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CapkKoifo3 € 3ananbHNUM MyNbTUCUCTEMHUM 3aXBOPIOBAHHAM HEBIO-
MOrO MOXOMKEHHA 3 LIMPOKMM CMEeKTPOM KIiHiUHMX nponaBiB. CapKoifos
MO>Ke BpaxaTu MPaKTNYHO GYAb-AKMIA OpraH — nepeBa)kHO nereHi, nimoa-
TUYHY CUCTEMy, LKIPY, OYi UM iX MOEAHAHHA — i XapaKTepu3yeTbCA YyTBO-
PEHHAM HEKa3eO03HYX rPaHyIboM.

Y 1999 poui AMeprKaHCbKUM TopakanbHum ToBapuctBom (ATS)
cninbHo 3 €BponenicbKkum pecnipaTopHum ToBapucteom (ERS) Ta BeecsiT-
HbOI acouiali€n capKkoifo3y Ta IHWWX FPaHybOMaTO3HUX YypaXeHb
(WASOG) 6yno npuiiHATO MiKHapOAHY yrofly 3 AiarHOCTVKM Ta NiKyBaHHA
capkoifgosy «Statement on Sarcoidosis».

Ha ocHoBi NMonoxeHHA ATS, ERS Ta WASOG 1999 poky B YKpaiHi
3a yuyacTioo aBTopiB Oynu po3pobneHi HauioHaNnbHi AOKYMEHTMW
«ApanToBaHa K/iHiYHa HacTaHOBa, 3aCHOBaHa Ha fjoka3sax, «Capko-
i003» Ta «YHiPiKOBaHUN KNiHIYHMI NPOTOKON NEePBUYHOT, BTOPUHHOT
(cneyianizoBaHol) Ta TPETUHHOT (BMcoKocneLiani3oBaHoi) MeanyHoi
ponomorn «Capkoifos», 3aTBepaxeHi Hakazom MO3 YkpaiHu N2634
Big 08.09.2014.

3 meToto 6inbLu AeTanbHOro BUKNAAy NPVIHLMMIB AiarHOCTUKN Ta JiKy-
BaHHA CapKoifjo3y NlereHb Hamu 6yno po3pobneHo Ta ony6nikoBaHO MeTo-
[NYHI nocibHMkm "[liarHoCTKa capkoifo3y opraHiB auxaHHA" (2014) Ta
"JlikyBaHHA XBOPUX Ha CapKoifo3 nereHb" (2018).

Y 2020 poui ekcneptamut ATS onybnikoBaHo oililiHe oOHOBNEHe
kepiBHUUTBO ATS «Diagnosis and Detection of Sarcoidosis. An Official
American Thoracic Society Clinical Practice Guideline», 3rigHo 3 AKuMm
fiarHo3 capKoifo3y FPYHTYETbCA Ha TPbOX OCHOBHUX KpuUTepiax:
CYMICHIi KNiHIYHi NPOABK, HaABHICTb HEHEKPOTUYHOIO rpaHynemaTos-
HOro 3ananeHHAa B ogHoMy abo 6inblue 3pa3KiB TKaHUH (He 3aBXAu
noTpibHO) Ta BMKMOYEHHA aNibTEPHATVBHUX MPUYMH FPaHYIbOMaTo3-
HOro npouecy.

|, HapewrTi, B 2021 poui ony6nikoBaHo 3BIT Uinbosoi rpynu ERS
“ERS clinical practice guidelines on treatment of sarcoidosis”, ne
BM3HaYeHO abCoNMIOTHO HOBI MiAXoAW L0 NiKyBaHHA XBOPUX Ha CapKo-
i003. 3rifHO 3 LM [JOKYMEHTOM, PilleHHA MPO Te, KOro 3 MnauieHTiB i
KOnu HeobXiAHO NiKyBaTU Bif CApKOI[03Y, 3aNeXUTb Bifi BOX OCHOBHUX
daKTopiB: pU3NKy cMepTi abo opraHHOT HEAOCTAaTHOCTI Ta MOTiPLIEHHA
AKoCTi XNTTA). MNPN LLbOMY OCHOBHMM NMPUHLMMOM NiKyBaHHA NaLi€HTIB
3 JIereHEeBUM CapKOIJ030M € AOCATHEHHA GanaHCy MiX: a) MiHimi3aLieo
PU3MKY iHBanifHOCTI, CMepTi yepes ypaKeHHA iereHb abo 3HUKeHHA
AKOCTI XNTTA; Ta 6) PU3NKOM CynyTHbOI NaTONOTIT Ta 3HUKEHHAM AKOCTI
KUTTA BHACNIAOK MIOKOKOPTUKOCTEPOIAIB Ta iHWNX BUAIB Tepanil.

Y noci6HVKy HaBeeHO OrfiAf OCHOBHUX MOJIOXKEHb LIUX AOKYMEHTIB,
PO3rAAHYTO AMUCKYCIHI MUTaHHA BMOGOPY Mpenaparty iHilianbHoi Tepanii
XBOPMX Ha CapKOIf03 NereHb.

Knioyoei cnoea: capkoifios nereHb, AiarHOCTVKa, NiKyBaHHA, MMIOKO-
KOPTUKOCTEPOIAM, iIMyHOCYNPeCcaHTy, iHribiTopy LUTOKIHIB.

NOVEL APPROACHES TO MANAGEMENT OF PATIENTS
WITH PULMONARY SARCOIDOSIS
(methodical guideline)
V. K. Gavrysyuk, E. A. Merenkova, Y. A. Dziublyk, G. L. Gumeniuk,
N. D. Morska, N. V. Pendalchuk, A. I. Yachnik, N. A. Viasova,
0. V. Strafun, O. V. Bychenko, N. M. Musienko
Abstract

Sarcoidosis is an inflammatory multi-systemic disease of unknown
origin with wide spectrum of clinical manifestations. Sarcoidosis may affect
practically any organ — predominantly lungs, lymphatic system, skin, eyes
alone or in combination. The disease is characterized by formation of
non-caseous granuloma.

In 1999 American Thoracic society (ATS), European Respiratory soci-
ety (ERS) and World Association of Sarcoidosis and Other Granulomatous
diseases (WASOG) adopted an international consensus statement on diag-
nosis and treatment of sarcoidosis «Statement on Sarcoidosis».

Based on ATS, ERS and WASOG 1999 Statement the national docu-
ments such as “Evidence-based adapted clinical guideline on sarcoidosis”
and “Unified clinical protocol of primary, secondary (specialized) and ter-
tiary (highly-specialized) medical care for sarcoidosis” approved by MOH of
Ukraine (decree # 634 dated 08 Sep 2014) were developed by current
authors in Ukraine.

For a more detailed description of the principles of diagnosis and
treatment of pulmonary sarcoidosis, we have developed and published
methodological guidelines "Diagnosis of respiratory tract sarcoidosis"
(2014) and "Treatment of pulmonary sarcoidosis" (2018).

In 2020 ATS experts published an updated «Diagnosis and
Detection of Sarcoidosis. An Official American Thoracic Society Clinical
Practice Guideline», according to which the diagnosis of sarcoidosis
was based on 3 criteria: compatible clinical symptoms, presence of
non-necrotizing granulomatous inflammation in one or more tissue
samples (not always required) and exclusion of alternative causes of
granulomatous disorder.

Finally, in 2021 ERS task force report was published “ERS clinical
practice guidelines on treatment of sarcoidosis”, which outlined com-
pletely new approaches to management of sarcoidosis patients.
According to this document, a decision about treatment of patient
depends on 2 major factors: risk of death or organ failure and deterio-
ration of quality of life of a patient. In addition, main principle of man-
agement of sarcoidosis patients is a balance between: a) minimization
of risk of disability or death due to lung injury and decrease of quality
of life, and b) risk of comorbidity and reduction of quality of life due to
corticosteroid or other therapies.

Methodical guideline focuses on analysis of major statements of
these documents, disputable questions of initial therapy choice in patients
with pulmonary sarcoidosis.

Key words: pulmonary sarcoidosis, diagnosis, treatment, glucocorti-
costeroids, immunosuppressants, cytokine inhibitors.

© lNaBpwuciok B. K., Mepetkoga €. O., 13t065uk f. O., l'ymeHiok I. J1., Mopcbka H. [., MeHnganbuyk H. B., AuHuk A. I, Bnacosa H. A., CtpadyH O. B,,

Bryenko O. B., Mycienko H. M., 2023
www.search.crossref.org
DOI: 10.31215/2306-4927-2023-31-3-43-70

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 3



44

PEKOMEHAALIII 3 JITHOCTUKU TA NIKYBAHHSA

YKp. nynbmoHonN. }KypHan. 2023;31(3):43-70.

laspuctok Bonooumup KocmaHmuHosuy

AY «HayioHaneHul iHcmumym ¢gmu3siampil i nynemoHonoeii
im. @. I. AHoscko2o0 HAMH YkpaiHu»

3agidysay 8i00ineHHAM iHMepCMUUiliHUX 3aX80PI0BAHb J1e2eHb
YneH-kop. HAMH YkpaiHu

. meo. H., npoghecop

10, 8yn. H. Amocosa, Kuis, 03038, YkpaiHa

Ten./gpakc: 38 044 270-35-59, gavrysyuk@ukr.net

Ukr. Pulmonol. J. 2022;31(3):43-70.

Volodymyr K. Gavrysyuk

National institute of phthisiology and pulmonology
named after F. G. Yanovskyi NAMS of Ukraine

Chief of Department of Interstitial Lung Diseases
Corresponding member of NAMS of Ukraine

Doctor of medicine, professor

10, M. Amosova str., 03680, Kyiv, Ukraine

Tel./fax: 38 044270-35-59, gavrysyuk@ukr.net

BCTYN

Y 6inbluocTi KpaiH CBiTy, B TOMy Unchi i B YKpaiHi, capko-
i0o3 3aMMa€ neplie Mmicue B CTPYKTYpi iHTEPCTULINHNX
3axBOptoBaHb NlereHb. CapKoifgo3 HanexunTb fO [OCTaTHbO
pO3noBCioAXKeHUX 3axBopoBaHb — Y ®paHuii, HimeuunHi ta
BenunkobpuTtaHii 3axBOPIOBaHICTb Ha CapKoifo3 4ocArNa, a B
KpaiHax [liBHiYHOT €BponM 3HA4yHO MepeBULLMNA pPiBEHb
3aXBOPIOBAHOCTI Ha TybepKynbo3. bnnsbko 70 % Brnagkis
npunagac Ha nauieHTiB Bikom Big 25 fo 40 pokiB, gpyruii nik
3aXBOPIOBAHOCTI CNOCTEpPIraeTbCA y »KiHOK Bikom Big 50
POKiB. 3aXBOPIOBaHICTb, 3@ Pi3HUMM OUiHKaMK, CTaHOBUTb
BiZ 2,3 o 11,0 Ha 100 000 HaceneHHsA Ha piK, NOLWNPEHICTb
KonmBaeTbca Big 2,17 go 160 Bunagkis Ha 100 000 ocib.
Benvka BapiabenbHiCTb MOACHIOETbCS HELOCKOHANICTo
JiarHOCTMYHKX HCTPYMEHTIB, AKi BMKOPWUCTOBYBanWCA B
PaHHIX JOCNIOKEHHAX, @ TaKOX BIAMIHHOCTAMU B €THIYHIN
NPUHaNEeXHOCTi KOXHOIT Koroptu. 3 70-X POKiB MVHYNOro
CTONITTA CNOCTEPIraETbCA HeyXusbHe 3pOCTaHHA 3axBOPIO-
BAHOCTI Ha CapKOif03 i CMEPTHOCTI XBOPUX.

Y 1999 poui 6yno onybnikoBaHO nepLunii KOHCEHCYC-
HUN fOKyMeHT — lNonoxeHHA ATS, ERS i WASOG “Statement
on Sarcoidosis”, B AKOMY BWK/aleHO OCHOBHi MPUHLMMNN
OiarHOCTMKKM Ta NiKyBaHHA capKoifo3dy. Ha ocHOBI uboro
MonoxeHHsA 6ynu po3pobrnieHi Ta 3aTBephXeHi Haka3om
MO3 Ykpaium N2 634 Big 08.09.2014 AgantoBaHa KiiHiuHa
HaCTaHOBA Ta YHiQiKOBaHWI KNiHIYHUIA NPOTOKOS MeAUYHOI
ponomorun «CapKoigos».

3 meTow 6iNblW AeTanbHOro BMKNady NpUHUMAIB Jiar-
HOCTUKM Ta NiKyBaHHA CapKoifo3y nereHb Hamu Gyno pos-
pobneHo Ta ony6nikoBaHO MeTOAWYHI MOCIOHMKK «[liar-
HOCTMKa CapKoifo3y opraHiB gmxaHHa» (2014) Ta «JlikyBaH-
HA XBOPMX Ha CapKoifo3 nereHb» (2018).

3a OCTaHHi POKM 3HAYHO MiABMLUMBCA PIBEHb AiarHOCTU-
KN CapKoifo3y NereHb, WO MOB'A3aHO 3 BAOCKOHANEHHAM
MeTogy Komm'toTepHoi Tomorpadii, HakonnuyeHo 6Garatuii
[OCBIf, 3aCTOCYBaHHA npenapaTiB Apyroi Ta TpeTboi MiHil
Tepanii (imyHocynpecaHTiB, iHribiTOpiB LUTOKIHIB) Yy NiKyBaHHI
XBOPMX 3 PE3MCTEHTHICTIO fO rtoKoKopTMKoCcTUpoigis (MKC).

Cnig 3a3HaunTK, WO B Npoueci Tepanii MOXKyTb CnocTe-
piratnca pisHi BapiaHTM nepebiry 3axBOpOBaHHA, Mpu
LiIbOMY He iCHY€ KpuTepiiB NPOrHo3y perpecii, ctabinisawii Ta
nporpecyBaHHA CapKoigo3y. Y 3B'A3KY 3 UMM €QMHO Mpa-
BUIbHVM MPUHLMUMNOM BeOEeHHSA XBOPUX € MepCcoHidikoBa-
HWI Nigxig o Tepanii.

Bce ue notpebyBarno nepernsagy TepaneBTUYHUX Nigxo-
JiB Yy BefJeHHi XBOpMX Ha CapKOifo3 fiereHb i BUABWUNOCH
OfHi€l0 3 NepeflyMOB CTBOPEHHA HOBUX METOAMNYHUX [OKY-
MEHTIB.

YKpaiHCbKNIA NyNbMOHONOriYHNIA XKypHan. 2023, Ne 3

Y 2020 poui ony6nikoBaHo odiuiiHWMi JOKYMeHT ATS
«Diagnosis and Detection of Sarcoidosis. An Official Ame-
rican Thoracic Society Clinical Practice Guideline», y akomy
BMK/AAEHO CyYacHi NPUHLUMAN AiarHOCTUKN CapKoifosy, ay
2021 poui ony6nikoBaHo 3BiT LinboBoi rpynu (Task force
report) ERS “ERS clinical practice guidelines on treatment of
sarcoidosis”, B AKOMY BM3HauyeHO abCONIOTHO HOBI MiAxoau
[0 NiKyBaHHA XBOPMX Ha CapKoifos3.

B paHomy noci6HUKY nmpefcTaBnieHi HOBI nigxogun [0
[iarHOCTVKK Ta NiKyBaHHA CapKoIfo3y fiereHb, 3aCHOBaHi Ha
OCHOBHMX MOJNOMKEHHSAX LMX [JOKYMEHTIB.

MeToanuHuI NOCIOHUK NPU3HAYeHUn [na nikapis
3arasibHOI NPaKTUKM — CiIMEeNHUNX NiKapiB, TepaneBsTiB, Nyb-
MOHororiB, ¢Tusiatpis.

1. 3ATAJIbHI MONIOXKEHHA

1.1. BusHaueHHs, enigemionorifa, OCHOBHi NNaHKN

natoreHesy, Knacudikauin

Capkoifo3 — MynbTUCUCTEMHE 3aXBOPIOBAHHA HEBifO-
MOI NPUPOAN, WO XapaKTepuU3yeTbCA YTBOPEHHAM B yparke-
HUX OpraHax Heka3eo3HWX eniTenioifHOKNITUHHUX FpaHy-
NbOM. 3a3BUYall BiH BpaXka€e Ntogel MONIoforo Ta cepefHbo-
ro BiKy i 4aCTO NPOABNAETbCA Y ABOCTOPOHHIN nimdageHo-
natii KOpeHiB nereHis, nereHesin iHGINbTPaLii, yparkeHHi
ouen i wkipun. TakoK MOXKYTb OYTU ypakeHi neviHka, cene-
3iHKa, NnimdaTUyHi By3nM, CAMHHI 3ano3u, ceple, HepBOBa
CUCTEMA, M'A3W, KICTKM Ta iHLWi OpraHu.

Kog MKX 10: D86.0-2.

TepmiHn «CapKoigo3 nereHb Ta BHYTPIWHbOIPYAHMX
nimbaTnuHMX By3niB» Ta «CapKoifo3 opraHis AUXaHHA» He
BiNOBiJalOTb 3arafibHOMPUNHATOMY MiXKHAaPOAHOMY TepPMi-
Hy «Pulmonary sarcoidosis». Kpim Toro, 6poHxonynbmo-
HanbHi Ta MegiacTMHanbHI NiMaTUYHI BY3IN € YaCTMHOK
nimbaTNYHOI CCTeMU NereHi AK NapHOro opraxy. Y 38'A3Ky
3 LM YpaxKeHHA 6POHXOMYIbMOHANbHUX Ta MefiacTUHaNb-
HUX (NapaTpaxeanbHUX Ta TpaxeobpoHxianbHUX) BY3NiB
JOUINbHO iMeHyBaTu CapKOif030M JlereHb He3aneHo Bif
TOro, 3a5yyeHa [0 npouecy napeHxiMmy um Hi.

Bbe3nepeyHnin BNANB Ha 3aXBOPIOBAHICTb 34iNCHIOE K-
MaTUYHUI PpakTop — B KpaiHax Adpurkny, Asiii LleHTpanbHoi
AMEpPVIK/ MOKa3HUKK 3aXBOPIOBAHOCTI CapKOIg030M Hai-
HWXKYi, @ B KpaiHax 3 NOMiPHUM Ta XONOLHUM KfliMaTOM —
HalBuLLi. 3aXBOPIOBaHICTb, AKa nepesuiye 10 BMNagKis Ha
100 000 HaceneHHsA B piK, CNOCTEPIraeTbCA B MNiBHIYHOEBPO-
nencbkmnx KpaiHax — Hanii (10,1), ®innangii (11,4), Hopserii
(15,0) Ta Wseuii (24,0). OTpmaHO CTAaTUCTUYHe NiaTBEPA-
»KEHHA NPAMOI 3aNeXKHOCTi 3aXBOPIOBAHOCTI Ha CapKoifo3 B
Pi3HKX KpaiHax Big X reorpadiyHoi WnpoTu.
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MakcumanbHWUn piBeHb 3aXBOPIOBAHOCTI Ha CapKoigo3
cnocTepiraeTbesa y Bili Big 35 go 55 pokis, ocobu y Biui oo
25 Ta cTapwi 3a 75 pokKiB XBOpIlOTb pPigKo. Y 4onoBikiB cno-
CTepiraloTbca ABa BiKOBMX Mika — 35—40 pokiB i npnbnnsHo
55 pokiB.

MpakTuyHO y BCiX enigeMionoriyHnx JOCNigXKeHHAX Bif-
MiYeHO, WO cepen XBOPUX Ha CapKoifo3 MnepeBakaloTb
XiHKM (Npr6nn3Ho 65 %).

B YKpaiHi 3axBOpoBaHiCTb Ha CapKOIf[03 OpraHiB gnxaH-
HA CTaHOBUTb B cepegHbomy Big 1,1 go 2,6 Ha 100 000
[OPOC/IOro HacesleHHsA, a NownpeHicTb — Big 4,6 8o 7,9 Ha
100 000, wo BignoBigae piBHIO NiBAEHHOEBPOMENCKMX
KpaiH.

CapKoifgo3 HanexmTb [0 rpynu iMyHO3aneKHNX 3aXBO-
ptoBaHb. CapKoifgHi rpaHynboMu MNpeacTaBnAlTb coboio
CKYMUYeHHA aKTMBOBaHWX KNITUH MOHOLUTapHO-MaKpoda-
ranbHOro psAgy, a TakoX PoO3BMBalOTbCA B yMOBaX 3ananeH-
HA TiraHTCbKMX GaratosgepHUX KNiTWH, eniTenioigHmx Kni-
TUH i nimdouuTiB.

OCKinbKn rpaHynboMu Npu capkoifosi MiCTATb BeNnNKY
KinbKicTb nimdoumnTiB, iX Lie Ha3MBaTb «<iMYHHUMWY, OCKifb-
K1 B HUX BifbyBaloTbCA iMyHHi peakLii, cnpaMoBaHi Ha eni-
MiHaLjil0 HEBCTAHOBMEHMNX MOKM aHTUreHiB. Ha BigmiHy Big
«HEIMYHHWX» rpaHyNboM, L0 YTBOPIOOTLCA Y BiANOBIAb Ha
BM/IMB HEOpPraHiyHMX areHTiB (KpeMHiin, 6epunin Ta iH.),
YTBOPEHHA «iIMYHHMX» TPaHyNIbOM CyMNpPOBOMXKYETbCA Crie-
undivHoto T-KNiTMHHOO Bignosiaato. MoXHa BBaXaTu, WO B
pa3i capKkoigo3y iHiLiloloumnin areHT Ma€e BNacTUBOCTI aHTuUre-
HiB, 3HAaXOQUTbCA B HUXHIX Bigdinax pecnipatopHoOro Tpak-
Ty, NOMNIMHAETbCA aNbBeONIAPHUMMN MaKpodaramu i Hafa€eTb-
CA B UMyHoreHHin dopmi T-nimboumTtam. HepoctaTHbO
nepeTpasneHnin aHTUreHHUI NOAPa3HMK NPeCTaBNAETbCA
Makpodarom nimdpounty-xennepy (CD4*) 3 HacTynHuUM
YTBOPEHHAM Komnnekcy uutokiHis (IJ1-1, Ul-4, I®H-y), wo
CTMMYINIOIOTb TpaHCchopmaLlito MOHOUMTIB i Makpodaris B
enitenioigHi Ta GaratoAgepHi riraHTCbKi KNiTMHU. Y Mmipy
TpaHcdopMaLii makpodaris nigBuLLyeTbCA yTBOPEeHHA IJ1-1,
IN-6, TNF-0, Wwo cTumMynioe NoABy B BOTHWLLi 3ananeHHA
HOBUX MOHOLMTIB.

MpoayKTn cekpeuii akTBOBaHUX NIMPOLINTIB i MaKpo-
daris BNIMBaOTb Ha CMHTETUYHY aKTUBHICTb ¢ibpobnacTis,
O Ma€ 3HaYeHHA AnA pe3ynbTaTy 3ananeHHA (06MeXeHHsA
BOrHYLa 3ananeHHs, ¢ibpoTumzauis).

Tunosa eniTenioigHOKNITUHHA rPaHYNbOMa CKAJaETb-
cAa 3 BrucokoandepeHLinoBaHNX MOHOHYKNeapHUX (oaHO-
anepHux) garoumnTiB (eniTenioigHux KNiTuH) i nimpouunTis,
TaKOXX MOXYTb OyTW riraHTCbKi GaratoagepHi KNiTMHU (AK
TUNY «iHOPOAHOro Tina», Tak i Tmuny [lliporosa-JlaHrxaHca).
lraHTCbKi KNITUHM MOXYTb MICTUTU UMUTOMNA3MaTUYHI
BKJTIOYEHHSA, TaKi AK acTepoigHi TinbuA Ta Tinbua LaymaHHa.
LleHTpanbHa 4acTuMHa rpaHynbomu cknagaetbca 3 CD4+
nimopoumTie, Topi Ak CD8+ nimdountn npeacTaBneHi B
nepndepuyHin 30Hi.

Mpouec opraHisauii rpaHyfIboM MOYMHAETLCA 3 Nepu-
¢depii, Wo Hapa€ iM YiTKO OKPECNEHOrO, «WTaMMNOBAHOMO»
Burnagy (pwc. 1.1).

Y capKoifHil rpaHynbomi MoXKyTb po3BrBaTnca ¢ibpos-
Hi 3MiHK, AKi 3a3BM1Yal MOYMHATLCA 3 Nepudepii, nowmnpo-
I0TbCA [0 LEHTPY Ta 3aBepLuytoTbcA NoBHUM ibpo3om Ta/
abo rianinizauieto.

