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XPOHIYHE OBCTPYKTUBHE 3AXBOPIOBAHHA JIEFTEHb
MOJIO[0r0 BIKY B KOHTEKCTI CKNAAHOI
OUOEPEHLINHOI AIATHOCTUKU
0. K. AikoseHko, T. J1. IkoseHKO
Pestome

OCHOBHVMY paKTopamu, AKi NPV3BOAATb A0 XPOHIUHOTO OOCTPYKTUB-
HOro 3axBoptoBaHHA nereHb (XO3J1), € naniHHA TIOTIOHY Ta BAVXaHHA TOKCUY-
HIVX YacTOK i rasiB i3 MOGYTOBOro Ta 30BHILIHbO 3abpyAHEHOro MoBiTps, a
TaKOX MOPYLUEHHA PO3BUTKY JiereHb Ta cTapiHHA. XO3J16inblue 3ycTpivyaeTb-
cA'y NIoAen NoOXMIoro BiKy, NpoTe Bxe AosefeHo, Wwo XO3J1 Moxe BUHMKATK
i B Monogomy Biui. [laHy rpyny nauieHtis monogoro Biky 3 XO3J1 Ha3Banu
“XO3J13 paHHim nouyatkom” abo “XO3J1y monopomy Biui”. 3rigHo GOLD 6yno
BM3HAUEHO Lifo rpyny AK Cy6'eKTiB Bikom 50 poKiB i MONOALLE 3 MPVHANMHI
10 nayko-pokiB CyKynHOro naniHHA 3 0OMeXeHHAM MOBITPAHOrO NMOTOKY Ta
CTPYKTYPHVIMYM 3MiHaMM B JIEFE€HAX.

Niarno3 XO3J1 cnig po3rnapat y 6yfb-AKOro nawieHTa, AKMIN Ma€ XPOHiy-
HY 3aAWLLIKY, XPOHIYHNI KalLenb, BUAINEHHA MOKPOTUHHA 3 iCTOpIE0 peuman-
BYIOUMX iHOEKL HUXKHIX AMXanbHUX WNAXiB, 3 060B'A3KOBMUM MiATBEPAMEH-
HAM fiarHo3y 3a AOMOMOroI0 TeCTyBaHHA NereHeBoi GYHKLi, Ake BKOYa€E B
cebe cnipomeTtpito, nnetusmorpadito Ta BrU3HaUYeHHA ANPY3iNHOI 3AaTHOCTI
nereHb. 3rigHo GOLD pgiarHos XO3J1 nepen6ayae npoBeaeHHA andepeHLinHoi
[iarHOCTMKM 3 TaKMW 3aXBOPIOBaHHAMM AK 3aCTiliHa cepLieBa HeJOCTaTHICTb,
6pOHX0eKTaTUHa XBOp06a, Ty6epKynbo3, 0bniTepyunin GpoHxionit, Audys-
HWI NaHOPOHXIONIT Ta GpOoHXiaNbHa acTMa, MPOTe, HAABHICTb AaHUX 3aXBOPIO-
BaHb He BUKNoyae piarHosy XO3J1. MNpu BctaHoBneHHi giarHo3y XO3J1y mono-
oMy BiUi B mepuly Yepry mae GyTv npoBefieHa peTenbHa AudepeHLiiHa
fliarHoCTIKa 3 6POHXianbHOI acTMOLo, 06MITepyOUNM BPOHXIONITOM, CUHAPO-
MOM 06/1iTepyiouoro GPOHXIONITY AK NPOABOM peaKLii TpaHCMnaHTaT npoTu
xa3diHa (PTIMX) Ta rpynoto reHeTNYHUX 3aXBOPIOBaHb A0 AKUX HANEXNTb MyKO-
BiCLMA03 Ta NepBUHHa LuniapHa AUCKiHe3iA i3 cuHapomom KapTareHepa.

