaaoK CTaHOBUTb KJTIHIYHMI iIHTEpecC,
OCKiNIbKM OEMOHCTPYE BapiaHT isonboBaHoro lgG4-
acoLiM0OBaHHOIO ypaxeHHs opraHiB AuxaHHa (nere-
HEBOI MapeHxiMn 3a TUNOM BY3/IMKOBOI popmMu, NiM-
dapeHonaTii napatpaxeanbHuX i 6idypKaLiiHUX NiM-
daTnyHNX BY3iB Ta OPOHXIB i3 popMyBaHHAM diOpPO3y
OpoHxianbHOro aepesa) 63 03HaAK YPayKeHHs iHLIMX
OpraHis i CUCTEM (Y TOMY YMCAi LLIJTYHKOBO-KNLLIKOBO-
ro TpakTy — SK Han4yacTiwoi MiweHi npu 1gG4-A3).
3a3HayeHo HasiBHY TpaHcdopMalLliio TpuBanoro ne-
pioay anepriyHnx nposieis (IgE-3anexHoi nowunpeHoi
kponue’aHkKn) y IgG4-A3 Ta nopanblue 36epexeHHs
nigsuLieHoro BmicTy IgEy kposi. Le niaTBepaoxye dpakt
CXO>XOCTi NaTOreHeTUYHMX NaHok IgE-3anexHnx anep-
riyHMx nposeie Ta IgG4-A3.

Ocob6nuBIiCTIO ONMCaHOro KAiHIYHOro BMNAaKy Ta-
KOX € CKNnaaHIiCTb Niadopy nikyBanbHOI cTpaTerii XBo-
poi. HesBaxatoum Ha BiACYTHICTb NOAIOPraHHOro ypa-
>XXEHHS, MOMIPHU CTYNiHb aKTUBHOCTI, HAM He BOasno-
cs 3a6e3ne4unTn iHAYKLiI0 peMicii Ta KOHTPOJb Hapg,
XBOPOOOIO TiNbku nepopanbHum npuinomom FKC.
Ha Haw nornag, ontumManbHum € noegHaHHa FKC ta
uuTocTaTMKa BXe Ha eTani iHayKuii pemicii 3 nocTy-
MOBUM 3HMWXEHHAM 003m 'KC go niaTpumyBanbHOI
(B Hawomy Bunagky — 7,5 Mr/noby B nepepaxyHKy
Ha NpeaHi30noH). Takox, Ha HaLl Nornsaa, KoMmbiHalis

umtocTaTuka (MetToTpekcaty) 3 FKC no3Bonse 3Hu-
3uTn o3y NKC o miHiManbHO epeKTUBHOI, WO 3Ha-
YHO 3MEHLLYE PU3NKN PO3BUTKY YCKNAAHEHb Bif, TPpU-
Banoro 3acrtocyBaHHs KC.

BUCHOBKMU

1. Npun IgG4-A3 MoxnmnBuMiA BapiaHT nepebiry 3 ypa-
>XEHHSIM OOHIET CUCTEMM OPraHiB (B ONMCAHOMY KJTiHiY-
HOMY BMMNAOKy — OPraHiB ANXaHHS).

2. Po3BuTkOBI IgG4-A3 OpraHiB gnxaHHa MOXe ne-
penysatu TpmBanui nepiof IgE-3anexHnx anepriyHmx
peakuin, o MOXe BKadyBaTM HA CXOXICTb NaTOreHe-
TUYHUX NAHOK.

3. Ons iHnaykuii pemicii y xsopux Ha IgG4-A3 op-
raHiB aMxaHHs MOMIPHOrO CTYNeHs akTUBHOCTI Ta 6e3
03HaK MYJIbTUOPraHHOr0 YpaXKeHHs1 Moxe OyTun peko-
MeHaoBaHe 3acTtocyBaHHsa 'KC B 003i 20 Mr nepopasib-
HO B NepepaxyHKy Ha NPeaHi3010H 3 NOCTYNOBVM 3HU-
>KEHHSIM 403U 40 NigTPUMYBasIbHOI.

4. ins TpuBanoro koHTponto Hapg IgG4-A3 opra-
HiB AMXaHHSA 6e3 03HaK MYJIbTUOPraHHOIO YPaXeHHs
onTumanbHUM € kKoMbiHauisa FKC B nosi 7,5 mr nep-
OpanbHO B NepepaxyHKy Ha NPeaHi30/I0H Ta METOTPEK-
caty 15 mMr/Tunx.
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KJIMHUYECKUW CJTYHAN
1gG4-ACCOLMNPOBAHHOIO
NMOPAXXEHUSAA OPTAHOB AbIXAHUA

M BbIBOP ONTUMAJIbHOW IEYHEBHOM
CTPATEInMm

A.T. Pexanos’ 2, U.A. aHiok" ?