Puc. 1.1. Tunosa mop¢onoziyHa KapmuHa capkoioosy y cmiHyi
6ponxa (6ioncia npu ®BC). Ceped po3pocmaHe winbHoi cnosyy-
HOi MKAHUHU po3mawoe8aHa Munoed enimesnioiOHOKNIMUHHA
epaHynvoma. Kpim mozo, eusHayaromecsa YucieHHi 2zizcaHmcoki
6azamosdepHi KIiMUHU «CMOPOHHLO20 Mina». 3abapeneHHs
2emMamokcuniHom ma eosuHom. 36.: x 100

MonoxeHHam ATS, ERS i WASOG Statement on Sarco-
idosis (1999) 6yno pekomeHAoBaHO KnacudikaLito capkoigo-
3y NlereHb, 3aCHOBaHy Ha fiaHNX peHTreHorpadii (P) opraHis
rpyLHOI MOPOXHUHKM (Tabn. 1.1). Hessaxatoum Ha Te, WO Bif
MOMEHTY MPUIAHATTA Uiel Knacudikauii MUHYNo mamxe
YBEpPTb CTOJITTA, BOHA LUIMPOKO BUKOPUCTOBYETLCA 1 AOCi.

Ta6nuys 1.1
Knacnikauisa capkoifosy nereHb 3a saHUMUN peHTreHorpadii
opraHiB rpyaHoi nopoxxHuHu (ATS/ERS/WASOG, 1999)

Cragii Xapaktep 3MiH
0 3MiHM Ha peHTreHorpamax BifgcyTHi
| [1BOCTOPOHHA NpukopeHesa nimbageHonatia (4MNJ1)
1l [AIJ1, 3MiHW y nereHesin naperximi
1] 3MmiHK y nereHesin napexximi 6e3 AMJ1
\% MowwnpeHui ¢ibpo3 nereHb

[o O cTapii BigHeceHi nauieHTu, y AKUX BiACYTHI 3MiHM Ha
peHTreHorpamax OpraHiB rpyaHoi MOPOXHWHU, OfHaK €
eKCTpaTopakanbHi NpPoABM CapKoigo3y. TM He MeHLW, Yy
3HAYHOT YaCTVIHW LIUX XBOPUX MOXKYTb OyTV BUABJIEHI FpaHy-
nbomMU y GionciiHoMy mMaTepiani fiereHi. 3a y3araibHeHUMU
CTaTUCTUYHUMKM JaHUMW, KiNbKicTb nauieHTiB 3 0 cTagieto
cTaHoBUTb 5-10 % Bif 3aranbHOI KiNbKOCTI XBOPMX Ha cap-
Koipo3, nauieHTiB 3 | ctagielo — 40-50 %, Il ctagieto —
15-30 %, lll crapieto — 10-15 %, IV cTtapgiero — 5-10%.

HeobxigHo Big3HaunTK, WO WMPOKE BNPOBAAXKEHHSA B
NpaKkTUKy komn'toTepHoi Tomoropadii BUCOKOI po3nogdinb-
Hoi 3gaTHocTi (KTBP3) cyTTeBO 3MiHMIO 3a3HayeHWiA po3-
NoAiN XBOpPUX Ha CTagii — OCKinbky moxnmsocTi KT y gia-
FHOCTULi ypaXeHb NapeHXimun lereHb 3Ha4yHo BULLi NOpiB-
HAHO 3 PI, yacTka xBOopux Ha capkoigos Il ctagii nomiTHO
3pocna. 3a HawuMm [BaHUMK, 3aCHOBaHMMM Ha aHanisi
MeAnyHoi AoKyMmeHTauil 1776 xsopux, Il ctapia 3axsopto-
BaHHA peecTpyBasiacA HaBiTb AeLlo vacTiwe, HiX | cTagia
(43,6 % Ta 41,6 % BignogigHo). Ha pucyHkax 1.2-1.5 npep-
CTaBfeHi XapaKTepHi 3miHu, BuasneHi npu Pl ta KTBP3
opraHiB rpygHoi nopoxHuHu (OIT) y xBopux i3 pisHMMK
CTafiAMuM capKoigosy nereHb.
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Puc. 1.3. Capkoidos Il cmadii (Pl ma KT) — 0eocmopoHHA npukopeHeeaa siimgpadeHonamisi y NOEOHAHHI 3 ypa)KeHHAM napeHximu

-
\"o"n ‘.
Pt

\gh

Puc. 1.5. Capkoidos IV cmadii (Pl ma KT) — nowupeHuli depopmyioquli hi6pos nezeHo
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2. KNIHIYHI NPOABU

2.1. CumnTomm

KniHiyHa cemioTuKa capKoifo3y OpraHiB AnxaHHA 3ane-
XWUTb Bif cTagii 3axBoptoBaHHA. Capkoigos | ctagii npoTikae,
AK NpaBusio, 6e3CMMNTOMHO i BUABNAETbCA B pe3ynbTarti
NPodiNakTMYHOrO PEHTreHONOrNYHOro 0b6CTeXeHHsA abo
npu Pl y 3B'A3Ky 3 HaABHICTIO eKCTpanynbMOHaNnbHUX NpPo-
ABIB. Y xBopux Ha capkoigos Il Ta lll ctagii kKniHiuHi npoasn
BificyTHi NpnbnmnsHo y 20-30 % BuNagKis.

MNMouaTok 3axBOPIOBaHHA MOXe ByTu rocTpum abo masno-
MOMITHMM Ta NOCTYNoBuM. [InA roctporo febioTy XxapakTepHi
pecnipaTopHi cumnTomu (Cyxuii Katenb, 6inb y rpyaHin Knit-
Li, pigwe — 3aguLiKka), NiABULLEHHA TemMnepaTypu Tina, cyr-
noboBun CMHAPOM (apTpanrii, pigwe — apTpWTK), By3/yBaTa
epuTema, 36inblueHHA nepudeprnyHnX nimdaTMUHNX BY3NiB.

CYIMTOMOKOMMEKC, O BKIIOYAE ABOCTOPOHHIO NiMd-
afeHonarilo, NigBMLEHHA TemnepaTypu Tina, By3nyBaTy
eputeMy i cyrnoboBuini cuHgpom (puc. 2.1), Ha3mMBaETbCA
cuHgpomom JledrpeHa Ha uyecTb LWBEACbKOroO KhiHiLMcTa
CseHa JledrpeHa (Sven Lofgren, 1910-1978), Akuii He Tinb-
K1 onmcaB Lel CUMITOMOKOMIIEKC, ane 11 3pobus BeNuKnii
BHECOK Y BYUEHHA NPO CapKoifos.

Capkoifo3 3 roctpum feboTom y 6inblocTi BUNaaKis
(70-80 %) 3aKiHUYETbCA CMOHTaHHVM BUJTIKYBaHHAM.

YacToTa BMNagKiB rocTporo noyaTky capkoigosy y pis-
HUX KpaiHax pigko nepesuiyye 20 % y 3aranbHin CTPYKTypi
XBOpPWX. HanuacTile 3axBopioBaHHA MOUYNHAETLCA NOCTYMNO-
BO i ManonomiTHo. XBopi Bifj3HaualoTb 3aranbHy ciabKicTb,
nigBuULEHY CTOMJIOBAHICTb. Moxe OyTW Cyxvin Kallenb,
iHOZI 3 BUAINEHHAM CIN30BOro MOKPOTUHHA. 1o mipi npo-
rpecyBaHHA XBOPOOW MOXKe BUHUKHYTUN 3aAMULLKa, WO BUAB-
NAETbCA Nif Yac 3BUYHOro Gi3YHOro HaBaHTaXKeHHA. IHoAi
XBOpI Big3HauaoTb 6inb Ta AeAknin AUCKompopT 3a rpyau-
How. BrpaxkeHa 3apuliKa crnocTepiraeTbca y XBOPUX Ha
capkoigos IV cTagii.

3aranbHa cabKicTb Ta NiABMLEHA CTOMIOBAHICTb € He
NLIe HaNYacTilWMMK, @ Ny 3HAYHIN YacTWHI BUMAfKiB €an-

HUMK CYO'€KTUBHUMMK MNpOABaMU CapKoigosy y pAebioTi
3aXBOPIOBAHHA.

[pyre micue 3a 4acToTOlO 3aliMaloTb PecnipaTopHi CUMn-
TOMU — KaLleslb, NepeBaXHO CyXui, i 3aguiuka. Ckapru Ha 6inb
y rpyZsx Bif3HauyaoTbcA MOPIBHAHO pigKo (6 % BMNagKiB).

MigBuULEHHA TemnepaTypu Tina nepeBa)kHo J0 cyodheb-
pUNbHUX LUPP, CNOCTEPIraETbCA MaliKe Y KOXKHOTO LLIOCTO-
ro XBOpOro.

Mpn disnkanbHOMY OOCTEXKEeHHI MaToNOriyYHi 3MiHU Y
nereHaAx, 3a3Buyail, He cnocTepiraloTbCA. Y NOOANHOKNX
BMNafKaxX Bif3HAYa€TbCA MOCNAGNEHHA Be3WKYNAPHOro
OVXaHHA.

2.2. EKcTpanynbmoHanbHi NposaBn

CapKkoigo3 3gaTHU BpakaTu BCi OpraHyM Ta cuctemu,
npu LibOMY flereHi 3any4atoTbCA A0 NaTONOrYHOro npolecy
y 95 % Bunagkis.

YpaxeHHA neyiHKM Mpu CcapKoigosi 3armae neple
Micue nicnA opraHiB AuxaHHA (BM3HauvaeTbca y 50-80 %
xBopux). lenaTtomeranisa BuaBnaeTbca y 20-30 % BMnagkis.
Y 6inbLIOCTi NaLiEHTIB ypaXKeHHsA NeYiHK/ KNiHiYHO He BUSAB-
nAetbcA. ONMcaHo BUMNAAKM JIMXOMAHKN HEACHOro reHesy
npu ypaxeHHi nedviHkn. OyHKLiA NeviHKK, AK NpaBuno, He
NOPYLLYETbCA, MPOTE MOXE peecTpyBaTUCA NOMIpHe Niasu-
LLeHHA Y CMpoBaTLi KpOBi piBHA Ny>kHOi docdaTasu, TpaHca-
MiHa3, 6inipybiny.

CnneHomerania peectpyetbca y 10-40 % nauieHTiB.
KniHiuHi npoaBu € MiHiManbHMK. MNPo ypaxeHHA cenesiHkn
MO>Ke CBIgUUTUN aHEMIs, TPOMBOLMTONEHIA.

LKipa npu capkoigosi 3any4yaerbca 4o NaTonoriyHoro
npouecy y 25-50 % Bunagkis. MoxHa BuainnTu asa pisHo-
BUAWN YPaXKeHHA WKipn — cneyundiyHe (rpaHynboMaTo3He)
Ta HecneumnodiuHe (HerpaHynbomaTo3He). [Mprknagom He-
cneuymndiuHOro ypaKeHHa WKipyM npu roctpomy nepebiry
CapKoifo3y € By3/yBaTa epuTemMa.

YpaxkeHHA oyeln y BUrNAAQI rPaHyIbOMaTO3HOro yBeiTy
3yCTpivaETbCcA Npu capkoigosi npmbnmsHo y 20-50 % xBo-

¥

Puc. 2.1. CunOpom JlechapeHa: 080cmopoHHA npukopeHeaa Nim¢padeHonamis (a); eyznoeama epumema (6) — HecneyucpiyHa 2inep-
epeiyHa WKipHa peakyisa: epumemamosHi 8y3/1u, cCuMempu4yHO po3mawoeaHi 3a3euyali Ha nepedHili nosepxHi Hiz ma pyK, 3HUKa-
omeo Yepes 2-4 muxkHi; apmpumu — yacmiwe 20MinKo8ocmonHi cyano6u, cyanobu nanvyie pyk ma Hie (8)
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pux. Y naTonoriyHnin npoLec 3anyyaerbca 6arata cyanHamum
KOH'IOHKTWMBA, piflle — C/Ib030Bi 3251031 Ta pariay»kHa 060-
JIOHKa. YpaXkeHHA o4yel vacTiwe 3yCTPIYaeTbCA Y XKiHOK. Y
BCIX BMMaAKax CapKoifo3y fereHb KOHCyMbTalia XBOpPOro
oKynictom 060B'A3K0Ba. |, HaBNaKK, BUABNEHHA OKYJiCTOM
yBeiTy HeACHOI eTionorii mae 6yTn NpuBoAOM AnA Hanpas-
neHHA xBoporo Ha Pl OITI.

KniHiuHi npoaBm capKoigo3y cepua BUABAAIOTLCA NPU-
65113HO y 5 % XBOpPKX, Ha ayTOMNCii rpaHyIbOM1 BUABNAIOTb-
ca'y 30 % Bmnagkis. KniHiuHi NnpoABu: NOpyLLIEeHHA pUTMY Ta
NPOBIAHOCTI A0 NOBHOI 6noKaaw, 3acTillHa cepueBa Hepdo-
CTaTHICTb, LWIYHOYKOBI aHEBPU3MM, MeprKapauT, panToBa
cmepTb.

Cyrnobu 3anydaloTbCcA A0 MaTONOriYHOro npouecy y
25-50 % xBOopux Ha capkoigo3. ApTpanrii, acenTuuHi apTpu-
TW BiI3HAYalOTbCA NepeBaXHO y BENIMKMX cyrnobax.

Y noopgmHOKMX Bunagkax ypaxatTbca JIOP-opraHu,
HUPKK, KiICTKOBUA MO30OK, LIeHTpaibHa HepBOBa CUCTEMa,
NPUBYLLUHI CINHHI 3251031, KiCTKW.

2.3. BapiaHTu nepebiry

BapiaHTamy nepebiry capkoifo3y OpraHiB AMXxaHHA €
perpecisa, ctabinisauis, nporpecyBaHHA npouecy, KniHiuHa
pemicia Ta peunams. MofeH 3 NnepepaxoBaHUX BapiaHTIB He
MO»e O6yTI BCTaHOBMIEHO 6e3 peHTreHonoriyHoi Bepudikadlii.

(a3a perpecii — 3MeHLIeHHA KIiHIYHMX Ta peHTreHono-
riYHUX CUMNTOMIB CapKOIfo3y. Y pasi BigCyTHOCTI KNiHIYHUX
cuMnTOMIB Yy AebloTi 3aXBOpoBaHHA KpUTepieM perpecii €
No3nTMBHa AnHaMiKa gaHux PT/KT OITI.

Ma3a crabinizauii — BigcyTHICTb OyAb-AKMX 3MiH faHUX
PI/KT OIT1 3a nonepefHi 3 micALi cnocTepexeHHA/NiKyBaH-
HA. Y UbOMYy MOXe CrocTepiratica Mo3uTMBHA AUHaMiKa
KNiHIYHUX NPOABIB.

(a3a nporpecyBaHHA — HeraTvBHa AnHaMika faHux Pl
ym KT O] 3a nonepefHi 3 micAui cnocTepexeHHA/NiKyBaH-
HA. Mpn UboMy Cy6'eKTVBHI O3HaKM NoripleHHA nepebiry
3aXBOPIOBAHHA MOXYTb OyTU BigCyTHIMU.

KniHiyHa pemicia — BiACYTHICTb KAiHIYHMX CUMNTOMIB
Ta MOPdONOriYHMX 03HaK akKTMBHOIO CapKOoifo3y 3a faHUMM
Pl Ta KT OITI nicna 3aBeplueHHA NikyBaHHA. PaHiwe ana
XapaKTePUCTUKN L€l da3n BUKOPUCTOBYBANIM TEPMIH «KIli-
HiYHe BUNiKyBaHHA», MPOTe BPaXOBYIOUN BUCOKY 4acToOTy
peunanBiB 3axXBOPIOBaHHA Ta abconoTHY HenepenbayyBa-
HICTb X BUHUKHEHHSA, y 3apybixkHil niTepaTtypi uen TepmiH
He BUKOPUCTOBYETbCA.

Peungme — noABa MOpPONoriuyHNX 03HaK capKoifosy,
3a paHumun PT a6o KT OITI, 3 HaABHicTio abo BigcyTHICTIO
KNiHIYHMX NPOABIB Y NepioA NicnA 3aKkiHYeHHA Kypcy NiKy-
BaHHSA.

3. PAAIONIOINYHA CEMIOTUKA

Pl opraHiB rpygHOI NOPOXHUHK [O3BONAE BNEBHEHO
ZiarHocTyBaTu capkoigo3 npu6namsHo B 80 % BMnagkis —
came 3 Takol0 YacTOTOK Y XBOPMX Ha CapKoOifo3 fereHb
3yCTPiYaETbCA CUMETPUYHA [BOCTOPOHHA MPUKOPEeHeBa
nimbaperonartia (OMJ1). AKwo BpaxyBaTu, WO CMMETPUYHA
ANy xBopux 3 nimpomamm cnoctepiraetbca nuwe y 3,8 %
BMNaAKiB, Npy BGPOHXOreHHin KapuymHomi — y 0,8 %, npu
3M10AKICHMX MYX/IMHAX eKCcTpaTopaKkanbHOI nokanisauii — y
0,2 %, a andepeHLianbHa AiarHOCTMKA 3 BPOHXO0AAEHITOM
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Ty6epKynbOo3HOI eTionorii He CTaHOBUTb 0COGNMBUX TPYA-
HOLLiB, TO MOXHA 3POOUTN BMCHOBOK, O PEHTFEHOSOrIY-
HUI cumnTomokomnnekc M1 € HanBumLwo Mipoto cneun-
biuHMM OnA capKoifgosy fereHb.

Pasom 3 Tum, moxnueocTi Pl y giarHocTuui capkoifgos-
HOTO ypa)keHHA NapeHXiMu NiereHb Jy»xe obmexeHi, y 3B'A3-
Ky 3 UMM YCi XBOPI 3 MiAO3POI0 Ha CapKOIA03 NereHb MaloTb
6yTn obcTexeHi metogom KTBP3.

Y tabnuui 3.1 npencTasneHi cyyacHi Kputepii KT-giar-
HOCTMKM CapKOIifo3y nereHb, AKi NOAINAITbCA Ha KNAaCUYHI
Ta aTUMNOBI.

Tabnuys 3.1
KT-cemioTuka capkoifo3y nereHb
KnacnuHi cumntommn

NimdageHonatia: 6inaTepanbHa NPUKOpPeHeBa, MefiacTiHanbHa —
36inblUeHHA HUXKHIX MapaTpaxeanbHuX nimdaTUUYHUX By3iB NpaBopyy,
cybKapuHanbHUX Ta a0PTO-MYIbMOHAIbHUX.

PeTnKyno-By3nnkoBui naTepH: MiKpoBY3/MKM PO3MipOM 2—-4 MM,
nob6pe BU3HayaloTbCs, 3 binatepanbHUM PO3MNOAINoM
MepunimdaTnyHMin PO3NoAIN BY3NMKiB (B3AOBXK OPOHXO-CYANHHYX
MyYKiB, CybnnespanbHo, y MiXKAONbKOBUX NEperopopaKax)

YpaxkeHHA napeHximy nepeBaxkHO Y BEPXHiX Ta cepefiHiX 30Hax

ATUNOBI cMMNTOMU

JlimpapeHonaTia: OfHOCTOPOHHA MPUKOPEHEBA, YPaXKeHHA NepefHix Ta
3a[lHiX MefiaCT1HaIbHUX Ta HaBKONOCEPLIeBUX BY3JTiB.

PeTukynapHuin natepH

I130n1boBaHi MOPOXHUHNK

[inAHKM «<MaTOBOTO CKna» 6e3 MiKpOoBY3/UKIB

MneBpanbHWIA BUNIT, MOTOBLLEHHA MAEBPU, XiIOTOPaKC, MHEBMOTOPaKC
MaKkpoBYy31MK/ > 5 MM, LLO 3'€AHYIOTLCA Y KOHITIOMepaTy.
«Galaxy"-cumnTom i “cluster’-cumntom

[o KnacmyHmMx BIOHOCATbCA CMMMTOMU, XapaKTepHi AnA
CapKoifo3y i piaKo crnocTepiraloTbCA NPW iHLWMX 3aXBOPIOBAH-
HAX. Hanpuknag, cumntomokomnnekc N1 cnoctepiraetbca y
80 % XBOpPVIX HA CAPKOIfo3 i TiNbKM Y 4 % nauieHTiB 3 niMdo-
Mamu. | HaBnaky, aTMMNOBI 3MiHM HanyacTile XapaKTepHi AnA
iHLWMX 3aXBOPIOBaHb OPraHiB rpygHOI MOPOXKHUHU Ta PigKo
3yCTpivaloTbcsA Npu capkoigosi. Hanpuknag, nimpageHonartis
nepenHix MegiacTUHANbHUX BY3/iB XapakTepHa anis nimdo-
rPaHynboOMaTo3y i PifKO 3yCTPIYAETbCA NPY CAPKOIAO3i.

3.1. KnacuuHa nimdpageHonarin

PrcyHok 3.1 geMoHcTpye KnacnuHy AMJ1 6e3 yparkeHHs
napeHximu nereHb (capkoigo3 | ctagii).

Ha pucyHKy 3.2 npegcraBneHa MacuBHa KnacuyHa A/l
Ta 3Ha4yHe 36inblieHHA nimdaTUYHUX By3NiB npaBopyy. B
pesynbtati  [KC-Tepanii Big3Hayanaca wWBMAKA perpecia
npouecy 3 fOCATHEHHAM KNiHIYHOI pemicii yepes 6 micAu,iB.

PucyHok 3.3 BiioOpaka€e 30inblueHHs napaTpaxeasib-
HUX By3niB npaBopyy Ha KT, BUKOHaHOI B M'AKOTKaHOMY
pexnmi.

3.2. ATunoBa nimdageHonaria npm

capKoigosi nereHb

YactoTa OAHOCTOPOHHLOIO YPaXKeHHA NMPUKOPEHeBUX
nim¢poBy3niB CTaHOBUTb 3-5 % BUMAAKIB, MPY LbOMY OfjHO-
CTOPOHHA JlimpageHoNaTiAs NoKani3yeTbCs, AK MPaBUIO,
npaBopyu (puc. 3.4), BOAHOYAC MU CnocTepiranu i NiBocTo-
POHHIO nokanisadito (puc. 3.5). B 06ox Bunagkax 6ys npu-
CYTHIl KNacMYHUI CUMMTOM CapKoifo3y — ApiOHOBY3/MKO-
Ba AMcemiHaLin 3 nepunumdaTMyHUM po3noainiom, y 3B'A3-
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Puc 3.1. Capkoidos nezeHb | cmadii, KT: 06ocmopoHHs npukope-
Heea nim¢padeHonamis

€3€d

36inbWweHHA BY3NiB NepeHbOro cepefoCTiHHA NOER-
HYBanocA 3 HaABHICTIO BMcoKocneunpiyHoOro cMMnTomy
capkoigo3y — 6inatepanbHOi CMMETPUYHOT MpUKOpeHe-
BOI NimdageHonartii, He XxapakTepHoi Ana nimpomm
XomXKiHa, 3 AKol cnig nposoauTn AudepeHUianbHy
AiarHocTuky. Y 3B'A3Ky 3 BIACYTHICTIO KNiHIYHUX CUMNTO-
MiB cneundivuHe nikyBaHHA He MPOBOAWUNIOCA, NPW MOB-
TOpHOMY ob6cTexeHHi Ha KT Big3HauyeHa CMOHTaHHa
perpecia npouecy.

Kanbuyndikauia nimbaTnyHmnx By3niB cnocTepiraeTb-
cA npnbnusHo y 20 % xBopwux i3 TpuBanum nepebirom
3axBoptoBaHHA. Ha BigMiHy Bif Ty6epKynbo3y, Kanbuundi-
KoBaHi nimbaTryHi By3n1 Nnpu capKoigo3si 3HauyHo OinbLi
y AiaMeTpi, NpuKOpeHeBNn PO3MOAIN YacTille ABOCTO-
POHHIN (65 % npoTun 8 % npu Ty6epKynbosi).

Puc. 3.2. Capkoidos Il cmadii, KT (pponmaneHa pekoHcmpyKyia ma akcinapHi 3pi3u): MacueHa npukopeHeea ma mediacmuHanabHa
nimgpadeHonamis (cmpinkamu no3HavyeHo 36inbuwieHHA HUXKHIX NapampaxeanbHUX 8y3J1ié npasopy-)

Puc. 3.3. Capkoioos Il cmaoii, KT: nim¢padenonamis HUXHiX napampaxeanvHux 8y3/ie npasopy4 (cmpinku) 0o nikyeaxHs (a), pea-

pecia nicna mpumicayHoi mepanii memunnpeoHizonoHom (b)

Ky 3 uU/M [opaTKoBi mMeTogu 3 meTow audepeHuianbHol

[iarHOCTMKK He 3aCTOCOBYBaNMCA.

YpakeHHA nepefHiX, 3agHiIX meAiacTUHaNbHUX Ta
HaBKonocepueBux NiMbaTUUHNX BY3NiB COCTepiraeTbcs
pigko. OaunH i3 Taknx BUNaaKiB 4eMOHCTPYE puc. 3.6.