BpaxoBytoun cknagHicTb AiarHoctukn XO3J1y monopomy Bili, B ny6ni-
Kauii npeacTasneHi KniHiyHi Bunagkn XO3J1 Monoforo Biky, a TakoX CUH-
npomy obniTepytoyoro 6poHxionity Ak npoas peakuii PTMX, mykosicyugo-
3y Ta NepBUHHY LuniapHy AUCKIHesilo 3 cuHapomom KapTareHepa, AKi no
KniHiYHOMY nepebiry Ta cnipoMeTpuUuYHM MOKasHMKaM KpuBOi “MOTiK-
06’em” HarapytoTb XO3J1.

Knio4osi cnoea: xpoHiuHe OOGCTPYKTMBHE 3aXBOPIOBAHHA JlereHb
MosIofloro BiKy, 0b6niTepylounit 6POHXIONIT, CMHAPOM O6nITepyOYOro
6poHxionity, PTIMX, MykoBicLMAo3, NepBrHHa UmMiapHa AUCKiHe3iA, CUH-
npom KapTareHepa, TecTyBaHHA fiereHeBoT GpyHKLl.
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YOUNG COPD IN THE CONTEXT
OF COMPLEX DIFFERENTIAL
DIAGNOSIS
0. K. Yakovenko, T. L. Yakovenko
Abstract

The main factors that lead to chronic obstructive pulmonary dis-
ease (COPD) are tobacco smoking and inhalation of toxic particles and
gases from indoor and outdoor air pollution, as well as pulmonary
developmental disorders and aging.

COPD is more common in older people, but it has been proven
that COPD can also occur at a young age. This group of young COPD
patients has been called “early-onset COPD” or “young COPD.” Accor-
ding to GOLD, this group was defined as subjects aged 50 years and
younger with at least 10 pack-years of cumulative smoking with airflow
limitation and structural changes in the lungs.

The diagnosis of COPD should be considered in any patient with
chronic dyspnea, chronic cough, sputum production, and a history of
recurrent lower respiratory tract infections, with confirmation of the
diagnosis by pulmonary function testing, which includes spirometry,
plethysmography, and lung diffusion capacity. According to GOLD, the
diagnosis of COPD involves differential diagnosis with diseases such as
congestive heart failure, bronchiectasis, tuberculosis, bronchiolitis
obliterans, diffuse panbronchiolitis, and asthma; however, the pres-
ence of these diseases does not exclude the diagnosis of COPD. When
diagnosing COPD at a young age, a detailed differential diagnosis
should be first conducted with asthma, bronchiolitis obliterans, bron-
chiolitis obliterans syndrome as a manifestation of graft versus host
disease (GVHD), and a group of genetic diseases that include cystic
fibrosis and primary ciliary dyskinesia with Kartagener syndrome.

Considering the complexity of early-onset COPD diagnosis, this
publication presents the clinical cases of such a condition and bronchi-
olitis obliterans as a manifestation of GVHD, cystic fibrosis and primary
ciliary dyskinesia with Kartagener syndrome, which by clinical course
and spirometry flow-volume curve resemble COPD.

