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0.J1. UnmbanicTa

JlereHeBu CMHOPOM NpU rpaHyemMaTosi
3 noniaHriitom (rpaHynemarto3i BereHepa) (nekuis)

[BH3 «|BaHOo-OpaHKiBCbKWiA HALOHANBHWUA MEANYHUIA YHIBEPCUTET», YKpaiHa

SOVREMENNAYA PEDIATRIYA.2017.8(88):120-124; doi 10.15574/SP.2017.88.120

B nekuii BMKNageHo cy4vacHi nornsgm Ha (akTopu pu3uky, natoreHes, OCHOBHI MOPCOMOriyHi KpuUTepii rpaHynemarosy 3 nomiariitom (rpaHynemarosy
Berenepa). [letanbHo BUCBITNEHO KNiHIYHY MaHicDecTawito, pesynstatii PEHTTeHONONYHOr0 AOCNILKEHHA NIEreHeBoro CUHAPOMY Mpyu AAHOMY CUCTEMHOMY
BACKYiTi, OCHOBHI AiarHOCTUYHI KpUTEPIi Ta NPUHLMAM NiKyBaHHS.

KnioyoBi cnosa: rpaHynemaro3 BereHepa, natonoris nereHb, KNidika, giarHocTuKa, Tepanis.

Pulmonary syndrome in granulomatosis with polyangitis (Wegener granulomatosis) (lecture)

0.L. Tsymbalista

SHEI «lvano-Frankivsk National Medical University», lvano-Frankivsk, Ukraine

The lecture presents modern views on risk factors, pathogenesis, and the main morphological criteria for granulomatosis with polyangiitis (Wegener granulo-
matosis). Clinical manifestations, imaging findings of pulmonary syndrome in the aforementioned systemic vasculitis as well as the main diagnostic criteria

and the principles of treatment are highlighted in detail.

Key words: Wegener granulomatosis, pulmonary pathology, clinical picture, diagnostics, therapy.

JleroyHoii cMHAPOM NPU rpaHynemMaTtose ¢ NoAMaHrMMTOM (rpaHynemarose Berenepa) (nekuus)

0./1. Uumbanucta
BI'YY «/BaHo-®paHKOBCKNIA MEAULIMHCKIA YHUBEPCUTET», YKpauHa

B nekumn n3noxeHbl COBPEMEHHbIE B3rMsAbl HA (DAKTOPbl PUCKA, NATOreHe3, OCHOBHblE MOPOOrM4eCcKUe KPUTEpUU rpaHynemarosa ¢ noanaHruuTom
(rpaHynemaToaa BereHepa). [oLpo6HO WM3NOXeEHbI KNUHUYECKAA MaHWdecTauus fero4Horo CMHApPOMa npyu AAHHOM CUCTEMHOM BacKynute, OCHOBHbIE

OWarHoCTU4Yeckne KpuTepum n NpuHLUKNGLI Ne4eHnq.

Knioyesble cnoBa: rpaHynemaros BereHepa, natonorus nerkux, KNuHka, AMarHocTuKa, Tepanus.