3.3. KnacnuHi cumntomm yparkeHHA napeHximmn

Y piarHoCTuUi CapKOIfO3HOroO ypa)eHHA napeHxiMmm
nereHb Halbinbl BaXknvBe 3HAaUYEHHS MalOTb Ba pagio-
NOTiYHi NaTepHN — BY3NIMKOBUN Ta PETUKYJI0-BY3NMKO-
BUN.
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Puc. 3.4. KT OITl xeopoi M., a — 00 nikyeaHHsA: npasocmopoHHsA npukopeHeaa nimgpadeHonamis, Opi6Hosy3n1uKoea ducemiHayia
napeHximu; b — nicna mpumica4yHoi mepanii memunnpedHizonoHom: pezpecis nimgpadeHonamii, 36epizaemoca HepsacHa Opi6HO-

8y3/1ukoea oucemiHayis

Study date: 23.03.2018

[ S

Study date: 03.10.2018

Puc. 3.5. KT Ol nayienmku M., 53 pokis, 3/1iea — 00 NiKy8aHHA: 1ie0OCMOPOHHA npuKopeHeaa nim¢padeHonamis, Opi6Hosy3/1uKo-
8a ducemiHayia napeHximu; npasopyy — nicna cemumicayHoi TKC-mepanii: peapecis nimgpadeHonamii

Mpw iHTEPCTULINHMX 3aXBOPIOBAHHAX JIereHb BY3/INKM B
napeHximMi 30e6inbLworo po3MiLLyTbCA MO OLHOMY 3 TPbOX
TUNIB PO3noginy — BMMNagKoOBOMY, LLEHTPUNOOYnspHOMY Ta
nepunumoaTruHomy (puc. 3.7).

[lna capkoigo3y xapakTtepHuii nepunimgaTmyHun pos-
nogin B iHTepCTULIT MiXK[ONTbKOBUX NEPEropofoK, Cyonnes-

panbHO, B3AOBX OPOHXO-CYAMHHUX NYyUKiB (puc. 3.8).
By3nukoBuiA maTepH CrnoOCTepiraeTbcs NpUONN3HO Y
90 % XBOPUX Ha CapPKOIf03 3 yparkeHHAM napeHximu [19].
CapkoigHi rpaHynboMM, Maluy MIKPOCKOMiYHi pO3Mmi-
pu, MOXKYTb YTBOPIOBATU arperatii 3 GopmyBaHHAM APiOHYX
BY3/MKIB, WO BM3HavatoTbcA Ha KT. Li By3nukn, po3mipom

. ek s

Puc. 3.6. KT OI'T1 xeopoeo I1., 22 pokis, nieopy4 — npu nepeuHHoMy o6cmexKeHHi: 3Ha4yHe 36inbwWeHHA NiMphamuyHux 8y3nie
nepedHb020 cepedoCmiHHsA, Npasopy4y — CNOHMAHHA pezpecis Yyepe3 3 MicaAyi cnocmepexxeHHA
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[Mepunimdparuanmii

Puc. 3.7. Pi3Hi munu po3nodiny 8y3nukie npu iHmepcmuyitinux
3aX80pIOBAHHAX JIe2eHb

1-5 MM B fiiameTpi, po3TalLOBYOTbCA NEPEBaXXHO B cepeq-
HiX i BEPXHiX 30HaX JiereHb, B3OBX OPOHXO-CYAUHHMX MyY-
KiB, MEX[ONbKOBbIX LWLi/IVH, KOCTa/IbHOI MNEBPW, Y MiX4ONb-
KOBUX Meperopofkax, BUKIMKauUM HepiBHOMIpHE (YOTKO-
nofibHe) NOTOBLUEHHA iHTEPCTULiaNbHUX CTPYKTYP NlereHb.
Takuin po3nogin € BucokocneundiuHNUM Ansa capkoigosy.

MOTOBLUEHHA MIKOO/IbKOBMX MEPEropofoKk MNpu3Bo-
AUTb 10 GOPMYBAHHSA CITYACTOrO PUCYHKY, AKWIA Y NOEQHAH-
Hi 3 By3nikamui GOpMye PeTUKY0-BY3NIMKOBUIA MAaTEPH.

3.4. ATnoBi 3MiHW: NereHeBi By3N1, YTBOPEHHSH,

KOHcoigauii, CMUMNTOM «MaTOBOIro CK/la», CUMNTOM

«galaxy» i cumnTom «cluster», ypakKeHHA nneBpu

CapkoifgHi BY3NvMK/M MOXYTb 3nMBaThCA Ta dopmyBaTut
nereHesi By3n1 (He 6inble 3 cM y AiameTpi), a TaKOXK BENVIKI
KOHrfioMepaTtn — yTBOPEHHA Ta KOHconiaLlii, po3TalloBaHi
3a3BuUYal y cepefiHix 3oHax. Bysnu MmoxyTb 6yT ognHOUYHN-
Mu (puc. 3.9), ane vactiwwe — MHOXMHHUMK (puc. 3.10),
OKPYIIMMK 3 PIBHUMK MeXaMy abo MaTu HenpaBUIIbHY,
iHopi 3ipuacty dopmy (puc. 3.11)

MaKpoBy3n1Ku Ta BY3/11 Pi3HOI WiNbHOCTI YacTo iMiTy-
I0Tb 3/I0AKICHUA MeTacTaTUYHWA npouec y JfereHax
(pnc. 3.12).

JlereHeBi By3nu, yTBOPEHHA Ta KOHconigauii He € Tuno-
BVIMU ANA CapKOoifo3y, 3a3BUyali NoB'A3aHi 3 6pOHXO-CyAWH-
HUM NYYKOM, AK MPaBWUNO, He CXWibHi Ao $opmyBaHHA
NMOPOXHWH, CXUSbHI A0 4YacTKOBOI abo MOBHOI perpecii
(puc. 3.13, 3.14), npoTe y 6araTbox XBOPMX MOXyYTb 36epira-
TWCA NPOTArOM AeKIiNbKOX POKiB.

LinAHKN 3HVXKEHHA NPO30POCTi NNereHb i3 36epeXxeHHAM
6POHXO-CYAVHHOrO PUCYHKY Ha KT BM3HaualoTbCA AK CMMI-
TOM «MaTOBOroO CKrna». [MPUUMHOI0 3HVXKEHHA MPO30POCTi

Puc. 3.8. Capkoioos Il cmadii, KT: a — nepunim¢pamuyHuli po3nodin 8y3nukie y mixk00s6Ko8blx nepe2opodKax cybnsieepanbHo;

6 — yomkonodi6He nomosweHHA iHmepcmuyitiHux cmpykmyp

Puc. 3.9. Capkoidos Il cmadii, KT: 0eocmopoHHA npukopeHeaa nimgpadeHonamis, 00UHOYHUUI 8Y30J1 HA KOPOOHI Mix< S3 ma S6 nisoi
JlezeHi (3niea — 0o NiKysaHHsA, npasopyy — pezpecia nicna 3-micayHoi mepanii)
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 Study date: 21.03.2016 Study date: 29.06.2017

Puc. 3.10. Capkoidos Il cmadii, KT: yucneHHi 8y3nu e napenximi nezeri (3niea — 00 nikyeaHHa, npasopy4 — pezpecis nicns
3-mica4yHoi mepanii)

' Study date: 28.01.2013

Puc. 3.11. Capkoidos Il cmadii, KT: 96ocmopoHHA npuKkopeHeea nimpadeHonamis, MHOXXUHHI 8y3/1u 8 napeHximi (nieopyy —
00 liKy8aHHsA, npasopyy — nicnA 3-mica4Hoi mepanii)

Study date: 21.07.2011

Puc. 3.12. Capkoido3 Il cmadii, KT: MHOXXUHHi MaAKpogy3/1uku ma ey3/u 8 napeHximi, nepubpoHxianeHi nomoeweHHA y suansaoi
my¢m (nieopy4 — 0o niKyeaHHsA, npasopy4 — nicna 9 micayie mepanii)

. = Study date: 02.09.2013
Study date: 25.04.2013 Y

[

Puc. 3.13. Capkoido3 Il cmaodii, KT: ymeopeHHs e npasili nezeHi y noeOHaHHi 3 080CMOPOHHbOIO NPUKOpeHeaolo impadeHonamielo
ma 0pi6Hosy3nuKoeoto ducemiHayieto (nisopyy — 00 NiKy8aHHs, npagopyy4 — nicnsa 4-micayHoi mepanii)

YKpaiHCbKNIA NyNbMOHONOriYHNIA XKypHan. 2023, Ne 3
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Study date: 30.01.2019

Study date: 24.04.2019

Puc. 3.14 Capkoidos Il cmadii, KT: koHconidayii 8 060x nezeHAX y NOEOHAHHI 3 080CMOPOHHbLOIO NPUKOPeHes8olo SliMmghadeHo-
namiero ma opi6Hosy3uKo8oto ducemiHayieio (3niea — 0o NiKy8aHHA, npasopyy — nicna 3-mica4Hoi mepanii Memompexkcamom)

Puc. 3.15. Capkoidos Il cmadii, KT (0ea akcianeHi 3pi3u): capkoi-
003 Il cmadii. PiokicHuii sunadok cuMnmomy «<Mamoeozo CK/1a»
3a 8i0cymHocmi 8y3/1lUK08020 namepHy ypa)eHHsA napeHximu

napeHximn € andysHWUI PO3MNOAIN rpaHynemMm B iHTepcTuuil
abo novatkoBmi Nponas ¢Gi6po3y. [JinAHKN 3HKEHHA NPO30-
pOCTi 3a3BUYall MOELHYIOTbCA 3 BY3/IMKOBUM MAaTEPHOM i
MatoTb MHOXMHHUI XapaKTep, KOM6iHaLia cUMNTOMY «MaTo-
BOrO CK/a» 3 NpuKopeHeBoto nimbageHonaTielo 3a BiiCyTHO-
CTi By3NMKOBMX 3MiH 3yCTpivaeTbca pigko (puc. 3.10).

CumnTom «galaxy» Ta cumntom «cluster» nosHavawTb
Pi3HI TUNN CKYNYeHHA MIKPOBY3NKKiB. [epwunin Tmn xapak-
TepU3yeTbCA 30iNblIEHHAM KOHLEHTpaLii MiKpoBY3nuKiB
Bifl nepudepii 1o LeHTPY, NPUYOMY Y LLeHTpPi CocTepiraeTb-
ca ix 3nuTTa (prc. 3.11, niBopyu). Apyruit Tmn siBnse coboto
CKYMNMYeHHA MIKPOBY3/IMKIB 3 PIBHOMIPHOIO iX KOHLeHTpaLi-
€10 B LLeHTpi Ta Ha nepudepii (puc. 3.11, npasopyu).

Croyatky Ui ABa cumnTomy Oynm onrcaHi sk NaTorHo-
MOHIYHi 1A CapKoigo3y, NpoTe 3rofomM cumnTomu «galaxy»
i «cluster» 6ynu ineHTMdIKOBaHI y XBOpKX Ha Tyb6epKynbos,
CUNIKO3 | KpUNTOKOKOS3.

ICHYE€ | TPeTin TN CKyMYeHHA MiKPOBY3/UKIB, O Ha3MBa-
eTbcs cumnTomom «halo». Mpy UbOMy TVNi IHTEHCUBHI CKyM-
YEHHA YTBOPIOKTb 06iJOK HABKOMO MEHLU KOHLIEHTPOBaHOI
LinAHKK, WO iMITYE CUMNTOM «MaToBOro ckna». OfHak i uen
TUM He € CTPOro cneundiuHMM 4fis CapKoifo3y — BiH crnocTe-
piraeTbcA y XBOPUX Ha KPUNTOreHHY OpraHisytouy NHEBMOHItO.

Cumntom «galaxy» y nepeknagi 3 aHrnincbKoi o3Havae
cumnToM «cy3ip’a», «cluster» — cumnTom «rpoHa» abo
«Kywa», «<halo» — cumnTom «opeony» abo «Himba». Ha Haw
nornsag, AouinbHo 36epert Ui TEPMiHW B aHMiNnCbKOMY
BapiaHTi, OCKINbKM AOCNIBHI NepeKnagn He 3aBxan Baani.

Puc. 3.16. Jlisopy4y — KT nayienmku K., 28 pokie: capkoioos Il cmadii, cumnmom «galaxy»; npasopyy4 — KT nayienmku 0., 38 pokia:

capkoioos Il cmaoii). Cumnmom «cluster».
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vo

Puc. 3.17. PemuKkynapHuli namepH, 3ymosesieHuli pisHOMipHUM NOMOBWeHHAM MiXK00/IbKoO8UX nepe20podoK, y nayieHma 3 nimgo-

2eHHUM KapyuHomamo3som (a) ma capkoioosom (b) nezeHo

PeTnkynapHumn natepH 3miH, 3yMOBNEHWIA PiIBHOMIPHM
MOTOBLUEHHAM MiXAONbKOBUX Meperopofok 6e3 ApibHo-
BY3/INKOBOI AMceMiHauii, 3yCcTpivyaeTbCcA NpU CapKoifo3i
pigko. lHogi BiH iMiTye niMboreHHU KapLMHOMAaTO3 fiereHb
(JTKN) Ta noTtpebye xipypriuHoi 6ioncii. Ha puc. 3.17 npeg-
ctaBneHo KT nauieHTa 3 niMporeHHNM KapLMHOMATO30M
nereHb (a) Ta XBOpPOro Ha capkoifos (b). Y nepwomy sunaa-
Ky miarHo3 JIK/1T 6yB BCTaHOBMEHW Yy nepiof MNiagroToBKu
nauieHTa go 6ioncii Ha nigcTaBi pe3ynbTaTiB LUTONOMYHOrO
LOCNifXeHHA NneBpasibHOro BUMOTY, B AKOMY 6ynu BuABIe-
Hi NYXAWHHI KNITUHW. Y gpyroro nawi€eHTa npw natorictono-
riyHoMy pocnigKeHHi 6ionTaTy nereHi 6ynm BuaBneHi Tuno-
Bi capkoigHi rpaHynbomu. Cnig 3a3HaumTy, wo JIKI — ue
pioKiCHUI BMMAQoK, KON XapaKTepHe AnA LbOro 3axBopio-
BaHHA PiBHOMipHE MOTOBLUEHHA MeXK0/IbKOBbIX Neperopo-
[IOK 6e3 nopylueHb apXiTeKTOHIK/ NapeHXiMy NOEAHYETLCA
3 BrUcokocneundiyHMm CMMNTOMOM CapKoifo3y — [IBOCTO-
POHHbOI CUMETPUYHOT NPUKOPEHeBOI NlimpageHonaTiero.

YpaxkeHHA nneBpu

Mpw capKoigosi rpaHyIbOMK MOXYTb OYTU BUABIEHI AK
y BicuepasnbHii, Tak i B NapieTanbHin nnespi. [paHynbomun
30aTHI BUKNUKaTK 6Gnokagy niMdaTMyHMX KaHanis, WO €
npuynHO nnespanbHoro Bunoty. OgHak nneBpanbHUN
BMNIT 3 JoBefleHNM Mpu 6Gioncii capKoifo3HMM ypaXKeHHAM
NnneBpu CrocTepiraeTbcs He Ginble HiX Yy 1 % XBOpUX.
3anyyeHH0 [O npouecy nneBpu cnpuse cybnnespanbHa
NoKanisauia ginAHoK KoHconigauii napeHximm (puc. 3.18).

Y nitepaTypi onucaHo nuiie Kinbka BUNAAKIB XifoTo-
pakcy BHaCifOK CapKoifo3y, YactoTa MHEBMOTOPAKCY CTa-
HOBUTb 2-3 %.

@i6po3Hi 3miHM

Qibpo3Hi 3miHM B nereHax npu Pl OIT] Br3HauvaoTbCA
nNpubnn3Ho y 5 % XBOPKX Ha CapKoifo3, NpoTe Npu MOHITO-
pUHry nepebiry 3axBOplBaHHA UA uUudpa 3pocTae Ao
10-20 %. Dibpo3 HalyacTile PO3BMBAETLCA Y XBOPUX 3
6€3CMMNTOMHUM HefiarHOCTOBAHMM CapKoigo3om, npu
HeafeKBaTHi Tepanii abo Pe3nCTEHTHOCTI 10 MeauKaMeH-
TO3HWUX Npenaparis..

IHTepcTuLiiHUA $ibpo3 y dopmi NiHinHMX TiHel Ha KT
(puc. 14) BUHMKAE y XBOPUX i3 KNAaCUYHNM BapiaHTOM CapKo-
iQO3HOro ypakeHHA nereHb Yy BUMMAQI APIOHUX BY3NUKIB,
pO3TalloBaHMUX Y NepuiMbaTMUyHNX NPOCTOPAX MiXKAONbKO-
BMX NePeropopokK, 6poHxXiB Ta cyauH. IHTepcTuLinHui ¢idpo3
MOXe 6yTn 0OMexXeHMM Ta nolumpeHum (puc. 3.19, 3.20).

YKpaiHCbKNIA NyNbMOHONOriYHNIA XKypHan. 2023, Ne 3

Puc. 3.18. Capkoido3 Il cmadii, KT: cybnneepanena nokanizayis
0iNAHOK ypa)KeHHA napeHximu

v

Puc. 3.19. Capkoioos nezenw, Il cmadis, ¢paza kniHiuHoi pemicii,
080CMoOpOoHHiIli o6mexeHuli iHmepcmuyiliHuli pi6po3s: y ceped-
HiX 30HaX 8U3HAYAEMbCA peMmuKyAApHUli namepH, 3ymoaerie-
Huli NomosujeHHAM MeXX00/IbKoO8UX nepezopodoK

Puc. 3.20. Capkoioos nezeHv, Il cmadis, ¢pasa KkniHiyHoi pemicii,
nowupeHutli iHmepcmuyitiHuti ¢i6po3: ougysHi pemuKkynapHi
3MiHU y 8epXHix 0onax
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Puc. 3.21. Capkoioo3s nezenv, IV cmadis, KT OITI: nowupeHuti degpopmyioyuli ¢pibpo3 nezeHb, mpakuyiliHi 6GpoHxoekmasu y 36ino-
wyeanbHOMY BiKHi

MowwnpeHun pedopmytounii Gibpo3 i3 3MeHLEeHHAM
06'eMy BepXHiX YaCTOK, 3MilLLleHHAM KOPEHiB JiereHb [oro-
pu, TPaKUiNnHNMK 6POHXO0eKTa3amMm Ha3MBaETbCA CapKoifo-
30Mm nereHb IV cTagii (puc. 3.21, 3.22).

Puc 3.24. Capkoioos nezens, Il cmadisa, ¢pasza kniHiyHoi pemicii,

ocepeokosuli ¢i6bpo3: winoHe ymeopeHHs y HUXHIU 4YacmuHi
nieol’ nezeHi 3 dinAHKamu 38anHIHHA (a — ne2eHeauUli peXxum,
b — m'akomkaHuli pexxum)

Puc. 3.22. Capkoioos nezeHs, IV cmadisa, KT OIT1 (ppormanvHa
PpeKoHCMPpyKyis): nowupeHuli ¢i6bpo3 nezeHb 3 nepesaXcHUM
YpaXKeHHAM 8epXHix ma cepedHix ei0dinie, eepxHa yacmka
nieoi nezeHi 3MeHweHa 8 06¢A3i, KOpiHb niomazHymuti 0ozopu

a

Puc 3.25. Capkoioo3 nezens, Il cmaois, ¢pasa kniHiyHoi pemicii,

080CMOpPOHHIli ocepedkosuli ¢i6bpo3: wineHi ymeopeHHsA

(0eHcumomempia — > +60 HU)

Puc 3.23. Capkoido3 nezeHo, Il cmadis, ¢paza kniHiuHoi pemicii,

aeocmoponniﬁ ocepeakoeu& d)i6p03: wineHi 8y3/lu ma KOH- |'|p|/| TpuBanomy nepe6i|’y Cap|.(o'|'no3y MOXKe Bi,ﬂ,3HaL|a'

conioayii's dinsHKamu 36anHiHHA TCA Kanbundikalia He TiNbKU y NPUKOPEHeBUX, a i Nynb-
MOHaNbHMX BY3/aX, a TAKOX Y AiNAHKaxX KOHconigaLii napex-

OcepegkoBuit ¢pibP03 BMHMKAE Y XBOPUX 3 aTUMOBUM ximu (puc. 3.26).

YPaxKeHHAM Yy BUTNALI BY3NiB, YTBOPEHb Ta KOHconigauin Ha 3akiHuyeHHA cnig 3a3HaunTtn, wo KTBP3 € pocutb
(puc. 3.23, 3.24,), npu ubomy AinaHky Gibpo3y BigpisHA- HadiNnHNM METOOM [iarHOCTUKM CapKOoifo3y nereHb. ATUMNOBI
I0TbCA BULLOK LWiNbHiCTIO (3a3Bnyan Buwe +60 HU, KT-03HaKu capkoifo3y B 6iNbLIOCTi BUNaAKiB NOEAHYOTLCA 3
puc 3.25). KNacuYyHMMmM BUCOKOCMEeLMGIYHUMIM CUMNTOMaMK. | nnwe y

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 3
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Puc 3.26. Capkoioo3 nezeHso, Il cmadis, ¢pasa kniHiyHoT pemicii, kanbyugikayis nynemoHanbHuUx nimpamuyHux ey3nie ma dinAHoOK

KoHconioayii napeHximu

2 % BuUNaKiB aTUMOBI O3HAKN € EANHUMM NPOABaMIN 3aXBO-
pioBaHHA, WO noTpebye npoBefeHHA XipypriuHoi 6Gioncii
NiereHb.

4. BIOMNCIA, BPOHXOCKOMMIA, ®YHKLIOHAJIbHI

METOAU AOCNIAXKEHHA

4.1. bioncia

Mepwe nonoxeHHaA "Statement on Sarcoidosis" nepea-
6auano o6oB'A3KOBY BepudikaLito capkoifo3y 3a JonomMo-
roto TpaHcbpoHxianbHOi abo xipypriyHoi Gioncii. Mono-
XeHHA Oyno npunHATO 1999 poKy, KOMU MOXXIUBOCTI
komn'toTepHoi Tomorpadii 6ynu obmexeHi. B gaHuin vac
6araTo3pizoBa Komn'toTepHa Tomorpadis 3a CBOIMU MOX-
NMBOCTAMM Yy MOPPONOriyHin AiarHOCTMLi NaToONOrivYHMX
3MiH Y nereHsax Habnm<a€eTbcA A0 NAaTOriCTONOrYHNX MeTO-
[iB. Y 3B'A3KY 3 LM CYTTEBO 3BY>KEHi i NOKa3aHHA A0 NPo-
BefleHHA Gioncii nereHb Ta BHYTPILWHbOrpyAHMX NimdaTny-
HUX BY3NiB He TiNbKWM MPU CapKoifgosi, ane n 6Haratbox
IHLWMX iHTEePCTULiaNbHUX 3aXBOPIOBAHHAX JlereHb.

OdiuinHunmn pokymeHt ATC 2020 poky «Diagnosis and
Detection of Sarcoidosis. An Official American Thoracic
Society Clinical Practice Guideline» Takox He nepepbauae
HeobXifHOCTI NpoBefeHHA Gioncii y XBopux i3 BUCOKOIO
MNMOBIPHICTIO iarHO3y capKoifo3y (Hanpuknag, 3 CMHAPO-
MoMm JledrpeHa, cumeTpuryHot 6inaTepanbHO NpUKope-
HEeBOI0 ajleHOMaTi€lo, BY3NMKOBMM MNAaTEPHOM YypaKeHHs
napeHximu 3 nepunimdaTnyHMm posnoginom Ha KT).

lMokazaHHAM 0519 nposedeHHsA bioncii' y xgopux 3 ni0o3-
pOIo Ha CApKOiID03 € HAaABHICMb 8a20MUX nidcmas 0711 npo-
8e0eHHA OugepeHyianbHoi diazHocmuku 3 nimgonponige-
pamusHUMU 3AdX80PIOBAHHAMU (HANPUKAAO, acumempuyHe
36inbWeHHA MediacmuHanbHUX AiMpamuyHuUX 8y3/1i8, KOM-
npecitiHuli CUHOpOM — O03HAKU 30a8/1eHHSA 8ePXHbOI NOPOX-
HUCMOI 8eHu, 3MiujeHHA cmpagoxody), abo npu nido3pi Ha
capkoioos lll cmadii (6e3 nimpadeHonamii) 0519 8UKTIOYEHHSA
oucemiHayit Opy2020 noxo0xeHHA (JlaHeepaaHc-KnimuHHUU
2icmioyumos nezeHb y cmadii 8y3/1UKOB020 namepHy, Xpo-
HiYHa opma 2unepceHCUMUBHO20 NHe8MOHUMY, OuceMmi-
HogaHul myb6epKysbo3 sie2eHs).