Key words: young COPD, bronchiolitis obliterans, bronchiolitis
obliterans syndrome, GVHD, cystic fibrosis, primary ciliary dyskinesia,
Kartagener syndrome, pulmonary function testing.
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Y 3BiTi GOLD 2024 xpoHiuHa 06CTPyKTUBHA XxBOpoba
nereHb (XO3J1) BU3HaUaETbCA AK «reTepPOreHHNN NereHeBmin
CTaH, AKNIN XapaKTePU3YETbCA XPOHIYHNMIY pecnipaTopHu-
MM CMMMTOMaMU (3aAuLLKa, Kalenb, BUAUME MOKPOTUHHSA,
3aK/lafeHicTb) BHACMIAOK aHOManin AuXanbHUX LWNAAXIB
(6poHxiT, 6poHxioniT) i/ Nporpecytouy 06CTpyKLito NOBITPA-
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Horo notoky» [1]. XO3J1 € pe3ynbtaTom B3aemMofii reHis i3
cepefoBULLEM, WO BiIOYBAETLCA MPOTArOM XUTTA NOANHN,
O MOXKE MOLUKOAMTU nereHi Ta/abo 3MiHUTK TX HOpMasb-
HUA PO3BMTOK Ta BMIMHYTM Ha Mpouec CcTapiHHA.
OCHOBHVMYM $aKTOpaMM HAaBKOMULLHBOTO CEpPeaoBuLLa, AKi
npu3sogAatb fo XO3JI, € naniHHA TIOTIOHY Ta BAMXaHHA
TOKCMYHMX YacTOK i rasiB i3 nobyToBOro Ta 30BHiLUHbOIO
3abpyHeHHA NoBiTpA.
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Okpim ¢aKTopiB HaBKOMMWHbLOIO CepefoBULLa Ha
BUHUKHeHHsA XO3J1 TakoX BNAMBAOTb Taki pakTopu, AK coLi-
aNlbHO-eKOHOMIYHUI CTaTyC, 6poHxianbHa actma (BA) 3
rineppeakTUBHICTIO ANXaNbHMX LWAAXIB, @ TAKOX MOPYLUEHHSA
PO3BUTKY NlereHb Ta cTapiHHA [2]. loBegeHo, wo daktopu B
paHHbOMY BiLi, AKi Ha3uBaloTb «paKTopamMmn HeCNpPUATINBO-
ro AWTMHCTBA» € KIOYOBUMM AeTepMiHaHTaMu YHKLUT
nereHb y OPOCNOMY BiLli. AHani3 TPbOX He3anexHUx gocnia-
XeHb (Framingham, Copenhagen Ta Lovelace) nokasas, wo
npunbnmnsHo y 50 % nauieHTiB XO3J1 BUHMKaE Yepe3 NpucKo-
peHe 3HMxeHHA OOB, B yaci (TpaaunuinHa moaenb Onetyepa
Ta MeTo), ToAi AK B iHWMX 50 % Bunagkie XO3J1 BMHUKaAE
yepe3 aHOManbHWUIN PO3BUTOK NereHb 3 HOPMasnbHUM 3HU-
XeHHAM GyHKLii nereHis B yaci. Y gocnigxeHHi 6yno nokasa-
HO, WO HM3bKKi ODB, y paHHbOMY AOPOC/IOMY Billi € BaXn-
BuM Yy natoreHesi XO3Jl, npoTe NpUCKOpeHe 3HUXKEeHHA
OO®B, He € 060B'A3k0BOIO 03HaKo XO3/1 [3].