paHyJieMaTo3 3 TOJiaHTiiToM (epanyiema-
mo3 Bezenepa) (IpB — M 31.3) — HekpoTu-
3ytounii pecriiparopuuii rpanyiaemaro3 (ANCA —
acOIIOBaHUN BAaCKYJIT), SAKUU TOENHYE HEKPO-
TUYHE TpaHyJeMaTo3He 3alajJeHHd BepPXHiX
i HWKHIX AMXaJbHUX MLJISAXIB, O4HOI 0opbiTH,
HEKPOTU3YIOUNII BaCKyJIT CYJAUH CepeHbOTO
i apibHOTO KAMOpPY (KalliJspu, BEHYJIH, apTepion
iaprepii) i rmomepysionedpur (I'H) [12, 14, 16, 31].
Emionozisi. llpuunna I'pB 3anumaerbcsi He
BCTAHOBJICHOIO. ¥ TaKUX CUTYAIliIX TOBOPSITDH TIPO
BipOTiiHy MyJbTU(AKTOPIaJIbHY MPUPOLY XBOPO-
Ou — BOHA PO3BUBAETHCS B PE3YJIBTATI OETHAHHS
il KiJbKoX (hakTopiB: aHTUTrEeHY (-iB) 0ZHOTrO abo
KIJIbKOX MiKPOOpraHiaMiB ab0 iMyHOreHHUX XiMid-
HUX cyOCTaHIllii B yMOBaX HECIIPUATIMBOIO TOP-
MOHAJIBHOTO (POHY i MOKJINBOI TEHETUIHOI CXUJIb-
HOCTI 10 XBOpo6uU. Tak0K MOKIUBUIA BILTMB HeaH-
TUTeHHUX (haKTOPIB HABKOJUIITHHOTO CEPEIOBUIIA:
yAbTpadioseTOBUX MPOMEHIB, BOJIOTOCTI, & TAKOXK
eMOIIITHOTO Harpy:KeHH4 [4, 8, 17].
[TpuBepraioth 10 cebe yBary IOBiZIOMJIEHHS
TOJITTAaH/ICBKUX BUEHUX TTPO 3HAYEHHS iH(iKOBAHO-
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cTi CJM30BOI TOPOXKHUHU Hoca Staphylococcus
aureus Ik MOKJIMBOTO (haKTOpa PU3UKY PeluinB-
Horo 1epebiry IpB. ABTopu 1HOB'SI3yIOTb ITATOTEH-
He 3HAYeHHS 30JI0TUCTOTO cTadioKoKa 3 TPOYK-
1[I€I0 HUM EK30TOKCHUHIB i3 CyllepaHTUTeHHUMU
BractuBoctsmu |8, 10, 13].

3araJbHONPUIHATOIO € TYMKA, 1110 IIPUYNHOIO
pPO3BUTKY 3anasieHHd npu [pB € kiacuuni aHTH-
HEUTPO(dIiMbHI  MUTOMJIA3MATUUHI  aHTHUTIJIA
(ANCA), mo pearyioTs i3 mporeinasoio-3, a Iie,
CBOEIO Ueproro, BUKINKAE JIETPAHYIAIII0 HEUTPO-
GbiiB i pecriiparopHuii BUOYX, TOCHIIOE XEMOTAK-
CHUC 1 aJire3ito KJIITUH /10 eHjioTeito. Touna npuiu-
Ha TMPOAYKIli aHTUHEUTPODITbHUX IUTOIJIA3Ma-
TUYHKUX aHTUTLT € HeBigomoro [1, 5, 16, 25, 27, 30].

BrumiB reorpadiunoro mosoxeHHsT Ha 4acToTy
BUHUKHeHHsS [pB mposBisierbess y 306isbineHHi
pU3HKY XBOpOOM B TiBHIYHWMX perioHax €Bporu,
PO3TAIIOBAHUX Ha OLIbIT BUCOKMX mpoTax. [lepe-
Ba)KHO XBOPIIOTH YOJIOBIKU cepesHbOro Biky. /liTn B
CTPYKTYPi XBOPHX 3aiiMaioTh Maiizke 15% [16, 23].

Kninixa. Ilouatok 3aXBOPIOBaHHS € ITi/ITOCTPUM
i3 TIOCTYIIOBUM PO3BUTKOM KJIIHIYHOI CUMIITOMA-
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tukn. [loyaTkoBUil Tepiox Moxke OyTH y IBOX
BapianTax. ¥ xitefi Bumiisiemo aBi ¢opmu IpB:
JoKanisosany (obmedxnceny) i zenepanizosamy.

YpakeHHs JUXaJbHUX IIJIIXIB € Y TPhOX Bapi-
aHTax: MOPOKHUHU HOCA 1 TPUHOCOBUX a3yX; TOP-
TaHi i Tpaxei; TOPOKHWHU POTa, TOPJa, Tpaxei.
MosksiiBe TIO€THAHHSA ypasKeHb BEPXHIX TUXab-
HUX IIJISXIB 13 OPOHXO0JIETEHEBOIO CHCTEMOIO.