4.2, BpoHxockonis

3MiHW cnM30BOi 060SIOHKN BPOHXIB Nif Yac NpoBeaeH-
HA BpoHxockonii BuABnATbcA y 30-70 % Bunapkis. Han-
yacTile CnocTepiraloTbCcA QiNAHKM epuTemu, NOTOBLLEHHSA
Cn130Boi 000MIOHKM Y BUMNAAI ropOKiB, Npu LibOMY NoBepx-

YKpaiHCbKNIA NyNbMOHONOriYHNIA XKypHan. 2023, Ne 3

HA CNM30BOiI OOONOHKM HepigKo Haragye Bup GpYKiBKY

(“cobblestone appearance”). bionTaTi B 0651aCTi NOTOBLLEH-

HA CNK30BOI OBONIOHKU MICTATb 3HAUHY KiNbKiCTb rpaHy-

nbom. HeobxigHO Haronocutu, wo 6ioncia HaBiTb Bi3yanbHO

HOPManbHUX AINAHOK CNN30BOI OGONIOHKN [O3BONSE ieH-

TUdiKyBaTN rpaHynbommu Marxe y 30 % XBOopUXx.
bpoHxockonia 0ae moxnusicme:

—  BUABUTWN HaABHICTb XapaKTepPHUX AN1A CapKoifo3y 3MiH
CN30BOi 060I0HKM Tpaxel Ta 6POHXiIB;

—  OUiHWTK cKnag 6POHX0aNbBEONAPHOrO BMICTY (36inbLueH-
HA BMICTY NiMdoLMTIB NP rocTpoMy AebioTi 3aXBOPIOBaH-
HA Moxe pocaratm 35-40 %; 30inblUeHHS BiJHOLLIEHHSA
CDA4+/CD8+ knitnH = 3,5; y 3g0poBux — 2:1);

- npoBecTn 6ioncito cNM30BoOi 0O60MOHKM BPOHXIB 3 Mo-
JanbWUM LMTONOrYHMM Ta/abo ricTtonoriyHum aocni-
MEeHHAM (CapKOoigHi rpaHyNboOMM PO3TALLOBYIOTbCA Hal-
yacTiwe cybenitenianbHo);
lMpu HeobxioHocMi NnpogedeHHA ma 8idcymHocmi npo-

MUuNOKA3aHeb:

- npoBecTu TpaHcOpoHxianbHy 6ioncito napeHximu
NereHb i3 ricToNoriyHUM gOCNigXKEHHAM TKaHUH;

— 32 HaABHOCTI BignoBigHOI KBanidikauii 6poHxonora
npoBecTV TpaHCOPOHXianbHy 6ioncilo BHYTPILWHbO-
rpyaHux nimdaTtnyHuX By3nis.

Taknm YnHom, 6poHxocKonisa 3 Gionciel cnnM3oBoi 060-
NOHKM OPOHXIB Ta MapeHxiMn fnereHb € iHGopMaTUBHUM
mMeTofoM Yy BepudikaLlii fiiarHO3y capKoifo3y.

lMokazaHHAM 00 nposedeHHs GPOHXOCKONIi € Heobxio-
Hicmb, 3a 0AHUMU KJiHIYHO20 06CcmeXxeHHA ma Komn'tomep-
Hoi' momoepadii, nposedeHHs oughepeHuianbHoi diaeHocmu-
Ku 3 nimgphadeHonamieto ma/abo nezeHesolo oucemiHauyiero
iHWO020 NOX00XeHHH.

4.3. MNoKa3HMKM fiereHeBoi BeHTUNALii Ta gndysii

YactoTa, xapakTep Ta CTyniHb nopylweHb yHKUiT
30BHILIHbOrO AMXaHHA 3aneaTtb Bif CTajil 3axBOPIOBaH-
HA — Yy XBopuXx 3 | cTagieto cTtaH nereHeBoi BeHTUNALIT Ta
anodysii, AK nNpasBuno, BiANOBILAE HOPMaNbHOMY PIiBHIO; Y
XBOpUX Ha capkoigos |-l cTtagii BuABNATLCA NepeBaXxHO
06CTPYKTUBHI po3naan BeHTUNALINHOT GyHKLiT nereHb 3 yac-
ToTO10 Bif 25 0o 50 % Bunagakis, 3a JaHMMN Pi3HUX aBTOPIB;
y xBopux Ha IV cTagilo 3axBOpIOBaHHA TAXKi, NepeBaxHO
PEeCTPUKTVBHI, NOPYLIEHHA NPUCYTHI Y KOXHOrO navjieHTa.

MpnbnnsHo y 20 % XBOPKX BM3HAYAETbCA Tineppeak-
TUBHICTb GPOHXIB NOB'A3aHa 3 NPUCYTHICTIO iIMyHOAKTUBHMX
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rpaHyfnboM y CNM30Bii 000MOHL.

MomipHO BMpaxeHi NopyLLIeHHA BEHTUNALINHOT GyHKLT
nereHb cnocrtepiraloTbca y cepeaHbomy y 20 % nauieHTis, y
6inblIOCTi BMMAAKiB — nepeBaXHO OOCTPYKTUBHUIA TuUM
BEHTUAALINHNX PO3NaAiB. Y XBOPUX i3 MOPYLEHHAMM fnere-
HeBOI BeHTWUNALIT BiA3HAYaeTbCA MOMIpHE 3MeHLUeHHA
andy3inHoi 30aTHOCTI flereHb.

B uinomy, nopyleHHA ¢YHKLiT 30BHILIHbOrO AMXaHHA Yy
XBOPMX Ha CapKOoifo3 3 yparkeHHAM MapeHXiMu nereHb crno-
CTepiralTbcA BifHOCHO PifKo (y OAHOro 3 N'ATY NaLieHTiB), €
HecrneyniyHUMN iy 3B'A3KY 3 LM He MaloTb 3HaUYeHHA AnA
AiarHoCcTMKN capkoigo3y. BogHouac nopylueHHA nereHeBol
BeHTUNALT Ta Andys3ii BIGHOCATL 4O rpynu KpUTEpPIiB pusmnky
iHBaniAHOCTI Ta CMepTHOCTI Bif capkoifo3ly Ta 6epyTb Ao
yBarv npvi BU6opi MeANKaMeHTO3HOrO NiKyBaHHS.

linokcemifa AK NPoAB TAXKKOI pecnipaTopHOI HefoCTaT-
HOCTi XxapakTepHa ana IV ctagii capkoifgo3sy. Po3suTtok rino-
KceMii y xBopux Ha capkoigos Il i lll ctagii moxe 6yt npwu
BMKOHaHHi MOMipHOro ¢i3snYHOro HaBaHTaXeHHSA.

5. IOMAPKEP/ AKTUBHOCTI CAPKOIZO3Y

5.1. PiBeHb KanbLilo B KpoBi Ta ceui

lnepkanbLiemia npu capKkoifo3i po3BUBAETbCA BHACI-
OOK MigBULLIEeHHA piBHA cupoBaTKkoBoro 1,25-gerigpo-
KcmBiTamiHy D3 - Kanbuutpiony, akTmBoBaHOro Makpodara-
MU y CAapKOIfHI rpaHyboMi.

Kanbuutpion KOHTPONOE OOMIH KanbLito. Y KiTMHax
KWLLIEYHUKaA BiH iHAYKy€e cuHTe3 Ca2*-nepeHocHMX BinkKiB, AKi
3abe3neuyloTb BCMOKTYBaHHA iOHIB KanbLito Ta pocdarTis i3
NMOPOXHVHUN KULIEYHVKa B eniTeNianbHy KNITUHY KALWEYHU-
Ka i 4ani TpaHCMNopPT i3 KNITUHM B KPOB NPOTX KOHLUEHTpaLin-
HOro rpagieHTa Ha MmembpaHax KuLeyHrKa. Y HUpKax Kanb-
unTpion cTtumynioe peabcopbuito ioHiB KanbLito Ta docda-
TiB. [p1 HN3bKiN KOHUEHTpaUii ioHIB KanbLitlo KanbuuTpion
cnpuAe mobinisauii KanbLito 3 KICTKOBOT TKAHUHN.

MonoxeHHa ATS 2020 poky po3rnagac rinepkanbLi-
emito abo rinepkanbLiypito y NO€fHaHHI 3 HEHOPMabHUM
MeTaboniamom BiTamiHy D (3HMXKeHHA piBHA NapaTtupeoin-
HOro ropmoHy, niasuweHHa 1,25-gerigpokcmsitamivy D Ta
3HWKEHHA 25-rigpokcmBitamiHy D) AK oauH i3 Kputepiis
BVMICOKOVIMOBIPHOrO fiiarHO3y CapKoifo3y.

5.2. CupoBaTKOBUI1 aHriOTeH3NH-NepeTBOpIoOUNA

dbepmeHT

AHrioTeH3umH-nepeTBoptolounin pepmeHT (AMD) — rnto-
KonpoTeif, AKAA € OQHUM i3 KITIOYOBUX perynaTopis 6anaH-
cy MiX dpakTopamun Ba3OKOHCTPUKLIi Ta Bazogunatauii. AN
peanisye nepeTBOPEHHA aHrioTeH3nHy | Ha aHrioTeH3uH I
(Ba30KOHCTPUKTOP), ane npu LbOMY iHaKTMBYe OpanuKi-
HiH — OAWH i3 cTmynaTopiB BugineHHa eHgoteniem NO
(eHpoTenianbHWIN GakTop penakcauii).

Y xBopux Ha capkoigo3 AlN® HagMipHO NPOAYKY€ETbCA
eniTenioigHMMM KNiTMHaMK CapKoigHOI rpaHynbomu. YyTnm-
BiCTb TecTy Ha cupoaTkosui AlN® y giarHocTuLi capkoigo-
3y fopiBHIOE 77 %, a cneundiyHictb — 93 %.

IMOBipPHICTb CapKOif03Yy 36iNbLUYETLCA Y XBOPUX 3 BUCO-
Kum Bmictom AlMO, npn ubomy piseHb AlN®, wo nepesuLLye
BEPXHIO MeXy HOpMM 6inblu HiXK yABidi, pigko cnocTtepira-
€TbCA MNP HWMX 3aXBOPIOBAHHAX | He 3yCTpivyaeTbca nNpwm
paky Ta nimdomi.

5.3. BigHoweHHA CD4+/CD8+ KniTuH y 6poHX0-

anbBeONAPHOMY 3MUBI

BigHoweHHA CD4+/CD8+ 6inbL HiX 3,5 Ma€ uyTnmBicTb
53 %, a cneundiyHicTb — 94 %, NPOrHOCTMYHA LiHHICTb
NO3UTUBHOIO pe3ynbTaTy CTaHOBUTb 76 %, a HeraTUBHOro
pesynbtaty — 85 %.

6. AIATHO3

[iarHo3 capkoifo3y He CTaHAAPTM30BaHWUN, BiH 3aCHOBa-
HWUI Ha TPbOX OCHOBHMX KPUTEPIAX: CYMICHI KNiHiYHI NpoABuY,
HaABHICTb HEHEKPOTNYHOrO rPaHyIbOMaTO3HOrO 3anasieHHsA
B OHOMY ab0 6Ginblue 3pa3kiB TKaHUH (y BMnagkax Heobxia-
HOCTi 6ioNCii) Ta BUKMIOYEHHA anbTEPHATUBHUX MPUYUH Fpa-
HYNbOMaTO3HOro Npouecy (AndepeHLiiHa fiarHoCTUKa).

KniHiuyHi nposaBu capkoifgo3y opraHiB AMXaHHA Hecne-
undiyHi, y 38'A3Ky 3 uum noro gudepeHuianbHa giarHoCTMKa
cnpaBAai CTaHOBUTb TPyAHOLWi ANA CIMeMHWX nikapis Ta
TepaneBTiB LEHTPIB NepBUHHOI MeaNYHOT JONOMOT .

BogHouac geaki kKniHiuHi npoaABu € BUcoOKocneundiuHu-
MU AnAa capkoigo3sy. MNonoxeHHAa ATS 2020 poky Ao TaKux
npoABiB BigHOCUTb cuUHApPOM JledprpeHa, 0O3HOONEHUN
BoBYak — lupus pernio, i cuHapom Xeepdoparta. Bucoky
cneyundiyHicTb ANA CapKoifo3y TakoX MatloTb Taki pagiono-
riYHi CUMNTOMK, AK LBOCTOPOHHA CUMETPUYHA MPUKO-
peHeBa nimdpageHonatia 6e3 B-cumntomiB (NMxomaHKa,
HiYHa MITAMBICTb, BTpaTa Macu Tina), nabopaTopHi TectTn —
rinepkanbuiemia abo rinepkanbLiypia 3 aHOManbHUM MeTa-
6oniamom BiTamiHy D.

Y Tabnuui 6.1 npepcTaBneHi Knoyosi gudepeHuianb-
HO-AiarHOCTUYHI 03HaKKM capkoigo3y | cTagii Ta nimdageHo-
naTiv iHLIOro NOXOXKEHHSA.

Cnig BpaxyBaTu, WO PEHTreHONOriYHNIA CUMMNTOMO-
komnnekc AMJ1 € HanBuMLLOO Mipoto creyndiyHum ana cap-
Koif o3y, ockinbKu cumeTpuyHa AMNJ1y xsopux 3 nimpomamu
cnocrepiraeTbca Tinbku B 3,8 % BUNaAKiB, Npy OPOHXOreH-
Hi KapumHoMi — y 0,8 %, Npn 310AKICHMX NyXAUHaX eKc-
TpaTopakanbHOi nokanisauii — y 0,2 %, a andepeHuinHa
JiarHocTnka 3 6poHxoafeHiToM TybepKynbo3HoI eTionorii
He CTaHOBWUTb CKJIaAHOr 0 3aBAaHHA.

Takum unHOM, AiarHo3 capkoigo3sy | ctagii (i3onboBaHa
AM) 1a Il cragii (AMNJ1 3 ypaxxeHHAM napeHXximu nereHb) He
CTaHOBMWTb 0COBNMBMX TPYAHOLLB. Haragaemo, o xBopi Ha
capkoigos | il ctagii ctaHoBnATL y cepegHbomy 80-85 % Big,
3arasibHOI KiflbKOCTi XBOPMX Ha CapKOigo3 flereHb.

HeobxiaHo, ogHak, 3a3HaunTy, Wo nprubnmsHo y 3-5 %
BMMAAKIB Y XBOPUX Ha CApKOif03 CNOCTEPIraeTbcA OAHOCTO-
POHHA — AK MPaBWNO, NPaBOCTOPOHHA — MPUKOPEHEBa
nimdageHonatia. Came Ui BUNagKM BMMaratoTb 3aCTOCyBaH-
HA [OAATKOBMX MeTOAiB fiarHOCTUKU A0 GiONCii ypaxKeHunx
BY3/iB.

Hanbinblwa yactoTa fiarHOCTUYHUX MOMUOK CloCTepi-
raeTbca y rpyni xsopux Ha capkoigo3s lll ctagii (ypaxeHHA
napenximu 6e3 iMNJ1). 3a Hawmmmn gaHumu, y cepegHboMy Yy
40 % XBOpPWX, CMPAMOBAHMX Ha KOHCynbTalilo B MPOTUTY-
6epKyNbO3HUI AUCNaHCeP, MOMUIIKOBO BCTAHOBIIOOTH fia-
rHO3 ANCEMIHOBAHOIO Ty6epKynbo3y nereHb i Npu3HayaloTb
Ha TpWBani TepMiHM XimioTeparnito.

Y nndepeHuiiHin giarHocTuli gncemiHoBaHoro Tybep-
Kynbo3y nereHb Ta capkoigo3y lll ctagii HeobxigHoO Bpaxo-
BYBATW KIOYOBI KNiHIYHI Ta peHTreHOoNorivHi Kputepii —
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Tabnuys 6.1

KniouoBi gudepeHuiiiHo-giarHocTMYHI 03HaKn capkoiposy | ctagii i nimdpageHonarii npu nimporpaHynemarosi,

Capkoipgo3 | cTagii

Ak npaBuno, BiAcyT-
HIiCTb KNiHiYHWX pecni-
pPaTOPHUX CUMMTOMIB
(3aanwKa, Kawenb,
6inb y rpyasx).
[1BoGiuHe cmeTpryHe
YPaXKeHHA GPOHXO-
nysIbMOHaNbHNX
(pigwe napatpaxeanb-
HUX MpaBopyY ) nimdo-
BY3/iB.
PeHTreHonoriyHa
KapTuHa noniunkniy-
HUX KOHTYpIB 36inb-
LIEHUX TiHEN KOPEHIB,
YiTKO BigMeXX0OBaHUX
Bif NereHeBMx nonis
(BiCyTHiCTb O3HaK
nepiageHiry).

JNlimporpaHynemaTos

XBunenomioHMn TN NNXOMaHKN,
LWKipHWI cBePOIX, 36iNblUEHHA

nim¢oBy3niB 6araTbox rpyn,

nimdoneHis, aHemis, Komnpecin-
HU CUHAPOM (34aBMIEHHA CTPABO-

xofy, Tpaxei, GPOHXiB).

Yacriwe aBo6GiYHE acMmeTpUUHe

ypaKeHHA nepeaHix
mefiacTiHanbHUX i

napartpaxeanbHux By3nis, y 30 %

XBOPUX — B MNOELHAHHI 3
ypaKeHHAM GPOHXOMNYIb-
MOHaJIbHUX JlIMPOBY3NiB.

B peHTreHonoriyHin KapTuHi
npeBantoe PO3LMPEHHA TiHi
cepefoCTiHHA, Ha BiAMIHY Bif
capkoigo3y — 6inblu 3HauHe
36inbLUeHHA 6POHXO-
NyNbMOHaNbHUX BY31iB.

NimpobnacTHi T-KNITUHHI
nimdomn

LLIBnaKe nporpecyBaHHsA, HapoC-
Taloua 3aanLKa, NOCTINHNIA CyXmin
Kallenb; WBWAKe 3a5lyYeHHA nepu-
depuuHuKx By3niB 6aratbox obnac-
Ten, O3HaKM 34aBNEHHA CYANH
BEPXHbOI MOPOXKHUCTOT BEHU.
YacTiwe B nepefHbOMy
cepefoCTiHHI 3 ypaXKeHHAM
mepiacTiHanbHUX i napaTpa-
XeasnbHUX BY31iB, AKi yTBOPIOOTb
KOHriomepatu.

PeHTreHonoriyHo — 3HauHe
PO3LWMPEHHA TiHi CepeAoCTiHHA B
06unaBi CTOPOHU, NOAILMKAIYHI
rop6uVCTi KOHTYPW 3 Pi3KUMU
ob6pricamm Ha novaTky
3aXBOPIOBAHHSA, 3 NepexoAom
npoLecy Ha NapeHximy, mexi
TiHen CTaloTb PO3MUTUMM.

NimdoigHa nenkemin

LLiBnake nporpecy-
BaHH#A, IMXOMaHKa,
aHeMif, pi3Ko BUpae-
HUIA NiMGOUNTO3, LWKIipPHI
remoparii, renatocnne-
HOMerarnis, 4acTo reHe-
panizoBaHa nimdageHo-
naris 3i 36inblWeHHAM
BY3/1iB BEPXHbOrO
cepefoCTiHHA 1 KOPeHiB
nereHb, a TakoxX 3
iHpinbTpaLieo napeH-
Ximu.

PeHTreHonoriyHo obua-
Ba KOPEeHi NyX/nMHomno-
[i6HO 36inbLueHi 3
ApibHoNAAMUCTMM
MiniapHUMK TIHAMYW B
nereHeBuUxX NOAAX.

HeXOoMKKiHCbKuX nimdpomax, nimdpoipHin nenkemii i Ty6epKynbo3HoMy 6poHxoafeHiTi

Ty6epKynbo3Hui
6pOHX0aAEHIT

Ak npaBuno, y giren i
nigniTkie (capkoigos B
AMTAYOMY 11 NiANITKOBOMY
BiLli 3yCTpivaeTbca BKpan
pigko).

YyTnusicTb fo Ty6epKy-
NiHY YacTo nigBuLeHa
(Npu capkoino3i 3HMKeHa
a6o aHepris).

MNepeBa)kHO OfHOCTO-
POHHE ypaxKeHHsA, yacTille
6pOHXOMYNbMOHaNbHi
BY3/N.

PeHTreHonoriyHo KopeHi
pPo3LUMpPEHi, ropoucTi,
NoNiLUMKNIYHI, 03HaKN
nepudokanbHOro
3anaseHHs.

rocTpui Ta NiArocTpuin NoyaTok TybepKynbo3y 3 BMpaxe-
HUM CMHOPOMOM iHTOKCUKaLil Ta, AK NpaBuiIo, Manocumn-
TOMHUIN nepebir capkoifgo3y; nepeBa)kHO BY3/IMKOBUIA
naTepH AncemiHauii npy capkoifgo3si 3 po3noginom Hanvac-
Tile y nepefHix Ta 30BHILLHIX CErMeHTax flereHb Ta HepiB-
HOMIpHi, 3 NnepndoKanbHM 3anafieHHsAM oCepeaKoBi BUCU-
MaHHA NepeBa)HO Y 3afHiX cermeHTax npu TybepKynbo3si;
Nno3nTMBHa abo Pi3KO NMO3MTMBHA peakuis Ha TybepKyniH y
XBOPUX Ha Ty6epKynbo3 i 3a3BMuall HeraTMBHa (B cepep-
Hbomy Yy 80-90 % xBopuvx) TybepKyniHOBa peakuis npu
capkoifosi.

Henpoctum 3aBOaHHAM € gudepeHuiiHa AiarHOCTMKa
capkoigosy neretb 3 JIKJ1 — pigkicHoto dopmoto nimdboreH-
HOro MeTacTasyBaHHA 3N10AKICHUX MYXJIVH Y NereHi 3 4BOCTO-
POHHbO NpUKopeHeBoto NimdageHonaTielo 6e3 ypakeHHs
Ta NOpPYLUEHHA apXiTeKTOHIKM napeHximu (puc. 6.1).

KniouoBumun Kputepiamu gudepeHuianbHoro fiarHosy
€ KNiHiYHi cumnToMuM: 6e3cMMNTOMHIUIA Nepebir capKoifgo3y
Ta WBMAKOMNpPOrpecyya 3anika NpoTArom TUXHIB abo
HaBiTb AHIB Y MOEAHAHHI 3 JINXOMAHKOI Y XBOPUX
Ha JIK/1.

Puc. 6.1. Jlim¢pozeHHuli kayuHomamos nezeHo. KT: 080cmopoH-
HA cuMempu4yHA NpuKopeHeea JimadeHonamis, wo imimye
capkoioos | cmaoir
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Baxknueum andepeHuianbHO-giarHOCTUYHUM pagiono-
rivHum cumntomom JIKI € piBHOMiIpHE MOTOBLUEHHA MeX-
[ONbKOBbIX Neperopofok (puc. 6.2).

[liarHo3 capkoigo3y noTpebye MOBHOro aHamHesy,
JaHux $i3nKanbHOro 06CTeXeHHSA Ta, 32 MOXIUBICTIO, NPO-
BefleHHA [O0AaTKOBMX TECTIB, WO6 BUKMYNTA iHWI rpaHy-
NbOMATO3Hi XBOpOOMU.

OndepeHuinHui piarHo3 nepepbayvae po3rnag MoXnu-
BVIX FPaHyNbOMAaTO3HMX NpoLeciB iHbeKLinHOT Ta HeiHdek-
LinHOT npupogu.

Ty6epkynbo3 (Tb) Ta aTnnoBi MikobGakTepianbHi iHbek-
Uil MOXyYTb iMiTyBaTU CapKoifo3. Y 3B'A3KyY 3 LM NpoBefeH-
HA KBaHTU)EPOHOBOTO TECTY Ta LWKIPHUX NPO6 Ha rinepuyT-
nuBICcTb A0 aHTUreHiB Th-iHbeKLii peKomeHAYETbCA AK CTaH-
JapTHUA nigxig y nauieHTiB 3 Nigo3po Ha capkoigos,
0cobnMBO B OCi6, AKi NPOXKNBAIOTb Y PaioHaX, eHAEMIUHMX 3
TB. M'pnbkoBy iHdeKUito (HanpuKnag, rictonnasmos) Takox
cnig po3rnagatv AK anbTepHaTUBHUIN AiarHo3.

HeobxigHicTb NpoBefeHHs iHWNX OAATKOBUX TECTIB Ha
iHpeKUilHi Ta HeiHbeKUinHi paKTopy BU3HAYAETLCA Ha
OCHOBI KMiHIYHUX Ta PEHTreHONOTYHNX AaHUX.

FinepceHCUTMBHUIA MHEBMOHIT Ta XPOHiYHa Gepurniea
XBopoba MOBUHHI PO3rNAfaTMCA y MauieHTiB 3 icTopieo
BMAVBY NpodecinHUX un ekonoriyHmx ¢akTopis, Nos'a3a-
HUX i3 LMK XBOpOoGamu.

Xoua aHani3 pigrHy 6poHx0anbBeoNAPHOro faBaxy (BAJ1)
He[OCTaTHIl AnA BCTAaHOBNEHHsA cneuundiuHoro fiarHosy Ako-
rocb iHTEPCTULINHOrO 3aXBOPOBaHHA NereHb, BAJT moxe 6yt
KOPUCHWM ANA BUKIIOYEHHs iHeKLi, 3noAKiCHOro HOBOYTBO-
PeHHA abo iaeHTMdIKaLil KNITMHHUX NaTepHIB, XapaKTepHYX
[nsa eo31HodINbHOro abo rinepceHCUTUBHOIO MHEBMOHITIB.