Mowwmperictb XO3J1 3 1990 no 2015 pik 3pocna Ha 44,2

% (41,7 po 46,6), TOAi AK CTaHZAPTU30BaHa 3a BikOM noLunpe-
HicTb 3HM3MNaca Ha 14,7 % [4]. 3a gaHMMK OoChigXKeHHA
Global Burden of Disease, y 2015 poui XO3J1 cnpuunHuna 3,2
MiNblOHa CMepTei, Wo CTaHOBUTb 5 % YCix cmepTei, Wo Y
CBOIO Yepry pobuTb MOro TPeTbOK OCHOBHOK MPUYUHOLO
cmeprTiy eBiTi [5]. MauieHTn 3 XO3J1 yacto cTpaxaatoTb cynyT-
HIMW 3aXBOPIOBAHHAMM, a MiABULLEHUIN PiBEHb CMEPTHOCTI
3a3BUYaN [iarHOCTYETbCA NiCNA 6-TO AeCATUNITTA, ane BUAB-
neHo, wo nauieHtn 3 XO3J1 monopwe 50 pokiB HecyTb 6inb-
WKW TArap CynyTHIX 3aXBOPIOBaHb i PU3NK CMEPTHOCTI, Hi>K
KONMMLWHI KypLi KOHTPOMbHOI FPYMNM Takoro » BiKy, AKi He
MatoTb XPOHIYHOI OBCTPYKLT AMXanbHUX LWAAXIB. Y MONOANX
nauieHTiB 3 XO3J1 nopiBHAHO 3 ocobamm 3 XO3J1 cTaporo
BiKY, CyNnyTHi 3aXBOPIOBaHHA AKi NiABULLYIOTb PU3NK Nepea-
YacHOI cmepTi nos’A3aHi 3 nosefiHkotlo [6]. XO3J1 Ginbwe
3yCTPIYaETbCA Y NIOAEN NOXMNOro BiKy, MPOTe BXKe AOBEAEHO,
LLLO MOXe BMHMKATK | B MonodoMy BiLi. TAXKiCTb Ta nporpecy-
BaHHA XO3J1 y nmauieHTiB Monogoro Biky nofi6Hi 3 XO3J1 B
NavLi€eHTIB CTapLLOro BIKY, i Lie CBifYNTb NPO Te, WO Y MONOAMX
nrogen 3 XO3J1 xeopoba po3BMBAETLCA Yepe3 CKOMMPOMETO-
BaHWI NereHeBun Ta CUCTeMHUI ctaTyc [7]. 3a ouiHKamu
ekcnepTie GOLD, nowwupeHicte XO3J1 cepep gopocnoro
HaceneHHsa B CLUA cknapae 13,9 % [1], a 3rigHO pe3ynbraTis
pocnigxkenHa “NHANES” nowwupericte XO3J1 y monogmx
nogen y CLUA ctaHosuna 1,64 % Ta 3pocTtana 3 BiKoM, i npu
LuboMmy nowmpeHictb monoporo XO3J1 6yna Ginbluoto cepen
YONoBIKiB, Hi>K »KiHOK (2,59 % npotn 0,72 %, p < 0,001), ge
yacTtka XO3J1 (GOLD 1-2) ctaHoBuna 96,7 % [8]. JaHy rpyny
nauieHTisB monogoro Biky 3 XO3J1 Ha3eanu «XO3J1 3 paHHIM
nouaTtkomy, «XO3JTy monogomy BiLi», a HewogasHo [Martinez
et al., 2018] 6yB 3anponoHoBaHU TepMiH «paHHin» XO3J1.

3rigHO KOHCeHCyCy Lo rpyny 6yno BU3HayeHo, AK rpyny
cy6’ekTiB Bikom 50 pokiB i Monogle 3 npuHaimMHi 10 nau-
KO-pOKiB CYKYMHOro nasiHHA 3 0OMeXeHHAM MOBITPAHOro
MOTOKY Ta CTPYKTYPHMMY 3MiHamu B nereHAx [6]. HaaBHiCTb
ctaHy nepep XO3J1 y monogux niogen € BaxxnMeBum pakTo-
pom pu3uky po3sutky XO3J1y noganbllomy XKUTTi Ta MOXe
BMKOPUCTOBYBATUCA [J1A PaHHbOrO BUABMIEHHA UYTIMBUX
oci6 [1]. B nepexpecHomy nonynAuinHOMY AOCHiAKEHHI
EPISCAN 1l 22,3 % Bikom < 50 poKiB Manu pu3nK pO3BUTKY
XO3J1 i3 cumnTOMaTUYHUMK Ta CTPYKTYPHUMMU 3MiHamu,
nofibHMMM JO nauieHTIB i3 4OOpe BCTAHOBIEHNM 3aXBOPIO-
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BaHHAM 6e3 OOCTPyKLUii NOBITPAHOrO MOTOKY, i UA rpyna
pu3uky XO3J1 Bigpi3Hanaco Big X, y Koro XO3J1 po3suBa-
€TbcA B monogomy Biui [9]. 3a gaHMMuK KoneHrareHcbKoro
JocnigxeHHA 3i cnipomeTpielo 3 iHTepBanom y 10 pokis
(n = 5497) 6yno BMABNEHO, WO cepel KypLiB Bikom < 50
POKIB i3 CTaXeM KypiHHA = 10 Nayko-pokiB y 24 % BunaaKis
i3 paHHim XO3J1 (OOB,/OXEST < 0,70) pO3BMHYNNCD KAIHIYHI
npossy XO3J1 (xpoHiuHi pecnipaTtopHi cumntomu 3 OOB,/
OXEJ < 0,70 Ta O®B, < 80 % Bia NporHozosaHoro) [10].