'3arnopoxxckuii rocynapCcTBEeHHbIN
MG,LII/ILM/IHCKI/IIZ yHuBepcurtert
2KY «3anopoxckasi ob1acTHasi KIMHU4Yeckasi
6osbHULIAa» 30C

Pestome. AktyanbHocTsb. I|gG4-accoummpoBaHHoe
3abos1ieBaHve — 3TO rpynna peakux 6oie3Heul, xa-
pPaKkTepuU3yrLUNXCS BOCNaaNnTebHON MHOU/Ib-
Tpauver pasinyHbIX OPraHoB rMPenuMyLLEeCTBEHHO
1gG4-nonoxunTenbHbIMU MaazMmoumnTamm, C Pa3Bu-
TMeM prbpo3a TKaHe v NoBbILLIEHNEM KOHLIeHTpa-
umnmn 1gG4 B kposu. OnucaHbl Cay4au rnopaxeHus
MHOIrMx opraHoB v TkaHewi rnpu gaHHom 3aboJie-
BaHuun. Lenb: npeacraBute peakuv KIMHUYECKUMA
cayyari n3onmpoBaHHoro IgG4-accoummpoBaHHOro

NNIKAPKO-NPAKTUKY

riopaxeHusi opraHoB AbixaHvsi. MaTepuanbl n me-
TOAbI. B cTathe npeacraBieHo KImHNYeCKni cry-
qavi 3aboneBaHnsl y 57-1€THEN XEeHLMHbI, KOTO-
pasi obpatniacb B PeBMaroa0rnieckoe otgese-
Hue KY «3arnopoxckasi obiactHas KamHu4deckas
60s1bHUL@» € Xanobamy Ha MOCTOSTHHbIV KaLleJslb
C BblAesIeHNEM MOKPOTbI 6€/10ro LBeTa, He3Hauu-
TeJIbHOE KPOBOXapKaHbe, OAbILLKY, MNOBbILLEHNE
Temnepatypsl Tesa go 38 °C. B aHamHe3e — nep-
cucTupyroLasi kpanusHuua ¢ aetcraa. lpu nabo-
paropHOM UCCI€A0BaHNM BbISIBJIEHO MOBbILLIEHNE
coaepxaHusi C-peaktnBHoro 6esnka (30,7 mr/in),
IgE (1872 ME/mn) n IgG4 (2080 mr,/n) B CbiIBOPOT-
ke kpoBu. KomnbroTepHass Tomorpagusi opraHoB
rpyAaHoOVi n 6PIOLLIHOV NMOJI0CTU BbiSIBUA yBEJINYE-
HUMe napatpaxeasbHbiX N GUpYPKaLNOHHbIX JINM-
¢artnyeckux y310B, y3€K0noA00HbIE NU3MEHEHUS
B rapeHxmme nerkux n ¢pubpo3 6poHXMabHOro
aepesa. buoncus nopaxeHHbIx TKaHeW ycTaHo-
Bua, 4TO CTeHKa BPOHXOB BbICT/IaHa MeTaria-
3UPOBAHHbIM M/I0CKUM 3NMUTEJINEM C MPU3HaKa-
MW rpaHyAsUNoOHHOro BOCMnaaeHusl, MacCuBHOM
JIMMPOLNTAPHO-MIa3MOLUNTAPHON MHPUIbLTPA-
umeri n oyaramu ¢pubpo3a B NoACIN3NCTOM CJI0E.
Takxe Obl UCKITIOYEHbI TYOEPKY1e3, CapKoua03
Y CUCTEMHbIV BaCKynT. Pe3ynbtatsel. VIcrnonb3ys
kputepun K. Okazaki v coaBTopos (2006), y 60s1b-
Hovi anarHoctupoBaHo IgG4-accoumnpoBaHHoOe
ropaxeHvie opraHoB AbixaHus. Cpeav Kputepu-
€eB AnarHo3a y nauneHTKu npucyTCTBOBa/IV XapakK-
TEePHbIE MOPPOSIOrNYECKNE NBMEHEHUS B OpraHax
AbixaHus (CcybrineBpasibHbIV Y3€/10K B Y2 CerMeHTe
JIEBOr0O JIEFKOro, yBEJINYEHNE napaTpaxeasbHbiX
n 6UYPKaLNOHHbBIX TNMGAaTNYEeCKuX y3/108B), Mo-
BbILLeHne copepxanuns IgG4 B kposu (>135 mr/a)
W TUMNYHAS TMCTOJIOMMYECKasi KapTUHA B MOPAaXEH-
HbIX TKAHSIX (JIMM@OLNTAPHO-M1a3MOLUMTaPHAs MH-
dunbTpaums, odarv ¢pubposa B rnoaCIN3UCTOM
cnoe). Npu oTCcyTCTBUM NMNOJINOPraHHOro riopaxe-
HUSI Y YMEPEHHOW CTENeHn akTMBHOCTU 60s1e3-
HU MHAYKLUNST PEMUCCUN JOCTUrHYTa MPUMEHEHU-
em npenHn30s1oHa B 4o3e 20 Mr/cyT nepopasibHo,
a [1s obecrieyeHust 4IMTesIbHOro KOHTPOJIS Ha/
60/1€3HbI0 ONTUMAasIbHOV 0Ka3asiacb KOMOUHaLMS
npegHu3osioHa 7,5 mr/cyT nepopasibHoO N MEeTo-
Tpekcarta 15 mr/Hen nepopasibHo.