Budinsnomwv 4 cmadii nepebizy xeopobu:

I — punorennwuii rpanyiemaro3 (THiliHO-
HEKPOTUYHUI, BUPA3KOBO-HEKPOTUYHUN PUHO-
CUHYCUT, HAa30(DapUHTIT, JIAPWHTIT, AECTPYKITis
KICTKOBOI 1 XPSIIOBOI TEPETUHKU HOCA, OYHUX
SIMOK);

IT — nerenesa crajig (MONMPEHHS TIPOIECY
Ha JIeTeHeBY TKaHWHY );

III — renepasizoBane ypaxkeHHs (ypaKeHHs
MUXAJbHUX MIJISXiB, JeTeHb, HUPOK, CepIeBO-
CYIMHHOI CHUCTEMU, MIIYHKOBO-KHUIITKOBOTO TPaK-
Ty: adTO3HUI CTOMATUT, TJIOCHUT, AUCIENTUYHI
posJiazn);

IV — Tepminasnbua crajis (HUpKoOBa i JereHe-
BO-cepIleBa HEJIOCTATHICTb, MIO TIPU3BOJUTH
710 3aruOesti XBOPOTO MPOTSIITOM POKY Bifl TIOUATKY
xBopobn) [2, 9, 15, 28, 31, 33].

lpu noxanizosaniti popmi TOMiIHY€E BUPA3KOBE-
HEKPOTUYHE YPa’kKeHHs BEPXHIX JUXaJIbHUX ILJIS-
XiB (HOCa, MPUHOCOBUX TA3yX, TOPTaHI), /IS STKUX
XapaKTepHUMHU € 4YacTi HOCOBI kpoBoredi. Moke
TIPUEHYBATUCH YPAKEHHS POTOBOI TIOPOKHUHU,
3iBy, ropJia (0OJTi TIpH JKyBaHHi i KOBTaHHI i ), ByX.

Lpu 2enepanizosaniii popmi mapaesbHO 3 TPAHY-
JIEMaTO30M JIMXaJIbHUX LIIAXIB 1 o4eil criocrepira-
€TbCA JIETeHEeBUH, MKIPHUHN 1 KapiaabHUN CUHAPO-
Mmu, y Bcix xgopux — I'H. Y kniniuniil kapruni [pB
BUJILJISTIOThCS  HecTIeln(ivuHi 3amajibHi CUMITTOMH,
TTPOSIBY JIOKAJTI30BAHOTO TPAHYJIOMATO3Y, CHMIITOMI
CHCTEMHOI'0 BaCKYJIiTy 1 HUPKOBUI CHH/IPOM.

3axBOpIOBaHHS TOYUHAETHCS TOCTPO abo
MIOCTYIIOBO: 3'SIBJSIETHCS CyOhebpribHa Temiiepa-
Typa TiJla, MOTIPUIYETbCS aNeTUT JI0 aHOPEKCii.
[luTrHa MBUAKO BTpAaya€e Macy Tija J0 KaXeKcii.
Yepes mexinbka aHiB ab0 TW/KHIB TeMIepaTypa
TiJla cTa€ TeKTU4Howo, M.6. Miaarii, aprpasrii.
Hapmami (uepes nBa THKHI — 3 Mic.) TPUETHYIOTD-
€4 XapaKTepHi 3anajibHi i BUPa3KOBO-HEKPOTUYUHI
3MIHM B JiJISHIL JIMIIEBOTO CKeJieTy abo JiereHb.
3aJIe’KHO BiJl JIOKAJi3allii TpaHyIeMaTo3y MepIin-
MU cKapramu € 6o0Jii ToI0BH, OiJIb Y ByXaxX, POTi,
HOCOBI KPOBOTEUi, KPOBOXapKaHHsI, HAOPSIK MOBIK
abo mik [3, 12, 15, 16].

[Ipu ypakeHHI 6epxXHiX OUXANLHUX WASAXIE
(o 90%) maTorHOMOHIYHUM € TOSIBA THilHO-He-
KPOTUYHOIO i BUPA3KOBO-HEKPOTUYHOTO PUHITY,
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cUHycuTy, HazohapuHrity i mapurriTy. IIpuTa-
MaHHUMU € 3aTPyJHEHE HOCOBE JWXaHHS, CTIHKI
CEPO3HO-CYKPOBUYHI, THIITHI BU/IJIEHHIMHA 3 HOCQ,
HOCOBI KpPOBOTeYi, HAABHICTb KPOB'SHUX KiPOK y
HOCI, OCHUILTICTh ToJsocy. Po3BUBaeThbcd KapTuUHA
rafimoputy. HaszBaHi CUMIITOMU TO 3aTyXalOTh, TO
3aroCTpIoOThCS [24].