B 1998 poui y cniBnpaui 3 HauioHanbHUM iHCTUTYTOM
cepus, nereHis i KpoBi, HalioHanbHUMK IHCTUTyTamn 340-
poB'a Ta BcecBiTHbOW oOpraHisaui€lo OXOPOHM 340POB'A
6yna peanizoBaHa [mob6anbHa iHiyiaTmea 3 XO3J1 (GOLD).
B 2001 poui GOLD BunyctuB cBin nepwmii 3BiT «fnobanbHa
cTparteria fliatHOCTUKMN, NiKyBaHHA Ta npodinaktnkm XO3J1»,
AKUIA LLLOPOKY OHOBIIOETbCA Ta nepernagaetbca. OKpim
HoBoro Bu3HauyeHHa XO3J1 B 3BiTi GOLD 2024 petanbHO
06roBopeHi GakTopun pU3nKy Ta HOBI NiAXOAN AO TEPMIHO-
norii 3 pekomeHZauiaMu WOoA0 iX BUKOPUCTaHHA [1]:

lMpe-XO3J1 (Pre-COPD) — pna BuUABMEHHA O0cCib
6yfb-AKoro BiKy 3 pecnipaTopHMMKU cMMnTOMamu Ta/abo
CTPYKTYpPHUMU Ta/abo dyHKLiOHaNbHMMM aHOManiamu, ane
6e3 03HaK 06CTPYKLii NOBITPAHOIO NOTOKY.

PanHiti XO3J1 (Early COPD) — pnAa BUKOPUWUCTaHHA Nig
Yyac o6roBopeHHs «BioNOriYHOro PaHHbOrOY, @ He «KAiHiy-
HOrO PaHHbOrO», KOS MOYATKOBI CUMMATOMU CTaloTb Oue-
BUAHVMM.

XO03J1 monodoeo siky (Young COPD) — pnAa onwucy
XO3J1y nauieHTiB Bikom 20-50 pokiB.

XO03J1 nezkozo cmynensa (Mild COPD) — B1kopucToBy-
€TbCA NLe ANA ONUCY TAXKKOCTI 06CTPYKLii MOBITPAHOro
NOTOKY, BUMiPAHOI 3a JONOMOrOt0 CNipoMeTpil.

PRISm (Preserved Ratio Impraired Spirometry) —
ABNAE cObOI0 MOLMPEHMUI, ane HefoCTaTHbO BUBYEHUI
CTaH 3HWKeHOI QYHKLIT NereHb, WO B1U3HAYaeTbCA 06'emMom
dopcosaHoro Buanxy 3a nepuy cekyHay (OOB,), akuii cTa-
HOBUTb MeHLe 80 % Bif MPOrHO30BaHOrO 3HaYeHHsA, Npu
36epekeHHi cnigigHoweHHa OOB,/OXKEN = 0,7.

X03J1 «G» (COPD-G): reHeTUYHO AeTepMiHOBaHUN —
myTauii B reHi SERPINA1, wo npu3soantb fo Aediuuty
anbda 1-aHTuTPUNCUHY (AATD) Ta iHWIi reHeTUYHI BapiaHTU.

XO03J1 «D» (COPD-D): noB’A3aHnin 3 aHOMasi€o po3BUT-
Ky nereHb.

XO3J1 «C» (COPD-C): BnnuB TIOTIOHOBOIO ANMY, B TOMY
yncni BHYTPIWHbOYTPOOHO, abo nmacvBHe ManiHHA. Buko-
pUCTaHHA Belny, eNeKTPOHHMX LIUrapokK Ta KOHOMJII.

XO3J1 «P» (COPD-P): Bnnvue nobytoBux 3abpyaHeHb,
3abpyaHEeHHA HaBKONMULIHBLOrO cepefoBULLa, UM Bif Nico-
BMX NMOXeX, NPodeciiHi pusmnKu.

