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KniHiunun BMunapok nereHeBoi rinepreHsii,
aCcoLiMOBAHOI 3 PiAKICHOIO XBOPO6OIO NereHb

[.I. Pagpyerko, C.M. Kywnip, IO.M. Cipexko

1Y «HauioHansHmit Haykosuid ueHTp “IHcTuTyT kapgionorii imeni akaa. M. Crpaxecka” HAMH Ykpainmy, Kuis

Y cTaTTi NPOaHANI30BAHO KNiHIYHUI BUNAROK nerexdesoi rineprensii (J11), acouifosaHOT 3 PigKiCHMM 30XBOPIOBAHHAM
nerexb — NiMbaHrionenomMiomaTo3om. BUCBITNIOIOTLCS NUTAHHSA: KPUTEPIT BIATHOCTHKM LibOTO 30XBOPIOBAHHS, MOLIMPEHICTb,
OCHOBHI LLAISIXM NATOreHe3sy, 30Kpema MexaHismu poseutky JIT, kniHiuHi BUsIBKM, METOAM MiKyBAHHA. 3pOBNEHO BUCHOBKM
LWOAO OCOBNMBOCTEN LBOrO BUNALKY, O CAME: U PIAKICHE 3AXBOPIOBAHHS fIEreHb, SKe MOXIIMBO 4IArHOCTYBATH fiMe 30
HASBHOCTI JOCBIAY; 3OXBOPIOBAHHS AIArHOCTOBAHO Y BiAHOCHO Mi3HbOMY BiLli, LLIO € HETUMOBKUM (ﬂK npaBuIo, BinbLLUICTb XIHOK
3 TOKMM JiArHO30M — AITOPOMHOrO BiKy); 30 MOMIPHMX 3MiH dyHKLUji nereHs cnoctepiranaca sHauna JII, ska notpebysana
AOLATKOBOTO OBCTEXEHHS B CMELianisoOBAHOMY LEHTPI; HE3BAXKAKOUYM HA LIArHOCTOBAHE YPAXEHHS NereHb TA 3arasbHi
pekoMeHaauii He npuaHauatu cneuudiuny Tepanito npu uin dopmi JII, ak BUHATOK, NpocTarnaHanHmu Gynu 3aCTOCOBAHI, LLO
NOMINLWYBANO KMiHiYHKM CTaH nauienTkmn. Cnnparoumncs Ha OCTAHHI pekomeHaauii 6-ro BececsitTHboro cumnosiymy is nerexe-
goi rineprensii (Hiuua, 2018), posragaiotses ocobnmsocTi giarHoctvku Ta nikysaHs J1T, nos’asani 3 rinokcieo i xsopoba-
Mu nerens (rpyna 3), Ta ix BigMiHHOCTI BifL nereHesoi apTtepiansHoi rineptensii (rpyna 1). Ocobnmemit Haronoc pobuTbea Ha
HEOBXIAHOCTI IHAMBIAYANLHOIO MiaXxoay A0 NPU3HAYeHHs cneundidnoi Tepanii JII nauieHTam i3 3aXBOPIOBAHHAM NEreHs i
NILBULLEHHSAM TUCKY B JIETEHEBIN apTepii TA NPOBEAEHHS KNIHIYHMX LOCIAXEHD i3 BUBYEHHS 1T BNNUBY HA nepebir 3axBopIo-

BAHHA.

KntouoBi cnoBa: 30XxBOPIOBAHHS NIEreHb, IErEeHEBA rinepTeHsis, 4IarHOCTUKA, NiKyBAHHS, crneuudiyHa Tepanis nereHesol

rinepTeHsii, NiMpAHrionenomiomaTos nereHs.

Cepez_‘[ yCiX XBOPHX i3 JIeTeHEeBOIO TilepTeH-
sieto (JIT) npubmmsuo 10 % mnaiieHtis
MaoTh npuunHoio JII' 3aXBOploBaHHS JiereHb abo
IHIITI CTaHW, SAKI XapaKTepHU3yIOThCA BUHUKHEHHIM
rimokcii (cuHAPOM OGCTPYKTUBHOTO HIYHOTO ammHOEe
CHY, IPOKUBAHHS Ha BUCOKOTIP'i, Topakomiadpar-
mMasnbHi xBopoOu) [18, 19]. B ocHoBi migBuineHHs
THCKY B JIETEHEBUX apTepPifAX JEXUTHh aTbBeoJIsIpHA
rinokcis, 1o 6yJo A0BeAeHO B KJIaCHYHUX podoTax
Eitnepowm i Jlinbectpargom (1946) i Bimome gk ped-
nexc Eitnepa — JlinbecTpanma. ¥ BiAMOBIIb HA aTb-
BEOJIAPHY TIMOKCiI0 BUBIJIBHAIOTHCS TaK 3BaHi Mejli-
aToOpU Ba3oCla3My: KaTeXoJiaMiHH, ricTaMiH, aHTi0-
teusud 11, rpomGokcan A, i fesiki iHII TpoCTaraaH-
JIUHU, Ba30TIPECHH, AedKi gefikoTpieau. [Ipu mpomy
He TiIbKKM BiZOYBAETHCS PErynasilisi CYAUHHOTO
TOHYCY, @ ¥ 3MIHIOETbCS MPOHUKHICTb CYAMHHOI
CTIHKH, 30iTbIIYIOTHCSI TPOMOOYTBOPEHHS Ta MPO-
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mJicdeparis TIaJeHbKOM SI30BUX KJITUH CYAWUHHOI
crinku, ¢ibpobaactis. Ili 3Minm dYacTo MawTh
JIOKaQJIPHUH XapakTep, BIIMIOBITHO 0 MiJSTHOK Tilo-
BEHTUJIAII] anbBeosgpHol TKanuuu. /[o matorene-
TUYHUX MexaHi3MiB JIT mpu 3axBopioBaHHAX JieTeHb
HaJIEKUTh TaKOXK MOPYIIEHHS (QYHKINI AMXaTbHUX
M’S31B, MiIBUIIEHHS BHYTPINTHBOTPYANHHOTO THUC-
Ky, 301/bIIeHHsT XBUJIUHHOTO 00’€éMy KpOBi B pe-
3yJIBTATi TIMTOKCUYHOTO TTO/[pa3HEHHS XeMOPEIENTO-
PiB a0PTaJbHOI Ta CHHOKAPOTU/IHOI 30HU, IOPYIIEH-
HS peoJioTii KpoBi 3 GOpMyBaHHAM BTOPUHHOI MOJTi-
IIATEMIl.

¥ crarTi npoaHasizoBaHO KIIHIYHUN BUNIaJoK JII,
acoIifloBaHOI 3 PIJAKICHUM 3aXBOPIOBAHHSIM JIET€Hb.
Posrnsnatorbesa kputepii giarnoctukn JII, mos’sg3amHi 3
rimokciero Tta XBOpoGaMu JiereHb, Ta OCOOJUBOCTI
JIKYBaHHs, sIKi 6a3ylOThCS Ha OCTaHHIX PEKOMEH[Ia-
migx [18, 19].

Cratra Hagifwna go pepakuii 18 ciuna 20000p.
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Kniniynun Bunagok

[Mamientka II., 58 pokis, rocmitamizoBaHa B
Hentp nerenesoi rineprensii HHIL «IactutyT xap-
nionorii imeni akax. M.J. Crpaxkeckas HAMH
Ykpainu 31 ckapraMy Ha BUPaKEHY 3aJUIIKy IIPU
HE3HAYHOMY (Di3UYHOMY HABaHTAXKEHHi, 110 3HAYHO
oOMekyBasia TIOBCSIKIAEHHY (Di3MuHy aKTHBHICTH (Bis-
noBizae III dynxmionampnomy kiacy sa BOOJ3),
CyXuil KallleJib, BHpakeHy cJaOKicTh i BTOMJIIOBa-
HiCTh, HAOPSIKM HUIKHIX KiHIIIBOK, CepreOuTTs Ta
nepeboi B pobOTi cepiist 1MpH HE3HAYHOMY HaBaHTa-
JKeHHI, TIOPYIIEeHHS CHY 4Yepe3 3aJuNIKy, BiAuyTTs
«3aMep3aHHs» (ajlaHT TaJbIiB BEPXHIX 1 HUKHIX
KiHI[IBOK, sIKe TypOyBasio 3 MOJIOAOTO BiKy (CHHAPOM
Peiino). 3aaumika moyana typoysatu 10 pokiB Tomy,
KOJIU TIOYAJTUCST BiKOBI MOPYIIEHHS MEHCTPYaJIbHOTO
1Ky, Bora moctynoso nporpecysasia i 6isibli Bupas-
HoIo crasia y rpyani 2018 p. IIpu obcrexeHHi 3a Mic-
1eM npoxuBanHs y kBiTHI 2019 p. Gys0 BrCcTaBIEHO
miarnos imemiuHoi XBopoOu ceplld, IilepTOHIYHOI
XBopoOu. AJjie Tpu3HavYeHe JKYyBaHHS BUSBUJIOCS
HeeeKTUBHUM, 1 marienTtka Oysia CKepoBaHa B
Ob6tacHUI KapaioJIoriyHuii AKcIaHcep, Ae Mics Ipo-
BelleHHs exokapaiorpadii 3amio3peHo imionaTudHy
JlereHeBy aprepianbHy rineprensito (JIATL) i ckepoBa-
HO nainieHTKky B IleHTp Jerenesoi rineprensii HHIL
«IacTutyT Kapaionorii imeni akag. M./[. Ctpaxkeckas
HAMH Yxpaiau, kyau ii rocmiTami3yloTh y JIWITHI
2019 p. Cepen cymyTHIX craHiB: By3goBuil 306 (3a
JTaHUMU YJIBTPa3BYKOBOTO OOCTEKEHHsI, €yTUPEO3 3a
JaHUMH TOPMOHAJIBHOTO OOCTEKEHHsI), XipypriuHe
BUJIaTIeHHsT KaMeHiB JiBoi Hupku (2016), xipypriune
JIIKyBaHHS KaTapakTu JjiBoro oka (2017), BackyJiT
(2014), wacti 3arocTpeHHsT XPOHIYHOTO OpOHXITY. Y
kBiTHI 2019 p. KOHCYJIbTOBaHA ITyJIBMOHOJIOTOM 3a
MicIleM ITPO’KMBAHHS ITiCJSI IIPOBENEHHS CIipajbHOL
koM 'iotepuoi Tomorpadii (KT): nHecnmernudiuna
iHTEepcTUIlia/IbHA TTHEBMOHIS, AWXaJibHA HeNO0CTaT-
HicTb 1 cTanii. Byso npusHaueHo MeTUITIPEIHI30JI0H,
MICJIST AKOTO BiuyBasia HE3HAYHE MTOJIETTIIEHHS CTaHYy.