YpaskeHHsT CJIN30B0I 0O0JIOHKH 20p.id CYTIPOBO-
JUKYETHCST OOJISIMU B TOPJIi, 3aTPYJHEHUM KOBTaH-
HSIM, aHTIHOIO, MO)Ke TPU3BECTH 10 OOCTPYKILii
€BCTaxieBoi TpyOH, 1110, CBOEIO YEProI0, CIIPUUNHSIE
PO3BUTOK T'OCTPOTO T'HIHHOIO CEePe/[HbOr0 OTUTY
ab0 XPOHIYHOTO CEPO3HOIO CEPEeIHBOTO OTUTY
(40%).

Hapmami miciieBi 3anajibHi 3MiHU TTPOTPECYIOTh.
Po3BuBaeTnca Hekpo3 cJM30BO1I HOCOBUX XO/IiB,
M'sIKOTO TriHe6iH s, Muraaaukis. [ToTiM po3Bu-
BAETHCS JIECTPYKIIiSA HOCOBOI TIEPETOPOIKH, PAKO-
BWH (Ci/mTOBUHUI HiC) i3 TIepdopalti€io M'sSKoro i
TBePIOTO miHebiHHI. MOoK/INBe TPaHyIeMaTo3He
PYUHYBaHHSI CKPOHEBUX KIiCTOK (30KpeMa COCKO-
nozibHOTO BispocTka) [12, 14, 16, 22].

B ocHOBi ypaskeHHSI CJIM30BOI 0OOJIOHKHU 20p-
mani i mpaxei € XpoHiuHe TpaHyJieMaTO3He 3aria-
JIeHHsT 1 PyOITIOBaHHS, SIKI MOXYTh BUKJIMKATH
crenosu (10 16%), 10 B TSDKKUX XBOPUX CYITPOBO-
JUKYETBCS CTPUIOPO3HUM JIUXAHHSAM 1 PO3BUTKOM
nuxanbHol HepoctatHocTi (JITH).

[lepBunne ypaskeHHsI Pi3HUX BIJILIIB JUXaJb-
HUIX [IJIXIB 1 04HOT 0p6iTH — KTacudHa o3Haka [pB.
Pizko mpu 11bOMYy CTIOCTEPITAETHCS YPAKEHHS TPa-
xe0OpOHXIAMBLHOTO JiepeBa i jiererb. Hamami (depes
KiJTbKa THZKHIB 260 MiCSITIiB) PO3BUBAETHCSI TTOJIICHH-
JIPOMHA KJIiHIYHA KapTUHA 3aXBOPIOBaHHS (CTaIis
reHepasisaillii, gKa CYIPOBO/KYETHCS TapgUKOIO,
MIrpYIOYUM TIO/HapTPUTOM a00 TIIBKH apTPaJITisiMIt
1 MiaJbrisiMu, YPasKEeHHSIM IKipH, 30KpeMa 3 TsK-
KM HEKPOTUYHO-BUPA3KOBUM YPaKeHHSIM IITKIpU
06JIMYYsT), Hajaji Cepllst, JiereHb, TepudepuaHol
HepBOBOi cuctemu. [lapasnenbHo pPO3BUBAETHCA
mudysauit 'H 31 mBUAKUM TpOrpecyBaHHIM HUP-
KOBoI HejloctaTHOCTI [12, 14, 16, 19, 22, 24].

Tenepaumizaitiss mportecy TPU3BOAUTH O ypa-
JKeHHS JIeTeHb, STKe B TOYaTKOBUH TTepio]; MaHide-
cramii IpB crocrepiraerbest y 15-20% Bumnajkis
cepe/l XBOpHX, a 32 Bech 11ePioj] 3aXBOPIOBAHHS —
y 1epeBaskHOI Oisbinocti i3 Hux (85—100%). ITpu
[[bOMY YPasKEHHS JieTeHb MOKe OyTH He3CUMIITOM-
HUM (JIiarHOCTUKA TiJIBKU 32 JAHUMU PEHTTEHOJI0-
TIYHOTO JIOCTI/KeHHsT) abo Manidecrallisi #oro
y BUTJISI/II MACUBHOI JIM(DPY3HOI alIbBEOJIIPHOI KPO-
Boteui [9, 16, 18, 21, 29, 31].