Y andepeHUinHii aiarHoCTUL HeOOXigHO TaKOX Bpaxo-
BYBaTU CApPKOIfoO3HOMOAIOHI rpaHynboMaTo3Hi peakuii,
onuncaHi Npu 6aratbox KNiHIYHUX CTaHAX, NOB'A3AHUX 3 Pi3-
HUMW MeONKAaMEHTO3HMMUW BMNBaMK, BKIIOYAOUN iMyHO-
TepaneBTUYHi 3acobum.

Y nauieHTiB i3 3aranbHMM BapiabenbHUM imyHHUM fedi-
LMTOM MOXYTb PO3BMBAaTWCA HEKa3eOo3Hi rpaHynbomu B
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Puc. 6.2. KT: akcianoHi 3pi3u Ha pieHi eepxieok (a) ma 6asaneHux ceameHmis (b). JIKJ1: pieHomipHe nomosuwjeHHA Mix00/IbKosuUX
nepe2opo0ok (6ini cmpinku), cmiHok 6poHxie ma apmepiti (4opHi cmpinku)

nimboigHMX Ta iHWNX OpraHax, onuncaHi AK rpaHynIboMaTo3-
Ho-niMboLMTapHa iHTepCTUUiHa XBOpPOOba nereHb, LWo iMi-
TYE MYNbTMOPraHHWA capkoigo3. [paHyNnboOMaTO3HO-
nimoumTapHa iHTepCTULiNHa XBopoba NereHb BHaCiAOK
3aranbHoro BapiabenbHoro iMyHozediLuTy noBuHHa Oyt
3anifo3peHa y nauieHTiB 3 O4YeBUOHUM CapKOoIAO30M, AKi
MaloTb rinorammarnobyniHemito, icTopilo peLnanByYNX
CUHOMYNbMOHaNbHUX iHdEKLil, ayTOiIMyHHi 3axBOPIOBaHHSA
abo cnneHomeranito.

6.1 ®opmyna giarHosy

Y nobypnosi fiarHo3y NpPoBiAHMM € HO30MOTYHUIA NPUH-
Lun, 3rigHo 3 AKNM JiarHO3 NOBMHEH MICTUTK Ha3BY NEBHOI
XBOpO6U, NepefbaveHy UMHHOW Knacudikauieto.

1. @Qopmyna AiarHo3y BKJOYa€ eTIONOriYHMIN, naTtoreHe-
TUYHMI, MopdOoNoriyHMin Ta GYHKLIOHANbHUN KOMMO-
HeHTN. OfHaK BpaxoBYOUn Te, WO eTioNnoria Ta naTore-
HeTUYHi 0coBNMBOCTI oKpemux Gopm i BapiaHTiB nepe-
6iry capkoifiosy He BCTaHOBMEHI, fliarHO3 LibOro 3axBo-
PIOBaHHA CKNAJAETbCA TiNIbKN 3 [BOX KOMMOHEHTIB —
MOPPONOrivHOro, Lo Bigobpaxae CyTHICTb Ta SIoKani3a-
Lito OCHOBHMX MAaTOMOpPGONOriYHMX 3MiH B OpraHax i
TKaHWHax, Ta GYHKLIOHaNbHOro, Wo MicTUTb iHpopma-
Lito Npo noB'A3aHi 3 xBopoboio NopyLleHHs disionoriu-
HUX GYHKLIN.

Y 3B'A3KYy 3 TUM, WO CapKOigo3 € MYyNbTUCUCTEMHUM
3aXBOPIOBAHHAM, fliarHo3, MabyTb, MOBUHEH NOYMHATUCA 3
Ha3BM XBOpPO6W (capkoifos), a Aani, yepes [BOKPanNKy,
NMOBUHHI BYTN NepepaxoBaHi ypaXKeHHA iHIWNX OpraHiB Ta
cncteM. OfHak BpaxoBYKUM Te, WO YpaxkeHHA NereHb
3ycTpivaeTbca y 95 % Bunaakis i Mae cneymdiyHi enigemio-
NOriYHi Ta KNiHiYHi 0COBNMBOCTI, CApKOIfO3 NereHb YMOBHO
pPO3rNAfaEeTbCa AK oKpema GopMa 3aXBOPIOBaHHS, L0 Ma€E
iHauBiZyanbHUN Kop y MixkHapopHin knacudikauii xsopob
(D86.0 — capkoifos nerexb).

Y 3B'A3KyY 3 BULLEBMKIaeHMM [liarHO3 capKoifgo3y dpop-
MYJIOETbCA BiANOBIAHO 4O pPeHTreHosnorivyHoi Knacudikauii
ATS/ERS/WASOG (1999):

Capkoioos nezeHb, | cmadis. ..
Capkoioos nezeHw, Il cmadis. ..

2. [iarHo3 Ma€ HalBaknuBille 3HAYeHHs AN MeguuHol
NPaKTUKW, OCKiNIbKK € OOFPYHTYBaHHAM BUOGOPY MeTopiB
nikyBaHHA. Tomy dopmyna fiarHo3y NOBMHHA BKOYATU
He nuLle foKanisalito Ta MaclwTabuy ypaxKeHHA opraHy, a
1 xapakTtep nepebiry x8opobwu, Noro AuHaMiKy y npoueci
Tepanii. Y 38'A3Ky 3 UMM fiiarHO3, BCTAaHOBNEHWI Ha nep-
LUOMY BIi3WUTi Maui€eHTa, NMOBUHEH MICTUTU BU3HAYEHHSA
«BMnepLUe AiarHOCTOBaHWI CapKoifo3», AKe MiAKPeCsIoE,
O 3 LibOro MOMEHTY CTapTy€ nepiof CrnoctepexeHHs/
NiKyBaHHA XBOPOro Ta NOYNHAETbCA BiAJIK TEPMIHIB rto-
KOKOPTUKOCTEPOIAHOT abo iMyHOCynpecrBHOI Tepanii (3a
HaABHOCTI MOKa3aHb):

Capkoioos siezeHs, Il cmadis, snepule diazHocmosaHudl ...
Ha HacTynHmMx Bi3uTax 3amiCTb BM3HAUYeHHA «Breplue

JiarHOCTOBaHMI» HeObOXiAHO BKasaTWu XapaKTep AUHaAMIKK

nepebiry 3axsoptoBaHHA — da3a perpecii, dasa crabinisa-

uii, daza nporpecyBaHHs, ¢asza KNiHiYHOT pemicil:
Capkoioos nezeHv, lll cmadis, paza cmabinizayii. . .

3. OyHKUiOHaNbHUIN KOMMOHEHT AiarHO3Y BKIIOYAE BifOMOCTI
Npo MOXI/MBUA BPOHXOOOCTPYKTUBHUIA CUHOPOM i HasB-
HICTb pecnipaTopHOi HepocTaTHOCTI (PH) i3 3a3HayeHHAM
cTyneHs 3a wkanoto MRC, a y xBopux Ha capkoifos IV ctagii
3a HasABHOCTi HAOPAKIB — XPOHIYHOrO IereHeBOro cepLia:
Capkoidos nezeHv, Il cmadis, paza cmabinizayii, PH, MRC 1.
Capkoidos nezeHs, IV cmadis, dughy3Hul nHesmocknepos, PH,
MRC 3, xpoHidHe nezeHese cepue.

4. Y cyyacHin MeguUMHI BXe MaliXe He BUKOPUCTOBYIOTb-
CA enoHiMiuHi Ha3BM XxBOpPoO Ta cMHApoMiIB. ¥ 1948 poui
Ha MixHapogHin KoHbepeHUil 3 capkoigo3y Yy
BawwHrToHi 6yno NpuinHATO pilleHHA BIAMOBUTMCA Bif
€noHiIMiYHOT Ha3BM capkoigo3dy — «xBopoba beHbe-
beka-LlaymaHHa». Pa3zom 3 TMm, oci B AiarHo3i capko-
003y [BOCTOPOHHA MpuKopeHeBa nimdageHonatia y
NMO€EfHaHHI 3 BY3/lyBaTOlO epuTemMol Ta CyrnoboBuM
CMHAPOMOM BUKOPUCTOBYETbLCA EMOHIMIYHMI TepMiH
«cuHppom JledrpeHar. Mpw Bcin nosasi fo 3acnyr CeBeHa
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NedrpeHa, BKazaHy popmy capKoifo3y MOXHa iMmeHyBa-

T, HaNpVKnag, Tak:

Capkoido3 nezeHb, | cmadis, 8y3nyeama epumemad,
apmpum s1i8020 20MisIKOBOCMONHO20 Cy21064, haza pezpecii.

HeobxiaHO BiA3HauUTW, WO roctpuin feboT 3axBopto-
BaHHA 4aCTO NMOMUJIKOBO PO3LiHIOIOTb AK roCcTpuii nepebir,
BK/IlOYalouM Len TepmiH y dopmyny piarHosy. MNigsuieHHA
TemnepaTypwu Tina, rocTpi CUMNTOMK BY3/1yBaTOl epuUTemm
Ta cyrnoboBOro CMHAPOMY 3HMKalOTb, AK NPaBWIo, NPOTA-
rom [BOX TVPKHIB, @ perpecisa rpaHyIboMaTo3HOro npoecy
y nimbaTUUHNX By3nax PO3TArYETbCA Ha MicAUi. Y 3B'A3KY 3
LM FOCTPUIA MOYATOK 3aXBOPIOBaHHA MaE 6yTn onncaHun B
icTopii XxBOpoOY Ta He BKa3yBaTWCb y AiarHO3i.

7. NIKYBAHHA

Y Tabnuui 7.1 npeacTaBneHnin nepenik npenaparis, AKi
BMIKOPWUCTOBYIOTbCA B JIiIKyBaHHI XBOPUX Ha CapKoifos.

Mepuwe nosigomneHHA Npo ycniwHe 3actocyBaHHA [KC
y XBOPUX Ha capKoigo3 ony6nikosaHo Israel N. L. et al. B
1954 poui. Cncremui NKC i goci 3anmwaTbca OCHOBHUMM
npenapatami B NiKyBaHHi capkoinosy. Ix edekTuBHicTb
[oBefleHa B AEKiNbKOX PaHAOMI30BaHMX OOCHIgKEHHAX,
pe3ynbTati AKUX CBIgUYUAN NPO NO3UTUBHY AWHAMIKY Ki-
HIYHUX Ta PEHTreHONOriYHMX CUMNTOMIB CapKoifos3y,
noniniweHHA NOKa3HUKIB nereHeBoi BeHTUAALT Ta andysii
nig BNANBOM KOPTUKOCTEPOIfiB. Y cepegHbomy 6513bKo 50
% xBOpUX Ha capkoifo3 (Big 30 go 80 %) npuimaloTb NiKy-
BaHHA 3 BUKopucTtaHHAM [KC.

7.1. 3aranbHi npuHunnu FKC-repanii

[eTanbHe BMBYEHHA KIiHIYHOI 3Ha4YyLLOCTi FOPMOHIB
KOpW HapgHMpKoBUX 3ano3, ake novyanum Edward Calvin
Kendall i Tadeus Reichstein, 6yno npogos»xeHo Tinbku nicna
Toro, K Philip Hench B kiHuUi 40-x pokiB 3BepHyB yBary Ha
noninweHHA nepebiry peBmMaToifHOro apTpUTY NPW XKOBTA-
HWUUi i BariTHocTi. Y 1950 poui BCi TpO€E cTanu naypeatamu
HobeniBcbKkoi Npemii 3a «... BIiGKpUTTA LWOAO rOPMOHIB KopK
HaZlHMPKOBUX 3a03, iX CTPYKTypH i 6ionoriyHmx epekTisy».

B maHun vac go NKC BigHOCATbCA AK NPUPOAHI FOPMOHM
KOpW HaJHUPKOBWX 3ano3 3 MepeBakHO [OKOKOPTUKOIA-
HOI QYHKL|iE€I0 — KOPTU30H i FiipOKOPTU30H (KOpTK30N), Tak
i IX CMHTe30BaHi aHanorm — NpPeaHi30N0H, MeTUNpPeHI30-
JIOH Ta iH., BKJIIOYaloun ranoreHoBaHi (¢TopoBaHi) noxigHi —
TPMaMLUHOJIOH, fiIeKCaMeTa3oH, 6eTaMeTa3oH Ta iH.

Ha cyuyacHomy eTani BMKOPWCTOBYIOTbCA MepeBaXHO
CUHTETUYHI MONeKy”nu, AKi MaloTb BUPaKeHy nNpoTu3ananb-
Hy i iIMyHOCYynpecuBHy fito Npu cnabkin MiHepanoKopTUKO-
IAHIN aKTUBHOCTI. 3aneXHo BiA nepiogy HaniBBMBELEHHSA
PO3pi3HATb NpenapaTii KOPOTKOI (riApOKOPTN30H), cepes-
HbOI (NPefHI30N0H, MEeTUNMNPEAHI30MOH, TPUAMUWHONOH) i
TpuBanoi Aii (aekcameTtasoH, 6eTameTasoH) (tabn. 7.2).
bionoriyHnini nepion HaniBBMBeAeHHA Bigobpakae TpuBa-
NiCTb BMNIMBY Ha TKaHVWHU-MiWeHi i Npnbnmn3Ho Kopentoe 3
NpoTU3ananbHOK aKTUBHICTIO.

7.1.1. bionoriuna gia F’KC

BignosigHO A0 cyyacHUX yaABneHb, PO3pPi3HAIOTbL ABa
mexaHi3mu aii TKC — reHOMHUIM | HereHOMHUIA.

[eHOMHMI MexaHi3m Ail peanisyeTbca WNAXOM 3B'A3Y-
BaHHA [KC 3 ymTonnasmaTUYHUM peuenTopoM i MPOHMK-
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Tabnuus 7.1
Mpenapatu ansa nikyBaHHA NaLi€HTIB i3 capKoifgosom

Mpenapatn MpenapaTn Mpenapatn

nepLioi NiHii Apyroi ninii TPeTbOi NiHil
iokoKkopmuko- ImyHocynpecanmu  [lpenapamu
cmepoiou (FKC) aHmMuyumokiHoeoi
CucmemHi MetoTpekcat mepanii
MeTtunnpenHi3onoH JNednyHomig
MpepHizonoH AszationpuH IHPnikcumab
IHeanayitiHi MikodeHonaty Azanimyma6b
BypnecoHip modeTun Putykcumab
OnyTnKasoH

Micyesozo 3acmocy-
8aHH3 0718 JiKy8AHHA
capKoioo3y wKipu
TpiamUMHONOHY aLeToHia
TpomumanspitiHi 3acobu
lippoKcnxnopoxi
[MoxiOHi MemuIKCaHMUuHy
MeHTOKCUINiH

HEHHA LbOro KOMMJEKCY B AAPO KNITUHU. AKTUBOBaHWUN
komnnekc «KC-peuenTtop» 3'eaHyetbca 3 AHK i ctumynioe
yTBOpeHHs iHdopMmauiHoT PHK. B pe3ynbTati TpaHcnsawuii
PHK Ha prbocomax CMHTe3yTbCA Pi3Hi perynatopHi 6inku.
OnHVM i3 HaMBaXkKNMBIWNX € NINOKOPTUH, AKNA MPUTHivye
bepmeHT docdoninazy A2 i TUM caMUM MPUTHIYYE CUHTE3
npocTarnaHAVHIB i NeNKOTPIEHIB, AKI BigirpaloTb KIOYOBY
ponb y PO3BUTKY 3ananbHOI peakuii. B gaHuin yac B AKOCTI
HaMBaXNMBILLOrO iHiLiaTopa 3ananbHOI peakuii po3rnaga-
10Tb TakoXK MoHookcup a3oTty (NO). TKC 3meHwyoTb npo-
OYKUiI0 oKcnay a3oTy LWAAXOM MPUIHIYEHHA aKTUBHOCTI
bepmeHTy NO-crHTeTasw. [1nsa nposBy NOBHOIO reHOMHOIO
edekty NKC HeobxigHO He MeHwWwe 30 XBWAWH, NPUYOMY
edekT cnocTepiraeTbca Npu Oyab-TepaneBTUYHIA O3,

Ha BigMiHy Bifi reHOMHUX, HEreHOMHi edbeKT FMIoKOKOP-
TUKOCTEPOIfiB € pe3ynbTaToM NpAMOi $i3UKo-XiMiuHOI B3a€E-
Mogii 3 6ionoriyHMMU membpaHamu i / abo cTepoig-cenekTus-
HUMW MeMOpaHHUMK peuenTopamun. HereHomHi edektn FKC
pPO3BKBaOTLCA Mif BNANBOM Oinbll BUCOKKX JO3YBaHb i NPo-
ABNATbCA Yepes Kilbka cekyHp abo XBUANH. HereHomHui
npoTu3ananbHUn edeKT IOKOKOPTUKOIZIB MOB'A3YI0Th 3i
cTabinizaui€lo nisocoMmanbHUX MembpaH, 3MeHLEeHHAM Mpo-
HUKHOCTI KNITMHHUX MEMOPaH, 3HVXKEHHAM KanifsapHoi npo-
HUKHOCTI i JIOKafIbHOrO KPOBOTOKY B AiNAHKAaX 3ananeHHs,
3HVXKEHHAM 3[aTHOCTI IMYHHUX KOMIMJIEKCIB MPOHUKATK
yepe3 6azanbHy MeMbpaHy, NPUrHiYeHHAM Mirpauii Ta aKy-
MynAUil NeNKOUUTIB y BOTHULLI 3ananeHHs, ranbMyBaHHAM
pocty ¢ibpobnacTis, NpyAyLEHHAM CUHTE3Y KonareHy i T.M.

3 NPaKTUYHOT TOUKM 30pYy HEOOXIAHO Bif3HAUMTY, WO
npenapaTu NKC po3pi3HAOTbCA BIGHOCHO peanisaLii reHom-
HUX i HereHoMHUX epekTiB. OgHaK CJlig Nam'aTaTy, WO Here-
HOMHa Aif NnpenapaTty NOYNHAE NPOABMAETbCA B 4O3i NMOHA,
30 Mr NpefHi30IOHOBOrO eKBIBAaNIEHTY | HEYXMNbHO 3POCTaE
3 NiABULWEHHAM 003K, HaBnaku, reHOMHi edpeKkTn po3BrBa-
I0TbCA NPY MiHIMaNbHKX f03aX, TOOTO MeHLe 7,5 Mr npeaHi-
30/I0HOBOrO eKBiBaieHTy, 3pOCTaloTb Yy MipYy [OCATHEHHA
100 Mr npenHi30fIOHOBOrO eKBiBaneHTy Ha foby, i Hagani
3anuwatoTbea ctabinbHyumMm. Mpu 3actocyBaHHi [KC B gyxe
BMCOKMX A03ax — 250 Mr npefHi30N0HOBOroO eKBiBaleHTYy
Ha [oby (nynbc-Tepanis) KAYOBa POMb Y [AOCATHEHHI
MOTY>KHOTO i WBUAKOrO TepaneBTUYHOro edpeKTy HaNexnTb
came HereHOMHUM epeKTam.
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Tabnuus 7.2

3aranbHa xapakTtepuctuka NKC

MNopiBHANbHA NpOTM3ananbHa

BionoriyHuii nepios

Mpenapat AKTUBHICTD 3aTpumKa HaTtpito  EKBiBaneHTHa go3a (mr) g i ) o

KopoTkoi gii

lippokopTn30oH 1 2+ 20 8-12

KopTnsoH 0,8 2+ 25 8-12

CepenHboTprBanoi gii

MNpepHi3oH 4 1+ 5 12-36

MNpepaHizonon 4 1+ 5 12-36

MeTtunnpegHi-30n10H 5 0 4 12-36

TpramurMHoONoH 5 0 4 18-36
TpuBanoi gii

betameTa3oH 20-30 0 0,6 36-54

[ekcameTa3oH 20-30 0 0,75 36-54

7.1.2. fJo3n cuctemHunx NrKC

3rigHo 3 pekomeHgauiamu | EBponencbkoro Cumnosiymy
3 [IIOKOKOPTUKOCTepoigHoi Tepanii (2001), nponoHyeTbcA
BMKOPWUCTOBYBATW HACTYMNHY rpagauito o3 cuctemHmx NKC:
+  HUW3bKi go3un < 7,5 Mr Ha o6y
«  cepepfHi po3m > 7,5 mri < 30 mr Ha goby
«  BMCOKi o3m > 30 Mri < 100 Mr Ha foby
«  [yKe BMCOKI 103U > 100 Mr Ha o6y
«  nynbc-Tepanis = 250 mr Ha o6y ofHOpa3oBo abo npo-

TArOM [eKiNbKOX AHIB

Bci no3yBaHHA npepcTaBneHi B eKBiBaneHTi 3a NpefHi-
30/10HOM. BukKopwmcTaHHA NpeaHi30NOHOBOrO eKBiBaneHTy
06yMOBNEHO iCTOPUYHO — came uel npenapaT 6ys nep-
Wwum cuHTeTMYHUM TKC, BBeAEHM B KNiHIYHY MPaKTUKY.
3anponoHoBaHa rpagalifa o3 3aCHOBaHa Ha pPi3HOro cTyne-
HI0 HacnyeHHi KC-peLenTopiB, BpaxoBYy€E YacTOTy PO3BUT-
Ky i BUpaeHicTb MobiuHMX edeKTiB, a TaKoX HereHOMHi
edeKTn, AKi MOUYMHAIOTb NPOSBNATUCS B Ao3i noHag 100 mr
3a NpeHi30NI0HOBMM €KBiBaIEHTOM.

7.1.3. Cucrtemna tepania NKC

3a3Bunyan npenapatn NKC npr3HavaoTb WoOHSA, B 03I,
BiAMOBIAHIN aKTMBHOCTI MaTonoriyHoro npouecy. Hagani
[03a MOCTYNOBO 3HMXYETbCA A0 NMOBHOI BiAMiHM NpenapaTty
abo nepexofy Ha nigTpumyiouy fo3y. 3a HeobxigHOCTI
CUCTEeMHOro MpUMoOMy KOPTUKOCTepOoifiB nepesara Bigaa-
€TbCA nepopanbHoMy. IcHytoui B iH'ekLiliHMX dopmax TKC
npy BHYTPILIHBbOM'A30BOMY i, 0COBNNBO, BHYTPILUHbOBEH-
HOMY BBefeHHi LBMAKO MeTaboni3yloTbCa B OpraHi3mi, y
3B'A3KY 3 UMM iX [is KOPOTKOYACHa i, B 6inbLIOCTi BMNaAKiB,
HeJoCTaTHA ONA NPOBefdeHHA TPMBANOro NikyBaHHA. [nA
OTPUMAHHSA €eKBIBAaNIEHTHOrO, AKWU/A MOMHa MOPIBHATM 3
nepopanbHUM MNPUAOMOM, JiKyBasibHOro edekTty, npu
napeHTepasnibHOMy foBeniocs 6 BBOAUTU 03U B 2-4 pasu
6inblUi | BUKOPUCTOBYBATU YacCTi iH €KLl

[na iHayKUil pemicii i KOHTPOso NaTONOriYHOro npote-
CYy HepigKo npusHayalTb BUCOKI J03M KOPTUKOCTEPOIAIB,
TaK 3BaHa Tepania npuayweHHA. Y TUNOBUX BUNagKax o
uux uinen subrpatotb o3y N'KC 3 pospaxyHky 1 Mr npegHi-
30JI0HY Ha Kiforpam macu Tina Ha o6y BcepefuHy. Lo nosy
npenapaTty NoAiNAlTb Ha 2 npuinomn — 2/3 1o6oBoi fo31
BpaHUi Ta 1/3 B AeHb [0 NonyAdHA, BiANOBIAHO A0 UMpKaa-
HUX PUTMIB CUHTE3Yy eHAOreHHOro KopTr3ony. Y paai sunag-

KiB, MpW BUCOKIM akTMBHOCTI 3ananbHOro npouecy, ABopa-
30BOro NPUINOMY HeOCTaTHbO i JOOOBY 03y AinATb Ha 3
npuiiomun (2/3 BpaHui, 1/6 B geHb i 1/6 BBeuepi).

MopibHUI pexkrM 3aCTOCOBYIOTb 3a3BMYal 4o NikBigaLi
OCHOBHOI CMMMTOMATUKN 3aXBOPIOBAHHA (B cepegHboMy
2-3 TvHi). MoTiM NOYMHaOTb MOCTYNOBE 3HVKEHHA [031
KOPTMKOCTEpOIfiB, NPUYOMY 3MEHLLYBaTN 03y NOYNHAIOTb
3 OCTaHHbOI nopuii npenapaTy. [ocTynoBo nepexofATb Ha
OfHOPAa30BUI NPUIOM FOPMOHaNbHOrO NpenapaTy BpaHLi.
Y 6inbwocTi BUMNagKiB Tepanis, cNpAMOBaHa Ha iHAYKLUiO
peMicii, B KOPOTKi TepMiHU NPU3BOAUTb [0 MOMITHOrO Tepa-
NeBTUYHOrO edeKTy.