XO3J1 «lI» (COPD-I): putaui inpekuii, XO3J1 acouinoBa-
HWIA 3 Ty6epKkynbo3om, XO3J1, acouiioBaHnii 3 BIJ1.

XO03J1 «A» (COPD-A): XO3J1 Ta actmMa, 0ocobnmBo guTaya
acTma.

XO03J1 «U» (COPD-U): XO3J1 HeBigoMoT eTionorii.

[iarHo3 XO3J1 cnig po3rnagaTn y 6yab-AKoro gopocio-
ro NauieHTa AKMN MaE 3aAMLLKY, XPOHIYHUN Kallenb, BUAI-
NEHHA MOKPOTMHHA, iCTOpilo peunamnBytoumnx iHdekuin
HWXKHIX AUXanbHUX WAXiB Ta/abo icTopito BNAnBY BulLe-
nepenivyeHnx GakTopiB pu3nKy 3axsoptoBaHHA [1] 3i cni-
POMETPUYHUMIK 3MiHaMWU Mif Yac TecTyBaHHA nereHeBoil
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byHkuil (TNO) [11, 12]. Mpn nposepeHHi TIO, cnipomeTpis
(CM) € 060B'A3KOBMM METOAOM [N BCTAHOBMEHHA [iarHo3y
XO3J1, pnA oUiHKM CTYyNeHA TAXKKOCTI 06CTPYKLiT fnxanbHUX
wnaAxis (tabn. 1), ANa MOHITOPUHIY epeKTUBHOCTI NpU3Haye-
HOro nikyBaHHA, Ta ANA BU3HAYeHHA MPOrHO3y [aHoro
3axBOPIOBaHHA 3a Wwkanot BODE [13] 3 HacTynHoto noby-
[10BOIO Nporpamu fiereHeBoi peabinitauii [14] .

Mpwn nporpecysaHHi XO3J1 36inbluyeTbca OpoHxianbHa
06CTpyKLiA, 3pOCTae 3aranbHuii OpoHXianbHWIA onip Ta
BMHUKAE CUHAPOM rinepiHdnALii [1], Tomy ana paHHboI fia-
rHocTuku XO3J1, konu nokasHukn CM He BUABNAIOTb »KOAHUX
3MiH, HeoOxigHO NpoBoauTK NneTmamorpadito, 3a JONomo-
ot AKOI MOXKHa BU3HAUMTV NMOKa3HUK 3aMLLKOBOro 06'emy
nereHb (30/RV), dyHKLiOHaNbHY 3anumwwKoBy emHicTb (D3€/
FRC), 3aranbHy emHicTb nereHb (3€J1/TLC), nutomnin onip
ONXanbHUX WNAAXIB Ta iHWI NoKa3HWKK [15]. 3rigHO pekomeH-
pauin ERS/ATS, nicna nposegeHHa CM pgna BuM3HauyeHHA
BuLLenepeniyeHnx nokasHukKis, TNIO nepepbayae nposeaeH-
HA nnetTuamorpadii 3 HaCTYNHUM BU3HaUYeHHAM JUPY3iliHOT
3patHocTi nereHb (DLCO). 3a gonomoroto DLCO (aka kopury-
€TbCA 3 NONPaBKOI Ha reMornobiH), BU3HAYAETbCA NereHe-
BWIA ra3000MiH Ta anbBeonApHuii o6'em (Va).

