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0.J]1. UnmbanicTa

JlereHeBu CUHAPOM Npu rpaHynemMaTtos3i
3 noniaHriitom (rpaHynemarto3i BereHepa) (nekuis)

[BH3 «|BaH0o-OpaHKiBCbKMI HaLiOHaNbHUIA MEAWYHWIA YHIBEPCUTET», YKpaiHa

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

B nekuii BMKNageHo cyd4acHi nornagn Ha hakTopu pu3nKy, NaToreHes, OCHOBHI MOPCHONOrivHi KpuTepii rpaHynemarosy 3 noniaHriiTom (rpaHynematosy
BereHepa). [leTanbHO BUCBITNEHO KIiHIYHY MaHipecTalito, pe3ynbtatit PEHTreHO0rYHOM0 AOCNIMKEHHS NEreHeBOro CUHAPOMY NpU AAHOMY CUCTEMHOMY
BACKYITi, OCHOBHI AiarHOCTUYHI KpUTepii T2 NPUHLMNN NiKYBaHHS.

Kntoyosi cnoBa: rpaHynemaro3 BereHepa, natonoris nerexb, KiHika, JiarHocTuka, Tepanis.

Pulmonary syndrome in granulomatosis with polyangitis (Wegener granulomatosis) (lecture)
O.L. Tsymbalista
SHEI «lvano-Frankivsk National Medical University», Ivano-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.

Jlero4Hoi cUHAPOM NpK rpaHynemarose ¢ NONUAHrMMTOM (rpaHynemaro3e Berenepa) (nekums)

0.J1. Unmbanucra
BI'YY «lBaHo-DpaHKOBCKMIA MeAULMHCKNIA YHUBEPCUTET», YKpanHa

B nekumu u3noxeHbl COBPeMeHHble B3rnsabl HA (DAKTOPbl pUCKa, MaToreHes, OCHOBHbIE MOPCHONOTMYECcKMe KPUTEPUI TPaHYNemaro3a ¢ MosiuaHrmuTom
(rpanynemaro3a BereHepa). MOAPO6GHO M3NOXEHbI KAWHMYECKAs MaHUECTauUs NEro4HOro CUHAPOMA MpW AAaHHOM CUCTEMHOM BacKYNWTE, OCHOBHbIE

ANArHoCTU4ecKne KpUTepumn n NPUHLANGLI Ne4eHna.

KntoueBble cnoBa: rpaHynemaros BereHepa, natonorus nerknx, KNMHUKa, AMarHocTnka, Tepanis.

paHyJjieMaTo3 3 moJjiaHriitom (epanyiema-
mo3 Bezenepa) (IpB — M 31.3) — HekpoTu-
3ytounii pecriipatopauii rpanyiaemato3 (ANCA —
acOIIMOBAHUN BACKYJIIT), SIKUH MOETHYE HEKPO-
TUYHE TpaHyJeMaTo3He 3alajJeHHs BepXHiX
i HUKHIX [JUXaJbHMX ILILAXiB, OYHOI OpOiTH,
HEKPOTU3YIOUUN BACKYJIT CYJWH CEpPe[HbOTO
i IpiGHOTO KAMOpPy (KaIiisipu, BEHYJIH, apTepiosn
i aprepii) i rmomepynonedput (I'H) [12, 14, 16, 31].
Emionozisa. llpuuuna [pB 3anuinmaerncss He
BCTAHOBJICHOIO. Y TaKUX CUTYallisIX TOBOPSITH IIPO
BipOTiZIHY MYyJbTH(AKTOPiaTbHY MPUPOY XBOPO-
6u — BOHA PO3BUBAETHCS B PE3YJIBTATI MOETHAHHS
mii KisbKOX (hakTOpiB: aHTUTEHY (-iB) OHOTO 460
KIJIbKOX MiKPOOpraHi3aMiB ab0 iMyHOT€HHIX XiMid-
HUX CyOCTaHIlil B yMOBaX HECHPHUSTIUBOTO TOP-
MOHAJIBHOTO (DOHY i MOKITUBOI T€HETUIHOI CXUJIb-
HOCTI 10 XBOpoOu. TAKOK MOKIUBUI BILJIUB HeaH-
TUTeHHNX (PaKTOPiB HABKOJIHUIITHHOTO CEPEIOBUIIA:
yabTpadioNeToBUX MPOMEHIB, BOJIOTOCTI, a TAKOXK
eMOIIITHOTO HarnpyKeHH4g [4, 8, 17].
[IpuBepraioTh 710 cebe yBary TOBiIOMIIEHHS
TOJIJIAH/ICBKUX BUEHUX PO 3HAUEHHS iH(DIKOBAHO-
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CTi CAM30BOI MOPOKHUHU HOca Staphylococcus
aureus STk MOKJIMBOTO (haKTOpa PUBUKY PEIUNB-
Horo 1epebiry IpB. ABTopu 1OB'SI3yIOTh MaTOTEH-
He 3HaYeHHS 30JI0TUCTOr0 cTailoKoKa 3 TPOIYK-
II€I0 HUM EK30TOKCHUHIB 13 CyNepaHTUTeHHUMU
BractuBocTsmu [8, 10, 13].

