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TMOHATTA «iHTepCTMLiaNbHI 3aXBOPIOBAHHA NlereHb>» 00'eHYE 3HAYHY reTepOreHHy rpyny 3aXBOPtoBaHb, Pi3HWX 3a eTIONOri€0, NATOreHETUYHUMIN MeXaHi3Mamu
PO3BUTKY, KITiHIKOKO i TAKTUKOK NiKyBaHHA. CNiNbHUM NS HUX € MEPBUHHE YPAKEHHA IHTEPCTULIIO NereHb. Y nekuii BUCBITNIEHO Cy4acHi HayKOBi AaHi Npo
thakTopn pu3nKy, natoreHes, MopdoNorito, KMiHiKy, LiarHOCTUKY Ta MPUHLMNK NiKyBAHHA BHYTPILLUHbOrPYAHUX (POPM CapKOif03y B NiANiTKiB.

Knto4oBi cnosa: nianitku, BHYTPILUHBOTPYAHI (DOPMU CapKOiA03y, KMiHiKa, AiarHOCTIKa, Tepanis.

Intrathoracic forms of sarcoidosis in adolescents
O.L. Tsymbalista
SHEI «lvano-Frankivsk National Medical University», lvano-Frankivsk, Ukraine

The term «interstitial lung diseases» refers to a large heterogeneous group of diseases that differ in etiology, pathogenetic mechanisms of the development,
clinic as well as therapeutic approach and result in primary lesion of the pulmonary interstitium. The lecture highlights the current scientific data on risk fac-
tors, pathogenesis, clinic, diagnosis and principles of treating intrathoracic sarcoidosis in adolescents.

Key words: adolescents, intrathoracic forms of sarcoidosis, clinic, diagnosis, therapy.

BHVTpMFpW.‘l,HbIe d)OprI capkonao3sa y noapocTkoBs
0./1. Uumbanucta
[BYY «/BaH0-DpaHKOBCKMI HALMOHANbBHbIA MEAULIMHCKUIA YHUBEPCUTET», YKpauHa

OnpefeneHne «MHTePCTULMANbHbIE 3a60M16BaHUS NErknx» 06bEANHAST GOMbLIYI0 TETEePOreHHY0 rpynny 3a60nesaHuil, PasNnyHbIX MO 3TMOOTUM,
MaToreHETNYECKIM MeXaHU3MamM PasBUTIS, KIUHUKE U TaKTUKe NnedeHus. O6LLMM ANs HUX ABNAETCS MepBUYHOE NOPAKEHUE UHTEPCTULAS Nerkux. B nexuum
Mpe/CTaBNeHbl COBPEMEHHbIE HAY4YHbIE JaHHbIE 0 (haKTOpax pucka, NaToreHese, MOPAONOriK, KNMHMKE, ANArHOCTIKE U NPUHLMNAX NEYEHNS BHYTPUTPYAHbBIX

thopm capkonzo3a y noapOCTKOB.

KntoyeBbie cnoBa: nopocTKu, BHYTPUrPYaHble (DOPMbl CAPKOMA03a, KNMHIKA, ANArHOCTUKA, Tepanus.

AxtyanbHicTh po6aeMu. OIHIEIO 3 BaKINBUX
MEINYHHUX i COIlialbHUX TIPOOJIEM € IHTEPCTHINAb-
Hi 3axBoptoBanHg Jierenb (I3JI) y 3B's3KYy
31 CKJIQIHICTIO MIarHOCTHUKM, TSDKKMM Iepebirom,
BHUCOKOIO YacTOTOI0 PaHHBOI 1HBAJIHOCTI,
a TAKOXK BMCOKMM PiBHEM JIETAJbHOCTI cepejl 11X
xBopux. 13J] 06'eqHyIOTh BeMKy i pisHOMaHITHY
TPyTy 3aXBOPIOBaHb i3 MEPBUHHUM YPa’KEHHIM
inTepctuiio. Ha ceoromui Bimomo monaza 200 3ax-
BOpIOBaHb, sKi MaioTh o3Haku [3JI. 3a cyuac-
HUMU YSIBJIEHHSAMM, /10 ITi€] TATOJIOTIi HajexaTh
K 3aXBOPIOBAHHS 3 BIZIOMOIO eTiosorieio (rimep-
YYTJAUBUN THEBMOHIT, TOKCUYHI 1 MEIMKaMEHTO3Hi
AJIbBEOJIITH), TaK 1 3aXBOPIOBAHHS 3 HEBCTAHOBJIE-
HOIO eTioJiori€ro (capKoifo3, pi3Hi BaCKyJiTH).
Kpim 1iboro, Bumisstiors Bropunti 13J1, ki po3Bu-
BalOTHCS MTPU CUCTEMHUX 3aXBOPIOBAHHSX CIIOJTYY-
HOI TKaHWHU, HEPBOBO-M'SI30BUX 3aXBOPIOBAHHIX
Ta TATOJIOTIl E€HIOKPWHHOI CHCTEMU, TOHKOTO
i TOBCTOTO KHUIIEYHWKY, IIUTOMOAIOHOI 321031
toio. /{o rpynu I3J1 tTakosk HanmeskaTh OKpeMi CHH-
JIPOMU: IIOTIATUIHUN TeMOCH/IEPO3 JieTeHb (CHH-
npoMm llesrena—Tennepcreara), ypaskeHHs JereHb
MPU BACKYJIiTaX Pi3HOTO TOXOJKEHHS (CHUHIPOM
I'yanacuepa, xBopoba Bebepa—Penmgio—Ociepa,
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rpaHyJeMaTo3 i3 MoJiaHTiiToM, CHHIpOM Berenepa,
cuaapom Yapra—Crpoca) [3, 14, 20].