OG’€KTHBHO B MAIIEHTKN: CTaH CEPEAHBOI TSIKKO-
CTi, O3KUPiHHA | CTyTIeHs, MKIpHI TOKPUBU I[IaHOTUYHI
(1iano3 36isbiryBaBcs mpu (hi3MIHOMY HaBaHTAKEH-
Hi), O3HaKM cuHApPOMY PeliHO, TeneaHrioekTasii,
«M'sIKi» HaOPSIKY MAJIbIIB PYK, TOMIJIOK, CTOII, caTypa-
1ist KpoBi kucuem (SpO,) 85 %, y nerensax KpemiTyiodi
Xpunu 3 060X OOKiB y HWJKHIX Biiax, yacrora
muxanbHuX pyxiB 20 3a 1 XB, yacToTa CEPIIEBUX CKOPO-
yenb 100 3a 1 xB, aprepianpHuii Tuck 140/90 mm
PT. CT., CUCTOJIIYHUH 1ryM y T. BoTkina, nmedinka 36i1b-
mena (+6 cm). [lani 3arampaux abopatopaux obcre-
JKEeHb IPEICTaBIeHO B maba. 1. Y NallieHTKU BIiepiie
BUABJICHO I/[BUIIEHHS PiBHA IJIIOKO3U B KPOBI Ta ceyi
i, BpaxOBYIOUM MiJBUIIEHUI piBEeHb TJIIKOBAHOTO
reMoryiobiny (maobn. 2), BIiepliiie BUCTABJIEHO JiarHO3
I[yKPOBOTO Jiabery.

1. Papgyerko Ta cnisasT.

[TamienTka Gysia ob6cTeReHa 3TiIHO 13 3aTBEPIsKe-
HUM JIOKQJbHUM TIPOTOKOJIOM, SIKMH 0a3ye€TbCsl Ha
peKkoMeHaIliIX €BPOMENCHKOr0 TOBAPHUCTBA Kapaio-
JIoTiB i €BpONENCHKOTO PECIipaTOPHOTO TOBAPHCTBA
(2015) [18] ta yHidikoBaHOMY IIPOTOKOJI, 3aTBep-
mxenomy MO3 VYxpainu (2016) [2]. Tecrt i3 mectn-
XBUJIMHHOIO XO/[b0OI0 TIPOJIEMOHCTPYBAB 3HAYHE 3HM-
JKeHHS TOJIEPAHTHOCTI 0 (Di3MIHOTO HaBaHTAKEHHST:
aucTanitist 267 M, 3aauiika 3a Borg 6 6asiB, 3HUKEH-
na SpO, 10 75 % y KkiHni Tecty. 3a JaHUMH 10JATKO-
BUX JTabopaTopHUX 00CTEKEHD (0Us. maba. 2) BUsiBIE-
HO ToMmipHO TigBuiieHuil piBenb NT-proBNP 1o
CBITYUTH TIPO TIepeBAHTAKEHHS MIPABOTO TIePEACEP/Is.
[Ipu croipamphiii KT: nimdoaneronatis, po3mupeHHs
JIETEHEBOTO CTBOJIA JI0 53 MM, JIETEHeBUX apTepiil 10
30 MM, JeTeHeBi 1T0JIs TTOMipHO eMdi3eMaTOo3Hi, BUpa-
JKeHa jiechopMallist JiereHeBo-OpOHXIaIbHIX CTPYKTYP
3a paxyHOK THeBMO(}iOpo3y i MTHEBMOCKIEPO3Y,
VIIITbHEHHS 32 TUIIOM MaTOBOTO CKJa 3 KiCTO3HUMU
3MiHaMM 1 CITYAaCTUM MaJIIOHKOM HaJl BciMa JieTeHeBU-
MU TTOJISIMU, MHOKUHHI (hiOpO3HO-0Y/Ib03HI 3MiHM, B
S5 zaiiBa niisibHe Borawmiie 10 0,6 cM y miameTpi, cripa-
Ba Ta 3JiBa HEYUCJIEHH]I BOTHUINA IHTEHCUBHOCTI 10
0,3 cM y giamerpi, 6POHXU IPOXiAHI, CTIHKY IIOTOBIIE-
Hi, necbopmoBani (puc. 1). 3a AaHUMU CKPUHIHTOBOI
nosricoMHorpadii, 03HaK HIYHOTO alTHOe He BUSIBJIEHO.
[Tpu 3Buyaiiniii ciipomerpii: FVC 47 %, FEV1 53 %,
FEV1/FVC 113 %.

Tani exokapaiorpadii HaBegeHo B mabi. 3, Bi-
3HAYeHO 301LIbIIIEHHST PO3MIpIB TIPaBUX BiIIIIB cep-
114, SIKi 3HAYHO TepeBaskafoTh Ha JiBUMHU (IHIEKC eKC-
menTpuanocti 1,6 y miactomy ta 2,2 y CHCTOXY),
30LIbLIEHHS [iaMeTpa JiereHeBoi aprepil, 3HauHa
MIBUIKICTh PETypriTailii Ha TPUCTYJIKOBOMY KJallaHi,
IO CBiYUTH TIPO BUCOKHUI THUCK Y JieTeHeBil apTepil
(po3paxoBaHa BeJIMYMHA CUCTOJIYHOTO apTepiajbHO-
TO THCKY B JiereHeBii aprepii 103 mm pr. cT.). Bucoxka
JIT Gysa miaTBep/KeHa JaHMMU KaTeTepu3arlii mpa-
BUX BIJIIJIIB ceplisi: cepe/lHiil apTepiaJibHUN TUCK Y
JlereHeBiit aprepii 77 MM PT. CT., XBUJIMHHUI 00’eM
KpoBi (BU3HAYEHO METOZOM TEPMOAUIIONII) 4,3 J1/XB,
cepueBuii ingexc 2,2 1 - xB~' - M2, THCK y TIpaBOMY
nepezicepii 6 MM PT. CT., TUCK 3aKJIMHIOBAHHS B JIeTe-
HeBilT apTepii 11 MM PT. CT., IeTeHeBUH CyTUHHUM OTTip
1237 mum - ¢ - cM (16 oguuunp Byna).

Bpaxosytouu nani anamHesy (cunzapom PeiiHo 3
MOJIOIOTO BiKY, BaCKyJIT, apTpairii), 06’€KTUBHOTO
obcrexenns (o3Haku Peiio, Teseanrioexrasii, Kperri-
TyI04i Xpurnu 3 060X GOKiB) Ta jaHi iHCTPyMEHTaJIb-
HUX METOXIB JocimkenHs (nueBModiOpos, HasiB-
HicTh mpekamiasgproi JIT) y mamientku 6yJo 3armigo-
3PEHO 3aXBOPIOBAHHS CIMOJIYYHOI TKAHUHU, MOKJINBO,
ckyiepoziepMis. IlamieHTKa KOHCYJIBTOBaHA pEBMATO-
JoroM, OyJIO0 IOAaTKOBO PEKOMEHIOBAHO IPOBECTH
aHaJIi3 KPOBi Ha CKPUHIHT PEBMAaTUYHUX XBOPOO, Kalli-
JISIPOCKOIIi10, PEHTTEHOJIOTIUHE JTOCTIKEHHST KUCTEH.
Okpim Toro, maiieHTka Gysa cKepoBaHa 10 IyJIbMO-
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MokasHuk Pesynbratn 07.2019 Pesynbratn 10.2019
3aranbHui aHanis Kpoei

Nevikouputn, - 107/n 10,8 7,04
Eputpoumty, - 10'2/n 5,80 6,69
lemornobin, r/n 174 192
Tpom6ounty, - 10°/n 187 224

LLIOE, mm/rog 2 2
3aranbHui aHanis cevi

PH 50 5,0

binok He BusiBneHo He susisneHo
Llykop, mmonb/n 8 -
Jevikoumtv B n/3 MooauHoki 20-25
Kpucranu ceuosoi kncnotv e n/3 MoonuHoki Y HeBenukii KinbkocTi
Kpucranu okcanaris & n/3 [MooamHoki Y HeBenwki KinbkocTi
AHaniz ceui 3a Heunnoperkom