3araTbHONPUIHATOIO € yMKa, MO MTPUINHOTO
po3BUTKY 3ananeHHd npu [pB € kmacuuni anTH-
HedTpodibHI  MUTOIJIA3MAaTUYHI  aHTHUTiJIA
(ANCA), no pearyioTh i3 TpoTeiHa3010-3, a IIe,
CBOEIO Yeprolo, BUKJIUKAE JIeTPaHYJIAIiI0 HEHTPO-
bisiB i pecripatopHuii BUOYX, MOCUITIOE XEMOTAK-
cuc i ajresito KIITUH 10 eHpoTerito. Touna npuyn-
Ha MPOAYKII aHTUHEUTPOMINbHUX UTOILIA3MA-
TUYHUX aHTUTIJ € HeBioMmoro [1, 5, 16, 25, 27, 30].

BB reorpadiyHoro moJioskeHHs Ha 4acTOTy
BUHUKHeHHs [pB mposiBiserbes y 30ijblieHHi
pU3HKY XBOPOOM B TBHIYHUX perioHax €Bporu,
pO3TaIoBaHUX Ha OiJIbII BUCOKUX TpoTax. [Tepe-
BaKHO XBOPIIOTb YOJIOBIKU cepe/iHboro Biky. /liTH B
CTPYKTYPi XBOPHX 3aiiMaioTh Maiixke 15% [16, 23].

Kninixa. Ilouatok 3aXBOPIOBAaHHS € IMi/ITOCTPUM
i3 TIOCTYIIOBUM PO3BUTKOM KJIIHIYHOT CUMIITOMA-
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Tuky. IloyaTkoBuii 1epiog Moxke OyTH Yy IBOX
BapianTax. ¥ jitell BuminsgsemMo aBi ¢opmu [pB:
Joxanisoeany (oomedxrceny) i zenepanizosany.

YpakeHHs TUXaJbHUX NIJISIXIB € Y TPhOX Bapi-
aHTaX: OPOKHIUHU HOCA 1 TPUHOCOBUX 1a3yX; rop-
TaHi i Tpaxel; IOPOKHUHU POTa, ropja, Tpaxei.
MosksiBe o€THAHHS ypaskeHb BEPXHIX [UXaihb-
HUX [IJIAXIB i3 GPOHXO0JIETEHEBOIO CHCTEMOIO.

Budinsnomwv 4 cmadii nepebizy xeopobu

I — punorennuii rpanynemarto3 (THIHHO-
HEKPOTUYHUI, BHUPA3KOBO-HEKPOTUUYHUN PUHO-
CUHYCHUT, Ha30(hapUHTIT, JIADUHTIT, JAECTPYKILis
KIiCTKOBOI 1 XPSIIIIOBOI IEPEeTUHKU HOCA, OUHUX
SIMOK);

IT — nerenesa crajiig (MOMMPEHHS TMPOIECY
Ha JlereHeBy TKaHUHY );

ITT — renepasizoBane ypakeHHs (ypakKeHHS
IUXaJbHUX IJISXiB, JieTeHb, HUPOK, CepIieBO-
CYZIMHHOI CUCTEMH, MITYHKOBO-KUIITKOBOTO TPaK-
Ty: aTO3HUH CTOMATUT, TJIOCHUT, JUCHENTUYHI
posnaan);

IV — repminanbia crazist (HUPKOBa i JiereHe-
BO-ceplleBa HeAOCTaTHICTb, 110 TIPU3BOJAUTD
110 3arubes1i XBOPOro MPOTITOM POKY Bifl IIOUaTKY
xBopobn) [2, 9, 15, 28, 31, 33].