Cepen [3J1 y qutsyomy Billl yisibHe Miclie 1OCi-
mae capkoinos [5]. Ile — cucremunii i BiHOCHO 100-
POAKiCHMII TpaHyJieMaTO3 HeBiJJOMOl €eTioJIOrii.
3axBOPIOBAHHS TIOIIPEHE B yChOMY CBITi (T1eperyc-
iM y KpaiHaxX i3 BUCOKO PO3BUHEHOIO ITPOMUCIIOBI-
CTIO) 3 TEHJICHINEO JI0 TIBUIIEHHST cepejl Jirojei
yCiX BIKOBUX TPYII, y T.4. CEPEl JITel 1 MijIiTKIB.
[Tix 3axBOproBaHHS crioctepiraeTbes y Biri 30—-39
POKiB, mpryoMy Oimbiricth (10 60%) CTaHOBIISATH
SKIHKH. Y J1i10/1eid pisHOl eTHIYHOI TPYIIM CapKOo1/103 Mae
KiIiHigHl ocobmmBocTi. Buyrpinmborpyani dopmu
3aXBOPIOBAHHS 3yCTPIYAIOTHCST TIEPEBAKHO Y KpaiHax
i3 TIOMIPHUM 1 XOJIOMHUM KJiiMaTtoM [4, 11, 18, 23].

Eriosorist capkoino3y HeBizoma. ¥ TerepinrHii
yac iCHye€ TirnoTe3a MPO TEeHETUYHY CXUJIbHICTh
10 PO3BUTKY 1 mepebiry saxBopioBanHs. [Ipu
1IbOMY PI3HOMaHITHI BIUIMBUA 30BHIIIHBOTO Cepe-
JIOBUIIIA 3YMOBJIOIOTH peasi3alfifo TeHEeTHIHUX
nedeKTiB, mepeayciM nopyieHb ycixX JJAHOK IMyH-
HOI CHCTEMU i1 YyTBOPEHHS IPaHyJ/IbOMI: OakTepil,
Chlamydia pneumonia, Borrelia burgdorferi,
Propionibacterint acnes, rpubu, okpemi Bipycu
(CMV, EBV, Herpes virus, Adenovirus) i napasu-
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TH; MeTaboJIITH POCTIVH i TBapuH (IIMJIOK, CIIOPH,
6inkn), criosyku Metanis) [3, 11, 18, 28].
ITaTorenes. Capkoi/o3 pO3BUBAETHCS YHACII-
JIOK TIOpYyIllleHb B IMyHHill CUCTeMi 3 HACTYITHUM
PO3BUTKOM CHUCTEMHOI TpaHyJIeMaTO3HOI Peakiiii.
XapakTepHoio € 3arajibHa T-kmiTuHHa JiiMdore-
Hist 3a paxyHok xeJrepis (Th). Kmitnauuit cxiran
acipaTy HWKHIX IUXQJIbHUX [IJISXIB, OTPUMAHOTO
mig yac GPOHXOCKOTIII, Bigobpakae IMHAMIKY
[1aTOJIOTIYHOTO MPOollecy B JiereHeBiil TKaHWHI.
Bcranossieno, 10 TOYATKOM 3aXBOPIOBAHHS
€ HATPOMA/KEHHS aJIbBEOJIPHUX MakKpodaris
(AM) B asmbBeostax. Boun 6epyTh y4acTb B iHIyK-
1ii IMYHHOI Bi/ITIOBi/Ii: TIIEPIPOAYKITis iHTEpIei-
kiny-1 (IL-1), ¢ibpoHeKkTHHY, TIa3MiHOTEHY,
[FN-y, sKi cTUMYTIOI0TH iHII KJIITUHU (MOHOIIU-
i, Jgimborutu, Gidpodmactu). AM BUPOOAAIOTH
dakTop pocTy, MO CTUMYJOE TpoJidepariio
bibpobactie i B-mimdonuris (Ba). B acmipari
TPaxeoOPOHXIANIBHOTO JiepeBa 3pocTae piBeHb Th
i 3menmyeTbesa BMmicT T-cympecopis (Ts), 1o
BU3HAYAE NpUCKOpeny andepenttiatiio B, T-mim-
dorutu (Tar) € mpoaynentom [L-2. Ocranniii cTu-
Mmymioe TmipoJiipepariio Ta i audepentiariio
B e(beKTOPHI KITITUHU, 10 TPOAYKYIOTH JTiM(MOKIiHI
i Bu3HayatoTh mirpariito B kposi Th. Ti cunTesy-
I0Tb TAKOK XeMOTaKCUYHUI (PaKTOp /111 MOHOIIM-
TiB, (hakTopu pocty i audepentiaiii Bi, TFN-y,
AKi cTuMyTiooTh (Gibpobiactu. T-KIITHHE CTH-
mymooTh [1L-1 i AM, cTBOpooun <«3aMKHEHWI
UKJI», SIKUU TTPUMYE IMYHHY 3allajibHy peak-
IiI0 TTPY CcapKoino3i. SIK HaciI0K. 30iTbIIyEThHCS
He TIIbKK KiIbKicTh (hibpobactis, ane i 3pocrae
ix GioJloriyHa aKTUBHICTh — TIPOrpecye mHeBMOodi-
6po3. Y BUMAKY CHOHTAHHOI peMicii mpu capkoi-
no3i AM i mimdonutn mpogayKyooTh iHTIGITOpPH
pocty ¢ibpobractiB. Bzaemomiss AM i mimdonutis
MIPU3BOUTD 10 (OPMYBaHHS TPAHYJIBOM B ypasKke-
HUX OpraHax i TKAHWHAX 13 HACTYITHOIO TpaHchop-
Malli€I0 B eNiTeJi0IHO-KJITUHHI TPaHyJIbOMU
Ta iHTepcTuniadbHuil  bibpos. IlixBumnienmii
piBeHb JII301UMY 1 aHTIOTEH3UHIIEPETBOPIOIOYOrO
dbepmenty (AIID) 3ymoBJIeHUIT aKTUBAIIEIO
MOHOIUTIB 1 MakpodariB i Tpanchopmalliero ix
B enitesioinui kiaitunu [11, 15, 25, 28, 30]. [Tapa-
JIGJTBHO /10 KJIITUHHOI JIAHKU Y XBOPUX Ha CapKOi-
7103 CIIOCTEPITAa€EThCA aKTUBAIlisl TYyMOPaJIbHOI
JIAHKY IMYHITETY: TMiABUIIEHHS PiBHS Y-TJI00YIi-
niB, IIIK, Bucokuii piBeHb aHTHUTIZI 0 Bipycy
naparpuiy, repriecy, kpacuyxu, EBV, mikorias-
MU, HAgBHICTh Y KPOBiI pPeBMaTOHOTO (hakTOPa,
MPOTUSAZIEPHUX aHTUTLI, aHTuTLI 10 T, OTike, ipu
CapKOiI03i CIIOCTEPITAETBCA OPTaHHEe ITiBUIICHHS
IMYHOJIOTIYHOT aKTUBHOCTI: JiMmdonuTrapaa iH-
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(inmprparnis (anbBeoJiiT), emiTenioiHO-KIITUHHA
rpaHyJ/IbOMa, iHTepCTUIaTbHIN (hidpos [5, 12, 18].
ITatomopdoatoris. /lyst capkoino3Hoi rpaxy-
JIbOMU XapaKTepHi: BiZICYTHICTh HectelrudiyHol
€KCY/IATUBHOI PeaxIlii; HasgBHICTh TepudepudHoi
MOHOHYKJICAPHOI 30HHU 13 JiiM(OIuTiB i niMbobia-
CTiB; BI/ICYTHICTbh y IEHTPI Ka3e03HOTO PO3MAJLY;
PaHHIN PO3BUTOK KiJBIIEBUIHOTO CKJIEPO3Y 3 Tia-
JIIHO30M Yy 30Hi GstacTHUX KiituH [3, 12, 14].
IIpu capkoinosi B oHOMYy Martepiali MOXYTb
Oyt pisHi cramii eBosmorii rpanyabomMu. EBOJIO-
11is1 CapKOiJIHOT TPaHyJbOMU MOKE 3aBEpIIUTUCS
PO3CMOKTYBaHHSIM ab0 IporpecyBaHHsaM y $Hibpos
napeHxiMu JiereHb i3 (OpMyBaHHAM <«COTOBOI
siereti». [TOpOKHUHY B JIeTeHsIX MAIOTh OYJIbO3HO-
AUCTpodiuHmil XapakTep, a He € Pe3yJIbTaTOM PO3-
najly capKoiJlo3HUX KOHIJIoMepaTiB. I'panyiabomu
TEepeBaKHO JIOKATI3YIOThCS B MIXKAJTbBEOJSPHUX
neperoposikax. OKpiM IbOTO, BiZIMIYA€ETHCA HCE-
MiHOBaHUiI BacKyJiT, nepuBackyait (mo 70%),
1epuOpoHXiT. [HKOIM TpaHyJbOMHU PO3TAIlOBaHi
B CTiHKaX Cy/MH, 3yMOBJIOIOYH iX 3BYsKeHHsT ab0
okmosio [1, 3, 12, 14, 20]. Buyrpimuborpyani
bopmu capkoizosdy B fiTell 3yCTpidaiOThCs Tepe-
BakHo micsst 10 pokis [5].
Krnacudikariig capkoifo3y opraHiB IUXaHHS 3a
JlAaHUMU peHTreHorpadil OpraHiB TPyAHOI KJIITKH
(ATS/ERS/WASOG, 1999). Buninsgiors Taki cta-
il capKoiZ03y.
e (cr. — BigcyTHi 3MiHU Ha peHTreHOTpami
OPTaHiB TPY/IHOI KJIITKH.