Ona nposepeHHA TpuBanoro nikyBaHHA [KC ontu-
MaJIbHUM NpenapaTtom € MeTUNNPeAHi30N0H. BiH Mae Han-
KpaLly nepeHoCUMiCTb, B MeHLUiN Mipi BUKNNKaE aTpodito
WKipw i M'A3iB, peKOMEeHA0BaHWI y NaUi€HTIB 3 HAAMIPHOIO
Macol Tifna, apTepianbHOW TriNepTeHs3iel i NCuxiyHnmm
nopyweHHAMN. HaaBHICTb MeTUIbHOI Fpynn B MONeKyni
3abe3neuye 6e3neKy oo racTpoiHTECTUHANIbHUX YCKNaga-
HeHb. [TpenapaTn rpynu TPMamLMHONOHY i JeKcaMeTa3oHy
6aXkaHO 3acTOCOBYBaTW JiMLIEe KOPOTKOYACHO Mpu 3aro-
CTPeHHi npouecy abo Npu HenepeHOCUMOCTi NpeaHi3oso-
Hy i MeTunnpenHizonoHy. BBepgeHHs monekynu ¢Topy B
cnHTeTnyHi FTKC (pekcameTa3oH, 6eTamMeTa3sOH) 3HAYHO
nigBuWMno X npoTusananbHUin edekT, ane noripwmno
npo¢inb 6esnekn. [lekcameTasoH i 6eTameTazoH 3HaUHO
NPUrHivyOTb QYHKLiI0 KOPU HafHWPKOBMX 3an03, y binb-
Wi Mipi cnpuatoTb 36iNbLIEHHI0 MacHy Tifla, PO3BUTKY OCTe-
onopo3y, apTepianbHOI rinepTeHsii, NenTUYHNX BMUPa3OK,
yCKnagHeHb 3 60Ky WKipy. TPMaMLMHONIOH He Ma€ nepe-
Bar nepen MeTuUNNpPenHi3oNOHOM i NpPeAHi30NoHOM, ane
[LOCTOBIPHO YacTiwe BUKNMKAE amioTpodito, KyLWMHroig i
NCUXiYHI NOPYLUEHHA.

7.1.4. TakTKa 3HMKeHHA po3um i Bigminm N'KC
Hankpawa metoguka BigmiHn 'KC — noctynoBe 3Hu-
»KEeHHA [03M ropMoOHiB. lpy LbOMY CTBOPIOIOTHCA YMOBU
INA BiAHOBNEHHs GYHKLiOHaNbHNX MOXINBOCTEN FinoTana-
Mo-Tino¢izapHo-HagHNPKOBOI cucTtemu. HeobxigHo foTpu-
MyBaTMCA HAaCTYNMHUX MPUHLMMIB.
« o 3HmxeHHA po3u TKC npuctynaioTb y ToW nepiog,
KON [OCATHYTO KIiHiKO-NabopaTopHe MnosinweHHA
abo neBHUI TepaneBTUYHNI edeKT.

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2023, N2 3



62

PEKOMEHAALIII 3 JITHOCTUKU TA NIKYBAHHSA

+  Pexum 3HmxKeHHA go3u i BigmiHn TKC 3anexxnTb Big Tpu-
BanocCTi npunomy i Bif BUXigHOT Ao3n npenapaTy. Mpwn
Kypci Bifj AEKINbKOX TUXHIB [0 AeKiNbKoX MicALiB aony-
CTUMO 3HVPKEHHA 03U Ha 2,5 Mr KOXHi 3-5 gHi.. lNpu
6inbL TPMBaNIOMY 3aCTOCYBaHHI HEOOXIAHO 3HMXKYBaTU
o3y 6inblW NoBiNbHO — Ha 2,5 Mr KOXHi 10-14 gHis.
Ynm Buwe BuxigHa gosa NKC, Tm weupgwe mMoxyTb
6yTV Temnu 3HWKeHHA. [pu JocArHeHHi cepeAHboOl
no3u NKC, TeMn 3HMKEHHA CnoBiNbHIOETLCA. OcobnmBy
obepexHicTb cnif JOTPUMYBaTUCA NP 3HVMXKEHHI fo60-
BOI 031 MeHLue 10 mr.

«  KopotkouacHa 'KC-tepania (go 10 gi6) moxke He BUKU-
KaTu 3HAYHOrO NPUrHIYEHHA KOPW HAJHUPKOBKX 3a103,
B 3B'A3KY 3 UMM MOX/MBA LWBKAKA BigMiHa rOpMOHab-
HOro npenaparty.

Mpwn HeobXigHOCTI NpoBeAeHHA TpMBaIOi NigTPUMY-
Ioyoi Tepanii, BM3HayalTb MiHiManbHy RNIATPUMYOYUY
no3y. MiHimanbHolO NiATPMMYIOYOl0 [03010 € Ta A03a
KC, npu AKin KOHTPONIOETbCA Nepebir naToNoriyHoro
npouecy, 36epiraerbca JOCATHYTUIA afeKBaTHUI KIiHiu-
HUIN edeKT i BifCYTHE MOriplweHHA KNiHIYHOro cTaHy.
Kpalie, AKLWO MiHiManbHa NigTpymyloya Ao3a B iCTUHHO-
My PO3YMiHHi € MiHiManbHow (2,5-5 Mr). AKWo X BOHa
CTaHOBUTb 15-20 Mr Ha goby, HeobXigHMI NOLWYK ONTU-
MabHUX pilleHb.

7.1.5. MoHiTopuHr no6iuHunx gin N’KC-repanii

Mpn nposeneHHi KC-Tepanii npobnema nonAarae B
TOMY, L0 NO3UTUBHNI ePeKT NiKyBaHHA CTaE OYEBUAHUM
HeramHo, a nobiyHi epeKkTU NpoABNAATLCA Mi3Hiwe. 3
MeTot Ginbl 6e3neyHoro 3actocyBaHHA NKC B noBcAK-
OeHHIN KNiHiyHin npakTuui B 2007 poui rpynoto ekcnep-
TiB nig erigoto EULAR 6yB po3pobneHunin pag pekomew-
Jauin. 3rigHo 3 UMMK peKoMeHAauiaAMK, NpW NiKyBaHHI
KC Heob6xigHO NPOBOAUTM MOHITOPYBaHHA MOKA3HUKIB
Macu Tina, apTepianbHOro TWUCKY, BHYTPIiLWHbOOYHOTO
TUCKY, PiBHA NiNigiB i rNOKoO3M B KPOBi, HAABHOCTI Habpa-
KiB, 3aQULLKN.

HeobxigHuin koHTponb NKC-iHAYKOBaHOro 0CTEONOPO-
3y. Binomo, wo BTpaTa KicTkoBOi Macu B xpe0bTi cnocTepira-
€TbCA HaBiTb NPW NpUNoOMi 7,5 Mr npefHi3oNoHy Ha foby i
PO3BMBAETLCA HAMLIBMALLE HA NEPLOMY pPoLUi JliKyBaHHSA.
Mpwn nouatkosin Tepanii '[KC B go3i = 7,5 Mr 3a npegHiso-
NoHOM Ha poby TepMmiHOM 6inblie 3 micAuiB, HeobXigHO
npur3HavaTi npenapaTtu Kanbuito (1500 Mr enemeHTapHOro
Kanbuito) i BiTamiHy D (800 MO) wopaHa. [ocnigxeHHA
MiHepanbHOI WiNbHOCTI KICTKM peKOMeHAYETbCA NPOBOAU-
TV wopivyHo npwu Tpuanin NKC-tepanii, a npyn HaABHOCTI
KNiHIYHUX NoKa3aHb — yacTiwe. OgHak Taki gobaBku He
3anobiratoTb NoBHO Mipoto BruknukaHomy KC octeono-
po3y, Ha BigMiHy Bif GicdocdoHartiB, AKi € Kpawumm B
LbOMY BiJHOLLEHHI.

7.2. TKC Tepanis xBOpux Ha CapKoifo3 nereHb

Y HauioHanbHOMY AOKYMEHTi «YHidiKoBaHUIM KNiHIYHWNA
NPOTOKON NePBUHHOI, BTOPVHHOI (crewiani3oBaHoi) Ta Tpe-
TUHHOT (BUCOKOCMeLiani3oBaHol) MeAWyHOI [JOoMomMoru
«Capkoigo3» / Hakaz MO3 Ykpainu N2 634 Big 08.09.2014»
[52] BMKNageHO MOKasaHHA ANA NpU3HayeHHA npenapartis
nepLuoi NiHii Tepanii.
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T'KC He nokasaHi 8 HacmynHux eunaokax:

«  [lpn NepBMHHOMY OOCTEXEHHI Y XBOPOro BCTaHOBJIEHO
AiarHo3 capkoigo3y | abo Il cTagii 3a BigcyTHOCTI KIiHiu-
HUX NPOABIB i eKCTpaTopaKabHUX yparkeHb.

XBOpPOMY MpU3HAYAETbCA Bi3UT Yepe3 3 mic, Npu nonin-
LLIEHHI pPeKOMEHOYETbCA KOHTPOMbHE 0OCTEXEHHA Lije Yepe3
3 mic. 3a BiAICYTHOCTi UHAMIKM PEHTIeHONOriYHKX 3MiH abo
HeJoCTaTHIX TeMnax perpecii NprM3HaYvYaeTbCA rigpoKCuxso-
POXiH.

Mpw nporpecyBaHHi (36inbweHHA nimboBy3niB, nepexig
B Il cTagito, 36inblWeHHA AiNAHOK NMapeHXiMaTo3HOro ypa-
YKeHHA) npu3HavaeTbca NKC-Tepanis.

« [lpu roctpomy pebioTi XBOpoOM 3a TUMOM CUHAPOMY
JleprpeHa npur3HavalTbCA CUMMMNTOMATUYHI 3acobwm
(HecTepoigHi NpoTM3ananbHi NpenapaTn).

Mpwn BiACYTHOCTI perpecii Takmx NpoABIB CMHAPOMY
JledrpeHa, Ak By3nyBaTa eputeMa Ta apTpuUT, MPOTArOM 2
TUXKHIB NiKyBaHHA HeCTepOIAHMMU NPOTU3ananbHUMK npe-
napatamu npusHavatoTbca KC B cepefHix go3ax (3a3Bmyan
0,3 Mr/Kkr Ha goby B nepepaxyHKy Ha npefHi30noH nepo-
panbHo) Ha 1 MicAUb 3 MOAANbWMM NOCTYNOBUM 3HUMKEH-
HAM 103U aXK A0 BigMiHW.

FKC-mepanisa npusHayaemeocs:

« [lpn BCix cTagiAx capKoigo3y 3 eKcTpaTopaKkalibHUMMK
npoasBamu ypaxeHHamu cepud, LIHC, ouein.

« [lpwn Il cTagii capkoigo3y 3 KniHIYHUMKM NpoABamMMU
(kawenb, 3aguwKa, 6inb y rpyaax, 3HMKeHHA GisnyHoi
aKTUBHOCTI) Ta/abo 3 MOMIPHO BUPa)KeHUMM MOpPYLLEH-
HAMUW GYHKLiT 30BHILLHbOrO AUXaHHSA.

«  [Mpw lll cTagii 3axBOpPIOBaHHA, OCKINbKY Yy L€l KaTeropii
XBOPUX CMOHTaHHI pemicii cnocTepiraloTbCA BifHOCHO
pigko (10—-20 % Bunapgkis). Kpim Toro, y 6inblocTi X8o-
pux Ha capkoigo3 lll cTagii Big3HayalTbCA BUPaXKeEHi
KNiHiYHi NpoABK (3apuLLKa, Kallenb), NOpyLIEeHHA BeH-
TUNAUINHOI Ta ANdY3iNHOI 30aTHOCTI NlereHb.

Y xBopux Ha capkoigos IV ctagii oCHOBHMMK NpoABaMun
€ NnereHeBa HefOCTaTHICTb | XPOHiYHe NereHeBe cepLe, Lo
notpebyioTb BignosigHoi cneundiyHoi Tepanii.

Jo3u ma pexxumu r’KC-mepanii

B nikyBaHHi capkoigo3y 6e3 ypaxeHHAa cepud, LIHC Ta
oven [KC 3acTocoByloTbCcA B cepefHix Ao3ax (3a3Buuan
0,5 Mr/kr macv Tina Ha go6y B nepepaxyHKy Ha NpeAHI30/0H).

Hanbinblu npugaTHOIO € cxeMa NikyBaHHSA, Aka nepenba-
Ya€ npu3HayeHHA npenapaty B Ao3i 0,5 Mr/Kkr macu Tina, y
nepepaxyHKy Ha npepaHi30foH, NpOTArom 4 TWKHIB (AnA
XBOpoOro macotw 60 Kr gosa npenapaty cknage 30 mr Ha
[o6y). MoTim f03y 3HUXKYIOTb NPOTArOM 8 TUXKHIB TakMMU
Temnamy, Wob [0 KiHUA TPeTboro MicAuA BOHa cKnana
0,25 mr/kr. Yepes 3 micAaui Bif nmoyaTKy NiKyBaHHA MPOBO-
ANTbCA OLiHKa Noro epeKTUBHOCTI. [Mpy NO3UTKBHIN AUHaMI-
Ui KNiHIYHMX Ta PEeHTreHONOoriYHNX JaHKX [03Yy npenapaty
NOCTYMNOBO 3HMXKyY0Tb A0 0,125 mMr/Kr fo KiHua 6-ro micaus,
NPOTArOM HaCTYNMHMX 6 MicALiB Ao3Yy 36epiraloTb HeE3MiHHOL.

Npw BiACYTHOCTI O3HaK perpecii yuepes 3 micAui nikyBaH-
HA HeOoOXiOHWIM aHasni3 MOXNMBUX MPUYMH BigCYTHOCTI
edeKTy 3 NPUINHATTAM pilleHHA WOAO0 NPoBefeHHA foAaT-
KoBuX AndepeHUianbHO-AiarHOCTUYHMX AocnigkeHb abo
npu3HaYeHHA NpenaparTis APYroi NiHil.
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HalKkpalwmm npenapatom 3 rpynu riloKOKOPTUKOCTe-
poigis € MeTunnpepaHizonoH (Mr), Wo Mae 3HaUHO MeHLLy,
NOPIBHAHO 3 NPEAHI30/I0HOM, MiHEPaNOKOPTUKOIAHY aKTNB-
HicTb. NouyaTkoBa go3a MI1 ctaHoBUTb 0,4 Mr/Kr macu Tina,
0o KiHua 3-ro micaua — 0,2 mr/Kr, o KiHuA 6-ro micaua —
0,1 mr/kr.

Mpw capkoifosi 3 ypaxkeHHam cepusd, LIHC ta ouein [KC
3aCTOCOBYIOTbCA Y BUCOKMX f03ax (3a3Buyai 1,0 Mr/Kr Baru
Tina Ha foby B NepepaxyHKy Ha npefHi3onoH). MNoyaTkoBa
no3a MI1 ctaHoBuTb 0,8 MI/Kr LWOAEHHO MPOTAroM 4-X TUX-
HiB, NOTIM A03Yy MOCTYMOBO 3HWXYIOTb A0 0,4 Mr/Kr — fo
KiHUA 3-ro micaua, go 0,2 Mr/Kr — fo KiHuAa 6-ro micauAa Ta
o 0,1 mr/kr (migTpumytoya go3a) — Ao KiHuA 9-ro micaus.

[loboBy n03y nNpenapaTy po3AinAlTb Ha 2 NpUAoOMM —
2/3 poboBoi fo3u BpaHui, 1/3 poboBoi 4031 A0 NONYLAHA Y
BiANOBIAHOCTI i3 UMPKagHUMN PUTMaMM CUHTE3Y eHOOoreH-
HOro KopTn3ony.

IKC-Tepanito KOMGiIHYIOTb 3 NPM3HAUYEHHAM NpenaparTis
Kanito, a 3a BIACYTHOCTI rinepkanbLiemii — npenaparis
Kanbliito.

Mpn no3nTuBHIN BigNOBIAI Ha NpoBegeHy Tepanilo B
nepebiry 3axBoptoBaHHA HacTae ¢pasa KNiHivyHOT pemicii, AKa
XapaKTepn3yeTbCA BIACYTHICTIO KNiHIYHMUX CUMATOMIB i MOpP-
¢donoriyHnx o3Hak capkoigosy 3a gaHumu KT opraHis rpya-
HOI MOPOXKHUHW. Micna gocarHeHHA $a3un KNiHiYHOI pemicii
IKC-tepanisa Ml B go3i 0,1 Mr/kr/poby NoBMHHa TPMBaTK He
MeHLe 3 Mmic.

3 MeTOI0 CBOEYACHOr O BUABMIEHHA pPeLnanBiB NPOTAroM
nepLUOro poKy Micna 3akiHYeHHA NiKyBaHHA MaLieHT NoBu-
HeH 6yTn obcTexxeHnn 3 BUKopucTaHHAM KT opraHis rpya-
HOT MOPOXHWHW ABiYi 3 iHTEPBasOM B 6 MiC, MPOTAroM Apy-
roro poky — 1 pas yepes 12 mic.

XBopi capkoifgo3om | cTagii, y AKX HacTynuna CnoHTaH-
Ha perpecis, NOBUHHI 06CTeXKyBaTNCA 3 BUKOPUCTAHHAM PT
OpraHiB rpyaHoi MOPOXKHUHWN B Ti X TEPMIHN Bi MOMEHTY
BCTaHOB/IEHHA (aAKTY KIiHIYHOIO BUiKYBaHHS.

BignosigHo fo pekoMeHgauin Statement on sarcoidosis
(1999), xBOpUX 3 OAHOrO pasy BUABNEHVMM CapPKOILO30M
peKoOMeHAYETbCA CocTepiratn fOBIYHO.

Mpomunoka3aHHA 0o npusHavyeHHA TKC

MpoTtunokasaHHAMKM fo Npu3sHayeHHA [KC e: anepria go
CUHTETMYHUX CTepoifiB, UyKpoBuiA AdiabeT, ocTeonopos,
nepenomu, acenTUYHNA HEKPO3 KiCTOK, TAXKKA apTepianbHa
rinepTeHsis, rmaykoma, BMpa3koBa xBopoba LunyHKa Ta fiBa-
HagUATUNANOI KUWKKW, Tpombodnebitn, cuctemHi Mikosw,
XPOHiUHa rHiHa iHdeKuis, TybepKynbo3s, BipycHi iHdeKLii,
CUCTEMHUIM MiKO3, MCUXiIYHI 3aXBOPIOBAHHA, CUHLPOM
KywwHra, Tpom6oem60niuHmi CUHAPOM.

Ceplio3Hi no6iyHi epekmu KC

o cepio3HMx NOGIYHMX AN, WO BMMAraloTb BigMiHM
IKC, BigHOCATbCA: anepria 4O CUHTETUYHUX CTEPOILiB, OCTe-
0Ornopo3, Nepenomu, acenTUYHUN HEKPO3 KIiCTOK, CTepoif-
HWUI fiabeT, CTepOoiAHi BUPa3KM WYHKa i KNLIKIBHMKA, LWYH-
KOBO-KMLLKOBi KPOBOTEYI, MCUXO03U, CUMNTOMU MEHUHTI3MY,
endopin, genpecia, 6e3CoHHA, CTePOIfHUI BaCKyNiT, 3aro-
CTPEHHA XPOHiYHMX iHdeKLin, B TOMy uncni Ty6epKynbosy;
NpUeSHaHHA BTOPUHHOI iHbeKUii, 3agHA cybkancynapHa
KaTapakTa, rnaykoma.

Pe3ucmenmuicme 0o FKC-mepanii

PesncteHTHicTb go KC-Tepanii nigpo3ginAeTbca Ha
abconioTHy i BigHOCHY. AGCONIOTHa pe3nCTeHTHICTb (cnocTe-
piraeTbcA pigKko) o3Hayvae BiACYTHICTb Oyab-AKOro No3nNTMB-
HOro epeKTy Npu BUKOPUCTaHHI afeKkBaTHUX 03 npenapa-
TiB i pexkmumiB Tepanii. BigHocHa pe3ncteHTHicTb o MKC-
Tepanii KOHCTaTyeTbCA y BUMafKax MporpecyBaHHA abo
cTabinizauii npouecy npu 3HWXeHHi fo3n Ml go nigTpumy-
touoi (0,1 mr/kr/po06y) 3a HasABHOCTI O3HaK perpecii Ha eTa-
nax CTapToBOI Tepanii NPy BUKOPUCTaHHI cnoyaTtky OinbLu
BUCOKMX go3 MI1.

Y BMMNagKax pe3ncTeHTHOCTi abo cepno3HMX NOGIYHMX
edekriB NKC npr3sHayvaloTbca NpenapaTy Apyroi niHii Tepa-

nii — imyHocynpecaHTu (MeToTpeKcar).
B cepeiHbOMY y KOXKHOrO BOCbMOIO XBOPOTO Ha Brep-
we BuABneHun capkoigos ll-lll cragii (12,4 %) noTpibHe

NpU3HaYeHHA anbTepHaTUBHOI iIMyHOCYNPeCnBHOI Tepanii B
AKOCTi CTapTOBOI B 3B'A3KY 3 HAABHICTIO MPOTUNOKa3aHb J0
3actocyBaHHaA IKC. B xogi NKC-Tepanii notpe6a B nikyBaHHi
iMyHOCynpecaHTaMy 3pOCTa€ B 3B'A3KY 3 CEPNO3HUMMU
noGiYHUMM JiAamMKM NpenapaTy, a TakoXK BHACNifOK pe3unc-
TeHTHOCTI go IKC-Tepanii B cepeaHbomy Ao 32,4 %. Tob6To
KOXXHOMY TPeTbOMy MaLi€HTY Ha Pi3HWX eTanax NikyBaHHA
HeobXiAHO NPM3HaYeHHA iIMyHOCYMNPECaHTIB.

Ha pucyHky 7.1 npencrtaBneHo poO3MOAin XBOPUX Ha
BrepLe BUABNEHUN CApKOI03 flereHb B 3aNeXHOCTi Bif,
4YacToTV NPOTUNOKa3aHb A0 npu3HaveHHA TKC, cepinosHux
nobiyHnx edekTiB Npenapartis i BUNAAKIB Pe3NCTEHTHOCTI
o MKC-tepanii.

Takum unHom, F'KC-Tepania, npoBefeHa NPOTAroM He
MeHLwe 12 Mic 3 JOCArHeHHAM KiHIYHOI pemicii, Aka nig-
TBepAxeHa AaHnmun KT, moxe 6yTun ycniwHO 3aBeplueHa B
cepefHbOMY TiNbKn 'y 68 % XBOPUX.

OpfHak e He 03HauvaeE, Wo BCiX NaUIEHTIB i3 NO3UTUBHU-
MW pe3yfnbTaTaMuy Tepanii cig BigHeCTX A0 Ha3aBXaun BUJII-
KyBaHMX — BMBYEHHA BigAaneHux pesynbtatie [KC-tepanii
NMoKa3sano BUCOKY YacCTOTy peunimnBiB 3aXBOPIOBaHHSA, AKi B
JaHWI Yac € OfHi€t0 3 HaMbINbLL rocTpux Npobnem y BefeH-
Hi XBOPMX Ha CapKOoifo03 nereHb. YactoTa peunansis capko-
ino3y KonmnBaeTbcA Bif 13 Ao 75 % 3anexHo Big Aocniaxysa-
HOI monynAuii, 3a Hawumn gaHumu — y 51,8 % Bunagkis.
Peunansm 3a3Bmyan BUHMKaIOTb y NepLuoMy niBpivyi nicna
3aKiHYeHHA Tepanii.

MpoTtunokasaHHA, 12,4 %

Cepino3Hi NobiyHi
edekTy, 2,7 %

YcniwHa Pe3ncteHTHicTb, 17,3 %

IKC-tepanis, 67,6 %
Puc. 7.1. Yacmoma npomunoka3aHb, ceplio3HUX NOGiYHUX

epekmie ma pesucmeHmHocmi 0o FKC-mepanii y xeopux Ha
shepuie susiesieHuli capkoioos siezeHb (n = 185)
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Taknum YMHOM, HeOCTaTHA edeKTUBHICTb BaraTomicay-
Hoi NKC-Tepanii, NoB'A3aHOI 3 NOripweHHAM AKOCTI XUTTA Y
3B'A3KY 3 NOGIYHUMN edeKTaMm MIOKOKOPTMKOCTEPOIAIB, i
BMCOKa YacToTa peumamsiB nNicna il 3aKiHYeHHA BUMaranu
[OOAaTKOBOrO aHanily CniBBifHOWEHHA «PU3NK/KOPUCTb»
rNIIOKOKOPTMKOCTEPOIAHOI Tepanii capKkoigosy.

Y 3B'A3Ky 3 UMy 2021 poui ony6nikoBaHo 3BiT LinbOBOI
rpynu (Task force report) ERS “ERS clinical practice guidelines
on treatment of sarcoidosis”, B AKoMy BM3HaueHO abCcontoT-
HO HOBI NiAXOAM A0 NiKyBaHHA XBOPUX Ha CapKOIf03.