Nevikouptn, - 106/mn 1,25 6,0
Eputpoumty, - 106/mn - -

[obosa ceua

Llykop y no6osii ceui, Mmons/n 56 He BussnenHo

binok y nobosint ceui, r/noby

He Busasneno

He susasnero

BioxiMiuHni aHanis kposi

Kanin, mmons/n 51 4,68
Harpii, mmons/n 144 139
binipybiH, Mkmonb/n 16 16
Kpeatuhin, mcmons/n 95 70
LLIK®, mn/xs 57 99
CeyoBa KMCNOTA, MKMOMb/ 1 302 542
AcnaptatamiHotpancdepasa, On/n 33 22
AnaxinamiHotpaHcdepasa, On/n - 20
mioko3za, Mmons/n 7,8 5,2
3aranbHui XonecTepuH, MMOb/n 4,0 4,3
Tpurniuepuan, Mmons/n 1,59 1,37
XC NMNBLL, mmonb/n 1,08 1,3
XC NMHLL, mmons/n 2,19 2,37
XC NNAOHLLL, mmons/n 0,73 0,63

XC JNBLL, — xonectepun ninponporteinis eucokoi winsHocti, XC JIMHLL — xonectepuH ninponpoTeiHis HU3bKOI LUiNbHOCTI,
XC NINOHLLL — xonectepun ninponpoTeinis gyxe Huabkoi winsHocTi, LLIKD — weunakicts knyGoukosoi dinsTpaii.
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Tabnumus 2
MokazHnku poaatkosmx nabopaTtopHUX AocniaXeHb

YkpaiHcekuit kapaionoriyHmit xxypHan, Tom 27, Ne 1, 2020

1. Papgyerko Ta cnisasT.

MokasHuk Pesynbratn 07.2019 Pesynbratn 10.2019
TupeotponHuit ropmon, mcOpa/mn 3,284 2,020
NT-proBNP, nr/mn 1388 1207
DepuTuH, Hr/mn 435,9 101,7
[nikoBanmM remornobin, % 8,7 -

mioko3za, Mmons/n 11,3 -
Anti-ENA ckpuninr, Anti-UT RNP, Anti-Sm, Anti-SSA/Ro 52, Anti- SSA/RO 60, HeraTtueHui -

Anti-SSB/La, Anti-Scl-70, Anti-Jo-I, Anti-Centromere B

NT-proBNP — N-tepmitansHuit dbparmeHT nonepenHuka MO3KOBOTO HATPIMYPETUYHOTO NenTuay.

HOJIOTiB J7I1 TIPOBEAEHHS OIliHIOBaHHSI (DYHKITiI
30BHIITHBOTO JIMXAHHS METOAOM OOAUILIETH3MOrpa-
il Ta mudysiiinoi 3matHOCTI Nerens. [lapanenbHo
MPOBOMUTOCS JIKYyBaHHS: OKCHUTeHOTepamis (He
meniie 16 rozn/no0y), aiypeTndyna tepairis, aHTuaiabe-
TUYHA, TPOAOBKEeHA Tepallisd TTIOKOKOPTUKOCTEPOifa-
MU 3TIIHO 31 CXeMOI0, BiIKOPUTOBAHOIO PEBMATOJO-
roM. BpaxoBy1ouu BUCOKHII piBeHb TUCKY B JiereHeBiil
aprepil Ta Te, MO0 MOXKJIUBOI TpuunHoi JII' 6yio

3aXBOpPIOBaHHSA croayyHoi Tkanwau (Tpymna 1 — JIAT),
MpU SKOMY MPU3HAYAEThCA creludiyHa Teparis,
ex juvantibus 6yJso mpusHaueHo iHTAMATHIHUI i710-
npoct (40 Mrr/mo0y) ta cunperadin (60 mr/mody).
Ha Tni mpusHaueHoro JiiKyBaHHSI CTaH TalliEHTKU
nosinmuscest. Yepes 1meBHi ciMeiiHi 06CcTaBUHU Talli-
€HTKa OyJia BUITMCAHA TIPU Iiil Teparii 1e 10 oTpu-
MaHHS Pe3yJIbTaTiB PEKOMEHIOBAHUX BUIIE AOAATKO-
BUX JOCJIJKEHD.

Puc. 1. Oaxi cnipanbHoi koMn’totepHoi Tomorpadii nauientku M., 58 pokis. A — ¢ibposHi 3miHM B nerensx,
yncneHHi apibHi audy3Hi kictn (cTpinku), xapaktepHo ans nimbaHrioneomiomarosy; b — npasi sigainu cepus
npesantoloTs HAA NiBuMK; B — poswmpeHHs ctoebypa nereHesoi apTtepii (cTpinkm).
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Tabnmua 3
MNokasHuku exokappaiorpadii
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MokasHuk Pesynbrati 07.2019 Pesynbratn 10.2019
AopTa, cm 3,7 34

Jlise nepencepas, cm 3,2 3,4
Mnowa nisoro nepeacepas, cm? 13 16,4
Inaekc o6’emy niBoro nepeacepas, Mn/m2 17 23
Mnowa npasoro nepepcepgs, cm? 19 24,2
Inaekc 06’eMy NPABOro Nepeacepas, mn/m? 33 44
ToBWMHAO MiXXLIMYHOYKOBOT NEPEropoaKM, CM 1,1 1,1
TOBLMHA 304HBOT CTIHKM, CM 0,9 0,8
MosnosxHin poamip ML, cm 9,5 8,3
[Monepeunuit posmip ML, cm 4,4 4,8
ToswwrHa ctinku ML, cm 0,7 0,78
TAPSE, mm 17,3 14
[iameTp nerenesoi aptepii, cm 4,0 4,3
Po3paxoBaHwMit CUCTONIYHMIA TUCK Y NEreHeBil apTepii, MM PT. CT. 103 115
LUsunakicTs perypritauii Ha TPUCTYNKOBOMY KnanaHi, m/c 4,9 5
[liaMeTp HUXHBLOT MOPOXHWUCTOT BEHM, CM 1,8 2,3
KonabysaHHs HUXHBOT MOPOXHUCTOT BeHu, %o > 50 <50, ane > 25
IHnekc ekcueHTpuurocTi B aiactony (ML /J1LL) 1,6 1,8
IHaekc ekcueHTpuurocTi 8 cuctony (ML /JILL) 2,2 2,1

ML = npaswit wnynovok; TAPSE — cucroniuHa ekckypcist nnowmHM TpukycnigansHoro kinsug; JILL — nisuit wnyHovok.

Yepes 3 Mic marieHTKa MOBTOPHO 0OCTEKUIACS B
rieHTpi. [Tpu 1boMy cy6’€KTHBHO BOHA He BiA3HavYasa
noJiinineHHs crany. lionpoct He npuiiMana yepes
110ro 3HaUHy BapTiCTh Ta BIICYTHICTH y PerioHi mpo-
sx&uBanHs 3a [Iporpamoio 3abesrnedeHHst OE3KOIITOB-
HUMU Jikamu. J[aHi TecTy i3 MeCTUXBUIMHHOIO XO/Ib-
6010 (mucraniis 246 M, sagumika 3a Borg 10 Gais,
SpO, 1o 69 % nanpukinui Tecty), exokapaiorpadisa
(Ous. mabn. 3) ta piserb NT-proBNP (dus. maba. 2)
00’€EKTUBHO MiATBEPKYBAIN BiJICYTHICTH CYTTEBOTO
MO3UTUBHOTO e(eKTy Bifi TpPHU3HAYEHOI Teparrii.
Pesyabratu npoBe/ieHUX JOJATKOBUX JOCJiJKEHD
(CKpUHIHTOBUI aHaJIi3 KPOBI HA peBMaTUYHI XBOPOOH,
KaITiIIPOCKOIis, peHTreHorpadid KucTeil) cBiaInIn
PO MaJIOMOBIPHUM TTOTIEpeiHill iarH03 CKIepoep-
mii. [Tokasaukn ynkitii 3osaimuboro Auxanus (TLC
82,1 %, FEV 50,1 %, FVC 57 %) cBiguniu 1npo HasiB-
HiCcTh AnXaabHol HeocTaTHOCT I cTasaiil 3a 3aMinmanum
TUTIOM 3 TIepeBaKAHHSAM PECTPUKTHUBHOTO THUITY. ByB
[IPOBE/ICHUI KOHCUJIIYM 13 3aJIy4eHHSIM I1YJIbMOHOJIO-
TiB BiAiJIEHHS TEXHOJOTIN JIIKyBaHHS Hecrenndiy-

HUX 3aXBOPIOBaHb JiereHb HarioHaapbHOTO iHCTUTYTY
¢dbrusiatpii Ta myapmonosorii iMm. D.I. AnoBchKoroO,
SKi JIOTIOMOTJIM BCTAHOBUTH /1iaTHO3 PiJIKICHOT XBOPO-
6u Jiererp — gimpanriosneitomiomaros (JIAM). Kin-
HeBMii iarHo3 OyB TaKKUM: JIereHeBa TillepTeHsist, aco-
mifioBana 3 GaraToGakTOPHIUM MeXaHi3MOM BHUHHK-
Henus (rpyna 5), I crazii (3a gaHuMu KaTeTepusariii
2019). HemoctaTHicTs TPUCTYJIKOBOTO KJamana I cra-
mii. mmaratist croBbypa jerenesBoi aprepii. Cunycosa
taxikapaig. 111 dynkmionampauii kmac 3a BOO3.
[ucniminemisa. linmepypukemis. Jlimdanriomeitomio-
mato3 jerensb. Jlerenesa negocraraicts I1-111 crazaii.
XponiuHe 3anajsenust HUPok I ctaail (IMBUAKICTD KJTy-
60uK0oBOI (isbrpariii — 99 MJI/XB): cedoKkaMm’sTHa XBO-
poba uupok. CraH Micjsi BUIAJEHHST KOHKPEMEHTY
niBoi Hupku. Ilykposuii giaber 2-ro THILY, CEpeIHbOTO
cTymeHss TsokkocTi. JudysHuit 300, eyTHpeos.
Osxupinns I crymens.