e I cr. — JIBoGiuna npukopenesa JiMdae-
HOTIATi.

e Il cr. — /IBoGiuna npukopenesa Jjimbae-
HOIIaTisd, 3MIHU B MapeHXiMi JieTeHb.

e III cr. — 3minu B mapeHximi JiereHb 6e3
ABOGIYHOI TPUKOPEHEBOT JTiMbaeHomaTil.

e IV cr. — Dibpo3Hi 3MiHU B JIETEHEBIH TKa-
HUHI, y T.4. (GOPMYBaHHS «COTOBOI» JIeTeHi
[3,12].

Kainika. B ocranni 10—15 pokiB 3pocrae yactora
CapKOiJI03Y, «<OMOJIOJKEHHS», TlepeBara TSLKKUX oro
dopwm [4, 11, 18]. BescummromHmii epedir y iteii i
HiUITKIB 3ycTpivaerhest pifiko (12—15%), 3HauHOIO
MipOIO YacTOTa 3aXBOPIOBAHHS 3aJI€3KUTD Bijl Tpodi-
JaKkTiyHOro obcreskenHs |5, 9]. Kuriniuni mposiu
CapKOiJI03y HE MAIOTh TTATOTHOMOHIYHUX CUMIITOMIB.
3aBsK M BISIB/ISIEMO HEBIAIOBIAHICTD BIIHOCHO 3210~
BLIBHOTO CTaHy i OONIMPHUX YPAKEHDb JIET€HDb MPU
PEHTTEHOJIOTTYHOMY JIOCJI/PKeHHI. 3a/lesKHO Bifl 0CO-
6ymBoCTel TIepediry BULISIOTH TOCTPY i TIEPBUHHO-
xponiuny dopmy 3axBopioBants [3, 9, 10, 15].