Ipu noxanizosaniii popmi TOMiHy€ BUPa3KOBe-
HEKPOTWYHE YPakKeHHSI BEPXHIX JAUXATHHUX M-
XiB (HOCQ, MPUHOCOBUX TA3yX, TOPTaHI), JIJIsT STKUX
XapaKTepHUMU € 4YacTi HOCOBI KpoBoTeudi. Moske
MPUENHYBATUCh YPAKEHHS POTOBOI TIOPOKHUHMU,
3iBY, TopJia (60JIi Tpu KyBaHHI 1 KOBTaHHI 1), BYX.

Lpu zenepanizosaniii oopmi mapanesbHO 3 TPAHY-
JIEMaTO30M JIUXaJTbHUX IJISXIB 1 04eil crocrepira-
€TbHCsI JIETeHEeBUH, IKIPHUI 1 KapAiaabHUI CUHAPO-
MU, y Bcix xBopux — ['H. ¥ wkuiniuniii kaptuni [pB
BUJIIJISTIOTHCS  HecTielniuni 3amaibHi CUMIITOMH,
ITPOSIBU JIOKAJII30BAHOTO TPAHYJIOMATO3Y, CUMIITOMU
CHUCTEMHOT'O BaCKYJIITy i HUPKOBUI CUH/IPOM.

3axBOPIOBAHHS TOYHUHAETHCS TOCTPO abo
MOCTYTOBO: 3'SIBJSIETHCS cyOhebprIbHa TeMiepa-
Typa Tijla, MOTIPIIYETbCA aleTUT J0 aHOPEKCii.
[AuTrHa MBUAKO BTpayae Macy Tija /10 KaXeKcil.
Yepes nexiibka AHIB a00 TUKHIB TeMIlepaTypa
TiJla CcTa€ TeKTUYHO, M.0. Miajrii, aprpajrii.
Haznami (uepes nBa TuKHI — 3 Mic.) TPUETHYIOTD-
Csl XapaKTepHi 3alaibHi i BUPa3KOBO-HEKPOTUYHI
3MIHM B JIJISHIN JIMIEBOTO CKejieTy abo JiereHb.
3aJie;KHO BiJl JIOKaJIi3allil rpaHyIeMaTo3y MepIim-
MU cKapramu € 060 rosoBu, O6iib y Byxax, pori,
HOCOBI KPOBOTEYi, KpOBOXapKaHHsI, HAOPSAK MOBIK
abo mik [3, 12, 15, 16].

[Ipu ypaskeHHI 6epXHIX OUXANLHUX WLSAXIB
(mo 90%) maTOrHOMOHIYHMM € T0sIBA THIITHO-He-
KPOTUYHOTO 1 BUPA3KOBO-HEKPOTUYHOTO PUHITY,
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cunycuty, Hazodapunrity i mapunrity. IIpura-
MaHHUMU € 3aTpyJHEHe HOCOBE IUXaHHS, CTIHKi
CEPO3HO-CYKPOBUYHI, THIHI BUJIJIEHHSIMU 3 HOCA,
HOCOBI KPOBOTEYi, HAsSIBHICTh KPOB'STHUX KipPOK Y
HOCI, OCHUILIICTh Tojsiocy. Po3BuBaeThcd KapTUHA
rafimoputy. HazBani cuMnToMu TO 3aTyXaioTh, TO
3arocTpIoIOThCS [24].