B o6rpyHTyBaHHi aBTOpM 3a3HavaloTb, WO 3rofoM Bif-
6ynoca 3pyLleHHA akLeHTY Y MUTaHHI MPOo Te XTO, KON i UM
Ma€ niKyBaTK MaLUi€HTIB i3 capkoigo3om. PilweHHA npo Te,
KOro 3 naui€eHTiB i KONy HeobXigHO NiKyBaTK Bifl cCapKoifo3y,
3aNeXuTb Bif [BOX OCHOBHMX GaKTOpiB: pu3nKy cMepTi abo
OpraHHOI He[OCTAaTHOCTI Ta NOripLeHHA AKOCTI XUTTA (FXK).

JlereHesi Ta cepueBi po3nagn € HaNYacCTIWMN NPUYN-
HaMu CMepTi Bif capKoifgo3y.

OCHOBHUM NPUHYUNOM JTiKy8AHHA NAUiEHMI8 i3 nezeHe-
8UM CAPKOIO030M € 00CAZHEeHHA 6anaHcy mix: a) MiHimizayiero
pU3UKy iHeanioHocmi, cMepmi yepe3 ypaxeHHs JieeeHb abo
3HUXeHHA AKocmi )xummes; | 6) pu3uKkom CynymmHeoi namoro-
2ii ma 3HUXeHHAM Akocmi Xummsa eHacniook 0if TKC ma
iHWux 8udig mepani.

IHTepcTULiiHe 3axBOptoBaHHA nereHb (13J1) abo nereHe-
Ba rinepTeHsia (JIN) € OCHOBHOK MPUYMHOD CMEPTHOCTI,
NoB'A3aHOI 3 CApKOIfO30M, i CTaHOBWUTb PU3UK [OBIYHOI
HenepeHOCMMOCTI $i3MYHOro HaBaHTaXeHHA. B AnoHii, oe
YpaXkeHHA cepLA 3yCTPIYaETbCA YacTille, HiX Y iHWNX Kpai-
Hax CBITY, KapAianbHUI CapKoifo3 3aN1LLAETbCA OCHOBHOKO
NPUYNHOK CMepTI.

barato nauieHTiB cTpakgaloTb Big noripweHHA AXK
yepes 3auLLKy, 6inb y rpyaax, Kaws i, y pisHux Bunagkax,
He3[y>KaHHA, CTOM/IOBAHOCTI Ta apTpanrii.

Bucoknin pr3unk iHBanigHOCTi, CMEPTHOCTI Ta 3HMXKEHHA
AXK BK/OYAE TAKOXK MALEHTIB 3i 3HMKEHHAM $opcoBaHOl
XunTTEBOI €MHOCTI nereHb (FVC), andysiiHoi 3gaTHOCTI
nereHb (DLCO), nomipHMM Ta BaXKKUM fiereHeBnM Gibpo3om
abo NpeKaninApHOIO SIereHeBOoLo rinepTeHsiEl.

Mpy HaaxopeHHi nauieHTVW 3a3BMYal BUKOHYIOTb
dyHKuioHanbHi nereHesi Tectu (PFT) 3 BumiptoBaHHAM dop-
COBaHOI »UTTEBOI eMHOCTi nereHb (FVC), obcary dopcosa-
HOro ByAMXY 3a nepuy cekyHay (FEV.) i audysinHoi sgatHo-
CTi nereHb 3a MoHookcuaom Byrneuto (DLCO). MNpoBognTbca
Pl OIM Ta, y nauieHTiB 3 KAIHIYHO 3HAYyLWMM fereHeBum
capkoigo3om, KTBP3. Y peAkux Brnagkax NoKasHUK 6-XBU-
NUHHOro TecTy 3 XxofAbbot (6MWD) Moxke 6yTU 3HUKEHWI
yepe3 nereHesi abo cepLeBi 3aXBOPIOBAHHA, YparKeHHA
M'A3iB a0 NifBKLLEHY CTOMIIOBAHICTb.

Exokappiorpadia moxe OyTn nokasaHa nauieHTam 3
XPOHIYHOIO HenepeHOCUMMICTIO (i3MYHOrO HaBaHTaXeHHA
abo nigo3poto Ha NereHeBy rinepTeHsito.

3aranbHi Uini NikyBaHHA NonAraloTb y JOCATHEHHi abo
perpecii 3axBopoBaHHA, abo KOPOTKOCTPOKOBOTO nepiogy
cTabinizadii (kony npouec He3BOPOTHUIA) NPU BUKOPUCTaHHI
6inbLu BUCcOKMx fo3 NKC 3 nepexoomM Ao MiHiManbHOI JOBro-
CTPOKOBOI 1031, HeobXigHOI Ana cTabinisauii capkoigo3sy.

OpraHizauia nikyBaHHA 3a3BMYail IPYHTYETbCA AK Ha
CTPYKTYpHWMX 3miHax (Pl Ta KTBP3 OITI), Tak i Ha 3miHax nere-
HeBoI OyHKLUiT (cnipomeTpia, DLCO). YpaxeHHA nereHb came
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no cobi He € NOKa3aHHAM [0 NiKyBaHHA, ane Benvike 13J1 un

nereHeBunin ¢ibpo3 0byMoBNIOIOTb NiABULLEHWIA JOBFOCTPO-

KOBUIN pU3NK pecnipaToOpHOI HeJOCTaTHOCTI.

Ockinbkn KTBP3 € goporum i nos'a3aHMM 3 NpomeHe-
BVMM HaBaHTaXeHHAM, il 3aCTOCyBaHHA CNif po3rnagatn B
KOXXHOMY KOHKpeTHOMy Bunagky. FVC Tta DLCO, wkana
bopra ana ouinkM 3agnwkn Ta 6GMWD MOXyTb JOMOMOrTY B
OLiHLi GYHKLiOHANbHUX 3MiH.

Y 3BiTi WiTKO BU3HAYEHO MeTY NliKyBaHHA XBOPUX Ha cap-
KOif03 nereHb — MiHiMi3auia pu3mnKy iHBanigHoOCTi, cMepTi
yepes yparkeHHA nereHb abo 3HWKeHHA AX B GanaHci 3
PV3MKOM CYMYTHbOI MATOMOTi Ta 3HMKEHHAM AKOCTI »KNUTTA,
3YMOBJIEHMX NOGIYHNMYK edeKTamuy Tepanii.

YpaxeHHA nereHb came cobOl0 He € MOKasaHHAM [0
nikyBaHHA. [1na Toro, Wwob NpunHATA pilleHHA NPo NiKyBaH-
HA KOHKPETHOro nalieHTa, HeoOXiAHO BM3HAUMTK, UM Hane-
WUTb BiH JO rpynu BUCOKOrO PU3UKY iHBaNiAHOCTI, cMepT-
HOCTI Bifj capKoifo3y abo OUiHNTU PiBEHb 3HWKEHHA AKOCTI
NOro XnUTTA.

Y KepiBHUUTBI NpefCcTaBneHi OCHOBHI KpuTepii BUCOKO-
ro pusnKy (MOWMPEHUIN IHTEPCTULINHWIA NpoLec, BUpaXke-
HWI $i6pPO3 NereHb, nereHeBa rinepTeH3ia, KNiHiYHI cMMnTO-
MU, NOPYLUEHHA flereHeBOl BeHTUNALT Ta andysii) Ta nepe-
paxoBaHi iIHcTpyMeHTU ouiHkn — Pl Ta KT nereHb, nereHesi
¢dyHKUioHanbHi Tectn PFT, DLCO; Sa0,, 6MWD, pizHi WwKkanm
ouiHkK AX, 3aANLLIKIK, BTOMW.

Ane pa3om 3 TUM Y 3BiTi BiACYTHI KinbKicHi KpuTepil
OLiHKM CTYMNeHA pU3NKY NPW BUKOPUCTaHHI LIYX MOKa3HUKIB
(Hanpuknap, Hackinbku MatoTb 6yTn 3HwKeHi FVC, FEV,,
FEV,/FVC, DLCO y BiACOTKOBOMY BiiHOWEHHI 10 HANEXHUX
BenmumnH, Sa0,, 6MWD, MOKa3HUKM KiJIbKICHOI OLiHKK
3aAMLWKWY, AKOCTI XKNTTA, W06 nauieHTa MoxHa 6yno 3apaxy-
BaTW 4O rpynu BUCOKOro pU3KnKy?). Ha Haw nornag, Le cTeo-
pIo€ TpyAHoOLLi Ta 3aBy cBob6oay BMOOPY pillleHb ANA npak-
TUKYIOUYOro nysibMOHosOra.

Y KepiBHULTBI HagaHo 11 pekomeHZauin WOoAo NikyBaH-
HA XBOPMX Ha CapKOif03, 3 HUX BiCiM — BIGHOCATbCA A0 eKC-
TpaTopakanbHMX GOPM 3aXBOPIOBAHHA, TPU — MPUCBAYEHI
CcapKoifo3y nereHb. [1Jo 0OCTaHHIX BigHOCATbCA:

1. [na HenikosaHux nayieHmis capkoi0o3om 3 8esUKUM
3a/1y4eHHAM JieeeHb, CXUJIbHUX 00 B8UCOK020 PU3UKY
MatbymHsoi cMepmHocmi abo nocmitiHoi iH8anioHo-
cmi 8i0 capkoido3y, mu pekomeHOyemo nikysaHHA TKC
0514 noninweHHA ma/abo 36epexeHHa FVC ma AX
(cuneHa pekomeHOAYid, HU3bKA AKICMb 00KA3i8).

2. [na nauieHmie 3 cumnmomamuyHUM CAapKoid030M
J1e2eHb, pu3uKom MatibymHeoi cmepm+ocmi abo nocmid-
HoI' iHeanioHocmi 8i0 capkoidosy, Aki nikysanuca [KC i
Marome NpoO0BXKeHHsA 3aX80PIOBAHHA ab0 HeNPUUHAMHI
no6iyHi edpekmu KC, MU NpONOHYEMO NiKy8aHHA Memo-
mpekcamom 0514 noninuwieHHA ma/a6o 36epexeHHs FVC
ma AX (ymosHa pekomeHOayis, Oy)e HU3bKA AKICMb
dokasis).

3. [na nauieHmie 3 CUMNMOMAMUYHUM CAapKoi0030M
Jle2eHb, pusukom cmepmi abo nocmitHoi iHeanioHocmi
8i0 capkoido3y 8 MalibymHeomy, mux, xmo sikysascsa [KC
abo iHwWuMu imyHodenpecaHmamu ma Mae NpoooBKeH-
HA 3aX80PIOBAHHA, MU NPONOHYEMO JTiKy8aHHA iHiKCU-
mabom 0717 noninweHHA ma/abo 36epexeHHa FVC ma AX
(yMosHa pekoMeHOayis, HU3bKa AKICMb 00Ka3is).
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Ha pucyHKy 7.2 npepcTtaBneHa cxema, Aka inoCTpye
HOBI MigxoAmM A0 NiKyBaHHA XBOPWX Ha CapKoifo3 fereHb.
LA cxema € noegHaHHAM peKoMeHAaLi LbOro KepiBHMLTBA
Ta OMMUCOM Cy4acHOI NMPaKTUKK YMEHIB LinboBOI rpynn B
cuTyauifax, Konm He O6yno AOCTaTHbO [OKasiB, HEOOXiQHMX
[NA CTBOPEHHA pekomeHAalil, abo 3 NTaHb, 3 AKMX CUCTe-
MaTUUYHWUIA ornAag nitepatypu He npoBoauscA. HeobxigHo
3BEpPHYTM YyBary, wo iHbopmauis, Wo Bifobpa)kaeTbca fAK
NoToYHa NpakTuKa (6inMm Konbopom) He MoXe po3rnsafa-
TUCA AK peKoMeHAauia p[nA KAiHIYHOI  NpaKTuKu.
AbpesiaTypu: JAK — fAHyc-KiHa3u iHribiTop.

AKLO yBaXHO pPO3rNAAHYTM NOAAHI peKomeHAauil Woao
NiKyBaHHA XBOPWX Ha CapKOif03 JlereHb, TO MOXHa 3pobutu
BMCHOBOK, IO BOHW iCTOTHO He BiApi3HAIOTbCA Big anroput-
My niKyBaHHA, BuknageHoro B [lonoxkeHHi ATS, ERS Ta
WASOG «Statement on Sarcoidosis» 1999 poky Ta Hauio-
HalbHOMY KniHiyHOMy npoTokoni «Capkoigo3» (2014). A
came: naLjieHTam 3 BnepLue BUABJIEHNM CapKOif030M JlereHb
npv3HavaloTb NpenapaTty nepwoi fiHii Tepanii — NKC, npwm
iX HeedeKTUBHOCTI abo cCeprno3HMx NobiuHMX edekTax
3aCTOCOBYIOTbCA NpenapaTtn APYroi NiHii — iMyHocynpecaH-
™M (MeToTpeKcaT), HeycniwHa iMyHoTepania BUMarae npu-
3HaYeHHA npenapaTiB TPeTboi MiHil — aHTULUTOKIHOBI
3acobu (iHpnikcumaob)

BigMiHHiCTb cTaHOBNATL Nvwe GOpPMytOBaHHA MOKa-
3aHb [0 NiKyBaHHA. fKWO paHille NoKa3aHHAMUW AnA Niky-
BaHHA Oynu KNiHiYHi CUMNTOMW, MOPYLIEHHA nereHeBoil
BeHTUNALT Ta Andysii, To Tenep Ui CUMNTOMM Ta MOPYLUEHHA

CAPKOI03 JIEFTEHb

No3HauMNUn AK PU3NK CMepTi Y ManbyTHbOMY, iHBanigHOCTI
Ta JOMOBHMUN OLIHKOIO AKOCTI MUTTA.

CuctemHi TKC, 6e3 ypaxyBaHHA YMCIEHHMX NPOTUMOKa-
3aHb, BUCOKOI YacToTu NobiuHux edpekTis, 6e3CyMHIBHO, €
edeKTMBHMMU Npenapatamm B OLiHLi HaNONMKUMX pe3ynb-
TaTiB. Pa3om 3 TM BUBYEHHA BighaneHux pesynbtaTis [KC-
Tepanii NoKasaso BUCOKY 4YacTOTy peLVamnBiB 3aXBOPIOBaH-
HA, AKi B JaHUIN Yac € OfHi€t0 3 HaMbINbLW rocTpux npobnem
y BefleHHi XBOpMX Ha capKoifo3 nereHb. Baxknuso Te, wo
OfHVM i3 GaKTOpiB PU3NKY, MOB'A3aHMX 3 BMCOKOK 4acTo-
TOK peungmnBiB CapKoifo3y, 3 HEBCTAHOBNEHUX MPUYNH €
came TpuBarne 3actocyBaHHaA IKC.

HeobxigHO Big3HauuTW, WO peunansyounin nepebir
CapKoifo3y NnereHb € OAHIEI0 3 OCHOBHUX NMPUYMH PO3BUTKY
nowwpeHoro ¢ibpo3sy nereHb, pecnipaTopHoOi HeAOCTaTHO-
CTi Ta NlereHeBOI rinepTeH3ii, Wo CTaHOBUTb BUCOKNIA PU3NK
iHBanigHOCTi Ta CMePTHOCTI B ManbyTHbOMY.

Mpobnema He3afoBiNbHMX BigJaneHWX pe3ynbTaTis
KC-Tepanii € OCHOBHOI NPUYNHOIO NiABULLEHOT YBarn Ao
npenaparTiB anbTepHAaTMBHOI Teparnii.

7.2. ImyHOoCynpecuBHa Teparnisi MeToTpeKcaTom

XBOPMX 3 NPOTUNOKa3aHHAMM A0 NPpU3Ha4YeHHA abo

ceprio3sHUMM No6iuHumu epexramn NKC

Ana nauieHmie 3 cuMnmMoMamu4yHUM CapKoi0030M
Jie2eHb, pu3uKkom mMalbymHeoi cmepmHocmi abo nocmitiHoi
iHeanioHocmi 8i0 capkoioosy, ki nikysanuca IKC i matome
Npo008)XeHHA 3axe80pHB8AHHA abo HenpulHAMHI nobiyHi

| OuiHka HeobxiOHOCMI NiKy8aHHA

MOMIPHUIA PU3UK, AJIE

HU3bKUU PUSUK 3HVDKEHA AKICTb KUTTS BUCOKUU PU3UK
i + Xopouwwnii i
CnocTepeKeHHs TKC, nanmenwa —>| KNiHi4HNil edekT | o rkc
3a MOXKNUBICTIO l03a YcniwHe
OuiHka HeobxiOHocmi 3HUMKEHHA fo3n
Y JIKyBaHHA 3HayHi nobiyHi epemkmu MKC 3HayHi nobiyHi epemkmu MKC
ABO npodosxxeHHs x80pobu ABO npodosxxeHHs Xx8opobu
TKC ABO peyudus ABO peyudus
\ 4 Y
AaKIC OKA3IB MeTtoTtpekcar TR | MeToTpekcar |
KICTb JOKA3I :
i J1Ae¢nyH0MIA || Kniniunvin epexr | | NledpnyHomin
CunbHa peKomeHpauis, - 3aTionpuH Yeniwne Asationpmn
HM3bKa AKiCTb AoKa3iB |K¢?¢eHona1'y M°¢FT“" 3HUDKEHHS 403N MikodeHonaTy modetnn
. FigpokcnxnopoxiH X .
YmoBHa pekomMmeHpauis, Fippokcuxnopoxi
HMU3bKa AKICTb f0Ka3iB
: Y Y
YmoBHa peKo:fneHAaum, ) : Xopouwmii | T |
AYKe HM3bKa AKIiCTb AoKasiB Im]mlf(cmmaﬁ > KniHiuHWil epeKT |«
c Apanimyma6 YeniwHe | Apanimyma6 I
y4yacHa npaKkTuka SHIKEHHA A03MN
PILLEHHA:
y Xopowmn y
pPeKoMeHA0BaHO - =
i Putykcuma6 | Kniniunwia edekr <] Putykcuma6
fIPOAOBIKEHHA Tepnan JAK-iHri6iTop YcniwHe JAK-iHri6iTop
SHUKEHHA 4031

Puc. 7.2. Hoei nioxo0u 00 NiKy8aHHA X8opux HA CAPKOi003 Jle2eHb
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eekmu 2o0koKopmukocmepoiodie, kepisHuymeo ERS 2021
pOKY peKoMeHOy€e 3acmocCy8aHHA Memompekcamy.

MeTtoTpekcaT (MTX) BigHOCUTbCA [0 aHTMMETaboNITIB.
Mpenapat € aHTaroHictom ¢onieBOi KUCNOTK, iHriOyoun
bepmeHT gurigpodonaTpenykrasy, AKUIN HeobXigHUA AnA
cuHTe3y [IHK. BiH € da3ocneuidpiuHo peyoBUHO, OCHOBHA
Oia AKOI HanpaBneHa Ha S-da3sy MiTo3y KniTvH. ToMy Hail-
6inbL epeKTUBHO BiH i€ Ha aKTMBHO Nponidpepytoyi TKaHK-
HW, TaKi AK 3N0AKICHI KNITUHW, KICTKOBUI MO30K, KIiTUHU
nnogy, eniTenin Wkipu, cnm3oBoi 000NIOHKM POTOBOT MOPOXK-
HUHWN | KAWKIBHUKA, @ TaKOXK KIIiTMHM CEYOBOro Mixypa.
Ockinbkn nponidepauia 3n0AKiCHUX KNITUH BULWA, HiX Y
6inbLIOCTI HOpMaNbHUX KNiTUH, MTX MOXe CrnoBinbHOBaTH
nponidepauito 3M10AKICHUX KNITUH, HE BUKIUKAUYM MNpu
LiIbOMY HE3BOPOTHIX YpaXeHb HOPMaJIbHOT TKaHWHMU.

MTX TakoX Bonogi€ iMyHOCYNpecrBHOI BNAaCTUBICTIO,
AKa oOyMOBJieHa 10ro 34aTHICTIO NPUTHiYyBaTU NOAIN NiM-
douuTiB. Hu3bKi o031 MTX NpuUrHivyoTb CMHTE3 LUTOKIHIB
anbBeonApHUMU Makpodaramu i npurHivyTb nponidepa-
uito ibpobnacTis, cnpaBnAlYM TUM CaMUM NPOTU3ananb-
HY Zito.

Mpu capkoigosi nereHb onTMMarnbHa TWXKHEBa [J03a
MTX ctaHoBuTb 15 Mr. He cnig nepesuLlyBaT MakcMarb-
Hy fo3y 20 mr. MTX y HuxKumx go3ax (7,5-10 mMr/Tnx), ak
npasuno, manoedeKTUBHUN i MOXKe POo3rnNAfaTnUCA AK KOM-
NMOHEHT KOMOGiIHOBaHOI Tepanii 3 iHWKMK NpenapaTamu.

I'PYHTYIOUMCb Ha NPUAHATHOMY Npodini 6e3nekn, MTX
MO>Ke Mpr3HaYyaTUCA ANA [OBrOTPMBANOro 3aCTOCYyBaHHS,
ane AKWo nicnAa 12 TUXKHIB NikyBaHHA edeKkTy Hemae, MTX
cnig BigMiHUTW. Y pasi fOCATHEHHA TepaneBTUYHOro epeKkTy
NiKyBaHHA NPOAOBXYIOTb A0 AOCATHEHHA KIiHIYHOI pemicii,
npu LbOMy 3arafibHa TpuBanicTb NikyBaHHA MTX Bu3Haua-
€TbCA Yy KOXHOMY KOHKPETHOMY BUMAAKy iHAMBIAYyaNnbHO,
ane 3a3Bunyaln He nepesuLlye 6-9 micalis.

Hal6inbw nowwnpeHi nobiuHi epektn MTX — neinkone-
HiA | TpombouuTONeHiA, Hy#oTa i iHWI LWNYHKOBO-KULIKOBI
po3nagw, iHOAI MOLWKOAKEHHA CNM30BOI OOONOHKM poTa
(BnpaskoBuii ctomatuT). Lli nobiyHi peakuii 3a3Bnyai 380-
POTHI i 3HUKaOTb NPUBAN3HO Yepes 2 TUXKHI MICNA 3HUKEH-
HA po3n MTX abo 36inblieHHA iHTepBany MK Npunomamm
Ta/abo 3actocyBaHHA doniHaTy Kanbuito. [lo iHWKX YacTo
BMHMKaOUMX NOGIYHNX peaKLiil BiJHOCATbCA He3[y»KaHHSA,
nigBuLLEHa CTOMITIOBAHICTb, HaNaau xonody Ta »apy, 3ana-
MOPOYEHHA | 3HWXKEHHSA IMYHITETY.

Halb6inbw cepinosHmn nobiyHumn epexktamm MTX €
NPUrHIYeHHA KiCTKOBOrO MO3KY, renaToOTOKCUYHICTb i MHeB-
MOHIT.

MNomipHe nigBuweHHa akTuBHOCTI ANAT i AcAT 3ycTpi-
yaetbca y 30 % xBopux, AKI NPUNMalTb MeToTpeKcarT.
BoHM MOXKyTb HOpManisyBaTuca 6e3 NpUNUHEeHHA NiKyBaH-
HA. [1NA 3MeHLWeHHA renaTOTOKCUYHOI fil peKOMeHAYETbCA
3aCTOCYBaHHA MapeHTepanbHOI Nikapcbkoi dopmm MTX,
wo 3abesneuye NOCTynoBe NiABULIEHHA KOHLUeHTpauil
npenapaTty B KPOBi Ta y Takuii cnoci6 BMKNOYaE OfHOMO-
MEHTHY fAil0 Ha MeyviHKy MoBHOI Ao3n npenapaty. lig vac
NiKyBaHHA KOXHi 4—6 TVXKHIB CIlif BUMipIOBaTN aKTUBHICTb
TpaHcamiHas.

Cepro3Ha LMTOMEHIA Y XBOPUX, AKI OTPUMYIOTb HU3bKI
031 MeToTpeKcaTy, byBae pigko. LiutotokcnuHmm edpekr Ha
KiCTKOBUI MO30K 6inbll BUPa)KEHUI y XBOPUX 3 CYMYTHbOIO
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HVMPKOBOK HEJOCTaTHICTIO, aHEeMI€ID, Yy NaLEHTIB, WO npu-
MNMaloTb HeCTepOiAHI NpPoTU3ananbHi 3acobu, NPu HU3bKOMY
piBHi donaTis B KPOBi, HeaeKBaTHOMY pe3epBi KiCTKOBOTro
MO3KY.

AHani3 KpoBi 3 nekoLunTapHo GopMynoto i NigpaxyH-
KOM TpOoMOOUUTIB Cnif NPOBOAWUTU MPOTArOM MepLunx 2-X
TUXKHIB Bif MOYaTKy NlikyBaHHA METOTPEKCATOM, KOXKHi 4—6
TVXHIB NPV NPOAOBXKEHHI NiKyBaHHSA.

Mpw nigsuweHHi pisHA ANAT 6inbl HiX yTpWYi Nopis-
HAHO 3 HOPMOIO, 3MEHLLUEHHA KiNIbKOCTi NenkouunTiB o 3,5 X
10%/n i HWXKue, TpombouuTiB o 100 X 10°/n i HXKYe, fO3Y
MTX cnig 3meHwntn Ha 30 %. Liboro, AK npaBunio, gocraT-
HbO A/15 BiAHOBNEHHA Noka3HuKa AnNAT Ta KNiTUHHOrO CKMa-
Ay KpOBi.

