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CUCTEeMHUIA HEKPOTU3YIOUMUMN BACKYNIT Y AiTen

ucremHi Backysnitu (CB) — rpyma 3axBoproBaHb, siKi

XapaKTePU3YIOThCS TIEPBUHHUM YPaXKeHHSIM CTiHKU

CYIMH Pi3HOTO KaJlibpy 3a TUIIOM BOTHUIIEBOTO 3a-
MaJieHHsT 1 HEKpo3y Ta BTOPMHHUM TIOIIKOIKEHHSIM Opra-
HiB i TKAHWH 30HU CYIWHHOIO YpaXXeHHs. BibllicTh HO30-
JIorivHuX hopM BacKyJIiTiB onmcaHi y XIX—XX cr. (rmypmypa
[ennstitna—I'eHoxa — y 1837 p., BY3JIMKOBUIiI TOJiapTe-
piit — 1866 p., xBopoba Takasicy — 1908 p., rpaHyiemMaro3
Berenepa — 1931 p., curapom Yapra—Crpocc — 1951 p., cun-
napom Kasacaki — 1967 p.). TpanuiiiiHO BACKYJITH HAa3UBaIA
3a MPi3BUILIAMU TOCJTITHUKIB, IO 1X OMUCAITH.

CB € myxe piIKiCHIMY 3aXBOPIOBAHHSIMIL [X OLIMpEHiCTh
KoJIMBa€Thes B Mexxax Bin 0,4 no 14 Bunankis Ha 100 Tuc.
HaceneHHs. BoHM yacTilie 3ycTpigaroThCsI B OCi0 Y0I0BiIUO1
CTarti, nepeBaxxHo Ha 4—5-My necsaTupiuyi kutts. Ha Backy-
JIITU CTPAKAAIOTh SIK IiTH, TaK i JOPOCIIi, IIPOTe OKPeMi iX pi3-
HoBuIM (xBopoba KaBacaki) crioctepiratoThCsi JIMILIE Y JTITei,
IHIII — pO3BUBAIOTHLCS Y MiTEl MyxKe PiIKo.

Knacudixaniro CB 0ym10 yrouseno y m. Yanen-Ximn
(2012):
1. Backyaim eeauxux cyoun:
aprepiit Takascy;
TIraHTOKJIITUHHUIA apTepiiT.
I1. Backyaim cyoun cepednvozo kaiopy:
By3JMKoBHMit noJtiaptepiit (BIT);
xBopoba KaBacaxi.
I11. Backyaim opionux cyoun:

A. Backyiit, acouiiioBaHU# 3 aHTUTLIAMM IIPOTU LIATO-
1a3Mu HelitpodintiB (Anti-neutrophil cytoplasmic antibod-
ies; ANCA):

MiKPOCKOITIYHUI MOJTiaHTiiT;

rpaHyJiemaTo3 3 noaiaHriitom (Berenepa);
€03MHO(MIbHUI  TpaHyJeMaro3 3 IOJiaHTiiToM
(Yapra—Crtpocc).

b. IMyHOKOMITJIEKCHI BaCKYJIiTH IPIOHUX CyAWH:
antu-GBM xBopoba (BacKyimiT, acoliiioBaHUi1 3 aB-
TOAHTUTLJIaMU 10 6a3ajbHOI MEMOpPAHU TIIOMEPYJISIpP-
HOTO arapary);

KpiorioOyaiHeMiuHUii BaCKYJIiT;

IgA-Backymnit (Illennsitna—I'eHoxa);
rinoKoMIUIEeMeHTapHUI YPTUKApHUI BaCKYJIIT (AaHTU-
C1Qg-BacKyJIiT).

1V. Backyaim, wo epaxcae cyounu piznux po3mipie:
BacCKYyJIiT IIpu xBopoOi bexuera;

BacKyJIiT npu cuHapomi Korana.

V. Backyaim oonoeo opeana:

JIEUKOLIMTOKJIACTUYHUN IIKipHUI BaCKYJIIT;
MIKipHUH apTepiiT;

MEePBUHHUIA aHTIIT HEHTPAJIbHOI HEPBOBOI CUCTEMU;
1301bOBaHUIT AOPTUT;

IHIII.

VI. Backyaim npu cucmemnux 3axeoproGanHax:
BOBUYAKOBUi1 BACKYJIIT;
peBMaTOiTHUIA BACKYJIIT;

CapKOII03HUIA BACKYJIIT;
iHIIi.

VII. Backyaimu 3i 6cmano6.1eHoi0 emioao2iero:
KpiormoOyliHEMiuHi BacKYJIiTH, acolliiioBaHi 3 Bipy-
coMm renarury C;

BacKyJIiTH, aCOLIiii0BaHi 3 BipycoM renatury B;
cudijic-acolliioBaHuii aOPTHUT;

iMYHOKOMILIEKCHMI MEAUKAMEHTO3HO-1HAYKOBaHUI
BACKYJIIT;

MeaukaMeHTo3Ho-iHnyKoBaHuii ANCA-acomiiioBa-
HUIA BaCKyJIiT;

BacCKyJIiTH, aCOLlii10BaHi 3 HOBOYTBOPEHHSIMU;

iHIIIi.

MaTtoreHes CB

IlepBuHHI BacKymiTM Haa3BMYallHO Pi3HOMAaHITHI
3a CBOIM MOXOKeHHsIM. ETiojtoris ix HeBimoMa, repeayrodi
(axkTopH i MPOBOKYIOUI YMHHUKY YMCJIEHHi, OMIHAK BOHU
MaloTh CITUJTbHI JIJAHKY MaTOTEHETUYHUX MEXaHi3MiB, OCHOBY
SIKHX CKJIaIaloTh IMyHONATOJIOTiuHi 3MiHM. [IprunHoIo ceH-
cubinizauii opraHismy nNpu LbOMY MOXYTb OYyTU HeCpH-
SITJIMBI (haKTOPU TOBKIJLISI, TPUBaJIa BOTHUIIEBA iH(DEKIIis,
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KJIHIYHI BUNAAKK

no6ivHi [ii JikiB Tolmo. Hartemep OiuIbIIiCTh JOCTITHUKIB
BBaXaloTh, 110 B PO3BUTKY YpaxkeHb Cy[IMH MPU BACKYJIi-
TaX BOJHOYAC OEPYTh yUaCTh NEKiIbKA IMYHHUX | HEIMYHHUX
Mmexanizmie, nposionumu 3 nux € (3a Tincai P. Xappiconom):
iMyHHi:
YTBOPEHHsI IIaTOTEHHUX IMYHHUX KOMILIEKCiB
Ta iX BiIKJIaJeHHS B CTiHKaX CYy/JuH;
CHHTEe3 aBTOAHTUTLI A0 IUTOIIa3MU HeUTpodiniB
Ta KJIITUH €HJI0TEJiI0;
KJIITUHHA iMyHHA BiIIIOBiAb 3 YTBOPEHHSIM IIPO3a-
NajJbHMUX LIMTOKIHIB, MiABUILEHHSIM €KCIpecii aj-
re3UBHUX MOJIEKYJI, TOCUJIEHHSIM 3TOPTaHHS KPOBi
Ta aKTUBALIi€X0 HEUTPODIIiB;
LIMTOTOKCUYHI ayiepriyHi peakirii T-1iMboIuTiB;
YTBOpPEHHS IPaHYJIbOM BHACJIIIOK aJlepriyHUX pe-
aKI1liii CIIOBIILHEHOTO TUITY;
HeiMyHHi: YIIIKOIKEHHS €HIO0TeTiaIbHUX KJIITUH Mi-
KpoopraHizMamMu, KIITMHAMU IIyXJIMH, TOKCHHAMU
3 MOPYIIEHHSIM iX (DYHKIIIT.

V Bcix BUmagkax BacKYyJITiB IIALIapMOM iMYHOJIOTI4-
HUX peaklliil cTae OCHOBHA peYOBMHA CIOJYYHOI TKAHUHU
CTiHKHU CYIOVH, Y SIKili BiZOYyBalOTbCSI CBOEPITHI MOP(0I0-
rivHi 3MiHU, 110 TPU3BOAATH 0 TaK 3BaHOI (hiOpUHOITHOI
JereHepallii, pi3Koro 3HKeHHS (Di3i0J0rYHIX MOXKIUBO-
creii 0OMiHY PEYOBMH i CIIOTBOPEHHSI TKAHMHHOIO KUB-
JIEHHS Ta TUXaHH | 3].