Mopgonoziuno ypaskeHHs JieTeHb XapaKTepH-
3YETbCSI HEKPO3aMM, BACKyJiTaMu 1 rpaHyJjiema-
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TO3HUM 3arnajeHHsM. HekpoTuuHi 3MiHu B Jere-
HSAX IpeJCcTaBleH] MikpoabciiecaMu. 3amnajbHi
3MIiHU BUSIBJISAIOTHCS B apTepisaX, BeHax 1 Karijd-
pax. s kanijisipuTy € npuTaMaHHUMU: HEKPO3
CTiHKM JApiOHUX aprepiil, iHdinbrpamis X Heii-
Tpodisamu, aTbBEOISPHI Ta IHTEPCTUITIITHI KPO-
BOBWJIMBY, HAaTPOMa/KEHHS reMocuiepuay B AM
i B inTepcTuiii, hpibpuHOIAHI TPOMOU B Kalliis-
pax. Kamisngput € HaliuacTilmmM BapiaHTOM ypa-
JKEHHSI CYyIUH. YPasKeHHs IHTEPCTHUIIIIO BUSBJICHO
y OibmIocTi XBOPHUX 1 MPEACTABIECHO HEKPOTH-
3yIOUUM T'PaHyJeMaTO3HUM 1 HerpaHyJjaeMaTo3-
HUM 3anajeHHsM, Gibpo3oM Ta XPOHIYHUM 3ara-
Jgennsim [ 1, 4, 25].

Kniniuna xapmumna ypasicenns iezens He Ma€ 1aTo-
THOMOHIYHMX CHMIITOMIB. Y OiJIbIIIOCTI XBOPHX
(>80%) criocTepira€rbcsi HaACAHUN TPUBAJINIA
Kallesb i3 BUJIJIEHHSIM THIITHO-KPOB'STHUCTOTO, THiii-
HOTO MOKPOTHHHS (B OKPEMUX BUIAJIKAX Y BEJMKIN
KIJIBKOCTi) B pe3yJbTaTi NPHUEIHAHHSI BTOPUHHOI
iHdekItii a0 HEKPO3Y JIereHeBOI TKAHMHU Y BEJIMKO-
My 06'emi. 3aBKau TypOyrOTh OOJI B TPY/AHIN KJITII.
3auiika B Tiepios] ManidecTallii 3aXBOPIOBAHHS
MTOMIPHO BUPAKEHA, & MPU 3HAYHIN aJbBEOJISIPHIN
kposotedi pospuBaethest JJH I1-111 cr. Disukanbhi
3MIHM HEOJTHO3HAYHI 1 3aJIe3KaTh BiJl XapaKTepPy MOP-
(bostoriyHMX 3MiHY JIeTeHSIX.

[udysna anpBeossipHa KpOBOTeYa € MPOSIBOM
BACKYJITY i (DaKTOPOM PU3UKY HECTIPUSITINBOTO
nporuody (0 40%). Ilpu mboMy XapaKTepHUMHU €
KPOBOXapKaHHS, JIeTeHeBl KPOBOTeUi, IBUJIKE
nporpecyBanuda /IH, po3BuTok mocrremopariysoi
aHeMmii; TpU PEHTrEeHOJOTIYHOMY JOCJIJKEeHH]
BUSIBJISIIOTHCS 1BOOIUHI iH(MIIBTPATH B JIEreHsX, Y
T.4. 32 TUIIOM «MaToBOroO ckJja». IIporpecye 3HuU-
JKeHHs MuysiliHOT 3AaTHOCTI JieTeHb. PH3UK
HECIIPUSITIUBOTO MTPOTHO3Y 3POCTAE TIPU TTOETHAH-
Hi aJIbBEOJISIPHOI KPOBOTEY1 3 MACUBHUMM 1H(DIJIBT-
paTamMu B JIET€HSX 1 PO3Ma/OM Yy IIeHTpi, eKcy/a-
TUBHUM ILUIEBPUTOM. Y BHIIQJIKY aJIbBEOJISIPHOI
KpOBOTeYi HEOOXIHO BUKJIIOYATH MHEBMOHIIO,
MeIUKAMEHTO3HI YCKJIQJHEHHs, HAOPSIK JIeTeHb,
roctpuit RDS-cunapom, rocTpuil THEBMOHIT.