Tocmpa gpopma: NigBUTIEHHS TEMTIEPATYPH Tijia
(o 25%); aprpaurii (10 75%); By3joBa eputeMa
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(mo 65%); renepanizoBaHa JimdageHONATIs
(10 60%); cyxuit kamenb (10 40%); cXymaHEHHS
(o 25%); remnartosieHaNbHIIT CUHIPOM; CUHIPOM
Jlebrpena  (mimdazenomnariss  cepenocTiHHS,
iIBUIIIEHHST TeMIIepaTypu Tijia, By3JI0Ba epuTemMa,
aprpadrii, migsuiena [IIOE). KpoBoxapkanus He
€ XapaKTepHUM JJis1 capkoinosdy. IIpu cunapomi
Jledrpena s10BoJII YACTO HACTYIIAE CIOHTAHHE Oy -
JKaHHsL. Y XBOPHX i3 TOCTpUM TiepebiroM capkoino-
3y omucanuii cuaApoM Xeepdopara—Banbaen-
cTpeMa, KW TapajeiabHo 3 JiMbaeHonaTiero
CEPe/OCTIHHA 1 MiIBUNIEHHSAM TeMIIepaTypu Tija
TTOEHYE YBEIT, ape3 JnieBoro Hepsa [3, 10, 12].

Lepsunno-xponiuna ¢opma. 1lpn noctynoBomy
PO3BUTKY XBopoOa TpuBasmii yac (40—50%) nepebi-
rac OescuMnToOMHO (JaTeHTHa (hasa). 3a JaHUMU
T.I'. ['ymentoka, B OCTaHHI POKY KJIIHIYHI CUMIITOMI
TIPU BHYTPINTHBOTPYAHUX (POpPMax capKoizio3y CIo-
cTepiralotbcst 10 77% BUTA/IKIB, @ TOPYIIEHHS B
CUCTeMI 30BHINTHBOTO JIMXaHHA BIZIMIYAIOTHCS JIOBOJI
pinko (10 21%). Hapocrae cyxuii, aji MasompoyK-
TUBHUI KallleJib, 3a/IUIIIKA, 3 SBJISIOTHCSI CUMIITOMU
3arajibHOI IHTOKCHMKAILi (IiZBUIEHa BTOMa, C/ab-
KicTb, cxynentst). Dizukasbhe T0CTiKEHHS opra-
HiB inxanus € Heindopmarusaum |3, 10, 14, 15].

I crapig. Haituacrimme mnpu capkoifosi ypaxy-
I0Tbcsl  JiiM(aTUYIHI  BY3JU  CEPENOCTIHHS
(75-100%). Ilpu kmacuuHOMy BapianTi 3aXBOpIO-
BaHHS CUMETPUYHO 301/IBIIYIOTBCS YCi TPYI OPOH-
XOMYJIbMOHATBHUX JTiM(PaTUIHIX BY3JIiB (TIPUKOpe-
HeBUX) 3 000X CTOPIiH, TPaxeaybHi, BEPXHI 1 HIZKHI
TpaxeoOpoHxianmbHi JiMmbarnuni Bysan. OpHak
HEPIJIKO /IO TPOTIECy JI0JYyUalOThCs TIEPEIHi 1 3a/Hi
JiMaTryHi By3JIn cepeloCTiHHS. Y pajKeHHS 3yMO-
BJIEHE TIOSIBOIO 1 MOIAJIBINIOI0 TUCEMIHAINEI0 TPaHy-
JIBOM TIepUOPOHXIATIBHO 1 MEPUBACKYJISIPHO.

[Tpu II craxii xBOpoOU 3MiHM B JIET€HSX PO3BU-
BAlOThCd IOCTYIOBO: peTuKyadpHi (ciTuacra
nedopmaitisi JIeTeHeBOTO MAJIOHKA); MHOXXWHHI
MiJliapHi yTBOpPEHHS; TIOSABA CEPEIHbO- 1 BEJIUKO-
BOTHUIIEBUX (BY3JIOBUX ) YTBOPEHb; BEJNKI (hOKY-
cu B oeaHanHi 3 hibposom. JlereHesa jrcemiHa-
i € ABOOIUHOIO, i3 CHMETPUYHOIO JIOKAIi3aIli€r0
BOTHUNIEBUX TiHEH y Cepe/iHiX 1 HUKHIX JiereHe-
BUX TOJISIX, TiHI TYCTO PO3TAlIOBaHI 3 YiTKUMU
KOHTYpaMH, Oijibille B Me[ialbHIX 30HAX JIETeHb,
MeHIIIe 110 nepudepii.

[30sibOBaHe ypaskeHHs JiereHb IIPU CapKoinosi
3ycTpivaerbest pifiko. Ilpu 11boMy BOTHUIIEBO-
IHTEPCTUIIATbHI TiHI PO3TAIlOBaHI TMEpPEeBaKHO
Y BEPXHiX i cepeIHiX JIeTeHeBUX TOJISIX 1 TyCTile —
B JlaTepaJbHUX Biji/lijiaX JiereHb. Pijiie BUABIISA-
I0ThCST 3JIMBHI MIISTHKYM, MHOKUHHI, 100pe cdop-
MOBaHi By3/im. CUMITOM <«MaTOBOTO CKJa» CIIO-
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cTepiraerbcsd Pifko. YPpaKeHHs MNapeHXiMu
JileTeHb, 3a JaHUMHU KOMII'I0TEPHOI ToMorpadii
(KT), zanexarp Bij crafil i TpUBAJIOCTI 3aXBOPIO-
BanHs. Haifuacrine mpu capkoiosi B MapeHximi
JieTeHb BUSIBJISIOTBCS BY3JU Bijl 2 MM 10 1 cM —
CYKYIHICTh TPaHyJbOM i3 [epuOpOHXiaJbHUM
hibposom abo Ge3 Hboro. Bysmuku no6pe chopmo-
BaHi, 3 HEPIBHUMU KpasiMU i PO3TAINOBAHI 10 X0y
OPOHXOCYIMHHUX TIyUKiB, pijiie CyOIieBpaIbHoO,
y MDK/IOJIEBUX TIEPETOPOIKAX 1 IEHTPUIIOOYIISIPHO.
CuMIITOM «MATOBOTO CKJIa» CIIOCTEPITAETHCS PiZTKO
i mepesakHo ripu KT opranis rpyzanoi kaitku. [lysxe
PIZIKO TTapasiesIbHO MOKe PO3BUBATUCS MiKIOJIEBUI
TUIEBPUT i3 TIOTOBIIIEHHSIM JICTKIB TUIEBPH 200 3'sIB-
JIIETBCS] He3HauHa KiJIbKICTh CepPO3HO-TeMOopariyHo-
0 eKCy/IaTy B IJIeBPasIbHil TTOPOKHUHI.