B yMmoBax ceHcuOinizallii opraHi3My CyaMHHA CTiHKa
€ MEepIIOo0 TKAHWHOIO, sIKa KOHTAKTY€E 3 yciMa IMpOayK-
TaMM peakllii «QHTUTEH—aHTUTIJI0» i BJJaCHE 3 aHTUT€HAMU.
Bnacnigok 1pOro BUHMKAIOTh CTPYKTYPHi 3MiHU KOMIIO-
HEHTIB CYIMHHOI CTiHKM, 3aBIASIKM YOMY OCTaHHi HaOyBa-
I0Tb aBTOAHTUTEHHUX BJIACTUBOCTEM, 1110 BKJIIOYAE aBTO-
IMYHHMI MeXaHi3M IIPOrpecyrovoro ypaxkeHHs cyauH [8].

V pesynbrarti anpTepallii CyIMHHOI CTIHKHA PO3BUBAETHCS
JIeCTPYKTUBHO-TIPOIYKTUBHUI MTAHAPTEPIiT, SIKUiT XapaKTe-
PU3YETHCS YTBOPEHHSIM 3aMlaIbHUX iH(PIIBTPaTIB Y BUTJISIAL
My®T a00 MOSIBOIO TPaHYJIEMOITOAIOHNX BY3JIMKiB HABKOJIO
CYyIMHU Ta aHEBPU3MATUYHOTO BUIT STYyBaHHS BCEPEIUHY
HBOTO, 110 3a3BUYAil YCKIATHIOETHCSI TPOMOOYTBOPEHHSIM
B aHEBPU3MATUYHOMY MIIIIKY.

Kainiuna kapmuna piznux dbopm CB HanzBuyaitHO pi3HO-
MaHIiTHA i He Ma€ 9iTKO OKpecaeHoi cuMnToMaTuku. OmHak
MepeBaKHE YpaKeHHs CYIUH Pi3HUX YaCTUH TiJla, OpraHiB
1 TKAHUH OpraHi3My CTBOPIOE CBOEPiNHE MOETHAHHS CUH-
JIPOMIB, 1110 I03BOJISIE BUALIUTU HU3KY HO30JIOTIYHUX (hopM
MIPY CUCTeMHIill CYyOIMHHI} ITaTOJIOTii.

By3nukoBui noniaprepiit

BIT — cucteMHMIT BACKYJIIT 3 ypaKeHHSIM TepudepiitHux
i BicLiepaJIbHUX apTepili mepeBakHO APiOHOTO i CepeIHbOTO
Kajtibpy — 3yCTpivyaeThes y MiTei pi3HOIO BiKY, YacTillle y di-
BUATOK. 3aXBOPIOBAHHSI IIOYMHAETHCS y OLIBIIOCTI BUTIAIKIB
TOCTPO: BifI3HAYAIOThCsl BUCOKUIA (hedpuiteT, npody3Ha
MMTIMBICTb, CUJIbHI MiaJjrii, apTparii, abgomiHaIrii, 3Ha-
YyHe cXyaHeHHs. Yepes neKiibKa TUXKHIB 3’SIBJISTIOTBCS Xa-
paxkTepHi KJIiHiYHI o3Haku (Ta6:a. 1). IHomi 3a mesikuii yac
110 1€0I0TY 3aXBOPIOBAHHSI Bil3HAYAETHCS €Mi30/1 reMopa-
TiYHOIO BaCKYJITY.

HiarnocTiuni kpurepii BII y niteii (koncencyc EULAR/
PreS, 2006) [5]

Karouoeuii kpumepiii — HeKpOTU3YIOUNI BACKYJIIT apTepiid
npibHOTo ab0 cepemHbOro Kamiopy 3a maHuMHM Oioricii abo
MarHiTHO-PE30HAHCHOI 4M 3BMYaiiHOI aHriorpadii (aHe-
BPU3MHU, OKJII03i1) + 2 3 HACTyIHUX KPUTEPIiB:

LIKipHi TPOsIBM (CiTYACTE JIiBeO, MiAIIKIpHi By3JTUKHU
B IUISTHIII CYXOXKIJIb, iHIIII 3aIlaIbHi YpaskeHHS CYIMH);
MiaJirist 200 601I04icTh M S13iB TIpU NaJIbIALlii;
aprepiajJbHa TilepTeH3is (BiOMOBIZHO OO BiKOBOI
HOPMH);

MOHO- YU IMOJIIHEMPOMaTis;

3MiHM B aHaJi3i ceui i/abo TMOpyIIeHHSI HUPKOBOL
dyHkuil (piBeHb KIYOOuKOBOI (inbrpauii Ha 50%
HIKYe BiKOBOi HOPMH);

0ib B s1IEUKy 200 H1Oro OOMIOYICTh IIPU MaIbIIallii;
CUMIITOMH, $IKi XapaKTepHi IS BACKYJITY OyIb-sSIKUX
OpraHiB i cucteM (TpaBHOIO KaHaly, Ceplis, JIeTeHiB
abo LHTHC).

Kuniniuni nposiBu BI1 y miTeii Bigpi3HSAIOTHCS Bil KJ1acu4d-
Horo BII.

3 MeTOI0 LTIoCcTpallii 0COOIMBOCTEH epediry CUCTEMHOTO
HEKPOTU3YIOYOT0 BACKYJIITY, a TAKOX ITiAXOMIB 10 TudepeH-
LiHOI 1iarHOCTUKW HABOAMMO OIMC JABOX KJIIHIYHUX BU-
MaaKiB XBOpOOU.

KniHi4yHi BUNnagkun

Jipunnka K., 13 p., moctynuia y KIiHiKO-IiarHOCTUYHE
BigaineHHs 1Y «IITAI' HAMHY» 3 MeTO0 yTOUYHEHHS Mi-
arHo3y i BUOOpPY TaKTUKU JIIKyBaHHsI 3i CKapramu Ha MiIB1-
1eHHs reMneparypu Tisa g0 40,0 °C, 3aranbHy c1aOKiCTh.

3 anammnesy ycumms 1iBYVHKY BiIOMO, 110 AUTHHA HAPO-
nuiach 3mopoBoto Bia I BaritHOCTI, | moJioris, siki rnepe0i-
rayiv 6e3 ycKJialHeHb, Maca Tijia mpu Hapo/pkeHHi — 2 900 T,
3picT — 52 cm. 3i citiB MaTepi, YacTo XBOpiJia Ha TOCTpi Bi-
pycHi iH(ex1ii, mepeHecna BIiTpsHY Bicmy. Y CepIHi
2014 p. nepeHeca aneHACKTOMI0, yepe3 1 Mic Iicjis 4oro
BUHUKJIA TeMIlepaTypa, 110 TpuBaja 1,5 mMic, mepionuaHo
oTpuMyBaa 3 e()eKTOM Kapo3HMKYBaIbHi 3aco0u. JIuTrHa
3HAXOIMJIACh HA CTALliOHAPHOMY JIIKyBaHHi, IIPOTEe 3aKII0U-
HUM IiarHO3 HEeBiTOMUIA.

AnamMHe3 XBOpOOM CBiZUMTb, IO [daHE 3axBOPIO-
BaHHs1 Tovasiocst roctpo 20.08.2015, konu 3’sBUJIACH
migBuiieHa Ttemmeparypa Tita — 40,5 °C, cmaOKicTb,
6inp y M’s13ax Hir. OOcTexXeHa 3a MiclleM MeITKaHHS.
04.09.15 nocrynuna a0 iHdEKUIHHOTO  BiIAiIeHHS
Yepuirisecbkoi OJ1JI, 30epirajiack BHCOKa JIMXOMaHKa,
07.09.15 npuenHanuch 6oii y cyriaobax pizHUX TpyIl, IO-
YEpBOHIHHS i OiTb y IIPOMEHEBO-3aIl’SICTKOBUX CYXO-
XKuikax. JIuTuHy IepeBeeHo y NefdiaTpuyHe BiomiIeHHSs
YOIJI, ne Bim3navamoch minmBumeHHs1 LLIOE B Mexax
17—61 mm/rom, neiikouuTo3 — Bin 14,7 no 32x10°/1 3 Heid-
TpodiabHUM 3cyBoM. Ha mincraBi kom’totepHOi ToMorpadii
(KT) BUKIII04€HO HOBOYTBOPEHHSI OpraHiB I'PyIHOI KIIITKH;

Ta6nuus 1. Oco6nueocTi nepe6iry B y gitein

BapiaHT

3axBOPIOBaHHSA I'Iposlmu KJNIHIYHI CUMNTOMM | CUHAPOMU

Binb y cyrnobax, m’asax, rinepectesis
Byanuku, ciTyacTe nisefo, nokanbHi HabPsKK,
noniHeBpuT

TPOMOAHFITUYHWIA CUHAPOM — BOTHMLLA
HEKpPO3y LLKIpK, CIIM30BKX 060SOHOK,
JAucTanbHa raHrpeHa

lOBeHiNbHWI

CuHAPOM apTepianbHoi rinepTeHsii peHanbHOro
reHesy, MHOXWUHHWI MOHOHEBPUT

Llepe6panbHi cyanHHi kpnan

Koponapwut

I3onb0BaHe abo reHepanisoBaHe HEKPOTUYHE
YPa>KeHHHA KNLLOK

Linpkyniotoui mapkepu renatuty B

KnacuyHuin
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J1aboPaTOPHOTO 0OCTEKEHHS — MCEBAOTYOEPKYJIbO3 i JIeT-
Tocmipo3. 3a yac XBopoOM IUTHHA cXyIa Ha 4 KT. 3 aiarHO-
30M «Jludy3Ha xBopoba CriolydHoOi TKAHUHW» TIepeBeieHa
10.09.15 no AY «ITTAT HAMHY».