VpaskeHHs cIM30BOT 000JIOHKH 20pJia CYyTPOBO-
JUKYETHCST OOJISIMU B TOPJIi, 3aTPYIHEHIM KOBTaH-
HSIM, aHTIHOIO, MOJKe MPU3BECTH 10 OOCTPYKILii
€BCTaxieBOI TPYOH, 1110, CBOEIO YEPTOIO, CIIPUIMHSIE
PO3BUTOK TOCTPOTO THIHHOTO CepelHbOTO OTUTY
ab0 XPOHIYHOTO CEPO3HOTO CEPEeHBOTO OTUTY
(40%).

Hapami micrieBi 3amnajibHi 3MiHU TTPOTPECYIOTb.
Po3BuBaeTbcs HEKPO3 CAM30BOI HOCOBUX XOJIiB,
M'sIKOTO TmiAHeOiH s, Murgaaukis. IToTiM posBu-
BA€ETHCS JIECTPYKILis HOCOBOI TIEPETOPOJIKU, PaKO-
BUH (CiTTOBUIHUN Hic) i3 Tepdopariiero M'akoro i
TBEPAOTO HifHebiHHsA. MOKIUBe TpaHyIeMaTo3He
pyiHYBaHHS CKPOHEBUX KICTOK (30KpeMa COCKO-
noibHoro BigpocTka) [12, 14, 16, 22].

B ocHOBI ypaskeHHsI CJIM30BOI 0GOJIOHKH 20p-
mawi i mpaxei € XpoHiuHe rpaHyJeMaTo3He 3ara-
JIEHHs1 i1 pyOIfoBaHHS, SIKi MOJKYTb BHKJIUKATH
cterosu (10 16%), 1110 B TSZKKUX XBOPHUX CYITPOBO-
JUKYETBCS CTPUAOPO3HUM UXAHHSM i PO3BUTKOM
nuxanbHOol HepoctatHocTi (JIH).

[TepBuHHE ypakeHHST PI3HMX BiJUIJIIB /IUXAJIb-
HUX IJISIXIB 1 09HOT 0p6iTH — KiracuuHa o3Haka [pB.
Pinko nipu 11boMy crocTepira€Tbesi ypaskeHHs Tpa-
XeoOpOHXiaIbHOTO JiepeBa i Jieretb. Hazmaui (uepes
KiJIbKa THKHIB a00 MiCSIIiB) PO3BUBAETHCS MOJIICHH-
JIPOMHA KJIIHIYHA KapTWHA 3aXBOPIOBAHHS (CTalist
reHepasiizaliii, sgKka CyIPOBO/UKYETHCS TapsuKoIo,
MIrpYIOUMM TI0/HaPTPUTOM ab0 TiJIbKK apTPaJITisiMU
i MiaJIbTisIMU, YPasKEHHSM HIKipH, 30KpeMa 3 TsIK-
KM HEKPOTUYHO-BUPA3KOBUM YPAKEHHSIM IITKipH
obmyust), Hamami ceplis, JiereHb, mnepudepudHol
HepBOBO1 cuctemu. [lapanesbHo pPO3BHUBAETHCA
mudysnuit [H 31 miBuikuM mporpecyBaHHSIM HUP-
KOBOI1 HeflocTaTHOCTI [12, 14, 16, 19, 22, 24].

Tenepauizaliisi npoiecy NPU3BOAUTL JO ypa-
JKEeHHS JIeTeHb, SKe B TIOYaTKOBUH Tiepio]; MaHide-
cramii [pB crocrepiraerbest y 15-20% Bumnazakis
cepe/l XBOPHUX, a 32 BeChb 11€pioJ] 3aXBOPIOBAHHS —
y mepeBaxkHoi OiybinocTi i3 Hux (85—100%). Ilpu
[[LOMY YpPaskKeHHSsI JIereHb MOoKe OyTH Ge3CHMIITOM-
HUM (JIlarHOCTUKA TIJIbKY 32 IAHUMU PEHTTEeHOJIO-
TIYHOTO OCTiKeHHsT) abo Mmauidecrarliss Woro
Y BUIJISA/ MAaCUBHOI M(Y3HOI aJIbBEOJISIPHOI KPO-
Boteui [9, 16, 18, 21, 29, 31].