JlikyBanHs nepeabadasio mpusHaYeHHs1 OKCUITPO-
rectepoHy Kanponary 12,5 % 2 Myl BHyTPillTHbOM sI-
30BO OJIMH pa3 Ha TWK/EHb, MPenapariB KaJblIlilo,
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OKCHUTeHOTepallii, IiITPUMYBaJIbHOI 103U METUJIIIPe/-
HizosoHy 6 Mr Ha 100y, AiyperuuHoi Teparii. 11[omxo
JIIKYBaHHS JIeTeHeBO1 TinepTeHsii, To MpuitoM iHTas-
IIifHOTO LI0TpOCTy OYJI0 BiHOBJIEHO, i HA HOMY TJIi
MaIlieHTKA [0Yajia MovuyBaT cebe Kparile.

O6roBopeHHs

3a manuMu €BPONEHCHKOTO PECITiPATOPHOTO TO-
BapuctBa, JIAM — 11e piZiKicHe 3aXBOPIOBAHHS JIET€Hb,
SIKe TPATISIEThCS 3 4acToTor0 1—5 0cib Ha 1 MuIH Hace-
nenns [26, 46]. Y CIIIA y 2006 p. 6yJio 3apeecTpoBa-
HO 230 BUTA/KIB 1IHOTO 3aXBOPIOBAHHS 3TiTHO 3 pee-
ctpom JIAM HarrionanpHOTo iHCTUTYTY CepIls, Jie-
renb i kpoBi [40]. Hamionambnwuii incTuTyT pTusiaTpii
ta myJsbMoHodiorii iM. @D.I. dHoBChKOTO TIOBIZIOMIISIB
mpo 22 BUMAAKM I[bOTO 3axBopioBanHs [1]. Yacrime
XBOPIIOTH JKIHKM JiTOpoaHoro Biky. Hanriii mamienTii
miaraos3 JIAM BcranoBiieno y Biri 58 pokis, 10 He
XapaKTePHO /Ui 1IbOTo 3aXBopioBaHH4. [IpoTte KiiHiy-
Ha MasidecTartist XBOpOOU y BUTJISII 3aMIIKU OyJIa
6sm3bko 10 poKiB Hazaj, y TepeiaMeHoray3aibHui
mepio.

Bsaxaerncs, mo JIAM y 85 % Bunukae cropa-
A4HO, a 'y 15 % acouiloeTbest i3 TyOepO3HUM CKIIEPO-
3oMm (JIAM-KTC) [1]. O6uasi dopmu JIAM 1o-
B’s13y10Th 3 MyTatlissmu rexiB TSC1 i TSC2, ta aume
JIAM-KTC mnepemaetbcsi CIajjkoBO 3a aBTOCOMHO-
nominanTHuM TUTIOM [1]. ETiomorisa JIAM me Binoma,
ajle BKJIMBY pOJIb BIIIrPalOThb €CTPOTEHHI TOPMO-
HasibHI TIopyienHst. Came TOMy XBOpoOa 4acTo 3aro-
CTPIOETHCS I11Jl YaC BariTHOCTI, Iepesl MEHCTPYallisIMHU,
MOEMAHYEThCS i3 JeilomioMoi0 MaTku. Mopdosoriu-
HUM cy6cTparoM xBopobu € mpodidepariss JIAM-
KTITUH (aTUTOBI TJIa/leHbKOM I30Bi Ta emiTemiaibHi
KJITHHI ) HABKOJIO GPOHXI0J, apTepiii, BeH, JiMdaTny-
HUX CyAWH, V MiKaJIbBEOJSIPHUX TEPETOPOAKAX Ta
IIeBpi. Y pe3yJibraTi 3BYKYEThCS MPOCBIT APiOHUX
Oponxion 3 (OPMyBaHHSIM MaJieHbKUX KHCT, SKi
MOYKYTh PO3PUBATHUCS, TPU3BOASAUN /10 PENUAUBHUX
nHeBMoTopakciB. Po3pocranus JIAM-KIiTUH HaBKO-
JIO apTepiii Majoro Kojia KpoBooOiry mpusBOANTH 10
3MEHIIIEHHST 1X TIPOCBITY, 30iJbIIEHHS JIET€HEBOTO
onopy, po3sutky JII' Ta sereneBoro cepiid. YpakeHHs
BEH MPU3BO/IUTD JI0 301/IbINEHHSI TUCKY B Kallijisipax Ta
BUHUKHEHHS TeMopariii, reMocuiepo3y Ta KJiHIYHO
BUSBJISIETHCS KPOBOXAPKAHHAM. SMiHU JIiM(PaTUIHUX
CY/IMH TIPU3BOJISATH /10 BUHUKHEHHS XiJIOTOPAKCY Ta
pPO3BUTKY JiMQoaseHonarii, gKa crocTepiramzacsa B
gamol nariedtku. Henmerenesumu sBusgsamu JIAM ¢
aHrioJlinoMa HUPOK, MeHiHrioMa.

Kniniunmmu BusgBamu JIAM e 3agunika, 1o mpo-
rpecye (87 %), muesmortopakc (65 %), kamrens (51 %),
6inb y rpyaniin kiaitii (34 %), ximoropakc (28 %),
KpoBoxapkauHust (22 %) [23]. 3a kpurepissmu €Bpo-
MefiChKOTO pecripaTOpHOTO TOBApUCTBA [26], miarHo3
JIAM mozke OyTH BUSHAYEHWMIA, BIPOTIIHUIT Ta MOSKJIH-
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Buii. Busnauenum JIAM BBakaeTbes B pasi 1) HasgB-
HOCTI XapaKTepHuX o3Hak npu cripaibhiit KT Buco-
KOI PO3/iibHOI 37aTHOCTI Ta npu OGiomncii Jerens;
2) HagBHOCTI XapaKTepHUX O03HaK Ipu cmipaabhiilt KT
BHCOKOI PO3/ILIbHOI 3/IaTHOCTI Ta 6Y/Ib-SIKMX BUABIB i3
TaKMX: aHriomiosinmoma (HUPKH), TOpakajibHa abo
MepUTOHeATbHA XiTbo3HA edy3is, JimMmpanrioneiiomio-
Ma abo ypaskeHHs JiMbaTuyHux By3miB JIAM-kiri-
TUHAMH, HasiBHICTH TyOepO3HOrO KoMmiuiekcy. Bipo-
TiIHUM [iaTHO3 BBa)KA€Tbcs B pasi: 1) HasgBHOCTI
XapaKTepHUX o3HaK mpu crmipanpHiit KT Bucokoi pos-
JUJIBHOI 3/IaTHOCTI Ta BIiJIMOBIIHOI KJIIHIYHOI iCTOPI];
2) HagBHOCTI CyMicHMX (TakWX, IO HE cymepedarsb)
o3Hak 1pu cripayibHili KT BUCOKOI po3zijibHOI 37aT-
HOCTI Ta Gy[[b-40T0 3 TaKOTO: aHTioMioJimoMa (HUp-
KM), TOpakajbHa abo MepuToHea bHa Xijabo3Ha edy-
3ig. MOXJIUBUM € /1iarHO3 32 HAsIBHOCTI JIUIIE XapaK-
TepHUX 03HaK 1ipu cripanpHiit KT Brucokoi po3misbHOl
sparHocTi. Haiibinpm xapakrepHumu ansgs JIAM
KT-o3nakamu € HasIBHICTb TOHKOCTIHHUX KUCT Pi3HUX
pO3MipiB (BiJl KiJTbKOX MiJIIMETPIB /10 KiTbKOX CAaHTHU-
MeTpiB) y KimbkocTi 6imbime 10. ko iX KigbkicTb
cTtaHoBUTH 2—10, TO 0O3HAKYU BBAKAIOTHCI CYMiCHUMU.
¥ Hamioi marieHTKH Aiarnos OyB, cKopille 3a Bee, Bipo-
TITHUM.

Xoua kpurepii JIAM Jerenp po3pobieHi i € cire-
uIiYHIME, PiAKICHICTD Iiel XBOPOOH 00OYMOBIIOE
HeOOXiIHICTh MEBHOTO JIOCBiLY Y BCTAHOBJIEHHI TaKO-
ro JIiarHo3y. ¥ Hallloi MalfieHTKN Hi IMyJIbMOHOJIOTH 3a
MicIleM TTPOKUBAHHS, Hi CTIEMiaTicTy 3 Bi3yasi3allii He
3MOIJIM TIPABUJIBHO BCTAHOBUTH JiarHo3. BcTaHoB-
JIEHHS JiaTHO3Y B HAIIOMY I[€HTPi CTAJI0 MOXKJIUBUM
Juiie 4epe3 criBmpairio 3 [Hetutrytom (rusiaTpii Ta
myibMoHoJ10Ti iMeni MD.I. IHOBCHKOTO B paMKax €111~
HOTO MemuyHOTO TpocTopy HarionanpHOi axamemii
MeJIMYHUX HayK YKpaiHu.

[Tporro3 mpm 1mpOMY 3aXBOPIOBaHHI € HE IyXKe
cupugaTauBUM. JleTanbHuil pe3ysabTaT MOXKHA OYiKYy-
BaTH B CTPOKM Biff 3—5 10 15 pokiB. B ocHoBHOMY Bil
BU3HAYAETHCS CTAHOM MAI[IEHTA: CTYIIEHEM MTOPYIIIEH-
Hs QYHKII AMXaHHa Ta Au@y3iifHoi 31aTHOCTI, TiTIOK-
cemii. BBaxka€eThbcs, MO eMITipIYHe 3aCTOCYBAaHHS TIpe-
MapariB MPOrecTEPOHY MOXKE CHOBIJIBHUTH MPOTPECY-
BaHHs XBopoOu. OKpiM TOTO, MPU3HAYAIOTH TIpenapa-
TH KaJbllil0 dYepe3 4YacTi BHUSIBU OCTEOMOPO3Y.
EdexTuBHICTD TIIOKOKOPTUKOCTEPOIIiB HE AOBEIEHA.
Okcurenorepariisi € 060B’SI3KOBOIO TIPU  caTypaitii
<90 %. [Tpu BupaxkeHUx mopyuieHHsX QyHKIIii TereHb
peKOMeHI0BaHa ABOCTOPOHHS TPaHCIJIAHTAIIisd
JIETEHD.