Ilpu nocmynaenni no 1Y «ITNTAI' HAMHY» ctan nutunu
CEepeIHbOTSDKKMI, TUTUHA HOPMOCTEHIUYHOI CTaTypu, 3a-
IOBUJIbHOTO xapuyBaHHsI. CBimoMicTb sicHa. [losioxkeHHsI
B JIDKKY aKTHUBHE.

ITi0 uac cnocmepescenns B ctauioHapi y autunu 1—2—3 pasu
Ha mo0Oy Bimmivanacs rineprepmis 1o 38—40 °C 6e3 mocraT-
HbOTO eheKTy Bijl XKapO3HWXYBAJIbHOI Teparlii, Mpu LbOMY
crocrepiraaucs 03Ho0 i ciadkicte. LLKipHi mokpuBu 6:i-
I0-poxXeBi. BuanMi c1im30Bi 000JJOHKY YKCTi, OJ1i10-POXKEBI,
cyxi. Murganuku puxii 3 rineprpodieio I crynenio. A3uk
00KJIafieHUi OiTMM HaJboTOM Oiist KopeHst. IlimmienenHi
JiMdaTraHi By3au 30iabiieHi 10 0,5 cM, M’sIKi, eJacTudHi,
pyxomi, 6e300JTiCHi, HE CrasiHi 3 OTOYYIOUYMMU TKAaHUHAMU.
[H111i rpynu 1iM¢OBY31iB He MaIbIIyIoThes. JuxaHHs yepe3
Hic BinbHe. Han siereHssMu SICHUI JIeTeHEBUI IMEepPKyTOp-
HUI TOH, ayCKYJIbTaTUBHO — BE3UKYJISIPHE TUXAHHS, XPUITU
He BUCJIyXOBYIOThCSI. MexXXi BiTHOCHOI cepIieBO1 TYITOCTi Bil-
MOBiIalOTh BIKOBUM HOpMaTuBaM. TOHM ceplisl apUTMiuHi,
3a/I0BUTbHOI 3BYYHOCTi, Ha BEPXiBLIi BUCTYXOBYETHCSI CUCTO-
JmivyHui myM. 2KUBIT CUMETPUIHUM, M’ SIK1, 0€300J1iCHIIA.
[Tpu rmmboKii najabnalii et/ KUIeYHUKY e1acTU4Hi, 6e3-
0OJIiCHI, HE ypYaTh, HE CHAsHi 3 OTOYYIOUNMU TKAaHMHAMMU.
[Teyinka Ha 2 cM BUCTyMHa€ 3-IIiJ Kpaw peOGepHOi dyru.
Cenesinka He manbiyeTbesi. CummroM I[lacrepHaibkoro
i MEeHiHreaJabHi CUMIITOMM HeraTuBHi. HaOpskiB Ha HMX-
Hix KiHLiBKax Hemae. DiziosoriuHi BiAnpaBieHHS B HOPMi.

[Tin yac rocmiranizauii npoeodusace dughepenuiiina dia-
2HOCMuKa 3 aBTOIMyHHUMM 3aXBOPIOBAHHSIMU (I0BEHUIbHUI
iIioNaTUYHUI apTPUT, CUCTEMHMI YepBOHMI BOBYAK, I0BE-
HUTBHMIT I€PMATOMIO3UT), aBTO3aMaIbHUMU CUHAPOMAaMM,
roCTpUMU reMo01acTo3amMu (IMPOBEIEHO CTEPHAIBHY ITyHK-
gito B HACJI «OXMAT/IMT», naHnx 3a reMaTONOT YHUIA
MpoLIeC HEMAE), CETCUCOM (BiICYTHICTh THITHUX BOTHMIIIL,
POCTY Ha TeMOKYJIbTYPaXx, TiIOKOaryJisiilii), TOKaJIbHUMHU iH-
(exuiitHuMu npoliecaMu (KOHCYJIbTOBaHA THIMHHUMU Xi-
pypraMu y 3B 53Ky 3 00J1eM IpU NOCTYIUICHI y TiSTHIII JTi-
BOTO IpeOeHsI KJTyOOBOI KiCTKM — I1aTOJIOTil HE BUSIBJICHO).
B ymoBax cramioHapy mmpoBeneHo ejekTpoMiorpadito mis
BUKJIFOUEHHSI MiOITATUYHOTO CUHIPOMY (I1aToJIOTii He BU-
SIBJICHO).

Buximouanu 6akrepiaibHUI eHI0KApaUT, iMyHoneilMTHI
craHu, B Tomy uncii BII-ingekiito (HopMaibHi TOKa3HUKHU
CKPUHIHTOBUX IMYHOJIOTIYHMX OOCTEXEHb), TyOepKYJIbO3,
i€pCiHi03, mceBIOTYOepKy1b03, 0opeios, Emmureitna—bapp-
BipyCHY, LIUTOMETIOBIPYCHY Ta iH(EKIil0, 1110 CIPUYMHEHA
Herpes simplex, Opylienbo3, MajsIpito, TU(U, CIiPOXETO3U.
OO6roBOPIOBAIMCH CUMIITOMH, 1110 JO3BOJMIN BUKITIOUUTH
JIETIOHEIbO3, SIIYP, IOHTIAKChKY JUXOMAHKY TOLIIO.

[Tig yac cnocTepekeHHsI BiIMiYE€HO €Ii30AM TilepTep-
Mil (3arajiom 2 Mic) OO HAIABUCOKHMX PiBHiB, Hee(EKTUB-
HICTh aHTHOaKTepiaabHOI Teparii (y TOMy YHuCIi Tpera-
patamu pesepBy), e€(PeKTUBHICTh BHUCOKOMO30BOI Tepairii
rmokokoptukocrepoinamu (I'KC). TlponoBxyBasoch Ha-
pocranns LIOE i nefikouuTosy. 30epiranach Taxikapmis
B CITOKOI, 3MillIlEHHS JIiBOi M€XMW CEpILIeBOI TYIIOCTi, CH-
cToMiyHMi 1myM. IIpoBomMIOCH IIOTMKHEBE MOHITOpY-
BaHHs depMmeHTemil (rmiaBuiieHHst ¢JIJIIN), a takox EKT,
Exo-KI' (omHOpa30BO — 3MeHIIeHHs (pakilii BUKUIY).
JutuHa Oysia BKpaii po3apaToBaHa, HeraTUBHA, arpecUBHa,
BimMivayiacst 3HayHa TilmepecTe3iss, 0OJIOUiCTb CyOIUH IIpU

BBeJIEHHI po3uMHiB. [Ipu omHOpa30BOMYy HEBBEIEHHI MPO-
TsiroM 106U nekcazony 20.09 B ymoBax BiJiiJieHHsI peaHi-
Mallii Ta iHTEHCMBHOI Tepallii Bil3HaYeHO MOIIUPEHi ypTHU-
KapHi enreMeHTH (puc. 1), KOTpi CIOYaTKy PO3IISIOAIUCS
SIK MEIMKaMEHTO3Ha aJiepris.

02.10 Ha pentreHorpami opratis rpyaHoi kiitku (OI'K)
BUSIBJICHO iHTepCTHUILIiasIbHi 3MiHU, 28.10 BinmMiueHO Mirpy-
I0Yi KpemiTyroui Xpumnu B JiereHsx. 4.10 3’ aBuimnch 001104i
Mirpyloui By3JIMKY Ha KOJIiHAX, TUIeYax, sIKi 3a JaHUMU YJIb-
TpasBykoBoro pociimkeHHs (Y3/1; mintBepmkeHo Big 16.11)
€ peHTreH-HeKOHTpacTHUMU (puc. 2). 6.10 BiTHOBUIUCH
SIBUILIA TillepeMil B3IOBX CYIMHHUX MY4YKiB Ha MePeAILIiv-
ysx (puc. 3). 8.10 Briepiiie BUSIBIICHO aHTUHYKJIeapHi aHTH -
tina (AHA), npore C-ANCA 3anuiaayuch HeraTUBHUMU.
[Tin yac criocTepekeHHsI He BUSIBJICHO IMiIBUILICHHS apTe-
pianbHOrO TUCKY (AT), 3MiH y ceui. [1epen Bunmckoro mpo-
BEJICHO KOHTPOJIb X0JTepiBCbKOTo MOHiTOpYBaHHSI AT (0~
00BUIi MPOGiIb B MEXKaX HOPMU).