Mopgonoziuno ypaxkeHHs JieTeHb XapaKTepu-
3YETHCAI HEKPO3aMU, BaCKyJiTaMu i TpaHyJjema-
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TO3HUM 3arajeHHsIM. HekpoTuuHi 3mMiHu B Jjiere-
HSIX TIpeJCTaBJeHI MikpoaOciiecaMu. 3amajbHi
3MiHW BUSIBJISTIOTHCS B apTepisiX, BEHAX 1 KaITiJisi-
pax. /ling kamiagapuTy € npuTaMaHHUMU: HEKPO3
CTIHKM ApiOHUX apTepiil, iHbiabTpamis ix Heii-
TpodisamMu, aTbBEOJISIPHI Ta IHTEPCTUININHI KPO-
BOBUJIMBY, HATPOMA/KeHHS reMocuiepury B AM
i B iHTepcTumii, (hibpuHOiaHI TpOMOU B Karrissi-
pax. Kanisigput € HaliuacTinmumM BapiaHTOM ypa-
JKEeHHS CY/IUH. YPaKeHHs IHTEPCTUIIII0 BUSBJIEHO
y GiABIIOCTI XBOPUX 1 IPEJACTaBIE€HO HEKPOTH-
3yIOUMM TPaHyJIeMaTO3HUM i HerpaHyJeMaros3-
HUM 3arajeHHsM, (hiGpo30M Ta XPOHIYHUM 3ara-
nenHsMm [1, 4, 25].

Kniniuna kapmuna ypasicensi iezens He Ma€ 11aTo-
THOMOHIYHUX CHMIITOMIB. Y OIiJbIIOCTI XBOPUX
(>80%) crocrepiraeTbcsl HAJACATHUN TPUBAINI
KallleJsib i3 BUIVIEHHSIM THIITHO-KPOB'SHUCTOTO, THIli-
HOTO MOKPOTUHHSI (B OKPEMUX BUIIQJIKAX Y BEJIUKIN
KiZTbKOCTI) B Pe3yJbTaTi MPUETHAHHS BTOPUHHOI
iHdexkItii 800 HEKPO3Y JIereHeBOI TKAHIHU Y BEJTMKO-
My 00'eMi. 3aBKu TYpOYIOTh O0JIi B TPY/AHIM KITTIIL.
3aguiika B mepiof; Manidecrallii 3aXBOPIOBaHHSI
MOMIPHO BUPA)KEHA, a MPU 3HAUHIN asbBeOJIpHiil
kpoBotedi posBuBaethest JIH 11111 cr. Disukanbhi
3MIHU HEOTHO3HAUHI 1 3aJ1eKaTh BiJl XapaKTepy MOpP-
(osroriYHNX 3MiHY JIETeHSIX.

[udysna anbBeosisipHa KpoBOTeua € MPOSIBOM
BaCKYJIITy 1 (haKTOpOM PU3UKY HECIPUATINBOTO
nporuosy (10 40%). IIpu 1iboMy XapakTepHuMu €
KPOBOXapKaHHS, JiereHeBl KPoBOTeui, MIBUJKE
nporpecyBanfsa /IH, po3BUTOK mocTreMopariqaol
aHeMil; TIPU PEHTTeHOJIOTIYHOMY OCJIJIKEeHH]
BUSIBJISIIOTHCST IBOOIUHI iH(DIIBTPATH B JIETEHSX, Y
T.4. 32 TUIIOM «MaTOBOTO cKJa». [Iporpecye 3uu-
JKeHHs nudys3iiiHOl 37aTHOCTI JiereHb. PU3uK
HECIPUATIUBOTO TPOTHO3Y 3POCTAE TIPU MTOETHAH-
Hi aJIbBEOJISIPHOT KPOBOTEYi 3 MACUBHUMM 1H(D1THT-
pataM# B JieTeHdX 1 PO3MajioM y TeHTpi, excyia-
TUBHUM ILJIEBPUTOM. Y BUIIQJIKY aJIbBEOJISIPHOI
KpOBOTeYi HeoOXiJHO BUKJIIOYATH ITHEBMOHIIO,
MeIMKAMEHTO3H1 YCKJIaJHeHHsI, HaOPSK JIeTeHb,
roctpuit RDS-cunapom, roctpuii MHEBMOHIT.