KnioueBble cnosa: IgG4, 1IgG4-
accounnpoBaHHOe 3ab0neBaHue.

A CLINICAL CASE OF IgG4-ASSOCIATED
RESPIRATORY DAMAGE AND THE CHOICE
OF THE OPTIMAL TREATMENT

STRATEGY

D.G. Rekalov' 2, I.0. Daniuk’ 2

'Zaporizhzhya state medical university
2Cl «Zaporizhya regional clinical hospital
of Zaporizhzhya Regional Council»

Summary. Relevance. IgG4-associated dis-
ease is a group of rare diseases, characterized
by inflammatory infiltration of various organs by
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mainly IgG4-positive plasmocytes, with the de-
velopment of tissue fibrosis and increasing of
IgG4 in blood. Many cases of different organs
damage and tissues were described (mainly gas-
trointestinal damage). Aim: to describe a rare
clinical case of IgG4-associated respiratory sys-
tem damage. Materials and methods. The ar-
ticle presents a clinical case of IgG4-associat-
ed respiratory system damage in 57-old years
woman, who asked to rheumatology department
of Zaporizhzhya regional clinical hospital. Clini-
cal picture was manifested by persistent cough
with expectoration of white sputum, slight he-
moptysis, shortness of breath, fever up to 38 °C.
Anamnesis was characterized by persistent ur-
ticaria. Laboratory changes included increase
of C-reactive protein (30,7 mg/1), IgE (1872 IU/
ml) and IgG4 (2080 mg/l) in serum. Using to-
mography were detected lymphadenopathy of
the paratracheal and bifurcation lymph nodes,
nodular changes in the lung parenchyma and fi-
brosis of the bronchial tree. Bronchus biopsy de-
tected the metaplasmic flat epithelium, signs of
granulation inflammation, lymphocytic-plasma-
cytic infiltration, fibrosis in the submucosal lay-
er. Tuberculosis, sarcoidosis and systemic vas-
culitis were excluded. Results. Using the crite-

ria of K. Okazaki et al. (2006) was diagnosed the
IgG4-AD. Diagnosis was based on typical mor-
phological changes in the respiratory system
(subpleural nodule in the 2 segment of the left
lung, paratracheal and bifurcation lymphade-
nopathy), increase in serum of IgG4 >135 mg/d|
and typical histological picture in the affected
bronchus (lymphocytic-plasmacytic infiltration,
fibrosis in the submucosal layer). The case was
characterized by the absence of multiple organ
damage and a moderate degree of disease ac-
tivity, so treatment strategy included only orally
administration of corticosteroids and cytostatic.
Induction of remission was achieved by the ad-
ministration of prednisolone at a dose of 20 mg
per day orally. To ensure a long-term control of
the disease, the combination of prednisolone of
7.5 mg per day orally and methotrexate of 15 mg
per week orally was optimal.

Key words: IgG4, IgG4-associated disease.
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PEOGEPATUBHA IHOOPMALIA

HecTtepoigHi npoTusananbHi npenaparu:
KapaioBacKyJSpHUA PU3UK

ligrotyesana K. [JaBineHko

Y nauieHTiB i3 CepueBO-CYANHHOIO NaTONOriEto
B aHaMHesi, AKi 3aCTOCOBYIOTb HECTEPOIAHI NpoTU3a-
nanbHi npenapatu (HM3IM1), HassiBHWIA BUCOKWIA pU3nK
netanbHUX/HedaTanbHNX KapAiOBACKYNSAPHUX NOAIMN.
Ane y NOBCAKAEHHIM NpakTuui nikapi NOCTINHO CTuKa-
10TbCsl 3 60IbOBMM CUHAPOMOM Ta CepLLEBO-CYANH-
HOIO MaToJIoriEl0.