Pe3ynbraTi AiarHOCTUYHUX AOCJIiKEHb
3acaavuuil ananiz kposi (maoa. 2).
bioximiune docaidxcenns kpoei (maoa. 3).

Kpearundocdokinaza-MB — 18 On/71, KOpTU30J1 KPOBi —
472,3 umonb/a (Big 30.11).

Koazyaoepama (Bin 11.09): IITI — 79%, yac pekanblimdi-
Katii rutazmu — 105 ¢, ¢ibpuHoreH 3aranbHuii — 2,88 /71,
¢ibpuHoreH «B» — BimcyTHilt. Y nuHaMmilli criocTepexXeHb —
0e3 CyTTEBUX 3MiH.

Imynonoeiuni docaioncenns:

imyHornooyninu: IgG — 8,7 r/n, IgA — 1,31 r/n, IgM —
0,79 r/m;

ANA Binm 11.09.15 — neratusHi; Bix 08.10.15 ANA —
1+ (1:80);

C-ANCA 1: < 10 (He BusiB/IEHI);

aHTU(OCOOIIMIHI aHTUTLIA: aHTUKAPOiOJiMmiHOBI
IgM — 2,9 GPL (Hopma < 10 GPL), antudocdaru-
nui-cepuHoBi IgM — 2 On/min (Hopma < 10 Om/min),
aHtudochaTuaua-etraHogaMiHOBI IgM — 9,7 On/mn
(Hopma < 12 Om/mn);

aHTUTTa 10 omHojaHuioroBoi JJHK — 0,6 (Hopma
< 1,1), anrurina mo aBojanuorosoi JJHK — 0,2
(Hopma < 1,1) B iuHaMilLli — 6€3 MaToJIOriYHUX 3MiH;
MPOKAIBLIUTOHIH — 2,15; 0,6 Hr/mI.

3acaavnuii anaaiz ceui: mtoma Bara — 1030, 6ilok —
BiICYTHIi1, TJII0KO3a — BiICYTHSI, COJIi — OKcalaTu 3pidKa,
JIEUKOLMTU — 2—3 B TOJIi 30Dy, emiTesianbHi KJIITUHU —
0—1 B moui 30py.

Jocaioncenna kaay: peakuiss ['perepceHa — Hera-
TUBHA, SIS [JIMCTIB — HE BUSBICHO, HEMEePeTpaBICHUI
XKUp — +++, XXKUPHi KUCJIOTU — HE BUSIBJIEHO.

EKT: cunycosa aputMis. YCC — 92 yn./xB. HopmasibHe
MOJIOXEHHS eJIEKTpUYHOI Bici cepaus (32 rpamycu).
Henosha 6:10Kkana mpaBoi Hixkku mydyka [ica. ¥ nuHamini
crnioctepexkeHHs: cuHycoBa Taxikapaist. YCC — 112 yu./
xB. HopMasibHe 1oJ1o;kKeHHS eJIEKTPUYHOI Bici cepiis (61 rpa-
nyc). OOMiHHI 3MiHU B MioKapi.

Cnipoepaghia: 6e3 maToJIOrii.

Didpoezoghazoeacmpodyodenockonis: CTPaBOXil BiIbHO
MOPOXimHMIA, CIM30Ba 000JIOHKA B HIDKHIM TpeTUHI HaOpsI-
kina. Kapnist 3mukaerbest. CninzoBa 12-1manoi KMIIKU po-
JKeBa.

Pexmopomanockonia: 1aToyIOTii He BUSIBJIEHO.

Y3/ opeanie uepeenoi nopoycrunu: TediHKa — IIe-
penHbO-3aaHili po3Mip mpaBoi 4yacTku — 135 mwm, Ji-
BOI — 69 MM, KOHTYPH PiBHi, 4iTKi, €XOT€HHICTb ITiIABUIICHA
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Puc. 1. PsicHuii nonimopdHUiA BUCKN HA 06nMy4i, Tyny6i, KiHuiBKax y autuHum K., 13 pokis

Puc. 2. Y31 nanbnoBaHux By3nuKis Ha nneyi autuHm K., 13 pokis

3 NpiOHO-BOTHUINEBUMHU YIIIJIbHEHHSMMU, IIOpTajbHA
BeHa — 9,6 MM, KpOBOTIK Tpboxda3Huii. ZKOBUHUI MiXyp,
MiOIUIYHKOBa 3aj03a, cejie3iHKa — 0e3 OCOOJIMBOCTEI.
ITomipHo y1IiIbHEHA €XOTeHHICTh TapeHXiMK1 000X HUPOK,
TOBIIMHA — 16 Ta 15 MM. ¥V 11eBpaIbHUX Ta OYEPEBUHHIN
MOPOXHUHAX piiHa He BizyasizyeTbcst. [pu mociimkeH-
HSIX B IMHAMILli BUSIBIEHE 30iJIbIIIEHHS TOBIIUHU MapeH-
XiMu HUpOK 10 20 MM, pelTa — 6e3 AMHAMIKU.

Exo-KI': tipaBi Bimmiiy cepiisl He 30LUIbIIEHI, B IIOPOXK-
HMHi JIiBOTO LUTyHOYKa — jgofaTtkoBa xopaa. KiHieso-
niacroniunuii 06’eM (KJ1O) — 79 mu, ynapuuii 06’em (YO) —
54 mn, ingeke YO (IYO) — 38 mu/M2, iHIeKC Macu Miokapaa
(IMM) — 78 r/m?, dpakuist Bukuny (PB) — 68%, CC —
38%,4CC — 96—103 yn./xB., hopma pyxy MiTpaTbHOTO KJIa-
naHa — M-noznibHa, aopta (AQ) oo jiBoro niepeacepns (JIIT) —
1,0, miamerp — 26 MM, TTOKa3HUKKM KPOBOTOKY HOPMAJBHI.
'V HaCTyIHUX JOCITIMKEHHSIX — 0€3 CYTTEBOL IMHAMIKM.

Y3 wjumonoodionoi 3a.103u: eXoOCTPyKTYPHUX 3MiH HE BU-
siBiieHo. Y3/] ymeopenns na naeui: BUsiBJieHe TiIBUILIEHHS
€XOreHHOCTI 10 8§ MM 0e3 TMOCWJIEHHSI BacKyJsipu3allii.
Maenimno-pesonancna momoepaghia 2o0a06no2o0 mosxy: MPT-
O3HaK MaToJIOTIYHUX 3MiH He BusiBlicHO. KT opeanis uepes-
HOT nopoxcHuHu: O3HAKM TeraToOMeraiii, rimepruiasii 3ao-
YepPEeBUHHMX JIiM(POBY3J1iB, BOTHUIIEBUX AECTPYKTUBHUX,
CKJIEPOTUYHHUX 3MiH Ta HOBOYTBOPEHb HE BUSIBJICHO.

Koncyavmosana cneuiasicmamu: Heeposioz: acTeHiu-
HUM CMHOPOM Ha (POHI COMATOr€HHOI IIaTOJIOTil; ncuxi-
amp: Ha MOMEHT OIJISIy MAaToJIOTii He BUSIBJICHO; ¢hmusi-
amp: 6e3 1aToJIorii; kapodioaoz 1Y «HalioHaabHUIA iIHCTUTYT

Puc. 3. MoyepBOHiHHA B3Q0BX cyaAuH y auTuHu K., 13 pokis

cepleBO-cyauHHOI Xipyprii im. M.M. AmocoBa HAMHY »:
JaHUX 3a OaKTepiaJlbHUI eHIOKapAUT HeMaE; Xipype (OpTo-
rnea): NaHUX 3a XipypriyHy MaroJiorilo HEMAE; 2eMamonoe:
JAHUX 32 FeMaTOJIOTIYHY MAaTOJIOTiI0 He BUSIBJIEHO; 0moaa-
PUH20.402: XPOHIYHMI TOH3WJIIT, KOMIIEHCOBaHA (popMa, BU-
KPUBJIEHHSI HOCOBOI TIEPErOPOJIKU; oghmaabvmonoe: 6e3 na-
TOJIOTII.