Y pesysbrari guctpodivaux 3min npu popmy-
BaHHI <«COTOBOI JieTeHi» YTBOPIOIOTHCA KHUCTH,
Oy, sIKi MOKYTh CIPUYUHUTH TTHEBMOTOPAKC,
IPUETHAHHS MIKOTUYHOI iHdekItii, TyOepKy1b03y,
BTOpUHHOI iHdexii [3, 10, 12, 16, 29].

Ceplio3HMM yCKJIQJHEHHSIM CapKOiI03y € Jiere-
HeBa TinepTeH3sid. ¥ PO3BUTKY OCTAaHHbOI BAyKJIUBE
3HAYEHHs Ma€ eHjioTesiaibHa JAUCHYHKINA, SKaA
MiITBEPKYETHCS 3HMKEHHAM TTPOIYKITIL OKCUITY
A30Ty 1 MiIBUNIEHHAM TIPOAYKINi eHxoTesiny-1,
0 B CYKYITHOCTi TIPU3BOAMTH /10 BA30OKOHCTPUK-
ii. OCHOBHUM M€XaHi3MOM PO3BUTKY JIET€HEBOI
rinepTensii mpu capkoizosi € obJiTepalist Cy/IuH-
HOrO pycJia JiereHb yHacIiZoK IHeBModi6posy,
a TaKOK BUPaKeHe 3BYKEHHsT 200 OKJII03ist CYAUH,
IK TPOSAB TpaHyJeMaTo3Horo anriity. OmHak
y 10-30% BumaznkiB cepen XBOpUX i3 JIeT€HEBOTO
rineprensieo o3Haku Gidbpo3y MmapeHXimu JiereHb
He BusBIsTIOTHC [1, 19, 21, 22, 26, 33].

VpaskeHHsI CIM30BOI OPOHXIB NPH CapKOino3i
Ma€ XapakTepHY €HJIOCKOIIYHY CEeMiOTHKY:
POBIIMPEHHST CYIUH CJAU30BOI OPOHXIB y BUIJISII
PO3IMUPEHNX, TTOTOBIIEHNX, 3BUBUCTUX CILJIETEHD;
HAsIBHICTh BHCHIIAHb Yy BUIJISIII TOPOWKIB Pi3HUX
PO3MIpiB Ha c/IM30Biil GPOHXIB (capKoiNo3Hi OJIstIII-
K1); itmemMivysi masiMu — (hiOpPosHi yIliJIbHEHHST Ha
CJIM30Biil OPOHXIB Y BUIVISA/L ILJISIM HEIPABUIIbHOI
dbopmu, 6e3 CyTMHHOTO MAJTIOHKA Ha TIOBEPXH, 110
BKasye Ha (ibposyBaHHs chOPMYIHOBAHUX IPAHY-
JIbOM. [HKOJIM CApKOi/IHI IPaHyIbOMU MOKYTh Oy TH
i30JIbOBAaHUMH, MalOTh €K30(IiTHUI XapaKTep
POCTY Ta IMITYIOTb CIPaBKHI «IMYyXJUHU JIETeHb»,
0 MOKe IPU3BECTH [0 YacTKOBOI ab0 IHOBHOI
oOTyparii IpocBiTy GPoHXIB. Yce 1ie IPU3BOIUTD
710 TITOBeHTUIIsAMI abo aTesieKTasdy JiereHb (TICeB-
noryxanHHa hopma capkoinosy) [16, 17, 27].

[Tporpecytounii nepebir (1,1-3,5%) crocrepi-
raeTbCs IPU YaCTUX 3arOoCTPEHHSIX CapKOilo3Yy,
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HalmapyBaHHI Hecleln@ivHoro 3amajieHHs, Heo-
cTaTHbOMY JiiKyBaHHI. [le mocTiliHO akTUBHUI
CapKOIJIO3HUI TIPOIleC 13 MOIBOI0 HOBUX BOTHMII]
nuceMiHallii B JieTeHAX, YPaKEeHHSIM ILJIEBPH,
IHIUX OpraHiB. PO3BUTOK MHEBMOCKJIEPO3Y TTPU3-
BOJIUTDH JI0 JIET€HEBOI TillepTeHsii, HeJ0CTaTHOCTI
KpoBoobiry [3, 10, 12, 18].