Y yacTuHM XBOpPUX [iaTHOCTYIOTb CHUHPOM
OPOHXOOOCTPYKINI SIK TIPOSIB TPAHYJIEMAaTO3HOTO
6ponxiTy ab0 OpOHXiaJbHOI aCTMH. YPasKe€HHS
OPOHXIAJIBHOTO JlepeBa 3a JaHUMHU OPOHXOCKOIIi
npejicTaBjeHe BHUpa3KaMKM Ha CTiHKaX OpOHXIB,
3BY/KEHHSIM iX MPOCBITY 6e3 03HaK mepudOKaib-
Horo 3anasnenss [11, 16, 18, 28].

BeszanbprepHaTUBHUM METOOM JiarHOCTUKH
YPasKeHH JiereHb € PeHTTeHOJIOTIYHe JI0CJIi/IKeH-
Hd, y T.4. KoMTI'ToTepHa Tomorpadgig. [latoraomo-
HIYHUX KpUTEPiiB ypaskeHHSI JieTeHb HEMaE.
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Sk mpaBuiio, ypaxyloTbcs OOMIABI JiereHi, KpiM
BepxiBoK |9, 12, 16, 28, 31].

Penmeenocemiomura rpanyiemato3y Berenepa
MOE/THYE TaKi CUMITOMU:

— Ilocunennii nereHeBUil MaJTIOHOK.

— Pi3Hol BemuuHU BOTHMIIEBA JMCEMIiHAIlISA
3 HEYITKMMHU KOHTYpaMH Ha TJi iHTepcTu-
MIMHUX 3MIiH.
Bysauku (70-90%), nepeBaKHO OKPYTJIOl
(opMu 3 YITKHMMHM KOHTYpaMH, PO3MIpOM
0,3—10 cM, gacTo OENHYIOTHC 3 iH(DITBTPA-
taMu. KiJIbKICTb TaKUX yTBOPEHb € Pi3HOIO
i 3pocTae B Mipy mporpecyBaHHS 3aXBOPIO-
BaHHs. [lapajieibHo 36iIbIIEHHIO PO3MIPIB
BY3JINKOBUX YTBOPEHb 3POCTAE YaCTOTA
HEKPO3Y JIlereHeBOi TKaHUHU 3 II0SIBOIO
MOpOKHUH Y 11eHTPi (10 40% ).
Toranbui indinprpatn (y T.4. CUMITOM
«MaTOBOTO CKJIa» ), IEPEBAKHO B CEPEIHIX i
HIDKHIX JIETEHEBUX IOJIAX, Olbllle B Mesi-
aJIbHUX 30HAX, 4acTo 3 posnaaoM (10 40%).
JlecTpyKTUBHI TPOMOOBACKYJIITH 3YMOBJIIO-
I0Th aJbBEOJIIPHI TreMoparii B JieTeHSIX
13 HACTYITHUM PO3IAJIOM.
Jlimdatnyni By3au cepefloCTiHHS € THTAKT-
HUMU 1 JIysKe PiIKO BUSIBISIETHCS 1X 301/Ib-
HieHHd; JiMpaseHonatis 3aBK/Iu TOEHY-
€TBHCS 3 YPAKEHHSIM ITapeHXiMU JiereHb.
YpaskeHHs 1neBpU CIIOCTEPIra€Tbesl PislKo:
eKCyZIaTUBHUI cepo3HUil (y T.4. OCYMKOBa-
HUIi, 0HO- ab0 ABOGIYHMIT) 1 mie pixmie —
rHiftnri 1 aaresusunii [20].
KagyicTuuHO piiko BUSBISIOTHCS aTeTeKTa-
31, KaJIbIIUHATH (B MIIJIIBHUX iH(IIBTPATAX),
ITHEBMOTOPAKC, YPa’kKeHHs TJIOK JiereHeBOl
aprepii [7, 12, 30].
Cepen yckyamHeHb TepeBa)ka€ BTOPUHHA
OaxTepianbHa iH(eEKIs OPOHXOJEreHeBol
CUCTeMHU, OCOOJIMBO B TMEPIOJ OCHOBHOTO
3aXBOPIOBAHHS, YaCTO 3yMOBJIeHA aTUIIOBU-
mu 30ypHuKamu (abciec JiereHi, emiiema
mjieBpu, Kposoreui). IIHeBMOHIsT PO3BU-
BAETHCI SK YCKJIAJAHEHHS IMYHOCYIIPECUB-
HOI Teparril B Mi3Hi TePMiHA 3aXBOPIOBAHHSI.
[TporHO3 3axXBOpIOBaHHS 3HAYHOIO MipOIO
3aJIEKUTD Bijl XapakTepy ypaskeHHsi OPOHXO-
JiereHeBOl CHUCTeMM, 1 OCTaHHI € OCHOBHOIO
MIPUYMUHOIO cMepTi xBopuX. [Ipuunnoio cmep-
Ti € nporpecyBanns /IH, macuBHi JiereHesi
KpOBOTeYi, BTOpUHHE iH(IKYBaHHS JeTeHb
i3 PO3BUTKOM TOCTPOI JIETEHEBOI TillepPTeHs3ii
i HaGpsikoM Jierens 3, 6, 12, 14, 16].