[Ticns BukitoueHHs! iH(GEKLiMHUX Ta OHKOJIOTIYHUX 3a-
XBOpIOBaHb OYB IJIAHOBO NPU3HAYEHMI NEKCa30H, €HTe-
paibHO, BIeplie BigMiueHa YacTKOBa MO3UTHUBHA AMHAMIKa,
mpoTe crpoba Iepexoay Ha MeApoJ IpU3Bena A0 IIOTip-
LIEHHSI CTaHy JAWTUHU, BiTHOBJEHHS TilepTepMiuHOIrO
cuHapoMmy, HapoctaHHs IIIOE i neiikonuro3sy. Iicus mpo-
BEIEHHsI TyJIbC-Tepallii BiIMiueHa MO3UTMBHA IWHAMiKa
3i 3BOPOTHUM PO3BUTKOM CUMIITOMOKOMILIEKCY.

Bcmarnoeaenuii saxarounuii Kainivnuil diagnos: «Bysznukosuii
(ToBeHLIbHMIT) TTOMiapTepiiT (BTpaTa Macu Tiya Oiybiie 4 KT,
Miajrii i M’s130Ba CJIa0OKiCTb, IIKipHI MPOSIBU — Tilepemist
B3IOBX CYIMHHO-HEPBOBUX IYYKiB, YPTUKApHMIA BUCHII,
MUHYYi TAIIKIpHI BY3JIMKU, 110 MaJIbITYIOThCS, Kay3arii,
rimepecresii, CyiMHHUI OiIb IO Yac BHYTPIIIHHOBEHHUX
BBEJIEHb MEIMYHUX 3aCO0iB, reNaTUT, CUHAPOM OPOHX000-
CTPYKIIii, TimepTepMiuHU CUHIPOM, JIEMKeMOIIHA peaKilist
HelTpodinbHoro Triry) (M30.2)».

Ilpogedene aixysannsa: aHTUOIOTUKOTEpamis: KiIiHIA-
minmH (11-16.09.2015), amikaumua (11—14.09), wmerre-
HaM (14—26.09), BankomiuuH (17—21.09), MeTpoHiza3o
(14—16.09), ninesomimux (24—29.09), asutpominmH (19—
24.10), uunpoduokcauuH (27.09—06.10), pudamminuH
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Ta6nuus 2. 3aranbHuiA aHani3 KpoBi B AguHamiui nauieHTku K., 13 p.

IevikouutapHa chopmyna, %
Nata F'emornoG6iH, Eputpouu- I.I:AC:’IIIE, Jlevikoum- Tpom6ouu- Tlim- Mo-
r/n ™, x10'%/n ron ™, x10%n ™, x10°%/n Hi:’::ivjlll-“ n:::;:?- &eﬂl;:neepr:i do- o
uuTH umUTH

11.09 95 3,5 30 33,8 611 - - - - -
17.09 89 3,32 40 27,4 554 - 26 60 10 4
21.09 86 3,21 32 24,8 306 4 14 65 12 5
25.09 84 3,23 42 35,1 528 2 14 67 9 8
01.10 92 3,42 65 35,2 605 6 17 66 7 4
05.10 89 3,31 63 31,6 493 1-1oHi 17 70 7 5)
07.10 79 2.94 70 28.3 381 1 27 57 10 5
08.10 100 - 52 13,3 - - = = - -
12.10 89 3,31 60 13,1 416 - 18 62 13 7
14.10 91 - 49 14,7 - - - - - -
15.10 84 3,03 50 18,1 562 3
'\f‘ff‘: 11 52 26 7

16.10 90 3,27 30 201 588 - - - 15,4 -
19.10 93 3,50 36 36,1 615 7 7 73 9 4
23.10 91 3,35 55 38,3 479 - - - - -
2710 87 3,31 64 247 466 - - = = =
02.11 95 3,60 30 34,7 477 1oHi-1
“ﬂ':fg 24 53 12 7

06.11 98 3,86 15 254 588 10Hi-1
“ﬂf:? 22 62 10 4

09.11 102 3,97 15 19,3 526 3 7 64 20 6
1.1 99 3,88 20 20,7 492 - - - - -
16.11 118 4,22 18 18,6 470 - - - - -
19.11 111 4,21 10 20,7 377 - 7 80 10 3
23.11 111 4,28 30 18,6 365 - - - -

25.11 126 4,61 10 15,1 281 - - - - -
2711 - - 12 13,9 - - - - - -
30.11 123 4,51 9 18 323 - - - - -
03.12 123 4,5 8 20,1 282 - - - - -

(30.09—07.10) — BinmiHEeHa, BBeJieHUI1 GI0BEH-MOHO B Cy-
MapHiii mo3i 12 1, mpoBeneHa I'KC-Tepamis (nekcameTa3oH
B/M 4—8 mr Ha 100y, 11.10—02.11); meapo (30.09—07.10),
03.11 — mMenposn 64 MI TTIOBTOPHO, 3HMXKEHHS JO3U PO3IIO0-
yato 12.11.2015.

IIpoBogunacs Tyabc-Tepamiss Coiay-Meapoaom, 13—
16.10.15, murtoctaTnuHi npemapatu (B/B 800 Mr), moTim
eHIO0KCaH B 103i 75 Mr Ha 100y (27.10—25.11 mo 100 mr Ha
1100y). 3a MiclieM MeILKaHHS [TPOBOANJIOCH MOCTYITOBE 3HU -
KeHHs no3u cucteMHux 'KC.

UYepes 2 mic npu nodosiit 1031 'KC 0,4 Mr/kr macu Tina
BimsHaueHo migBuineHHs IIIOE mo 26 MM/rom, BUSIBIEHI

SIBUIIIA BYJIBBITY, TOCIiTasizoBaHa nmoBTopHo. [Ipu rocrmi-
tamizaiii C-ANCA, ANA, ADJIAT 3anuiiaauch HeraTuB-
HUMU. Bukiioyaivch napaHeoriacTUuHi Mpo1ecu, TpoM-
003 CyIMH MaJIOro Ta3y Y 3B’SI3KY 3 €I1i3010M TOCTPOro 000
B MpaBiii KIyOOBill miNsiHIl. Bnepue eiomiveni decmpyk-
mueHi sasuuya — nepghopauis nepezopooku noca (puc. 4).
3rogom e yepe3 3 mic micast PBI BigmiueHe minBu-
meHHs [HTOE no 48 MM/rom, mosiBa Miairiii, 60J10 B KyJib-
LIOBMX Cyrjio0ax, nopcairii. BukiroueHi KoMmpeciiiHi re-
peJioMu TiJl XpeOiiB. BusBneHnuit cucreMHMiI OCTEOIIOPO3
3a JaHUMU JieHcuToMeTpii. Y31 KyJIbIoBuX cyrio0iB — 6e3
ocobnuBocTeii. IlepeBeneHa Ha KypcoBYy MyJIbC-Tepalliio
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Ta6nuus 3. BioximiyHe pocnigxeHHs KpoBi B AnHaMiLi nauieHTkm K., 13 p.

Raa | piionin | mposa,on | ATOmn | AcT.omn | 2T | G | oy | wwomin | CPB
11.09 11,7 1,5 56 30 66,2 4,15 0,069 4,06 Herar.
17.09 17,9 - 54 60 50 6,2 88,5 6,7 ++
21.09 10,0 - 50 37,5 63 4,2 118 5,8 +++
25.09 - - 116 54 - - - - +
01.10 11,2 4,6 77 35 - - - - ++
07.10 17,6 4,0 39 33 60,4 2,99 0,096 6,17 ++
12.10 7,0 1,2 15 18 76,2 4,48 0,067 3,72 +++
1410 - - 27,5 10 - 4,4 - 4,7 He MpoB.
15.10 74 6,0 15 16 62,4 4,38 0,048 4,17 +++
16.10 - - 43 27 - - 0,060 4,49 He npos.
19.10 12,5 3,6 146 59 74,9 4,20 0,063 3,25 ++
23.10 - - 175 89 - - 0,053 4,67 ++
2710 7,0 4,9 123 42 70,3 3,54 0,063 5,02 +++
2.11 7,6 1,2 60 32 70,6 4,37 0,065 512 ++
9.1 12,6 3,6 42 21 68,1 4,40 0,069 4,46 Herar.
11.11 12,1 2,7 28 37 62,5 3,24 0,055 4,87

19.11 10,0 3,0 20 19 61,6 3,88 0,049 4,95 Herar.
23.11 8,3 2,7 26 28 62,4 3,68 0,070 4,80

coxry-menpojom 700 mr Ne 3 + engokcan 700 mr Ne 11 pa3
Ha Micsillb, BBOAMBCS BHYTPIlIHbOBEHHUI iMyHOTIJI00Y-
JiH. BripomoB:k JIiKyBaHHSI BigMidyeHi sIBUIIA Tillepriike-
Mii, TpOBOAMJIACH KOPEKILisl 32 JOMTOMOTIOI0 iHCYJIiHOTepa-
mii. Ha renepiHiii yac oTpuMaHO KIiHiKO-1a00paTOpHY
peMicito, BUPIiLIYETbCSI MUTAHHS PO TAKTUKY MOJATBIIOTO
nikyBaHHs. Tpuui moBropHO mocmimkyBaauch C-ANCA,
MpOTe BCi pa3u OTpMMaHi HEraTUBHI pe3yJIbTaTH.