IcnaHcbKi BY4EHI NPOBENM CUCTEMATUYHUIN Ornsag,
niTepatypu Ha uio TeMy 3a 5 pokiB Ta onyonikysanm
pes3ynbTaTy 4OCNiIOXEHHS Ha odiuiiHoOMy pecypci lc-
MaHCbKOro TOBApPMCTBA JlikapiB NEPBUHHOI MeANYHOI
nonomoru (Sociedad Espanola de Médicos de Aten-
ciéon Primaria) y 2017 p. (Tabnuus).

Ta6nuus
HN3M Ta cepueBo-cyanHHMIA PU3UK

HN3N
16ynpodeH

CepueBo-CyAWHHNIA PU3NK
Bu3HAYaETbCH NOMIPHMIA PU3MK: NiABULLYE PUBUK BU-
HUKHEHHS! FOCTPOr0 KOPOHAPHOTO CUHAPOMY, 0CO-
611BO Ha APYruil pik PerynspHoro 3acTocyBaHHs iby-
npodeny (BLU 1,63; 95% Al 1,42—1,87) Ta nigsuiye
PU3NK BUHUKHEHHS TOCTPUX NOPYLUEHb MO3KOBOTO KPO-
Boobiry (BP 1,23; 95% Al 1,10-1,38)

Llenekokcu6 NigBuwye puauk i3 14-ro gHs nikysauus (BP 2,3;
(iHri6iTop 95% Al 1,79-3,02), 0co6n1BO CNPUYMHSIE BUHNK-
LIMKJIOOKCUTEHA- HEHHS MOBTOPHOTO rOCTPOr0 KOPOHAPHOTO CUHAPOMY
3n-2) (BLL 1,47; 95% Al 1,05-2,07)

Podekokcnb JemoHCTpye pusnk datanbHUX CEPLEBO-CYANHHUX MO-
[N HaBITb NPW HU3bKKMX A03aX Ta Nicis 7 AHIB 3aCTOCY-
BaHHsi podekokcuby (BP 2,5; 95% Al 1,91-3,46)

HMN3N
HanpoxkceH

CepueBo-CyAWHHNIA PU3KUK
CrpuynHAE HUXYMIA PU3NK CEPLLEBO-CYANH-
HOi CMEPTHOCTi Ta BUHUKHEHHS CEPLEBO-CYANH-
HUX MOAiN, 32 BUHSTKOM 32CTOCYBAHHS HANPOKCEHY
>90 pHis (BP 1,55; 95% [l 1,10-2,17). Ane ue ni-
Kapcbkuii 3aci6 nigBuiLye pU3nK BUHUKHEHHS LWYH-
KOBO-KULIKOBKUX KPOBOTEY Ta CYNyTHbOI MaTonorii
NpOTArOM NepLIoro poky nikysanHsa (BP 1,44;
95% A1 1,07-1,94)
[Tpn nepopanbHOMy 3aCTOCYBaHHI BBAXAETbCA Nikap-
CbKMM 3aC000M i3 HaliBULLUM PU3UKOM BUHUKHEHHS MO-
BTOPHUX FOCTPUX KOPOHApPHUX cuHapomis (BP 3,91;
95% Al 2,02—7,58)

BP — BigHOweHHS pusukis; BLU — BigHOwWeHHS waHcis; [ — noBipumnit iH-
TepBsan.

Ketoponak

ByeHi nigkpecntoTb KapaAionpoTEKTOPHUI edekT
aHTMarperaHTiB i CTaTVHIB Y MAUEHTIB, sIKi 3aCTOCOBY-
toTb HIM30.

3a3HayeHo, Wo iHribiTopn UMKIOOKCUreHasm-2
(ocobnmBo podekokcnb) AEMOHCTPYIOTb BULLIMIA PU-
31K NOPIBHSAHO 3 HAMPOKCEHOM.

OpHak HanNpOKCeH BHACMIAOK 30aTHOCTI BUKMKA-
TU LWYHKOBO-KMLLIKOBI KPOBOTEYI 36i/bLUYE KiNlbKiCTb
neTanbHUX BUNAaAKiB Ta CynyTHbLOT NaTonorii y umx na-
LIIEHTIB.

Hes3Baxkalouu Ha LLe, HaNPOKCEH BCE OQHO MaE Haw-
Kpawmin npodinb 6e3nexkn Woao0 cepueBo-CyauHHOI
cucTeMN.
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