Howupenicmv JII' ipu 3aXBOPIOBAHHSIX JIET€HD
JIOCTATHBO BHCOKA. Tak, MpM XPOHIYHUX OOCTPYKTUB-
HuX xBopobOax IV crazii cepeamiii TUCK y JereHeBiit
aprepii > 20 MM pT. cT. peecTpyeThes y 90 % martienTis
ta npubausHo 1-5 % xBopux Maiorh 3Hauny JIT
(= 35 mm pt. c1.) [11]. Homupenicts JIT 3a ganumu
exokapiorpadii Ipu iHTEPCTUITIAIBHUX 3aXBOPIOBaH-
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HAX JiereHb (igiomaTwynuii JereHeBuii $Hibpos abo
ilionaTHYHA IHTEPCTUIIATbHA TTHEBMOHIS ) CTAHOBUTH
8—15 % Ha panHiil crajii 3axBopioBaHHs Ta > 60 % Ha
mizaix cragiax [31, 39, 42]. llpu npomy Mmaiixke He
iCHy€ KOpeJAllii MiXX CTyIeHeM TIOPYIIeHHs (DYHKIII1
JIETeHb Ta CTyIeHeM TiABUIIEHHS TUCKY B JieTeHeBilt
aprepii. I[Tpu capkoigosi JIT Tpamasernes y 5,4-74 %
MAIiEHTIB, Ta BOHA Ma€ JysKe CKIAJHUN MeXaHi3Mm
BUHUKHEHHST: (hiOPO3HE peMOjIeTIOBaHHs Ta 00JIiTepa-
1id JilereHeBUX aprepiit (ax npu igiomatnyniit JIAT),
KOMIIPECisT IeHTPaIbHIX JIETeHEBUX apTepiii 36ibIire-
HUMH TiMOaTUIHUMUA CyAWHAMU Ta MeTiacTUHAJb-
HOIO (hiGPO3HOIO TKAHWHOIO, BEHOOKJIIO31HHE YpakeH-
Hs, YPasKeHHs CcepIld 3 PO3BUTKOM ANCGHYHKIT JTiBUX
Bi/IZILJIIB ceplisd, TopTajibHa TillepTeH3isd 3 PO3BUTKOM
nopronyabmonanbuoi JIT [35]. Temoaunamiuno mpu
capkoinosi JIT Moske OyTH IpeKariisspHOIO Ta IOCTKa-
misgigpHoto (MpuU TiepeBakaHHI YpPasKeHHS CcepIis).
Cawme Tomy 1o JIT criemiasnictu BiTHOCSTD 0 TPYIIN S
(3 HesicuuM abo GaratohakTOPHUM MEXaHI3MOM PO3-
BUTKY). [lo mi€i sk rpynu manexkutsh JII mpum JIAM
JiereHb Ta JereHeBoMy TictionuTosi. [Ipu rictionnTosi
JIT wacrime € Bucokoio, nmpu JIAM — mM’gkoio abo
ITOMIPHOIO, 1 CTYIiHb 3aJIE3KUTD BiJl CTYIIEHST yPakeH-
Hs TTapenxiMu Jierensb [ 16, 28].

Hiaznocmuxa JIT iepenbavac 3araabHOIPUITHATI
00CTeKeHHS: IUPKYJIoIoUi GioMapKepH, OLiHKY (hyH-
KIlil auxanHs, exokapzaiorpadio ta crmipampay KT
BHMICOKOI PO3/ILJIBHOI 3aTHOCTI. 3Ti/IHO 3 TAHUMHU TIEB-
HUX JIOCJIPKEHDb Ta TIOJIOJKEHHSAM, 3aTBEP/XKEHNM Ha
6-my Bcecsitnpomy konrpeci 3 JII' 2018 p., piBenn
MO3KOBOTO HATPillypeTUYHOTO TENTHIY MA€E MEHIITY
YyTJUBICTD i crienudivnicTh mpu momipHiii JII ta 3na-
YHOIO MipOIO MOXKe 3aJIesKaTh BiJl CTaHy JIiBUX BiJI/ILTiB
ceprst [4, 30, 32]. Ilpu imiomaTuyHOMY JIETEHEBOMY
$ibposi it 06CTPYKTUBHUX 3aXBOPIOBaHHAX JiereHb JIT
aCOIlIIOETBCS 3 HU3BKOIO MU(Y3iiiHOI0 3AaTHICTIO
JIeTeHb, 3MEHIIEHHSM TOJEPAaHTHOCTI /10 (i3UYHOTO
HaBaHTAKEHHS, MOPYIIEHHAM razoobminy [17, 21].
Exoxkapaiorpadis € KpaiuM MeTo0M CKPHHIHTY Ha
BugssienHsd JII. Po3paxoBaHuii 3a BEJWYWHOIO TPU-
KyCIiZIaJIbHOI perypriTallii CUCTOJIYHUI TUCK Y Jiere-
HeBill aprepii 706pe KOPEIIOE 3 THCKOM, BUSHAYCHIM
IIpY KaTeTepu3allil MpaBuX Bi/I/ILJIIB ceplils B 3arajbHil
Irpyli TaIli€HTiB, aje IHAUBiAYyaJdbHI KOJUBAHHS
MOKYyTh OyTy 3Haunumu [22]. ToMy pyske BasKIMBO
BPaXOBYBATH i1 iHIII MOKA3HUKH, 1[0 XaPaKTEPU3YIOTh
HasBHicTh JIT (po3mipu mpaBux Bii//IiB cepiid, Jiere-
HEBOI apTepii, CIiBBIIHOIIEHHS TTPaBUX 1 JIIBUX BiJIi-
JIIB cepIld), B TOMY YHCJI ¥ Ti, 1110 BU3HAYAIOTHCS 3a
nannvu KT (BigHOIIEHHS 1iamMeTpa JiereHeBoi aprepii
1o piamerpa BucxigHoi aoptu (> 1,1)) 3, 15, 34].

Karerepusariito mpaBux BifIijliB ceplisl BBaska-
I0Th 30JIOTUM CTaHAapTOM s giarHoctuku JIT, aje
BOHA HE € PEKOMEH/IOBAHOIO JIJIsl MPOBEIEHHS BCiM
MaIlieHTaM i3 3aXBOPIOBAHHSIM JIeT€Hb, a JIUIIE TUM

XBOPHUM, SKi MalOTh 3HAYHE Ti/[BUIICHHS PiBHS apTe-
piaJIbHOTO THICKY B JiereHesiii aprepii (sx 1e 0yJ0 B
Hamoi naiieHTkn), abo SAKuUM Oy/e TPOBOAUTHUCS
TpaHCIIAHTAIlisI JiereHb, ab0 siKi OyayTb BXOAWTH Y
crielfiaibHi  peecTpu/KJAIHIUHI JTOCTIPKEeHHS, I
3anepedyenns AUChYHKIN JTiBUX BiAIIB cepIis Ta s
BUPIIIIEHHS] MUTAHHS 1010 TIPU3HAYEHHS crierudiy-
Hoi Teparii. OKpiM TOT0, KaTeTePU3aIlist TPaBUX BiITi-
JIB cepiist Moske obrosoproBarucs: 1) Koau KiiHidHe
HOTIPITAHHST CTaHY, IPOTPeCyBaHHsT 0OMesKeHb (Hisny-
HOI aKTUBHOCTI Ta/ab0 MOpPYIIEHHSI Ta3000MiHy He
Bi/INIOBi/IAIOTh CTYIEHIO TIOPYIIEHHST (DYHKIIi1 JIereHb;
2) 71t BU3HAUYEHHS MTPOTHO3Y Y BUITAJKAX KOJIU 1€ €
nyske BaxkauBuM. [Ipu 3axBopioBaHHsX JjereHb JIT
BBAKAETHCS 3HAYHOIO, SIKIO ITi/[BUNIEHHS PiBHS
CepelHbOTO THUCKY B JIeTeHeBill apTepii CTAaHOBUTH
> 35 MM pT. cT. 260 > 25 MM PT. CT. IPU HU3BKOMY
cepueBomy ingekci (< 2,0 1 - xs - M%) [32].

Y 6iabInocTi KAHIYHUX AOCJIIKEHb 3a y4acTio
nartienTis 3 JIAD (rpyma 1) xputepiamu BUIydYeHHS
Oynu sHauyHi mopymienHs (ynkuii jgerenn: TLC
< 60-70 %, FEV1 < 55-80 % a6o FEV1/FVC
< 50-70 % [32]. dust umx AOCTiKEHb PYTUHHO He
3aCTOCOBYBAJIM METO/IM Bi3yaJi3allii /171 3arepedeHHs
HagBHOCTI 3aXBOPIOBAHHS JIETeHb, X0Ua MPU TTapeHXi-
MaTO3HUX YPUKEHHSX TMOKAa3HUKU (DYHKII JIeTeHb
4acTO MOKYTh OyTH BWIIMMH 3a BKasaHi KpuTepii
BUJIyUYEHH4, 1, MOKJINBO, YaCTUHA TIAI[IEHTIB 13 JiereHe-
BUMU 3aXBOPIOBAHHAMU TaKOX IOTpaluia B I KJIi-
HivHi qocmimKennsa. OKpiM TOTo, BiJoMO, IO TallieH-
tn 3 JIAT (rpymna 1) wacto cTpaskaaioTh Ha XpOHIUHI
JIeTeHeBi 3axXBOpPIOBaHHS (HANPUKJIAM, TIPU BPOJKe-
HUX BaJax Ceplsd € YaCTUMHU XPOHIYHI OPOHXITH,
30KpemMa i OOCTPYKTHBHI), i B I[bOMY BHIIQJKy B
XBOPOOU MOJKYTb iCHYBaTH napaseabio. Kpurepii mist
nudepentiarii Mixk rpynamMu 1 Ta 3 mpeacTaBieHo B
maba. 4. Y BUIaJKax, KOJU HE BIAETHCS YiTKO BU3HA-
yuTucs 3 rpynoio JII, pekoMeH/0BaHO CKEPOBYBATH
maiienTa B pedepeHTHUH IEeHTpP, Je € MOXKJIUBICTH
3aJIYIUTH 0 00CTEKEHHs KBaTi(hiKOBAaHUX ITyJIbMO-
HOJIOTIB.