Y yacTuHM XBOPHUX [iarHOCTYIOTb CHUHJPOM
OPOHXOOOCTPYKILIT SIK TIPOSIB TPAHYJIEMATO3HOTO
Oponxity abo OpoHXiadbHOI acTMH. YpakeHHs
OpOHXIAJIBHOTO JepeBa 3a JaHUMHU OPOHXOCKOIIII
[pejcTaBjieHe BHpasKaMK Ha CTiHKaX OpPOHXIB,
3BYJKEHHSIM iX MPOCBITY 6e3 03HaK meprudoKasb-
Horo 3anasnenns [11, 16, 18, 28].

BesasbrepHaTuBHUM MeETO/NOM JiarHOCTUKU
ypaxKeHHH JieTeHb € PEHTIeHOJIOTiuHe JOCIi/IKeH-
Hd, Y T.4. KomI totepHa Tomorpadis. [latornomo-
HIYHUX KPUTEPIiB YpaKeHHSI JIeTeHb HEMae.
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Sk mpaBuiIO, ypaxylThCcss OOWABI JiereHi, Kpim
BepxiBoK [9, 12, 16, 28, 31].

Penmeenocemiomuxa rpanynematosy Berenepa
MOEJIHYE TaKi CUMIITOMMU:

— Ilocunenuii iereHeBUii MaJIIOHOK.

— Pi3HOI BesiMuMHU BOTHUIINEBA [MCEMIiHAILIS
3 HEUITKMMHU KOHTYpaMM Ha TJi iHTEpPCTH-
MINHUX 3MiH.
Bysmuku (70-90%), nepeBaskHO OKPYTJIOi
dopMu 3 UITKUMHU KOHTYPaMu, PO3MipOM
0,3—10 cMm, yacTo moenHyI0ThCs 3 iHMIIBTpa-
tamu. KiJIbKicTh TaKMX YTBOPEHDb € Pi3HOIO
i 3pocTa€e B Mipy IporpecyBaHHS 3aXBOPIO-
BaHHs. [lapajiesbHO 36iTbIIEHHIO PO3MIpPIB
BY3JIMKOBUX YTBOPEHb 3POCTAE YaCTOTa
HEKPO3y JiereHeBOoi TKAaHWHU 3 MOSBOIO
MOpPOKHUH Y TieHTpi (10 40%).
Toranpui indiaprpat (y T.4. CUMIITOM
«MaTOBOTO CKJIa» ), TIEPEBAKHO B CEPEHIX i
HIDKHIX JIETEHEBUX II0JIAX, OLIbllle B Mei-
aJbHIX 30HAX, 4acTo 3 posnazaoM (10 40%).
JlecTpyKTUBHI TPOMOOBACKYJIITH 3yMOBJIIO-
I0Th aJIbBEOJISIPHI TemMoparii B JiereHsX
13 HACTYITHUM PO3IIa/IOM.
JlimbatuyHi By3/au cepefloCTiHHSA € iHTaKT-
HUMU i JIy’Ke PiIKO BUSIBISIETBCS 1X 301J1b-
nieHHs; JiMdaZieHonaTisa 3aBxKAn [OEHY-
€THCA 3 YPaKEHHSIM MTapeHXiMU JIeTeHb.
YpaxkeHHs IJIEBPU CIIOCTEPIraeTbesl PiJIKO:
eKCy/IaTUBHUI cepo3Huii (y T.4. OCyMKOBa-
HUH, oaHO- abo ABOGIYHMIA) 1 1e pigme —
rHiHWH 1 aareausanii [20].
KasyicTuuHO pifiko BUSBJISIOTHCS aTesleKTa-
3, KJIbITUHATH (B MLIBHUX iH(]IIBTpaTax),
ITHEBMOTOPAKC, YPAKEHHS TiJIOK JIeTeHeBOl
aprepii [7, 12, 30].
Cepen yckiamHeHb TiepeBa)ka€ BTOPUHHA
GakrepianbHa iHMeEKIsT OPOHXOJEreHeBol
cucTeM#, 0COOJUBO B TEPIOL OCHOBHOTO
3aXBOPIOBAHHS, YaCTO 3yMOBJIeHA aTUIIOBU-
My 30yaHukamu (abciec JiereHi, emmiemMa
miaeBpu, KpoBotedi). [THeBMOHIA PO3BU-
BAETHCI K YCKJIAAHEHHS IMYHOCYIIPECUB-
HOI Teparlii B Mi3Hi TePMiHU 3aXBOPIOBAHHSI.
[Tporuos 3axBoploBaHHSI 3HAYHOIO MipOIO
3aJIEKUTh Bijl XapakTepy ypaskeHHsi GPOHXO-
JIETEHEBOI CUCTEMHU, 1 OCTaHHI € OCHOBHOIO
pUYrHOIO cMepTi XxBopux. [IpuunHoro cmep-
Ti € nporpecysanns /IH, macuBHi jiereHesi
KPOBOTeYi, BTOPUHHE iH(IKYBaHHS JiereHb
i3 PO3BUTKOM TOCTPOI JIeT€HEBOI TilepTeHsii
i HabpstkoM Jierens |3, 6, 12, 14, 16].