Y Bunagkax MTX-iHAyKOBaHMX LWAYHKOBO-KULLKOBUX
NoGiYHNX epeKTiB CNif PO3rNAHYTM MOXKIMBICTb PO3MNOAiny
nepopasnbHOi [03M Ha AeKinbka NPUNOMIB 3a YMOBM, IO
3aranbHy o3y MTX 6yae npuinHaATo npoTarom 12 rog,.

3acTocyBaHHA GponieBOi KNCNOTK 3 MeTol NpodinakTu-
Kn nobiyHux edektiB MTX He niaTpumyeTtbca 6GinbluicTio
¢daxiBUiB, ockinbkn MTX 3 MexaHi3MOM il € aHTaroHiCTOM
¢donieBoi KNCNOTK. ¥ 3B'A3KY 3 LM IXHE CrifibHe 3aCTOCYBaH-
HA MO»Ke NpW3BeCTU [0 HiBenoBaHHA TepaneBTUYHOro
edpekty MTX.

Y 2013 poui ekcneptamu BcecBiTHbOI acouiaLii capkoigo-
3y Ta iHWWX rpaHynbomMaTto3Hux po3nagis (WASOG) 6ynu
ony6nikoBaHi pekomeHAaLil LWOAO 3aCTOCYBaHHA MeTOTpeK-
caty (MTX) y xBopux Ha capkoigo3 «Multinational evidence-
based World Association of Sarcoidosis and Other Granulo-
matous Disorders recommendations for the use of methotre-
xate in sarcoidosis: integrating systematic literature research
and expert opinion of sarcoidologists worldwide». Ockinbku
[0 MOMeHTY ony6nikyBaHHA pekomMeHgaLi (2013) B niTepaty-
pi 6ynu npeacTaBneHi pe3ynbTaTy TiIbKN OGHOTO HEBENTMKOTrO
PaHAOMI30BAHOrO AOCIAMEHHA | MOOANHOKI BiGOMOCTI Npo
CrnocTepeXHi oCnigKeHHs, pekomeHaaLlii 6ynu po3pobneHi B
OCHOBHOMY Ha MifCTaBi AaHnX onybnikoBaHWX cepii cnocre-
pexeHb Ta OYMOK eKCMepTiB 3 CapKoigo3y, AKi 3anoBHUAM
BiANOBIAHWI ONWUTYBaNbHUK.

3 Toro uvacy 6ynu npoBeAeHi JOCTiIXeHHA 3 BUBYEHHA
edekTMBHOCTI Ta 6e3nekm MTX y XBOpuX Ha CapKoifo3
nereHb (Goljan-Geremek A., et al., 2014; Vizel A.A, et al,,
2020; B Tomy uncni BenvKi petpocnektusHi (Fang C., et al.,
2019; Baughman R.P., et al., 2020).

Y 2021 poui B >kypHani «Diagnostics» (Basel) 6ynu ony-
6nikoBaHi pe3ynbTaTy NOPIBHANBHOIO AOCNIAXKEHHA edek-
TMBHOCTI Ta 6e3nekn MTX i MI1 B ouiHUi HaNGNVXUNX i Bif-
JaneHunx pesynbTatiB y 143 XBOpuX Ha BriepLlue BUABNEHWUN
CapKOIf03 nereHb, WO nposedeHo B HauioHanbHOMY iHCTK-
TyTi $TM3iaTpil i nynbmoHonorii im. ®.I. AHoBcbkoro HAMH
YKkpaiHu (KuiB). AHani3 pe3ynbTaTiB Nnokasas, WO iMyHOCY-
npecvBHa Tepania MTX (10—15 mMr/TuaeHb) AOCTOBIPHO He
BigpisHAeTbcA Big NKC-tepanii MIT 3a yacTtoTol0 BUNagkis
yCnilWHOro 3aBeplueHHA NikyBaHHA. OfHaK npu BUMKOPUC-
TaHHi MTX 3HaYHO 3HMXKYETbCA YacTOTa PE3UCTEHTHOCTI A0
NiKyBaHHA 1 YacToTa peunansis.

Y 3a3HaueHux Bule poboTax NpeacTaBfieHi OOCUTb
nepeKkoHNuBi pgokasn edekTMBHOCTI i 6e3nekn MTX, wo
CTBOPIOE MiACTaBn Ana 3actocyBaHHA MTX Ak npenapaty
nepLUoi NiHil Tepanii XBOPUX Ha CapKoigo3 NereHb.
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Y 2020 poui B Higepnangax ctapTyBano paHgoMi3oBaHe
KOHTPOJbOBaHe AOCNigXeHHsA (piBeHb AoKa3iB A) 3 OLiHKK
edekTnBHOCTI MTX B MOPIBHAHHI 3 NpeaHI30OHOM B AKOCTI
Tepanii nepwoi niHii XBOPWX Ha CapKoigo3 nereHb:
PREDMETH. OcCHOBHOIO KiHLEBOK TOUYKOW LbOro A0C/i-
IXeHHA Oyae 3MiHa »KMTTeBOI eMHocTi nereHb (FVC) mix
BUXiGHMM piBHeM i nicna 24 TwxHiB Tepanii. Kpim Toro,
O6ynyTb JocnigxeHi 6iomapkepu Kposi, Wob 3HanTu npe-
OVKTOpW BIAMNOBIAI Ha Tepanito, NporpecyBaHHA | XpOHi3auii
3aXBOPIOBaAHHA, @ TaKOXK ANA KPaLLOro po3yMiHHA MexaHi3-
My 3aXBOPIOBAHHS.

Migkpecntoroum 6e3nepeyHy BaXnUBICTb HOBUX MigXo-
[iB Y BU3HaUeHHIi NOKa3aHb [10 NiKyBaHHA XBOPWX Ha CapKo-
1003 nereHb, 3aCHOBAHWX Ha aHani3i CTyneHAa puU3nKy iHBa-
NiJHOCTI Ta CMePTHOCTI Ta ouiHKK AXK, BBa)KaeMO, L0 peKo-
MeHZaUilo npenaparis iHilianbHOT Tepanii 6axaHo 3pobuTn
nicnA oTpMMaHHA pe3ynbTaTiB PaHAOMI30BaHOIO KOHTPO-
nboBaHoro pgocnigeHHa PREDMETH.

7.3. Komb6iHoBaHe 3acTtocyBaHHA MTX i MI

y XBOpMX 3 pe3uncreHTHicTio go NKC-repanii

Pekomergauii WASOG wopo 3actocyBaHHAa MTX y xBo-
pUX Ha CapKOif03 MICTATb BifOMOCTI NPO ycnillHe 3aCToCy-
BaHHA LbOro npenapaty B no€fHaHHi 3 [KC y BigHOCHO
HM3bKNX f03ax. YaCTKOBO Lie MOACHIOETbCA B3aEMOMOTEH-
Ltotoumm edpeKkTom Npenaparis. Lie ctano nepegymoBoto ans
BVMBYEHHA MOXNMBOCTEN KOMOGiHOBaHOT Tepanii MTX i MM
XBOPWX Ha CapKoIfo3 3 BiAHOCHO pe3uncTteHTHicTio Ao MNKC-
Tepanii, TO6TO y BMNagKax nporpecyBaHHA abo crabinisauii
npotecy npu 3HKeHHi go3un Ml 3 0,2 mr/kr/goby go nig-
Tpumytoyoi (0,1 Mr/Kr/noby) 3a HaABHOCTI 03HaK perpecii Ha
eTanax CTapToOBOI Tepanii MPU BUKOPWUCTAHHI CroyaTky
6inbLL BUCOKMX [03.

MNpoBefneHo BMBYEHHA edEeKTUBHOCTI KOMOGIHOBaHOT
Tepanii y XBOpUX 3 BifHOCHOK PEe3NCTEHTHICTIO 4O none-
pepHboro nikyBaHHA [KC, y Akmx nporpecyBaHHA abo cTabi-
nisaugia npouecy HacTynuna MNpuM 3HUXKEHHI NiKyBanbHOI
no3n MIN go 6—8 mr/go6y. MTX 3actocoByBanu B fo3i 10 mr/
TKaeHb, MM — B #o3i 0,2 mMr/Kr/poby, wo ctaHoBuTb 50 %
CTapTOBOI 403U Npu TpaguuinHin NKC-tepanii.

Micna pocArHeHHA KNiHIYHOI peMmicii 3 HopMmani3aui€to
KT-gaHux (3a3Buuai B nepiop Big 6 o 12 mic nikyBaHHA)
Tepanito MTX npoaosXyBanu NpoTarom 6 mic y gosi 10 mr/
TUXKAEHb, a NiKyBaHHA Ml — B peXnmi 3HMKeHHA 403K Ha 2
MI KO>KHi 10 gHiB 4O MOBHOT BigMiHW.

Pe3ynbTaT nokasanu [OCUTb BUCOKY epeKTUBHICTb
KombiHOBaHoro nikyBaHHA — y 70 % nauieHTiB 6yno gocar-
HYTO KNiHiYHY pemicito 3 Hopmani3auieto KT-gaHux. Pasom 3
MM y 30 % XxBopux edeKTy Bif NPOBeAEHOro NiKyBaHHA He
cnocTepiranoca, To6To y LUX NauieHTiB, nopaAg 3 BiHOCHOI0
pe3ncteHTHicTio go NKC-Tepanii, Big3Hayanaca n pe3ncTeHT-
HicTb 8o MTX, WO € NoKa3aHHAM AnA NPOBEeAEHHA aHTULN-
TOKiHOBOI Tepanii iHdnikcimabom.

7.4. AHTULMTOKIHOBa Tepanisa iHpnikcumabom

Ana nauyieHmie 3 CUMNMOMAMUYHUM CAPKOIOO30M
Jle2eHb, pusuKomM cmepmi abo nocmidHoi iHeanioHocmi gio
capkoidozy 8 maubymHsomy, mux, xmo nikyeasca KC abo
iHWUMU iMyHoOenpecaHmamu ma Mae Npoo0BXKeHHs 3axX80-
PIOBAHHA, MU NPONOHYEMO JIKYBAHHA iHnikcumabom 0na

noninweHHAa ma/a6o 36epexerHHa FVC ma XK (ymosHa peko-
MeHOauif, HU3bKa AKicms 00Kasis).

IHdpnikcnma6b

3a po3pobKy TeXHONOTii OTPMMAHHA MOHOKMOHAIbHUX
aHTuTin Hinbc Mepre (Niels Jerne), Teopr Kenep (Georges
Kohler) i Cesap MinbwTtenH (Cesar Milstein) B 1984 poui
oTpymanu HobeniBcbKy npemito. Lle BigkpuTtTa noknano
NnoYaToK HOBOI epu B CTBOPEHHI AiarHOCTUYHKX i NliKyBasb-
HUX Npenapari..

3a3Buyan B opraHi3mi ccaBLiB NPV BBEAEHHI aHTUreHy
NPoAYKYTbCA NONIKNOHaNbHI aHTUTINA, TO6TO B CpOBaTLi
iMyHi30BaHNX TBapWH MICTATbCA aHTUTINA He NPOTN OJHiIEl
AHTUrEeHHOI eTepMiHaHTK (eniTonu), a NpoTK 6e3nivi aHTu-
reHHNX JeTepPMiHaHT KOHKPETHOro aHTureHy. binbw Toro, ui
aHTWTINa HanexaTb He ofHOMY Krnacy (abo HaBiTb nigknacy),
a € CYKYMNHICTIO @aHTUTIN Pi3HUX Knacis.

MoHOKnOHanbHI aHTUTINA BigPI3HAOTLCA Bif MOAIKMO-
HaNlbHMX TUM, O BOHU HanexaTb JO OAHOro Knacy iMyHo-
rnobyninis (Ak npasuno, IgG) i 3a cBoet cneundiyHicTio
BOHW CNPAMOBAaHi NPOTN OJHI€El EANHOT fleTePMiHAHTX KOH-
KPeTHOro CKNagHoro aHTUreHy.

MapmakonoriyHi npenapat Ha OCHOBI MOHOKMNOHanb-
HUX aHTUTIN Ha3MBalOTb NpenapaTammn ManbyTHboro. Bxke B
2005 poui B CLLUA 6ynu fo3BONEHI 10 BUKOPUCTaHHA B KiHi-
ui 36 NnpenapaTiB Ha OCHOBI MOHOK/IOHANbHUX aHTUTIN. LLe
6inblue iX KinbKicTb MPOXoANTb KNiHiYHI BUNPOOYBaHHA.

[HONiKcMMab — oanH 3 Neplmx Npenapartis, CTBOPEHMX
ANA aHTULITOKIHOBOI Tepanii. ABnAe cO6010 MOHOKNOHAsbHI
aHTWTING, CNPAMOBaHi NPOTU dakTopa HeKPO3y MyXIUHK-A
(TNF-a). Mpwn BBefeHHi B opraHiam 3B'A3yeTbca 3 TNF-a i
6110Ky€ Moro 34aTHICTb 3'€AHYBaTUCA 3i CBOIM peLienTOPOM.
Taknm YMHOM HenTpanizyeTbcA Mpo3ananbHWUA NoTeHuian
TNF-a, 6epe aKT1BHY y4acTb y NpoLiecax naToreHesy capko-
inos3y.

IHdnicnmab 3acTocoByOTb Y BUNagKkax HeedeKTMBHOIO
nikyBaHHaA [KC i LMTOTOKCMYHMMM 3acobamu.

MNpenapaT BBOAATb BHYTPIWUHbOBEHHO 3i LUBUAKICTIO
He Ginble 2 M//XB BNPOAOBXK He MeHLe 2 roanH. Pazosa
fosa — 3-5 wmr/kr. [oTim npenapat BBOAATb B Till e
camin fo3i yepes 2 Ta 6 TMXKHIB NiCIA NepLworo BBeAeHHA
(ba3a inayKuii) i B noganbLlioMy KOXHi 8 TXKHIB (nigTpumy-
toya ¢asza nikyBaHHA). 3aranbHa TPUBANICTb NiKyBaHHA
iHpNikcMmabom BU3HaYa€ETbCA TeMMamu perpecii 3axBo-
proBaHHA.

Heo6xigHo Big3HaunTy, Wo iHpnikcnumab, wnaxom npur-
HuyeHHA aktuBHocTi TNF-0, Ma€ aHTUrpaHynboOMaToO3HY
Aito, y TOMy 4ucCni rasbMy€ YTBOPEHHA Ta OpraHisauiio
Ty6epKyNbO3HUX FPaHYNbOM, WO MOXe CPUATA akTUBaLi
Ty6epKynbo3HoI iHpeKLii. BpaxoByloun HecnpuaTnmey eni-
femionoriyHy o6cTaHOBKY B YKpaiHi Woao Ty6epKynbosy,
e Haknaja€ CyTTeBi OOMEXeHHA LWOAO0 BUMKOPUCTAHHA
iHbnikcumaby B Hawin KpaiHi. Kpim Toro, BigaaneHi pesynb-
TaTW 3acToCyBaHHA iHPnikcumaby cBiguaTb MPo BUCOKY (>
60 %) yacToTy peLMAnBIB MiCNA NOro 3acTOCyBaHHA.

8. PEOPAKTEPHUI CAPKOI[03 JIETEHb

Bnnsbko 9 % nauieHTiB i3 CapKoigo30M NOMUPAOTb Bif
XBOPOOM, NPU LbOMY OCHOBHOIO MPUYMHOI CMEPTHOCTI €
pedpaKkTepHicTb (HECMPUNHATAMBICTD) A0 NiKYBaHHSA, LWO
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Puc. 8.2. Pe¢ppakmepHuti capkoioos nezeHo. KT OI'Tl nayienma I'. nicna HeycniwiHoi moHomepanii MTX: [I1J1, mikpoey3nukoea ouce-
MiHayiA 3 nepesaxHo nepunimpamuyHum po3nodinom, dinAHKa KoHconioayii napeHximu 8 mpemoeomy cezameHmi 3/1iea 83006
6pOoHX0-CyOUHHO20 ny4YKa

Study date: 19.06.2021 Study date: 02.10.2021

Puc. 8.3. PegppakmepHuli capkoioo3s nezeHb. KT OI1 nayienma I'.: nisopy4 — nicna 3akiHyeHHsa moHomepanii MTX; npagopyy — nicnsa
3-mic. kombiHosaHoi mepanii MTX ma X

Puc. 8.4. PeppakmepHuli capkoioo3 nezeHb. KT OIIl nayienma I.: nisopyy — nicna 3-mic. kom6iHoeaHoi mepanii MTX ma X ;
npaeopy4 — nicna 7,5 mic. cnocmepexeHHsl
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NPW3BOAUTb AO PO3BUTKY MPOrpecyoyoro nereHesoro ¢i6-

pOo3y Ta TAXKOI pecnipaTopHOI HeJOCTaTHOCTI. Y 3B'A3KY 3

UMM rpyna NpoBigHUX cnevianicTie y ranysi Tepanii capko-

ino3y 3anponoHyBana BUAINUTA Liei BapiaHT nepebiry xso-

pobn AK npiopuTeTHY npobnemy, WO BUMArae mnoLyky

HOBUX METO[iB BEAEHHA XBOPUX.
3aranbHOMPUHATOrO BU3HAYeHHA pedpaKTepHOro

CapKoifo3y He iCHYE.

T. El Jammal Ta cniBasT. (2020) NponoHyoTb BBaXaTu
capkoifos pedppakrepHuMm, Akwo MKC Ta npenapatu gpyroi
ninii (MTX, a3ationpuH, nepnyHomig, npoTManapiriHi npe-
napatn abo mikopeHonata modetTnn) HedocCTaTHbO edek-
TUBHI ANA [OCATHEHHA KNiHiYHOT pemicii npn posi NKC 6inb-
we 3a 10 mr/goby.

Bpaxosytoun pekomeHpauii ERS 2021 poky, wo nepea-
6auatoTb nuwe MTX Ak npenapat Apyroi NiHii, a Takox 6epy-
4y [0 yBaru HeobOXiAHICTb eTany KOMOGIHOBaHOrO NiKyBaHHA
y BMNagKax HeedpeKTMBHOCTI MOHOTepanii, Bu3HauyeHHs T. El
Jammal Ta cniBaBT., Ha Haw MornAfd, MoOXHa BUKNacTu y
GinbLU TOYHIN pefakLii:

CapkKoifo3 nereHb Clig BBaXkatu pedpakTepHuM, AKLLO
rMIOKOKOPTUKOCTEPOIAM B NIATPUMYIOUI fO3i He MeHLwe 10
Mr Ha Ao0y (y nepepaxyHKy Ha npefHi3onoH) i MTX, Bknto-
yatouun iX KoOMGiHOBaHe 3acTOCyBaHHA, HelOCTaTHbO edek-
TUBHI ANA JOCATHEHHA KIiHIYHOI peMicil.

Hwxue npeacTaBneHi OCHOBHI BapiaHTV HeyCniLUHOI Tepa-
nii, AKi cnig BBaXKaTh pedpakTepHUM CapKOIL030M JlereHb.

1. HepoctaTHA edpeKTMBHICTb MoHOTepanii MTX, npu3Ha-
YeHOI B AKOCTi CTapTOBOI Y 3B'A3KY 3 NPOTUNOKa3aHHA-
mu go KC.

2. HepoctatHa edeKTnBHiICTb MOHOTepanii MTX, npusHa-
YeHOI y 3B'A3KY i3 Cepno3HMMU NOGIYHUMK edeKTamu
MKC.

3. HepocTtatHA epeKTMBHICTb KOMGIHOBaHOT Tepanii MI1 Ta
MTX, npr3HayeHol0 y 3B'A3Ky 3 pe3ncTeHTHicTo fo MKC.
MTX moxe OyTu npusHayeHUn AK iHilianbHa Tepanis

XBOPWX 3 HEe33a[JOBifIbHNM KOMMMAEHCOM LWOAO TpuUBanoi

cmuctemHoi NKC-Tepanii, Konun anbTepHaTUBHA Tepania € 0co-

6UCTM BMOOPOM MaLlieHTa.

3aranbHO MPUNHATOrO BU3HauyeHHA pedpakTepHOro
CapKoifo3y He iCHYE, a OTXKe, BiACYTHI 1 CTaHAAPTN30BaHiI
meToau Tepanii.

OOHMM i3 MOXIUBMX LWAAXIB NiABULLEHHA ePpeKTUBHOCTI
NiKyBaHHA XBOPUX Ha pedppaKTepHUii CapKoifo3 € KOMOIHO-
BaHe 3actocyBaHHA MTX 3 npenapaTtamu nepLuoi AiHii rig-
POKCMXIOPOXIHOM i NEHTOKCUINiHOM.
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Y peBmatonorii HakonuueHun 6aratuin JOCBig 3acTocy-
BaHHA MTX B noeaHaHHi 3 rigpokcuxnopoxiHom (MX) B niky-
BaHHi XBOPWX Ha PeBMAaTOIAHUIN apTPWT, WO CBifYUTbL NPO
noninweHHA pe3ynbTaTiB NikyBaHHA. HeobOxiaHO Big3Hauu-
TW, WO Ui NpenapaTty BiApi3HATbCA 3a MexaHi3MoM papma-
KofuHaMmiuHoro edekTy i npodinem 6e3neku, Wo [03BONAE
OUiKyBaTU iX CyMapHy, a MOX/MBO i B3aEMOMOTEHLIOUY
Zito 6e3 noripweHHA NepeHOCUMOCTi B NliKyBaHHI pedpak-
TEPHOro CapKoifo3y fereHb.

ABTOpPM NocibHMKa MaloTb 0OMeXeHN [oCBIf 3acToCy-
BaHHA KOMOiHOBaHOro nikyBaHHa MTX i I'X xBopux Ha
pedpaKkTepHUii capKoifo3 NereHb, Wo CBiAYMTb NPo nep-
CNEKTMBHICTb LbOro MeToAy y XBOPUWX MiCAA HeycrnilHol
MoHoTepanii MTX y 38'a3ky 3 TKC-pe3ucteHTHicTio abo cep-
No3HMMKU NobiuHUMK edpekTamn KC, a TakoX y XBOpUX 3
HepoCTaTHbOK edeKTUBHICTIO KOMOIHOBAHOrO MNiKyBaHHA
KC n MTX (puc. 8.1, 8.2, 8.3 Ta 8.4).

Pasom 3 Tum y 20 % nauieHTiB cnocTepirannca ceprosHi
nobiuHi edpekTn KOMOIHOBAHOrO NiKyBaHHA, AKi BMMaranu
BiAMiHM NpenapaTiB — LWKipHa anepriyHa peakuia 3 eo3u-
Hodinieto KpoBi, nigsuweHHA AJTT, wo Ginbw HiXK y 3 pasu
nepeByiLLYy€E HOPMY, NelkoneHia — 3,5 x 10%/n.

Y 3B'A3Ky 3 UMM KombiHOBaHa Tepania pedpakTepHoro
capkoifo3y MTX i I'X Bumarae ctporo nepcoHidikoBaHoro nig-
Xofy [0 NiKyBaHHA 3 PErynapHYM KOHTPONEeM CKagy KIiTWH
KpOBi, YHKLOHaIbHOro CTaHy NMOKa3HWKIB NeYiHKM i HUPOK.

PE3IOME

MeToanYHUI NOCIBHNK NPUCBAYEHWIA aKTYyanbHIN Npo-
6nemi niaBuLWEeHHA ePpeKTMBHOCTI fiarHOCTUKN CapKoifo3y
NereHb Ta Cy4aCHUM NPUHLMNaM nepcoHidikoBaHoi Teparnii.

MoCi6HMK CTBOpPEHUN 3 YypaxyBaHHAM MOJOXKEHb
YHidikoBaHOro KniHiYHOro NPOTOKONY NEPBUHHOI, BTOPUH-
HOI (cneuianizoBaHOI) M TPETMHHOI (BMCOKOCMeLiani3oBa-
HoI) MeauyHoi gonomoru «CapKoifo3», AganToBaHoI KiiHiy-
HOI HacTaHOBW, 3aCHOBaHOI Ha Aoka3sax, «Capkoigos», wo
po3pobrneHi 3 yyacTio aBTOpiB MOCIOHMKA, KOHCEHCYCHOro
OOKYMeHTY AMeprKaHCbKOro TOpaKalbHOro TOBapuCTBa
(ATS), €EBponelicbkoro pecnipatopHoro ToBapuctaa (ERS) i
BcecBiTHbOI acouiaLii capkoifo3y Ta iHWKX rpaHyN1boOMaTo3-
HUX ypaxeHb «Statement on Sarcoidosis» (1999), oHoBne-
HUX pekomeHaauin ATS «Diagnosis and Detection of Sarco-
idosis. An Official American Thoracic Society Clinical Practice
Guideline», 2020; ERS «ERS clinical practice guidelines on
treatment of sarcoidosis», 2021; a Tako» Ha nigcrtasi 6arato-
piuHOro gocBigy aBTopiB.
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