Cneuugiuna mepanis JII. [lani momgo 3acrocy-
BaHH4 CIIeU(IYHNX MMPenapaTiB P 3aXBOPIOBAHHSIX
JiereHb 0OMEKYIOThCST Pe3yJIbTaTaMi HepaHI0Mi30Ba-
HUX Ta KiJTbKOX HEYHCJEHHUX PaHJOMI30BaHUX KJIi-
HIYHUX JIOCJIJKEHb, SIKi IPOBOIUJIUCS 13 3a7yYeHHAM
MAIEHTIB, XBOPUX Ha IHTEPCTHUIIATbHI JIeTeHEB]I XBO-
po6u, XO3JI ta capkoinos. Y mamienris 3 XO3JI,
MONPU TTO3UTHUBHI 3MIHU T€MOJMHAMIYHUX TTOKa3HU-
KiB TIpU TPUBAJIOMY 3aCTOCYBaHHI cuiaeHadinty i
6osenrany [12, 37, 44, 45], He crocrepiranocs 3Ha-
YHOTO TOJIIIIEHHS TOJEPAHTHOCTI M0 (HiZUIHOTO
HaBaHTA)KEHHS, KJIHIYHOI CUMITOMATUKH Ta SKOCTI
kTt [12, 37]. BUHATOK CTAaHOBUJIO OCJIiIKEHHS
P. Vitulo ta cmiBaBTOpiB, B IKOMY BiJ[3HAYEHO TIOJIIII-
MIEHHS SKOCTi JKUTTS Y XBOPHX, SKi 3aCTOCOBYBAJIHU
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Kpurepii pudepeHuiauii rpyn nereHesoi rineprensii 1 ta 3 [32]

Kpurepii Ha kopucTb rpynu 1

(NAT; nominye remoauHamiuHKMi npodins) Tecr

Kpurepii Ha kopucTb rpynu 3

(71T, acoujioBaHa i3 3aXBOPIOBAHHSIM NEreHb;
AoMiHye npodinb 0b6cTpykTHBHOTrO/
PECTPUKTMBHOTO 3AXBOPIOBAHHS)

CryniHb ypaxeHHs nereHb

HopmanbHa/HE3HAYHO 3HMXEHQ:
FEV1 > 60 % (XO3/)
FVC>70 % (I11D)
3HuxeHa anMdysinHa 30ATHICTb LWOJO
OBCTPYKTUBHO-PECTPUKTUBHMX 3MiH

Ouinka byHKuiT nereqb

MomipHa/nyxe nopyweHa:
FEV1 < 60 % (XO3/)
FVC <70 % (D)
IudysiitHa 3paTHicTs Bignosigae
OBCTPYKTUBHO-PECTPUKTUBHUM 3MIHOM

BiJJ,CyTHiCTb abo Tinbkun HE3HAYHI 3MIHK

OMXANbHMX WRsxiB abo aHomanii napeHximm 30ATHOCTI

KT Bucokoi posginsHoi

XOpOKTEPHI 3MIHM OUXQNBHKUX LLAAXIB
T0/060 aHoManii NapeHximu

FemopuHamiuHmi npodins

[MomipHo-3HauHa JIT

Karetepusauis npasmx sigginis

M’ska-nomipHa JIT

cepus, exokapgiorpadis

DopaTtkosi Tectn

HassHi

[HWi pakTopm pusmky

BigcyTHi

(BN, 3CT, BMPR2 myTauis)

BucHakeHHs uspKynaTopHOro pesepsy:
36epexeHnit pe3eps aMXaHHs
SHUXKEHUIM KUCHEBMI MyNbC
Huzbkuit CO/VO, kpok
3MilaHa BEHO3HA CATYPALIfA HUXKYE Bif
HOPMM
Hemae amin abo snmxena PaCO,, nig uac
HOBOHTOXEHHSA

KapaionynbmoHansHui
TECT 3 HOBAHTAXEHHSIM

BucHaxeHHs umpkynatopHoro pesepsy:
3HMXEHUI pPe3epB AUXAHHSA
HopmanbHuit KUCHEBMI MynbC
HopmansHuit CO/VO, kpok
3MilaHa BEHO3HA CATYPALf BULLE Bif HUXHBOT
MeXi Hopmu
Minsuwennit PaCO, nig 4ac HABAHTOXEHHS

FVC — dopcosara xutTeBa emnicts nerenis; FEV1 — 06’em dopcosaroro suamxy 3a nepuy cekyHay; XO3J1 — xporiuHe o6cTpykTusHe
30XBOPIOBAHHS nerexb; N1 — igionatnunmin nerenesuin ¢ibpos; BT — sipyc imyHopediunty moaunu; 3CT — 3axBOPIOBAHHS Crony4HOT
TkaHnHu; BMPR2 — peuentop kictkoBoro mopdorenetnuroro npoteiny Tuny Il (Bone morphogenetic protein receptor type ll); VO, —
CNOXMBAHHS KuCHIO TkanuHamu; PaCO, — napuiansHuit TUCK Byrnekucnoro rasy.

cuizgenadin [45]. 3a nanumu Metaananizy K. Prins ta
CIiBaBTOPIB (puc. 2), cuerudivHa Teparis CTaTUCTUY-
HO 3Hauylle He 30iJblIyBaja AMCTAHINIO Y TecTi 3
IIeCTUXBUIMHHOIO X0160010 [37].

[lesiki aBTOpM BBaXKalTh, 1O Ba3oAMJaTaIliliHA
Teparlist MOKe TOTipIIyBaTH Ta3000MiH Yepe3 PO3IITH-
PEHHST TUX CY/IUH, SIKi JIOCTABJSIOTh KPOB B aJIbBEOJIH,
1110 HE BEHTUJTIOIOTHCST, TA BAHUKHEHHSI «00KPalaHHsT»
AJIbBEOJI, 1110 BEHTUJIIOIOTHCS [5]. AJie 1ie moripiieHHs
MOke OyTH KOMIIEHCOBaHe ITiJIBUIIIEHHSIM CEPIIEBOTO
BUKWY Ta TOJIMIIEHHIM JOCTaBKW KUCHIO B TKaHU-
HU. OKpiM TOTO, He B yCiX JOCTIKEHHIX CIIOCTepira-
JIOCSI TIOPYIIEHHsT ra3000MiHy. Tak, y CoCTepeKeHHSIX
D.J. Lederer Ta ciBaBropis i G. Calcaianu ta criiBas-
TOPiB Npu3HaYeHHs cuaneHadiny i Tamamadinty He
noripuryBsajo razooominy [10, 29].

Takum urHOM, X0Ua B I[iJIOMY, crierrdiyHa Tepa-
mig nmpu XO3JI moku 1o pos3yapoBye (MTO3UTHUBHI
reMOIMHAMIYHI 3MiHU He aCOI[IITHC 13 TTOJIIIIIEeH-

HJIM CHUMITOMIB Ta TOJIEPAHTHOCTI 10 (Hi3UIHOTO
HAaBaHTAKEHHA ), TIEBHI YCITIIIHI CTIOCTEPEsKeHHS CBi/l-
YaTh PO BipOTiIHY KOPUCTH crelndivHoi Teparrii mpu
XO3JI Tta 3umaunint JII. Ilpn mpomy B HacTamoBax
3a3HAYAETHCS, 110 MIEPE]] TUM, STK PEKOMEH/IYBaTH CIie-
mudivne gikyBanus s namienTis 3 XO3J1, Heobxia-
HO OTPUMATH MEPEKOHJINBI JOKa3U MOoTo e(heKTUBHOC-
Ti B paHOMi30BaHUX KJIIHIYHUX MOCTiKeHHIX [32].
Y 1i mocmiKeHHS CITif 3aTy4aTH TaKOsK TAIliEHTIB i3
meHIoro JII' (< 35 MM PT. CT.) Ta HU3BKUM CEPIIEBUM
BUKUIOM a60 BUCOKUM JIETEHEBUM OITOPOM.
3acrocyBanns crenudivHoi Teparii npu igiomna-
TUYHIN {HTEpCTUIaIbHII THEBMOHII, a came amMOpu-
serTany B jociijkenni ARTEMIS rta pionuryary B
nocrimxenni RISE-IIP, mpomemoHcTpyBaio Hebes-
MEYHICTh 3a3HaYeHNX TpeTapariB /s IIi€l Kareropii
xBopux. Tax, 11/ BILIMBOM aMOPU3€EHTaHy CIIOCTepira-
Jlocst 301JIbIIIEHHS TPOTPecyBaHHs 3aXBOPIOBAHHS Ta
YaCTOTH TOCHITAMi3aIlili 3 TPUBOAY PeCIipaTOPHUX
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XO3