Or:xe, TiarHOCTHUKA TPAHYJIEMATO3Y 3 TIOJariiTOM
(I'pB) nmpoBoMTHCS HA OCHOBI TAaKUX KPUTEPIiB:
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3araiabHi 3MiHH, BUPa3KN CJAN30BOi POTOBOI
IMOPOKHUHU, THITHO-KPOB'STHUCTI BUIiJIEH-
H 3 HOCQ,;

ypaKeHHS JieTeHb 3a JaHUMU KJITHIKO-PEHT-
FEHOJIOTIYHOTO JOCJI/KCHHS,
KJIIHIKO-/1a00paTOPHI CUMITOME TJIOMEpPY-
JgoHedputy (mepeBakKHO HePPOTUUHOTO
BapiaHTy);

6iomcist rpaHyJjieMaTo3He 3alaJeHHs
B CTiHIII apTepii abo B IEPUBACKYJISIPHOMY
npoctopi [14, 15, 18, 31].

Ilepetiz IpB mosxe O6yTH TOCTPUM 1 HiATOCTPUM.
[Tpu rocTpomy mepebiry KITiHiYHa KapTUHA SICKpa-
BO BHpa)keHa, reHepaJisallisl Ipoliecy HacTyllae
IIBUIKO Yepe3 KiJibKa TUKHIB 200 MiCSIIiB, IBU/I-
KO PO3BMBAETHCSI HUPKOBA HeJlocTaTHICTD. [lifroc-
TPl epebir XapaKTepu3y€eThCst Bi/THOCHO MOBIJIb-
HUM II0YaTKOM 1 PO3BUTKOM KJIIHIYHUX CUH/I[POMIB
i BUHUKHEHHSIM BUPA3KOBO-HEKPOTUYHWX 3MiH.
TpuBasicTh akTUBHOTO TIepioy cTaHOBUTH 1—-18 mic.
MoskinBi TprBasti peMicii 63 HaCTYHIX PeIuin-
BiB [12, 14, 16, 18].

Jlixyeanns IpB. Crangaptom JyikyBanusa [pB e
IMYHOCYTIPECUBHA Tepallist: IUTOCTATUKH (ITUKJIIO-
docdan, azaTionpuH, METOTPEKCaT, XJIOPOYTH),
raokokoptukoctepoign  (I'KC). Ilpenapatom
BUOOPY € nukiaodochan y 103i 2—4 Mr/Kr M.T./ 100y
BcepeanHy abo y BUTJISAIL IyJIbc-Tepariii 1 pas,/mi-
canpb y n03i 10—15 mr/kr m.1. JIikyBaHHS ITUKJIO-
(bocanoM MpoBOAATH Mailke TTPOTITOM POKY JI0
JIOCATHEHHS KJiHIYHOI pemicii i Hajam 103y
MOCTYTIOBO 3HIIKYIOTh Ha 25 MT KOKHI 2—3 Micsili.
Y pasi BigcyTtHOCTI edekTy Bin 1ukaodochany
aJIbTepHATUBHUM TIperapaToM € a3aTionpuH i
uksIocoput 1-3 Mr/kr/mo0y, Beepeauny. Takox
y Teparllii epeKTUBHUM € MikodeHoaaT ModeTu
(2 r/no6y). Ilpu obmexenux hopmax € eexT Bif
BUKOPUCTAHHS TPUMETONPUMY-CyIb(omeToKca-
30ry. Y TAIli€HTIB i3 BUPaK€HUMHU CHUCTEMHUMU
posiBaMu Tapasiesibio npusnadaiotb [KC (ipej-
Hizonon 1 Mr/Kr M.T./ J. JI. B aJbTePHYIOUOMY