ArtunoBuii mepebir capkoizody: 0JHOCTOPOHHE
ypaxkeHHsI JiM(pATUYHUX BY3JiB, YpasKeHHS
JiM(OBY3JIiB BEPXHBOTO CEPENIOCTIHHS, aTeeKTa3s,
BeJiiKi (hOKycCH, TIIIEBPUT. ATUTIOBUM € amliKoKay-
JlaJibHEe TIONIMPEHHST CApKOIJI03HOTO TIpoIiecy.
Jludepenmiasbaa fiarHOCTHKA CAPKOI03Y 1 JIiM-
(bajieHOMATIi IHIIOTO TIOXO/KEHHST: TYOEPKYIbO3;
aTUIOBMIT MikoOakTepios; JiMdorpanyieMaTos;
HEXOJKKIHCBKI siMmpomu; mimpoinna neiikemis;
TOKCOTIJIA3MO3; TPAHYJIEeMATO3HUU TiCTIOUTaPHUI
Hekporusyounii gimbanenit (xsopoba Kikyui);
xBopoba <«koTstunx nozapsinuiy; GLUS-curapom
(granulomatous lesions of unknown signifikanse) —
rpaHyJieMaTo3Hi ypaskKeHHSI HeBiJJOMOl eTioJoTil
[3, 10, 12, 18, 20, 25].

Hugpepenyiarvna Odiaznocmuka capKoigosy
i JIereHeBUX [IMCEMIHAIlill IHIIIOTO IMOXOJKEHHS:
TyOEpPKYJIb03; aTUIIOBHIT MiKOOAKTEPi03; TirepceH-
CUTUBHUIN ITHEBMOHIT; JIAHTE€pPTaHC-KJITUHHUN
TiCTIOIUTO3 JIereHb; MeJIUKaMeHTO3HO-1H/[yKOBaHi
AuceMiHaIlll JiereHb, ITHEBMOLMCTHA ITHEBMOHIS;
Mmiko3u [3, 12, 15, 20, 25, 28].

liaznocmuxa capkoizo3y TpOBOAUTHCS Ha OCHO-
Bl aHasi3y: cKapr; aHamHe3y; KJIIHIYHOTO JO0CTijl-
JKEHHST XBOPOTO; peHTreHorpadii opraHiB rpyHoOl
kiTkn, y T.4. KT; enexrpokapzaiorpadii; yibrpas-
BYKOBOTO JIOCTIKEHHSI CePIld 1 MaricTpajbHUX
Cy/lH, OpraHiB 4YepeBHOI MOPOKHUHU 1 HUPOK,
3a TIOKa3aHHSIMKU — IIUTOMOAIOHOI 3a/I03M1; CIiPO-
MeTPii; pajlioi30TONHUX METOIB OCTiIKEeHHST;
6ponxockorii [3, 10, 12, 17].

Iokasanns do 6ponxockonii:

— Ilpu nepBuHHOMY 3BepHEHHI 3 METOIO
JIarHOCTUKM 3a pe3yJbTaTaMU KJiHIKO-PEHTIeHO-
JIOTIYHOTO JTOCJTi/I>KEHHSI.

— UYepes 3 mic. 3a BiJICYyTHOCTI 03HAK perpecii
MATOJIOTIYHUX 3MiH y TTapEeHXIMi JiereHb i JiMmbarny-
HUX BY3JIaX Ta B pasi mporpecyBanHs mporecy. [Ipu
IbOMY € MOXKJIUBICTD OIIIHUTU XapaKTepHi JJIs1 cap-
KOi/103y 3MiHM CJI30BOT 000JIOHKH GPOHXIB.

— HasiBHicTb HEBeJMKUX YIIIJIbHEHD Yy JeTeHe-
Bill TKAHWHI 3 JIIJITHKAMU PO3IIUPEHUX CY/IUH J10B-
kosa (30-70%).

OxpiM Bi3yaJIbHOI OIIHKU CJIM30BOi, MTPOBO-
NATHCA TaKi IarHOCTUYHI TOCII/PKeHHS:

— aHa/i3 OUTOrpaMH TPaxeoOPOHXIaabHOTO
acmipaTy: TIpu TOCTpiil (opmi capkoizody BMICT
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mimbormTtis gocsrae 35—-40% (mnpu Hopmi 6—8%),
y pasi mporpecyBanHst THeBMOdi6po3y HapocTae
HeNTPOiIbo3;

— cmisBigromenus C/l4+/C/A8+kmitiur >3,5
(y 3mopoBux — 2:1);

— 3POCTa€ BMICT iIMyHOTJIOOY/IiHIB, aKTUBHICTH
KoJiareHasu, it.;

— Giomcist cam30B01 000I0HKN OPOHXIB (CcapKo-
i/103HI TPaHYJLOMHU PO3TAIIOBYIOThCS CyOertiTeri-
AJIbHO).

— rtpancOpoHxiaabHUN 3abip mapeHxiMu
JlereHb 1 TiMGAaTUIHUX BY3JIB JJIST HACTYITHOTO
ricTOJIOriYHOTO AocHiKeHHs. TpancOpoHxiaabHa
abo xipypriuna Oioricist JjiereHb i JiMdarnIHUX
BY3JIiB CEpPeIOCTIHHS PEKOMEH/YETbCS IIPU TIPO-
rpecyBaHHI TIPoIlecy, 3a BiICYTHOCTI edeKTy Bij
Teparii riokokoptukocrepoigamu (I'KC) ympo-
TOBK TIECTU MICAIIB Ta MPOBeleHHS maudepeH-
miajgpHOI AiarHOCTHKU. bioliciga mokazana mpm
MO3arpy/IHUX YPaKEeHHSX 13 JIOKAJ3aIli€0 B TIepu-
(bepittnux gimpaTyHUX By3/IaX, a TAKOK MEYiHIIi,
KICTKOBOMY MO3KY, cesesiniii [3, 12, 20].

lcronoriuna Bepudikallig capkoino3y: HasiB-
HICTb CapKOiI03HOI Tpanyibomu |3, 12].

Jlabopamopmi docrioncenms:

— I'emorpama: JsreifkoreHis.