Valerio

Rao

Blanco

Goudie

Vitulo

i

Overall (-squared = 92.2%, p = 0.000) <> H3
i
: I

2009

2011

2013

2014

2016

Bunagok iz npaktuku 53
: . 84 (-14, 182) 11.0%
: — % 152(110, 194) 20.0%
1
e -5(-24,14) 235%
‘
= 0.4(-12,13) 241%
'
——— 19 (-15, 53) 21.4%

InTepcTuuianshi - HeparaomisosaHi gocnigkeHHs

x80p0o6M

T T T
-25 0 50 100 150 200

Collard 2007 & 42 (2,82) 18.5%
Corte 2010 —5—0— 65(17,113) 13.3%
Hoeper 2013 -t 25 (5, 55) 30.9%
Saggar 2014 —E*— 59 (33, 85) 37.3%
Overall (l-squared = 14.7%, p=0.319) @ H3
H H T :l T T T
IutepctiuiansH 250 50 100 150 200
xBOPO6M
PanpomisosaHi pocnigxeHHs
Artemis-PH 2013 -29 (-154, 96) 10.0%
Corte 2014 - 27 (-14, 69) 90.0%

Overall (-squared = 0.0%, p = 0.402)

<$ H3

I I
-100 0 50 100
A pucTaHuia npu 6-XBUIMHHOMY TECTi, M

Puc. 2. Daxi MeTaaHanisy wopo snamey cneupudivyHoi Tepanii HO AMCTAHLiIO 6-XBUIMHHOIO TECTY B MALEHTIB i3
nereHeBoIo rinepTeH3i€lo, ACOLiMOBAHOIO i3 3axBoploBaHHAMM nereHb [37]. H3 — cratncTuHo He 3Hauywe.
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nopyuierb [38]. Piomuryar mokaszaB 306iblIeHHS
CMEPTHOCTI Ta PUBKKY CEPHO3HMX MOOIYHUX eeKTiB
[33]. Came ToMy amMOpuseHTaH Ta PiOIMIyaT MPOTH-
MTOKa3aHi B MAIli€EATIB 3 iZ[I0NaTUYHOIO IHTEPCTUIIATb-
HOIO ITHeBMOHico. [eMoaHaMiuyHl ITOJIIIIEHHS CIIO-
cTepiraju Ipu 3aCTOCYBaHHI pionuryary Ta Tpenpoc-
TuHiny [25, 41], ane He Ha T/ amMOpuU3eHTaHy Ta
6osenrany [13, 39]. ¥V mocrimxkenni STEP-IPF e
BiZI3HAYEHO CTATMCTUYHO 3HAYYIIOTO 30iJIbIICHHS
IVICTAHINI Y TeCTi 3 MEeCTUXBUINHHOIO X0Ab0OOIO Ha TJIi
crieruivnoi Teparmii y XBopux 3 imiomatuaaum ¢hid-
po3om JiereHb [43], HA BigMiHYy Bif crocrepeskeHb
(puc. 2) i3 3acTocyBaHHAM cuiieHadiy, pionuryary
Ta TpenpocTuHiay [37]. 3a 1TaHUMU MeTaaHali3y, cTa-
TUCTUYHO 3Hauylle 30LIbIIeHHs AUCTAHINI y TecTi 3
MECTUXBUJIMHHOIO XOA600I0 CIOCTEPITAIOCS JIUIIE B
HEepaHAOMI30BaHUX AOCHIIKEeHHAX (dus. puc. 2). Y
PaHIOMI30BaHUX JOCJI/IKEHHAX 3MiHU 6yJ11/1 cTaTuc-
TUYHO He3Hauyiumu [37]. ¥V Haiibisbiiomy crocre-
peskeHHi 3a ydactio 151 mamienta 3 igionmaTHYHOIO
IHTEPCTHUIIATBHOIO THEBMOHIEIO BiJIIOBi/Ib HA 3aCTO-
cyBanHs cremydiynoi Teparii 6yJa Takow K, AK i y
narfieHTiB 3 imionatuynoio JIAT [24]. AxicTp xutTa
MOJIINIITY BaJIacs Ha TJIi TpuiioMy cusiienadisy Ta Tpe-
MPOCTUHINY, ane He iHmMUX TpemapatiB [41, 43].
[IpuzHayeHHs1 IHTANAIINHOTO 1JTOTPOCTY, OKCHUIY
asoTy Ta cuiieHadiy He IMOTipiIyBaio razoo00min [9,

ObmexeHe 3/

O6cTpyKuia FEV1 > 60 %
Pectpukuisa FVC > 70 %

MiHimanbHi 3miHN
napeHximu Ha KT

v

YkpaiHcekuit kapaionoriyHmit xxypHan, Tom 27, Ne 1, 2020

Mpyna JIT 1 (J1AT)/HesAcHa Knacudikauia

NikyBaHHA cneundiyHoto
Tepanieto

1. Papgyerko Ta cnisasT.

20, 36], Tozi sk Ha TJIi €MOMPOCTUHINY Yepes «00Kpa-
JAHHS» CIIOCTEPITaMoCs MOTipIIaHHS.

Taxum guHOM, 3acTOCYBaHHS CIelU(ivyHOI Tepa-
il mpu iHTEPCTUIIaJbHUX XBOpoOax JiereHb Mae
cynepeunnsi pesysbrati. Hapasi pionuryar ta am6-
puseHTaH mpoTunokasani. Hemae ganmx momo mosmn-
TUBHOTO BIJTMBY iHIIMX aHTArOHICTiB €HAOTEJiHOBUX
pertenitopiB. CBimonTBa MOA0 cUaAeHADITY € KOH-
(haiKTHUMU, MOAO Tepalii TpocTaHOIAaMU — JacTilie
MO3UTUBHUMU, aJie 0OMEKEHUMHU.

[Tpu caproinosi [6, 8], ricTronmTosi Ta JIAM nerens
[14] icHye masa KilbKIiCTh AHUX MO0 3aCTOCYBAHHS
cuerudivynol Tepamii (B OCHOBHOMY i3 HepaHIO-
Mi30BaHUX JIOCTI/IZKEHD ). €arHe paH/I0Mi30BaHe J0CTi-
IUKeHHS 3 0O3eHTaHOM Y TAIiE€HTIB i3 capKoigo30M
II0KA3aJI0 IIOJIIIIIEeHHs TeMOJUHAMIYHNX ITOKA3HUKIB,
ajie He TOJIEPAHTHOCTI /0 (i3UYHOTO HABAHTAKEHHS
[7]. Hapasi pytusHe 3acTocyBaHH: crenmigHoi Tepa-
mii TIpu X XBopohax He PEKOMEHIOBAHE.

Taxum ynHOM, crienudivHa Tepallis MPU 3aXBOPIO-
BaHHSIX JIETE€Hb SIKIINO i /IaBasia IO3UTUBHUI PE3YJIbTaT,
TO BiH OOME)KYBaBCs JIUIIE TEMOANHAMIYHIMU MTOKa3-
HUKaMu abo KJiHIYHOIO cumrToMartukol. He icHye
no6pe CIUIAHOBAaHWX AOCJIKEHb BIUIMBY Teparii Ha
BUKMBaHHA. B OMHOMY AOCJI/KEHHI TOJITIIIECHHS
BIDKUBAHHS BI3HAYAIOCS B MAIlIEHTIB 31 3Ha4HOIO JIT,
aje He i3 M'gkofo-iomipnoro [27]. Ha rtemepimHiit

Taxkke 3/1

O6cTpyKuia FEV1 < 60 %
Pectpukuis FVC <70 %

3Ha4Hi 3MiHKn
napeHximu Ha KT

v

lpyna /I 3

¢

CKepyBaHHS B €KCNEPTHUM LEHTP
(3 1T abo xBOPO6 NeremHb)

M’ska-nomipHa I

Taxkka I

3any4yeHHsA B PEECTP, KAiHIYHI
pocnigykeHHs. disnyHa peabinitauis

CneuundiyHa Tepania
He NPU3HaYaETbCA

IHauBigyanbHe
NiKyBaHHA

Puc. 3. Anroput™m npusHadeHHs cneundivyHOro NikyBaHHs NALIEHTAM 3 NIEreHEBOIO riNepTeH3IE Ta 3aXBOpIO-

BaHHaMM nereb (3J1) [32].
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MOMEHT iICHYIOTb TaKi peKOMEeH/Iallii M10/10 3aCTOCYBaH-
Hg crnenudivnoi Tepamii (puc. 3). Axmo B marienTa
MiHIMaJIbHI 3MiHU TTAPEHXIMU Ta HEe3HAUHI TIOPYIIEHHS
(bymKk1ii ilerenp, To TAKWH NAIIEHT MO3KE PO3TIISAAATUCS
SK TaKWii, 110 HaJIeKUTh 10 rpynu 1 abo 5 (6ararodak-
TOPHUI 200 HESICHUI MeXaHi3M). Y MepiioMy BapiaHTi
crieruivia Tepamis TMPU3HAYAETHCSA, B JIPYTOMY —
naiieHT Mae OyTH CKepoBaHW B €KCIIEPTHUII IEHTP 3
JIT abo 11y IbMOHOIOTTYHUI 111 BCTAHOBJIEHHS JAiarHO-
3y i JIT, i camoi xBopo6u JereHb. SIKINO MalieHT Mae
BUPa)KeHi MopyIieHHs (hyHKIIi ereHb Ta/ab0 BUpaske-
Hi 3MiHU ApeHXiMU JIereHb, TO BiH Ma€ OyTH CKepoBa-
HUII B EKCHEepTHUI IEeHTp. 3a HasBHOCTI M SKOi-
nmomipuoi JII' (cepemniii Tuck y JereHeBifi apTepii
< 35 MM DPT. cT.) crierrdivHa Tepartist He IPU3HAYAETb-
c4. ITpu taxkiit JIT BoHa MozKe po3rJisilaTucs B iHUBI-
JlyaJIbHOMY TIOPSJIKY, BPaXOBYIOUM JlaHi KJIHIYHUX
JIOCJIIIZKEHD Ta eTi0JIOTiI0 3aXBOpIoBaHHsA. Tak, y HaIoi
MAIIEHTKY Bi/I3HAYAIUCSA BUPAKEHI 3MiHU MapeHXiMu
Ta OyHKIIii Jlerenb i Bupaskena JII.