Otxe, IarHOCTUKA FPAaHYJIEMATO3Y 3 TIOJIATIiITOM
(IpB) nmpoBoANTHCST HA OCHOBI TAKUX KPUTEPIiB:

ISSN 1992-5913 Cospemennas neauatpusi 8(88)/2017



Yntamte Hac Ha cawnTe: http://med-expert.com.ua

3arajabHi 3MiHU, BUPA3KU CJAU30BOI POTOBOI
MOPOKHUHU, THIHHO-KPOB'STHUCTI BUJIiJIEH-
H4 3 HOCQ,;

yYPasKeHHs JiereHb 32 JJaHUMU KJIIHIKO-PeHT-
FeHOJIOTIYHOTO JIOCTIIKEHHS;
KJIIHIKO-71a00paTOpHi CUMIITOMK TJIOMEPY-
soHedputry (mepeBakHO HEPPOTUYHOTO
BapiaHTy);

6ioricist rpaHyjeMaTo3He 3anaJeHHs
B CTiHIlI apTepii ab0 B MEpPUBACKYJISIPHOMY
npocropi [14, 15, 18, 31].

Ilepebiz [pB Mosxke GyTH TOCTPUM i THATOCTPYIM.
ITpu rocTpomy repebiry KiriHIYHA KapTUHA SICKpa-
BO BHUPa)KE€Ha, TeHepasli3allisl Mpollecy HaCTyIae
HMIBU/IKO Yepe3 KiJibKa THKHIB aO0 MicAIliB, IBU/I-
KO PO3BUBAETHCS HUPKOBA HeZlocTaTHICT. [ligroc-
TPU 1epebir XapaKTepu3y€EThCs BiJHOCHO TTOBiJIb-
HUM TIOYaTKOM i PO3BUTKOM KJIIHIYHUX CUH/IPOMIB
i BUHUKHEHHSIM BMPA3KOBO-HEKPOTUYHUX 3MiH.
TpuBasticTh akTHBHOTO TIepiory cTaHOBUTH 1—18 mic.
MozxuBi TpuBasti pemicii 6e3 HACTYITHUX PernIn-
BiB [12, 14, 16, 18].

Jlikysanns [pB. Ctangaptom nikyBanusa [pB €
iIMyHOCYTIpeCHBHA Tepallisi: IUTOCTaTUKK (IIUKJIIO-
docdan, azarionpuH, METOTPEKCAT, XJIOPOYTUI),
rmokokopturoctepoian (I'KC). Ilpemapatom
BubOpY € nukiodochan y 103i 2—4 Mr/Kr M.T./100y
BcepeanHy abo y BUTJISIL Iy ibc-Teparrii 1 pas/mi-
csanpb y 1031 10—15 mr/kr m.1. JIikyBaHHS IIUKJIO-
(hocarom MpoBOAATH MaiizKe TTPOTIATOM POKY JIO
JIOCATHEHHS KJIHIYHOI pewmicii 1 Hagami n03y
MOCTYTIOBO 3HUIKYIOTh Ha 25 MT KO3KHI 2—3 Micslli.
Y pasi BigcyTHOCTI edexty Bin 1muraodochany
aJIbTEPHATUBHUM IIpelapaToM € as3aTiolnpuH i
tukaocoput 1-3 mr/kr/mo0y, Becepemauny. Takoxk
y Tepartiii epeKTUBHUM € MikodeHoIaT Mo(eTn
(2 r/n06y). IIpu obMexenux popmax € epexT Bij
BUKOPUCTAHHS TPUMETONPUMY-CyTh(hoMeToKca-
30iry. Y TAIli€HTIB i3 BUPaKEHUMHU CUCTEMHUMU
nposiBamMu rapaJiesibio npusHadaiotbh [KC (ipen-
Hi3omoH 1 Mr/Kr M.T./ JI. JI. B aJbT€PHYIOUOMY