Oco0IMBICTIO JAHHOTO BUIIAAKY € TpUBaJe ITepeBaKaHHs
KOHCTUTYL[IHHUX CUMNTOMIB HaJ OPTaHHUMM TPOSIBAMU
Ta pO3BUTOK IECTPYKIIii 32 BiICYTHOCTI ITATOTHOMOHIYHUX
IS HEKPOTU3YIOUMX BACKYJIiTiB aBTOAHTUTI.

Hisunna I1., 16 pokiB, mocTynuiaa 1isi YTOUHEHHS Mi-
arHosy i TakTUKM JiKyBaHHs. CKapru Ipu IMOCTYIUICHHI
Ha 0oji B cyrimobax Ta M’s13aX HIir i pyK, BHCUIAHHSI

Puc. 4. lechekT HocoBoi neperopoakun y autnnu K., 13 pokis
(BMAHO CBITNO i YacTMHa Npunagy Npy PUHOCKOMIT)

Ha IIKipi, cJ1a0KiCTh, IIBUAKY BTOMJIIOBAHICTb, 1110 CYyIIPO-
BOJIXYETBCS BIMUYTTAM CEPLEOUTTS i YaCTUM TUXAHHSIM.

3 anammnesy xeopobu BimOMO, 110 TUTWUHA 3axBOpiia
y kBiTHi 2015 p. micyist nepeHeceHoi aHTiHM, KOJIU Hapociia
CJIa0KiCTh, 3’ IBUIMCH MiaJrii, apTparii, HAOPSIKIiCTb Hal
cyrinobamu. [Mocrynuna 8 OJAKJI m. BinHu1i, ne cran nu-
TUHU po3uiHeHuit sk FOIA, mpu3HayeHo JTiKyBaHHS He-
CTEepOITHUMU MPOTU3ANTATIBHUMU 3acobamu (oipeH), aH-
THOaKTepiaJibHa Tepallisl 3 4aCTKOBUM eekToM. [IpoTssrom
CIOCTEPEXEHHS 3’ IBUBCSI TEMOPATiYHUIA BUCUIT, HAOPSIK
CTOI, y 3B’SI3Ky 3 UMM IIepeBeAeHa 10 OHKOreMaToJIOTiv-
HOTO BiJIUIEHHS, J€ MiCJIsi BUKJIIOYEHHSI reMo0J1acTo3y
BCTAHOBJICHUI niarHO3 «I'eMopariyHuii BacKymiT», IIpH-
3HaueHa ['KC-Tteparisi KOpOTKUM KypcoM 3 MO3UTUBHUM
edexTom. [IpoTsirom micsis 30epirajach MO3UTUBHA TH-
HaMika. 3 Toro yacy — ameHopes. JlooGcTexkeHa y riHe-
kxojora. [licisg Binminu 'KC 3’saBunmch 0071 B TIKTbOBUX
cyrio0ax, SIBUIA CKJIEPUTY, MepioauuHo cyodheOpuiTeT,
BUCUIIAHHS Ha WIKipi CITHUIIb Ta Hal JIKTbOBUMU CYIJIO-
Oamu (32 OMUCOM NaIyjabO3HO-YPTUKAPHUI BUCUIl, Oe3
Ccy0’eKTMBHUX TPOSIBiB, aHeMisl (reMorjobiH no 55 r/m),
ninpuimiack LIOE — 55 mm/ron, CPBb — 24—48 mr/x,
y 3B 513Ky 3 YM IOBTOPHO rocIIiTanizoBaHa. BusBieHi 1a-
6oparopHi o3Haku repretruuHoi (Emmreiina—bapp Ta rep-
rec 6-ro TUITY) MiKCT-BipycHOI iHdekii. OTpuMyBaa re-
MoTpaHcdysito, 30Bipakc, hepyM-JieK, 11eOTaKCUM, 3HOBY
MpU3HAYEHUM nipeaHi3oaoH 0,5 Mr/Kr Macu Tiia Ha 100y.
Burnucana B 3a10BiJIbHOMY CTaHi, TPOJAOBXKYBajla OTPUMY-
BaTU MPEIHI30JI0H MepopalibHO 5 Mr/n00y 3 MOJAJIbIIO
BiIMiHOIO.

B cepnni 2015 p. 3HOBY mepeHecia 3aXBOPIOBaHHS, SIKe
PO3LIHWIN SIK aHTiHY, Yepe3 L0 TUTUHY OyJO rocmirai-
30BaHO 10 iH(eKiiiHoro BinaizeHHs. Ha ¢oHi 1ikyBaHHS
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3’IBWJIMCS SIBUILA CTOMATUTY, BUCUIIAHHS Ha CiAHULSIX,
MMOBTOPHO IIPOBeIeHUI Kypc aHTubiotTukoTeparii + I'KC.

3i ciiB Marepi, Mic/as BUIMMCKU Y TiBUYMHU 30epirajauch
CJ1a0KiCTh, MiaJITii Ta apTpairii y KiHIiBKax, MepioauIHO
3aMaMOpPOYEHHSI, BACUIIAHHS, 1110 POXOAWIIU TiCJIsI caMo-
CTIMTHOTO MPUMOMY IPEAHI30J0HY BIPOIOBX AEKiIBKOX
IIHIB, 1IOpa3y 3 MTOBHOO BigMiHOW. J10 JlikapiB He 3BepTa-
qcs. B ciuni 2016 p. 3HOB BimMidueHMit OiTb y TOPITi, BUCOKA
JINXOMaHKa, MISIMUCTO-TAMyJIbO3HUH 1 reMopariyHui Bu-
CMII Ha HIDKHIX KiHIiBKax. ['ocmitanizoBaHa y BiHHUIIbKY
OJIKJI. Ilpu obctexenni IIOE — 66 mM/rom, TpomM60o-
uutu — 700x10°/1, CPB — 48 mr/i, cepomykoimn — 9 On,
peBMaToigHuii pakrop (PD) — 54. Briepiie npoBesieHi ce-
pOJIOTiUHI JOCiKeHHS: BUsiBjieHi anmumiaa (AT) do npo-
meinasu — 35,4 (Hopma 1o 1,0), ANA — HeratuBHi), aCCP —
13 On/mn, aIHK — HeraTuBHi, Ha TiACTaBi YOro TUTUHI
BCTaHOBJIEHUI iarHO3: «/Indy3He 3aXBOPIOBAHHS CITOJTYY-
Hoi TKaHuHn». Otpumaina 'KC-Teparito KOpoTKuM Kyp-
coM (ITpeIHi30JI0H, IeKCAMETa30H ), JaHUX PO TPUBATICThb
Ta 1034 He HamaHo. Ha ¢oHi 1iKyBaHHS y JiBUMHKU 3’ SIBU-
JIach 3aJMIIKa MPU (Pi3MYHOMY HaBaHTaXKEHHI Ta BiIUyTTSI
CepLeOUTTS, BOJIOTHIA Kalllesib, KpOBOXapKaHHS, TeMopa-
TiYHUI BUCHUIT HA HIKHIX KiHIIBKax, 00Ji B TOMIJTKOBHMX
cyriaobax, 3 IIPUBOAY YOr0 HallpaBlieHa Ha KOHCY/IbTALIil0
B 1Y «HatioHaabHMiT iHCTUTYT MyJIbMOHOJIOTIT i pTU3ia-
Tpii iM. AHoBcbkoro HAMH VYkpainu» ta Y «IHcTutyT
ITAT HAMH VYkpainu».