Jliarnos JIAM Jserens mo3ssoJisie Bignectn 1o JIT
710 5-1 rpynu. OQHUM 13 TaTOTeHETUYHUX MeXaHi3MiB
punuknenns JII' mpu JIAM e npomideparnis JIAM-
KJIITHH HaBKOJIO apTepiil MaJIoro Koja KpoBOObiry, 1o
[PU3BOAUTH 0 3MEHIIEHHS IX IIPOCBITY, 301/IbIIEHHS
JiereneBoro oropy. Ile ayske cxoxe Ha 3MiHU, IKi BiJl-
6yBaioThcst B mamieHTiB i3 JIAT. Tomy TeopeTwuHO
MpU3HAYeHHs crienudivHoi Teparrii, ska Ma€ aHTHIIPO-
JicdhepaTuBHI BJIACTHBOCTI, MOTJIO O TOJIMIIIUTHA CTaH
nanienTis. Haiibinpire mosuTuBHUX eeKTiB OIUCaHO

Kongnixmy inmepecie nemae.

JUIST Tepartii mpocTarJaHinHaMu, 0COOJIMBO TPEIpoC-
TuHiTOM. Asle B YKpaiHi TPENPOCTUHIT He 3apeecTpo-
BaHWH. 3aCTOCYBaHHS €IUHOTO IOCTYITHOTO B YKpaiHi
[pOCTarJaHuHY, IHTAJILIIMHOTO 1JI0MPOCTY, AKUN Mae
AHTUTPOMOOTUYHY, IPOTU3ANIAJIBHY, aHTUIIPOJTihepa-
TUBHY Ta (QiOPUHOMITUYHY iI0, CYIPOBOIKYBAIOC
MOJITIIIEHHSAM KJIHIYHOTO CTaHy Halllol MalliEHTKU.
Tomy niposioB:keHHs 1Ti€l criertndivnoi Teparrii Mu BBa-
JKAEMO 3a JolliibHe. Ajie TpobJiemMa IoJIsirae B TOMY,
mo 3a nojoxkernHssMm MO3 Ykpainm marientu 3 JIT
ycix iHmumx rpyim, okpimM 1 Ta 4, He 3a6e3meuyoThCs
6€3KOIMTOBHUMK  CHEelU(dIYHUMU  TpernapaTam,
HaBITh XBOPi 3 TAKUMHU PiJIKICHUMU 3aXBOPIOBAHHAMU,
sk JIAM nerens.

OcobnueocTi Uboro BUNAAZKY:

— PiAKiCHE 3aXBOPIOBAHHS JIETeHb, SIKE€ MOKJIUBO
JarHoCTyBaTH JIMIIe 32 HasBHOCTI JI0CBiNy;

— HETUIIOBUM JIJIS IIbOTO BUIIAJIKY € Te, 1110 3aXBO-
PIOBAHHS /IIaTHOCTOBAHO Y BIJJHOCHO II3HBOMY Billl
(K 1paBUJIO, OIIBIIICTD JKIHOK 3 TAKUM JiarHO30M —
JITOPOJTHOTO BiKY);

— 3a TIOMipHUX 3MiH (PYHKITi JleTeHb criocTepira-
nacst 3Hauna JIT, ska morpeGyBaia M000CTEKEHHS Y
crieriaji3oBaHOMY 1I€HTP;

— HEe3Ba)KaloUM Ha [[larHOCTOBAaHE YPasKeHHS
JiereHb Ta 3arajibHi peKOMeH/1allil He TTPU3HavYaTu clie-
muciuny Tepamiio npu ik dopmi JII, 9k BUHATOK,
npocTarjaHinHau OyJin 3aCTOCOBaHI, 110 MOJITIIITYBAJIO
KJIHIYHUN CTaH Halll€HTKU.

Yuacmv asmopis: idess ma xonuenuis — I'.P.; 36ip mamepiany — C.K.; nanucanns mexcmy — I.P., C.K.; ¢phop-
Mymosanus 6ucHoskie, obzosopenns — I.P., FO.C.; pedazysanns mexcmy — FO.C.
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KnuHuueckuii cnyuaii nerouHoi runepreH3um, acCOMUMPOBAHHON € PeAKOoii 6051e3HbIO JIerkux

A.L. Paguenko, C.H. Kywnup, HO.H. Cupenko

'Y «HaupoHanbHbii HayuHbiid ueHTp “UHcTuTyT kKaparonormn umenn akag. H.I. Crpaxecko” HAMH Ykpawsi», Kues

B cTaTbe NpoaHanM3npoBaH KnMHUYeckuit crydai nerodHon runeptensmun (J11), accoummposanHoi ¢ peakum sabone-
BAHMEM Nerkux — numearrmoneiommomatoszom. OCBELLAIOTCA BONPOCH: KPUTEPHM OMATHOCTUKM STOTO 3a60NeBaHus,
PACNPOCTPAHEHHOCTb, OCHOBHBIE MYTH NATOTEHE3d, B YACTHOCTU MexaHuambl passutus JIT, knnHuueckne nposeneHus,
meTonsl neueHns. Caenaxsl BbIBOAb 06 0COBEHHOCTSAX STOTO Cy4YAs, O MMEHHO: 5TO PEAKOE 3060MEeBAHME NErKMX, KOTOPOE
MO>HO AMArHOCTUMPOBATHL TOMBKO MPU HAMMYMK OMbITA; 3000NEBAHUE AMATHOCTUPOBAHO B OTHOCHTENBHO NO3AHEM BO3PAC-
T€, UTO ABNAETCH HETUMMUYHBLIM (KK NPABMIO, BONBLUMHCTBO XEHLWMH C TOKMM AMArHO30M — AETOPOAHOrO BO3PACTA), NpK
YMEPEHHOM M3MEHEHUU DYHKLUMM Nerkux Habnoganacs sHauyutensHas J1T7, kotopas Tpebosana fjononHuTensHoro obene-
LOBAHUSA B CNELMANMIUPOBAHHOM LLEHTPE; HECMOTPS HA AMArHOCTMPOBAHHOE NOPAXEHNE NErKMX M OBLLME PEKOMEHAALMM
He Ha3HauaTb cneumduyeckyio Tepanmio npu 31oi popme J1IT, Kak ucknoUYeH1e, NPOCTArNAHAUHLI BbifIM MPUMEHEHLI, YTO
YIYHLWANO KIUMHMYECKoe coCTostHme naunenTkn. Onmpascs Ha nocnegHne pekomeHaaumn 6-ro Becemmproro cmnosmnyma
no neroyHon rneprensuu (Huuua, 2018), paccmatpusaiotcs ocobeHHOCTH amarHocTuku u nedenms JII, ceasaHHbie C
rMnokcuen n GonesHamu nerkux (rpynna 3), U ux OTNMUMS OT NEroYHOM apTepuansHoi runepteHaun (rpynna 1). Ocobeii
OKLEHT LENaeTcs HO HEOBXOAMMOCTU MHAMBMAYQIBLHOTO MOAXOAA K HAO3HAYEHUIO cneunduyeckoi Tepanmu JII naupeHTam
C 3060M1E€BAHNEM NETKUX U MOBBILEHUEM ACBEHMS B IETOYHON APTEPUM W MPOBEAEHUIO KIIMHUYECKMX MCCIELOBAHMMA MO
U3YUEHMIO €€ BIUAHUS HA TedeHre 30060neBaHus.

Knioueeble cnosa: 3a060ne8aHMa NETKMX, NEFOYHAA TMNEPTEH3UA, AMATHOCTUKA, NNeYeHne, cneurduyeckas Tepanms ne-
FOUHOM TUNEPTEH3UM, NMMMBAHTMONEROMUOMATOS NETKMX.

Clinical case of pulmonary hypertension, associated with rare lung disease

G.D. Radchenko, S.M. Kushnir, Yu.M. Sirenko
National Scientific Center «M.D. Strazhesko Institute of Cardiology» of NAMS of Ukraine, Kyiv, Ukraine

This article is clinical presentation of pulmonary hypertension case, associated with rare lung disease —
lymphangioleiomyomatosis. There are elucidated: diagnostic criteria of this disease, its prevalence, pathogenesis,
including mechanisms of pulmonary hypertension development, clinical presentations and methods of treatment. Authors
concluded some special features of this case: rare disease that could be diagnosed by only experienced staff; late
patient’s age is atypical for this disease (usual this disease is diagnosed in younger women (childbirth potential age);
moderate lung function disorders were accompanied by severe pulmonary hypertension, that needed additional
examination in expert center; in spite of general recommendations not to use specific therapy in patients with lung disease
the prostaglandins were used in this patient with improving of clinical symptoms. Based on summary of é6th World
Symposium on Pulmonary Hypertension (Nice, 2018) there were discussed the particularities of pulmonary hypertension
diagnosis and treatment in patients with lung disease or chronic hypoxia (group 3) and their differences with pulmonary
arterial hypertension (group 1). It was stressed the necessity of individual approaches in specific therapy using in patients
with lung diseases and high pulmonary artery pressure and providing the clinical trials for evaluation of this therapy
influence on prognosis.

Key words: lung diseases, pulmonary hypertension, diagnosis, treatment, specific therapy of pulmonary hypertension,
lymphangioleiomyomatosis.