— bioxiMiuHi TOKa3HUKKA CUPOBATKU KPOBI:

e  TilepKaJbI[iEMiS CIOCTEPIra€ThCd PIAKO

(mo 40%), il crymiab i yactoTa He 3aje-
JKUTH Bijl Xapakrepy mepebiry i 36epiractb-
cd TIpU perpeci i mporpecyBaHHI 3aXBOPIO-
BaHHS;

e  TOCTpO3amaJIbHi TECTH i MpoTeiHoTpaMa —

6e3 3alaJbHUX PeaKiliil;
e migBumienuii BMict AIID (60%), creru-
(iunicTh SIKOTO € JOCUTH BUCOKOIO (95%);

e [I/IBUIIEHU BMICT HEOTITEPUHY;
miasMoBa  XiToTpiosuzaza (KpuTepiu
TSOKKOCTI I'PaHyJIeMAaTO3HOTO 3allaJeHHS
i pusuky ¢hibposy).

— Imynorpama: 3menuenHs Bwmicty Tu,
Ta-mimdoruris, Th, migumenuii Bmict Ts, 3Hu-
JKeHa aKTUBHICTb HATypaJIbHUX KiJIepiB, Mi/BU-
nienuit Bmict IIK, IgM; npoTtusierenesi anturina
BUSIBJISIIOTHCST Maitke y 22%, NpPOTUsIAEpHI —
no 30% BumNaaKiB cepen XBOPUX; 3HUKeHaA (aro-
UTapHA aKTUBHICTh HEUTPOMITiB; MiIBULIIEHUI
piBenb Jizonumy B kKposi. Ilosgsa y cuposartiii
KpPOBI PO3YMHHOTO T-KJIITUHHOTO perenTopa
mist 1L-2 BKasye Ha mporpecyoduii mepebdir cap-
koinosy [7, 12, 13].

JlikyBanns. basosa Tepamiss — 'KC. Ocranni
He TI0Ka3aHi XBOPUM 3 yIeplie JiarHOCTOBAHUM
BHYTPIIHbOTPYAHUM capkoifmozom I[-II craxii
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3a BIJICYTHOCTI KJIIHIKU 1 MO3arpy/IHUX ypaxKeHb.
[ToBTOpHE peHTreHOOTIuHE 0OCTEKEHHS TPOBO-
NATh depe3 3 Mic. Y pasi MO3UTUBHOI AUHAMIKN
NpU3HAYaIOTh KOHTPOJIbHE PEHTTeHOJIOTiuHe
obcreskenns e yepe3 3 mic. OMHAK y XBOPUX
Ha capkoigos II crymensa i3 06e3CHMMIITOMHUM
nebloToM, 3a pe3yJbTaTaMU CIOCTEPEKEHD
[.JI. TymeHntoka, CIIOHTAHHA PEMICisl He HACTYTIAE,
a 6e3 TKC-tepamii y 25% BUIAQIKIB capKoiIo3
nporpecye. ToMy aBTOp NPONOHYE TTPU3HAUATH
I'KC nesanexHO Bil HASIBHOCTI KTIHIYHUX MTPOSBIB
MOPYIIIEeHb Y CUCTeMI 30BHITTHBOTO ANXaHH [7, 9,
10]. 3a BiJICyTHOCTI TTO3UTUBHOI PEHTTEHOJIOTIY-
HOI AuHaMiKK ab0 HejOoCTaTHIX TeMINB perpecii
MPU3HAYAIOTh TOXi/[HI aMiHOXIHOJIOHIB (TiPOK-
cUXJIOPOXiH) abo meHTokcubiain. OKpiM I[OTO,
MOXi/IHI XiHOJIIHIB TIOKa3aHi 3a HEJ0CTaTHLOIO
epexty 'KC-Teparmii B moeHanHi 3 OCTaHHIMU,
a takox mpm 3HmwKeHHI 03 [KC. Xinominm
€ epeKTUBHUMU MPU ypakeHHI IIKipu, IeH-
TpaJbHOI HEPBOBOI CUCTEMU 1 TillepKaJbIieEMIii.
OnHak BOHU MOXYTb BUKJIUKATH HE3BOPOTHI
ypaKeHHS TKaHWH OKa i MPUBECTU O CJIIMOTH.
Tomy XBOpUX TOBUHEH OTJSIAaTH TEPiOAUIHO
odranbmodior [12].

Ockinmbku (hakTOp HEKPO3y MyXJuH aibda
(TNFo) € IpoBiiHIM IIUTOKIHOM, SIKUiT Oepe y4acTh
y (bopMyBaHHI TPaHyJILOMHU 1 TIEPCUCTEHITIi XPOHIU-
HOTO 3aI1aJIbHOTO TTPOIIECY, TO IS JIIKYyBaHHS CapKO-
/103y BUKOPUCTOBYIOTb TIperiaparu 3 anTu- T NFo-ak-
tuBHicTIO. Cepel OCTaHHIX HA/IAlOTh TIepeBary TeH-
TOKCHDiIiHY, 00 BiH IPUTHIYYE CIIOHTAHHY Ta iHITY-
koBaHy npojaykiito TNFo y Burssai monorepartii
ta B noeaHatui 3 'KC ycepeauny abo BHYTPIIIHBO-
BeHHo. [Ipu mporpecyBaHHi MaTOJIOTIYHUX 3MiH
y TTapeHXiMi JieTeHb i JTiM(DaTHIHNX By3JIaX TPU3HA-
yatoTh [ KC-repartito [12].

ITpu roctpomy Tepebiry 3axBoproBaHHsI (CHH-
npom Jledrpena) mpusHavalOTh HECTEPOI/IHI TTPO-
TH3alaJabHi IpenapaTu. Y pasi BiZICYyTHOCTI edek-
Ty JIIKYBaHHS BIIPOJIOB3K /IBOX THKHIB ITpU3HAYA-
I0Th TIPEIHI30M0H y 1031 0,3 MT/Kr Macu Tina Ha
100y BCepeirHY BIIPOMOBXK OIHOTO MIiCSIIS
3 TOJAJBbIIMM IIOCTYIIOBUM 3HUKEHHAM 103U
710 TTIOBHOI Bijminu [12].