Ilpu nocmynaenni 1iBUMHKA HOPMAJIbHOI CTaTypu, 3HU-
JKEHOro xapuyBaHHs1. [TacuBHa, aleKBaTHO pearye Ha or-
qsia. TlomoxkeHHs B JIKKY ITacuBHE, He BuMytieHe. [1kipa
Osiga, Bojora. Ha cigHMIISIX, 3aMHiii TTOBEPXHi KOJTIHHUX
Cyr00iB 0e300icHI meTexiajdbHi Ta IypIIypHi €JIeMEHTHU
0 5 MM B JiaMeTpi, pyu HaTUCKAHHI He 3HUKAIOTh, NesIKi

Puc. 5. CUMeTp1YHMIA remopariyHuii BUCUMN Ha CigHULIAX
y AiBunHm M., 16 pokis

eJIEMeHTH XOBTYBaTi (puc. 5). 3iB UUCTHI1, BUAMMI CIU30BI
000JIOHKHM OJTifIi, SI3MK BOJIOTHMI, 301/IbIIIEHHS] MUTIAINKIB
2 crtyneHs. JlimpaTuuHi By3nu He 30inblieHi. M’s130Buit
TOHYC 3HIDKEHMI, CHla M sI3iB JOCTATHS, MaibIallis 0e3-
OosticHa. BinmMiuaeTrbcsi HAOpsIK, JIOKaJdbHA TilepTepMis,
0O0JIIOUICTh MPHU pyXaxX Ta Majbliallii B JIIBOMY KOJiIHHOMY
cyrjo06i, oOMexXeHHsT 3TMHaHHsI, 00JbOBa KOHTPaKTypa.
€ HaOpsIK maJbMapHOI MOBEPXHi KUTUILb OiIs1 1’ SICHO-(a-
JIAHTOBUX CYIJIOOiB, KUCTI B KyJlaK He 30upae, majblallist
0oJlicHa, Ha JOTHUK KiHIIIBKM X0j04Hi. YacTora nuxaHp —
24—26/xB. Y JereHsax AUXaHHS ocjabjieHe, TPOBOIUTHCS
Y BCi BiIlIiIM, BUCIIYXOBYEThCS KPEITiTallis 110 BCili 3amHiii
MOBEPXHi JiereHb, OiJblle MpaBOpyd, MOOAUHOKI cepei-
HbBO- Ta APiIOHOMYXMPYACTi XPUIIU, apTepiaJbHUI TUCK —
110/60 MM pt. cT. ToHM cepiist 3aA0BiITBHOI 3ByYHOCTI, PUTM
ceplis MpaBWJIBHUI, CUCTOJIIYHUI IIIyM Ha BepXiBLi (PyHK-
1IOHAJILHOTO XapakTepy, He MOB’sI3aHUI 3 TOHAMU, 32 MEXi
cepust He TipoBoauThes, YCC — 110—140 yu./xB. 2Kusirt
M’SIKWIA, TOCTYITHUI UTSI TJIMOOKOI Nasibliallii, 6e3001iCHUA.
Ieuinka + 1,5 cM, cenesiHka He nanbityeTbes. Dizionorivni
BillMpaBJIeHHs, 3i CJIiB AiBYMHU, HE TIOPYIIICHI.
Pe3yabraTi gJiarHOCTHYHHMX JT0CJTIiKEHb

3acaavnuii anaaiz kposi (tadi. 4).

Yac 320pmanns kposi: nouamox — 3°55”, kineup — 4°20”°.

IMyHoTOTIYHI HOCTiIKeHHS: iMyHOTIo0yminu: IgG — 8,6
r/n1 (HopMma), IgA — 0,72 v/ (Hopma — 1,0—3,3 /1), IgM —
0,32 /1 (Hopma 0,7—1,5 r/n), LHIK — 0,037 yMm. ox. (Hopma
<0,025); ANA — HeraTuBHi; aHTUCTpenTOi3uH — 44 On/
mu (Hopma < 150); peBmaTtoinuuii paktop — 31,08 MO/Mn
(Hopma < 14); cepomykoin — 7,15 ox. S-H (Hopma 3,0-5,0);
aHTukapaioniniHosi IgM — 7,8 (Hopma < 10 GPL), antu-
dochatunmnn-cepunosi IgM — 2 On/ma (Hopma < 10 On/
wm1); antudochaTuami-etaHoaaminoBi IgM — 11,8 On/mn
(Hopma < 12 On/mn); anTuTiaa 1o onHonaHiorosoi JIHK
— 0,2 (HopMma < 1,1); anTuTina oo aBonanuworosoi JHK —
0,2 (mopma < 1,1).

Ananiz kpoei na akmuenicmo pazouyumosy (16.03.16): HCT-
TeCT: crioHTaHHU — 32% (Hopma 5—12%), cTuMyibOBa-
HUit — 44%, dyHKIIOHATBEHUI pe3epB — 12%. DaronuTos:
akTuBHicTE — 46% (HOpMa 40—60%), iHTEHCUBHICTD —
5,0 (Hopma 2—8).

bBioximiune docaidxcenns kpogi: 6inipy6iH — 18,9 MKMoIb/,
TuMostoBa ripoda — 3,9 Om, JID 95 On/n, AJIT — 18 On/n, ACT
— 35 On/n, ceyoBuHa — 0,054 MKMOb/J1, KpeatnHiH — 0,054
MKMOJIb/J1, 3araibHMii 6i1oK — 61 r/m, CPB (+++), moko3a
— 4,3 MMoJTB/J1, cedoBa Kuciota — 214,44 (Hopma), 1aKratie-
rigporenasa (JIIT') — 181 On/n (HopMma), KpeaTuHiH(pOCHOKi-
Haza (KDK) — 187 On/n (Hopma 15—123 On/n), KOK-MbB —
12,0 On/n (Hopma), CPB — 39,23 mr/n (HopMa < 5).

Ta6nuus 4. 3aranbHuK aHani3a KpoBi B auHamiui nauieHTku ., 16 p.

_ . _ JleiikouutapHa chopmyna, %
gora | Tewornoo, | EPBO | Moo | Toeucer | woe _
r/n X102/ x10%/n x10%/n mm/ron an_u- Nanwnu- . CermeH-_ Jlimcpo- MoHo-
Hochinu | KosipepHi | TospepHi uuTH uuTH
16.03.16 64 2,38 9,7 303 20 16 9 51 20 4
18.03.16 7 2,52 73 479 35 - - - - -
21.03.16 75 2,75 6,3 478 - - - - -
25.03.16 90 3,66 9,4 597 5 - - - - -
29.03.16 107 - 12,1 - 3 - - - - -
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KJIHIYHI BUNAAKK

Koazyaoepama (16.03.16): nporpom6iHoBuii inaekc (ITTI) —
56%, dac pekanbLimdikarii — 110 ¢, piOprHOreH 3aragbHUA —
5,96 1/, piopuHOreH «B» (++++). 24.03.16: TITI — 77%, yac
pexambimdikarii — 100 ¢, pibprHOreH 3araapHmii — 2,66 r/11,
(iopuHoreH «B» (+).

Sacaavnuii anaaiz cewi B nuHaMilli 0e3 3MiH. AHaaiz ceui
3a Hewunopenxom: neiikouutt — 1 000 B 1 MJ1, epUTPOLIUTIB
Hemae. Anaaiz 006060i ceui na 2aroxo3y ma 6iaok (22.03.16):
He BUSIBJICHI.

Busnauenna anmueenie pecnipamopnux gipycie memooom
dayopecuenmmnoi mixpockonii 3a COONS: aHTUTEHU aJICHOBI-
pycy — BusiBieHi (++), Tpully — He BUSBIIEHI, aparpuiry —
He BusiBieHi, PC-Bipycy — He BUSIBJIEHI.

baxmepioaociune docaioncenns cauzoeux 00040HOK pomo-
enomxu (16.03.16): Streptococcus agalactiae i Neisseria perfrin-
gens — TMIOMIpHUIA picT.

Konpoepama: 6e3 ocodMBOCTEN.

EKT (17.03.16): cunycosa Taxikapmis. YCC — 106 yu./
XB. HopMasibHe mosioxkeHHsI eJIeKTpU4YHOI Bici cepiis. [TomipHi
0OMiHHI 3MiHI B MiOKap/Ii.

Kapoioinmepeanoecaghia (KII): niepeBaxkaHHsI CHUMIIaTHY-
HOTIO BiIIiTy BereTaTuBHOI HepBoBOI cuctemu. LIlnsax peati-
3allii IEHTPaJIbHOIO CTUMYJTIOBaHHSI — HEPBOBUIA. BupaxeHe
Hampy:KeHHS amanTaliiHO-IPUCTOCYBAIbHMX MEXaHi3MiB.
BereraTuBHa peaKTUBHICTh — riNepCUMIATUKOTOHIYHA.

Exo-KT (29.03.16): npomnaric MiTpanbHOro kiamasa I cry-
TeHsI, TeMOJAMHAMIYHO He3HAUYIIIUIA.

Cnipoepaghia (17.03.16): 3HIDKEHHST CKOPOTIIMBOCTI TTOKA3-
HMKa Ha piBHi KpynHKX 6poHxiB. Bix 28.03.16 — dyHKIIist 30~
BHIIITHBOTO JMXaHHS 30epeKeHa.