JNNITEPATYPA

pexknmi), y T.4. myabc-Teparito 'KC i nuknodoc-
danowm. Ilicist mocsarrHeHHsT pewmicii TpeaHi30I0H
3aCTOCOBYIOTD III€ TPOTATOM MiCAIIsl, & TO/I 3HU-
JKYIOTb JI03Y 10 5 MT KOXHI 2 THKHI.

[Tpu mixyBanHi nukgodochanom i mpeaHi3o-
JIOHOM 4YaCTKOBa peMicist gocsraerbest y 85—-90%,
MoBHA — Yy 75% BUIIQJIKiB cepej MAIli€HTIB.
Pewmicis TpuBae mnupubausno 3-6 wmicdIiis
(y cepennbomy 4 micdrti). [lixTpumytoua teparisg
B Iepiofi pemicii TMOENHYE, KPIM ITUTOCTATUKIB
i 'KC, nedaynomiz, ko-Tpumokcaszon (6e3 meto-
TpekcaTy). 3a HasgBHOCTI PE3UCTEHTHOCTI 10
nperapariB Mepioi JiHii peKOMEeHIYIOTh 3aCTO-
cyBanHs aHTu-TNFo, antu-CD20-anturii.
BukopuctaHHg KOMIJIEKCHOTO JIIKYBaHHSI 3yMO-
BJIIOE II'ATHUPIYHE BUKUBAHHSA TAIIE€HTIB Y
80% Bumaznkis [3, 13, 15].

Ipoznos. Tlicasg mpoBeeHHS JIKYBaHHS ITUKJIO-
(bochanom 1 TpenHI30JOHOM  IIECTUMIiCcSYHE
BIDKMBaHHST XBopux jocsirae 90%, a yepe3 5 pokiB
craHoBuTh 75—80%, 11e 4yepe3 10 pokiB — 65%.
BwxuBanns cepeji MaiienTiB 3 ypaKeHHIM HUPOK,
HE3BAKAIOUN HA JIIKYBAHHS, HIZKUE: Yepe3 /IBA POKU
3AJIMIIAIOTHCS KUBUMU XBOPi y 86%, uepes 5 pokiB —
y 75% Bumnajkax. ¥ 4yaCTUHM XBOPUX HABITh ITiCJISI
Teparii Bce JK TaKW PO3BUBAETHCS HUPKOBA HEJO-
cTaTHicTh. Y 25—40% BUTIA/IKIB cepe/l XBOPUX BUHH-
Ka€ penuinB 3axBopioBanusd |3, 9, 10].

BucHoeku

BpaxoBytoun Bukmasiere, BUAIMSIOTH TaKi Bapi-
AQHTH YpaskeHHsI OPOHXOJIETEHEBOI CHUCTEMU IPH
rpanyJieMato3i Berenepa:

— MaJio- abo 6e3cuMIITOMHUN Tepebir y aeb-
0TI 3aXBOPIOBAHHS 32 HAgBHOCTI BEJUKUX
iH(ITBTPATIB y JIeTeHAX i3 PO3MAIoM;
13071bOBaHeE yPaKEHHS JIETEHD;
npody3Hi JiereHeBi KpOBOTeYi;

BTOPUHHE 1H(IKYBaHHS IHTEPCTHUIIIIO JIETeHb
i 6ponxis i3 possutkom /[H 3a pecrpukTus-
HO-OOCTPYKTUBHUM TUTIOM |6, 25].
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