[Tokazannsg no 'KC-reparrii:

— [pyra crazisi capkoifo3y He3aJeKHO Bij
KJIHIYHUX TIPOSIBIB (KallleJib, 3a/IUIIKa, OiJib y TPy-
JI51X, 3HUSKEeHA (Pi3WYHA aKTUBHICTH) 1 MOPYIIEHb
y cucTeMi 30BHINTHLOTO nuxanHg [9, 10].

— Tpera cragisi capkoifo3y 3 BUpPaKeHUMU
KJIHIYHUMU TIPOSIBAMU Ta MOPYIIEHHAMU BEHTU-
Jgguiinoi i audysiiinoi 3gatHocTi Jerenb. Haii-
6impin edextuBHUM Tperapatom i3 rpynu [KC
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€ METHUJIIPE/IHI30JI0H, OCKIJIbKM BiH Ma€ MEHIIy
(TIOPIBHSIHO 3 TIPE/IHI30JI0HOM ) MiHEPATIOKOPTUKO-
iIHy aKTUBHICTh. Y pasi BiICYyTHOCTI edeKTy
Bijl JIIKyBaHHS IIPOBOAATH J0AaTKOBI 00CTEKEHHS
JJIs1 BUKJTIOUEHHS 1HIIIO1 1aToJIorii. 3a Bi/ICyTHOCTI
OCTAHHbOI TIPOBOJATH KOPEKII0 JIIKYBaHHS
capkoinosy |7, 10, 14].

[Tokazanuss 70 MpU3HAYEHHS IHTAJSIIHHNUX
I'KC: BupaskeHUN OOCTPYKTHBHUNA CUHAPOM,
3a/IMIIKa, YTPYy/IHEHe AuXaHHsA. BUKOPHUCTOBYIOTH
Oymeconin (800-1600 wmr) abo uyTukazon
(500—1000 Mr) y BHCOKHX /103aX /IBa pa3u Ha T00Y
[6, 12, 14, 15].

Imynodenpecanmu i yumocmamuxu: MeToTpe-
kcaT, azationput. llutoctatuku HazmexaTb [0
npenapariB APYToi JiHil 1 peKOMeH/I0BaHi B pasi
pesucrertrocti 10 TKC abo 3a HassBHOCTI MPOTH-
MOKa3aHb 1 PO3BUTKY TSIKKUX HeOAKaHUX Peak-
it mpu ix BukopucrtanHi. [Ipemaparom Bubopy
€ METOTPEeKCcaT, IKUI BUKOPUCTOBYIOTD Y BUTJISI
Monoteparii abo B noeananni 3 TKC. Merorpek-
cat — MPOTU3aNaJbHUN, IMyHOCYIIPECUBHU TIpe-
napat, e(@eKTUBHUI TNPHU CapKOif03i JiereHb.
[Tpn upomy moskauBe sHUKeHHS n03u ['KC.
Kypc nikyBanus — Big 1-6 micamiB 10 2 pokis
3a HEJIOCTAaTHBOTO eheKTy abo HermepeHOCHUMOCTi
I'KC [8, 12, 14, 15].

ABaTionpuH — IUTOCTATUK Ta iMyHOJeEIpe-
CaHT, BUKOPUCTOBYIOTb y moennanui 3 ['KC
abo camoctiiitno npu pedpakrepaomy o 'KC
CapKoizo3i, MiJi KOHTPOJIeM KITbKOCTI JIEHKO-
UTIB i TpOMOGOIUTIB y niepudepiiiHiit kposi [12].
Monoxsonanbeai antutiza o TNF-oo (indik-
cumab, sedryHOMI/) IPU3HAYAIOTH 32 BiJICYyTHO-
cti edperry Big 'KC i murocraTtukiB. 3arajibHa
TPUBAJICTH JIIKyBaHHS iHDIIKCMMaboM BU3HAYA-
€TBCS TEeMIIaMU perpecii 3axBopioBansb [12].

[TporutybepKyJabO3HI TpenapaTv MOKa3aHi
3a HasBHOCTI CTapux TYOEepKYJIbO3HUX 3MiH
i MOJKJIMBOCTI IX peakTUBaIlii, TO3UTUBHUX TYOep-
KyJsiiHoBMX 11pob [3, 6, 8, 12, 15, 22].

JIikyBaHHS JiereHeBOi TilepTeHsii:

— Ilpm xpowniuniii  rimokcemii  (SaO2
< 90-88%) mokasaHi iHraJsIii KMCHIO 3a JOTTOMO-
rOI0 KUCHEBOT'O KOHIIEHTPATY.

— AHTHKOAryJsiHTM — HU3bKOMOJIEKYJISIPHI
renapunu (Bapdapun).
— Basogumaratopu:
e inribitopu AII® (kamrompwi, eHama-
TIpUI);

®  QHTATOHICTW KaJbIliEBUX KaHaJiB (Hide-
JIATIiH, UATIa3eM, aMJIOHUIIIH );

e  iHTasAIil iompocTy (CeNeKTUBHUN Ba30-
JIMJIATATOP Y BiJTHOIIIEHH] Cy/INH, PO3TAIIIO-
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BaHUX y [IJISTHKAX JIETEHb i3 00pO0 BeH-
TUJISIIIETO);

e inribiropu dochomiecrepasu-5 (cuime-
Hadin);

e  AHTAroHiCcTH pernenTtopis eHporeniny (60-
3€HTaH).
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— KopexkItist mpaBonTyHOUKOBOI HEIOCTATHOCTI —
niyperuku (Beporitipos, ¢hypocemin) [1, 2, 13, 24].

Y TepMmiHanbHIll cTajii capKoiZlo3y IOKa3aHa
TpaHcIIanTaiis jgereub [12, 31, 32].
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