Y31 opearie uepesnoi nopoxcruunu: Y 3-03HaKy TIOMipHUX pe-
AKTMBHUX 3MiH BHYTPIIITHBOIIEYiHKOBMX XKOBYHUX XOMIB i Cy-
IIMH TIEYiHKM, MapeHXiMM ITAIIIYHKOBOI 3aio3u. Y3 wu-
monodionoi 3aao3u (17.03.16): Y3-03Haku 3MilIaHOrO 300y
1 ctynens.

Koncyavmosana JIOP-cnenianicrom, eHIOKPUHOIOIOM, He-
BPOJIOTOM, THEKOJIOrOM, TICUXOJIOTOM, (PTU3IaTpOM.

Bcmanosaenuii 3axarounuil kainivnuii diacnos: «CrcTeMHUI
BacKyJiT (ypaxkeHHsl WIKipu, CJIM30BUX, CYIJIOOiB, Jie-
reHb, M’$I3iB, aHeMis, BTpaTa MacH Tija, IaTOTHOMOHIYHI
C-ANCA-AT) (M31.8). HemudepeHuiiioBaHa mucruia-
3is1 CIIOJIYYHOI TKAHMHM (TilepMOOiIBHICTh CyIIo0iB, Ti-
repesiacTo3 IIKipy, BUKPUBJICHHS HOCOBOI MEPErOpOaKH,
IIMK 1 cr.). JKBIIIl. AcTeHO-HEBPOTUYHUI CHUHIPOM.
XpOHIYHUIT KOMIIEHCOBaHW I TOH3WIIT. AMEHOpest 2-T0 CTy-
neHs. BynbBiT».

Ilpusnauene aixysannsa: menpoin 64 mr Ha mo6y (3 16.03.16),
eHmoKcaH — 75 mr Ha 100y (Bim 20.03.16), rancreHa, copoexc.

CUCTEMHbIN HEKPOTU3WUPYIOLLNIA BACKYJIUT Y AETEN

JliTrHA BUTIMCAHA ITPM JIIKBIAALLil YCiX KJITHIYHMX IMPOSIBIB XBO-
poou.

Hapnani o3y Meaposry oCTyIOBO 3HVZKEHO 10 IMiATPUMY-
BaJIbHOI 103U (8 MT yepe3 AeHb), eHOOKCaH CTYIICHEBO BimMi-
HeHMi1 yepe3 9 mic, pu3HaveHi XiHoiHOBI npenapatu. [Tpu
MPOBEACHHI JJA00PATOPHUX JOCTIMKEeHb O3HAK 3aTOCTPEHHSI 3a-
MAJIBLHOTO MPOLIECY HE 3HAIIEHO, AaHTUTI/IA 10 Mi€JTOTIEPOKCU-
JIa3¥ IIPY KOHTPOJIBHUX TOCIIIMKEHHIX BUSBIISUIACS B Helia-
THOCTUYHMUX TUTpaXx.

Oco0uMBICTIO BUMNAIKY OYyJIO0 paHHE BUSIBJICHHS IdiarHOC-
TUYHO 3HAYYIINX AaHTUTLI IO MIi€JIONIEPOKCUIA3H-3, 1110 PiIKO
3yCTPiYaloThCs y aiteit. ITpoTe KiliHIiYHMIT CHMIITOMOKOMILIEKC
Ha MOMEHT CITOCTEPEXKEHHSI TUTUHU OCTATOYHO HE BKJIA/IaBCSI
B IIEBHY HO30JIOTIYHY OAMHULIIO Ta MaB PUCH SIK MiKPOITOJTiaH-
TiiTy, TaK i iHIIMX BaCKYJITiB.

BucHoBKu

HesBaxaroun Ha ngyxke HU3BKY mommupeHicte CB,
HEe MOXHa BUKJIIOYATH iX 3 TUEpPeHIiHHOI 1iarHOCTUKHU
Oy/ib-IKOTO CUCTEMHOTO 3aMaJibHOTO MPOLIeCY HEesSICHOTO
reHesy 0e3 peTesibHOro oocTexxeHHsl. HaBeaeHi Buraaku
HA0YHO AEMOHCTPYIOTh pO3MAITTS SIK KJIiHIYHMX, TaK i J1a-
6opaTopHux 1posiBiB CB: HaBiTh BicyTHICTD crieudiuHuX
ABTOAHTHUTIJI HE CBITUMTH IIPO BiACYTHICTh BACKYIITy, TaKk
caMo $IK i X BUSIBJIEHHSI HE 3aBXIIU 1€ MOXKJIMBICTb TOYHO
BU3HAYUTHU HO30JIOTIYHY OIUHULIIO.

Cnncok nitrepatypm

1. demuiun JI.IT. CucteMHi BaCKyJIiTH y TPAKTULL IUTSIOTO aJIepro-
sora / demummid J1.T1. // Aneprist y mutuau. — 2007. — Ne 3. — C. 29-31.

2. JIvickuHa I'.A. FOBeHWIbHBIE (hOPMbI CUCTEMHBIX BACKYJIUTOB /
JIvickuna I'A. // 3nopoB’s Ykpainu. — 2003. — Ne 22 (33). — C. 40.

3. HaconoB E.JI. Backynmutbl u Backynornatuu / Haconos E.JI.,
]63agaﬂos A.A., unxuna H.I1. // fApocnasinb: Bepxusist Bonra, 1999. —

16 c.

4. Haconos E.JI. AHTUdOChOMMITUAHBINA CUHAPOM: KapAuoJIoruye-
ckue acniektol / Haconos E.JI., Kaprios FO.A., Anek6eposa 3.C. u co-
aBT. // Tep. apxuB. — 1993. — Ne 11. — C. 80.

5. Hoga knacudikauist Ta 1iarHOCTUUHI KpUTepii BaCKYJIITiB y iTei
(koHceHcyc EULAR/PReS) // 3nopoB’st YKpaiHu, TeMaTuuHuiA HOMep,
koBTeHb 2006 p. — C. 43—44.

6. Tkauenko C.K. AsepriuHi Macku peBMaTUYHUX XBOpOO /
Tkauenko C.K. // AneproJjioris IUTSYOro BiKy: MpoOiIeMH i eperek-
TUBU. — Marepiaau 006J1aCHOI HayKOBO-TTPAKTUYHOT KOH(EPEHLLiT, Ipu-
CBSYEHOI 5-i1 piuHuU1i JIbBIBCHKOIO MiCbKOTIO IUTSYOTO aJIEProJIoriyHoro
ueHTpy, JIpBiB-2005. — C. 14—19.

7. Guillevin L. Churg-Strauss syndrome / Guillevin L., Pagnoux C.,
Mouthon L. // Semin. Respir. Crit. Care. Med. — 2004. — Ne 25 (5). —
P. 535-545.

8. Jayne D.R. A Randomized Trial of Maintenance Therapy for
Vasculitis Associated with Antineutrophil Cytoplasmic Autoantibodies /
Jayne D.R., Rasmussen N., Andrassy K. et al. // New.Ingl. J.Med. 2003;
349:36—44.

9. Jennette J.C. Nomenclature of systemic vasculitides: proposed
of an international consensus conference / Jennette J.C., Falk R.J.,
Andrassy K., et al. // Arthritis Rheum, 1994; 37:187—192.

E.A. Omuisinckas, E.H. Oxornukosa, JI.®. Caenosa, 1.0. Baesckas, O./. Mapuyk, JI.JI. Bunnnuyk, B.B. Kpar, A.I'. ApunmoBia

Pesiome

B craTtbe TIPpEeaACTaBJICHBI JIBA KIMHUYCCKHUX Cydyasd CUCTEMHOTO HEKPOTU3SUPYIOIIECTO BaCKyJIUTa y Z[CTCﬁ, KOTOpBIVI IIPU OTCYTCTBUU CBOEBPEC-
MEHHOU AMAarHOCTUKU U JIEYSHUST MOXET TIPUBECTU K JICTAJIbHOMY UCXOMIY. PaCCMOTpeH TMOCJIEN0BATEbHBIA Ipouecc HPI(b(bepeHl.lHaJ'[bHOfI -

ArHOCTUKU.

KiioueBbie cj10Ba: 1eTH, CUCTEMHBIN BACKYJIUT, aHTUTEJIA K MUEJIOTIEPOKCHIA3E.

SYSTEMIC NECROTIZING VASCULITIS IN CHILDREN

E.A. Oshlyanska, E.N. Oknotnikova, L.F. Slepova, I.O. Baevska, O.1. Marchuk, L.L. Vinnichuk, V.V. Krat, A.H. Artsimovich

Abstract

The article presents two clinical cases of systemic necrotizing vasculitis in children, which can be fatal without timely diagnosis and treatment.

The sequential process of differential diagnosis is reviewed.

Key words: children, systemic vasculitis, myeloperoxidase antibodies.
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