JNNITEPATYPA

pesknMi), y T.4. mysbe-Tepariio 'KC i nuknodoc-
danom. Ilicasg nocsarHeHHs pemicii mpeaHi30M0H
3aCTOCOBYIOTH 1l€ TIPOTITOM MICSIIsA, @ TOJI 3HU-
KYIOTD 103y 10 O MT KOJKHI 2 THIKHI.

[Tpu nikyBanHi 1ukg0pochanoM i peaHi30-
JIOHOM 4aCTKOBa peMicis gocsraerbest y 85-90%,
NOBHA — Yy 75% BUIAJAKIB cepej Malli€HTIB.
Pewmiciss tpuBae mupubiamsuo 3-6 MicdIlis
(y cepenubomy 4 micai). [lixTpumyroua teparis
B IepioJli peMmicii MOENHYE, KPIM IUTOCTATUKIB
i ’KC, nedaynomia, ko-TpuMoKcaso (6e3 Mero-
TpekcaTy). 3a HasiBHOCTI PE3UCTEHTHOCTI 0
nperaparis 1epiioi JiiHii peKOMeHyIOTb 3aCTO-
cyBanasg aHTu-TNFo, aatu-CD20-anTtutin.
BuxopucTaHHS KOMIIEKCHOTO JIiKYBaHHS 3yMO-
BJIOE TI'dTHpiYHE BUKWUBAHHS TMAII€HTIB Yy
80% Bunazkis [3, 13, 13].

IIpoenos. 1licas npoBeieHHs JIIKYBaHHS 1IUKJIO-
dochanom 1 TpepHi30JO0HOM TIECTUMIiCSUYHE
BIKMBaHHST XBopux nocsirae 90%, a yepe3 5 pokiB
cranoButh 75—80%, mie uyepe3d 10 pokiB — 65%.
BuzkuBanHS cepeqi MAIEHTIB 3 ypaKeHHSIM HUPOK,
He3BKAIOUM Ha JIIKYBaHHS, HIKYE: yepe3 /[Ba POKU
3AJTUIIAIOTHCST JKUBUMU XBOPi y 86%, uepes 5 pokiB —
y 75% BuMajKkax. Y 4aCTUHU XBOPUX HABITh MiCJIs
Tepartii Bce 3K TaKW PO3BUBAETHCSI HUPKOBA HEJO-
ctatHicTh. Y 25—40% BUIA/IKiB cepel XBOPUX BUHU-
Ka€ penunB 3axBopoBanHs |3, 9, 10].

BucHoBKku

BpaxoBytoun Bukiasene, BUAIAIIOTH Taki Bapi-
AHTU ypaskeHHsT OPOHXOJIETEHEBOI CUCTEMHU IPU
rpanyJsemarosi Berenepa:

Masio- abo GeacuMnToMHUI Tiepebir y neb-
I0Ti 3aXBOPIOBaHHS 32 HAsBHOCTI BEJIMKHUX
iH(IIBTPATIB y JIETEHSX 13 PO3TAIOM;
i3071bOBaHE YpasKEHHS JIeTeHb;

npody3Hi JieTeHeBi KPOBOTEYi;

BTOPUHHE iH(DIKyBaHHS iIHTEPCTHIIIIO JIeTEHb
i 6ponxis i3 possurkoM /IH 3a pecTpukTus-
HO-0OCTPYKTUBHUM THUIIOM |6, 25].
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