Y nauieHTiB 3 noyatkoBm XO3J1 nokasHuK 3€J1 moxe
6yTn 30inbleHniA 3a paxyHoK 36inbleHHA 30 npu Hop-
ManbHoMy abo 3HMxeHomy nokasHuky OOB, ta OOB./
OXKEJ < 0,7 abo > 0,7, WO € paHHbO O3HaKo emdizemun
abo rinepiHdnawii, a npu nporpecysaHHi XO3J1 Ha oHi TAX-
Kol rinepiHnALii Ta/abo nereHeBOi apTepianbHOI rinepTeH-
3ii (J1AT) cnocTepiraetbca 3HmxeHHA DLCO < 75 %. Tomy gna
paHHboro BuAsneHHA XO3J1 Ta AKICHOI eKCNepTHOI OLiHKK
XPOHIUHOI AnxanbHoi HegocTaTHocTi (XAH) y nauieHTis 3
TaXKUM XO3J1 okpim CM HeobxigHO NpoBOANTY NIETU3MO-
rpadito 3 DLCO [11, 12]. Mpwn OOB, < 40 % Big HanexHUx
Ta/abo NpV HAABHOCTI KAIHIYHMX NpPOABIB rocTpoi
auxanbHoi HepgocTaTHOCTI (TOH), XOH, XpOHIUYHOI HiYHOT

Tabnuys 1
CnipomeTtpuuHa knacudikauis X031

CTyniHb TAXKO-

(o]0}
; = % Bip HaneXHoro hicna Npobu 3
CTi 06CTPYKLUI

OPOHXONITMKOM

GOLD 1 Jlerka O0B, >80 %
GOLD 2 MomipHa 50 % < O®B,< 80 %
GOLD 3 Baxkka 30 % < O0B, < 50 %
GOLD4  Jlyxke BaxKa O0B, <30 %

MpumiTka. NposeaeHHA NPo6u 3 GPOHXONITUKOM Ha 3BOPOTHICTb
obcTpykuii:  O®B, < 12 % 3a pesynbTatamn $papMakonoriyHol
npo6u 3 3,-aroHicToM KOPOTKOI Aii roBOpUTb MPO HE3BOPOTHICTb
6poHXianbHOI 06CTPYKLIT, WO € BaXKNMBUM AiarHOCTUYHUM KpuTe-
piem XO3J1. Y BignoBigHOMY KAiHIYHOMY KOHTEKCTi HaABHICTb
HEMOBHICTIO 3BOPOTHOT OBCTPYKLiT NOBITPAHOrO NoToky, 3 OOB,/
OXEN < 0,7 nicna 6poHxoannatadii, nigTBepaxye fiarHos XO3J1.
3HadeHHa O®B, < 80 % nicna npuitomy 6poHXonNiTVKa Ha TAi cniB-
BigHoweHHA O®B./OXKEN < 70 (0,7) % niaTBepaKye HaABHICTb
obcTpyKUii AnxanbHux wnaxis. B GOLD nepernapy 2023 poky i3
noAanbLIMM Po3BUTKOM y nepernagi 2024 poky 6yno 3anponoHo-
BaHO Ana po3rnagy noHATTa PRISm (Preserved Ratio Impaired
Spirometry) — e cTaH, Npu AKoMy 36epeXkeHe CniBBigHOLLIEHHA
OOB,/®XEN (= 0,7 nicna npunomy 6poHxoNiTnKa), ane ODB, 3HK-
eHunn (< 80 % Big HanexHux) [1].

rinokcemii, acoliioBaHOi 3 CMHAPOMOM OOCTPYKTUBHOIO
anHoe cHy (OAC/OSA), NNAT, acouiioBaHOI 3 XPOHIYHUM
NlereHeBUM cepuem, TPOMO6oeMboniel nereHeBoi apTepil
Ta Nporpecyyoto cepueBoto HegocTaTHicTio (CH), HeobXia-
He [O[ATKOBE BMMIpPIOBAaHHA rasiB apTepiasibHOI KPOBi 3
KanHomeTpieto [16].

BctaHoBneHHA KniHiuHoro giarHo3y XO3J1 nepepbavae
JeTanbHWI aHani3 ckapr 3 OLiHKOI BMPaXXeHOCTi CUMMTO-
MiB 3a pgonomoroto 6aratoBumipHux aHkeT (mMRC, CAT,
CRQ, SGRQ, CCQ, wkana bopra), aHani3 yactoTn 3BepHEHDb
BHaCJiOK 3aroCTpeHb 3 OLiHKOI TAXKKOCTi nepebiry 3axso-
ploBaHHA Ta GeHOTUMY 3ananeHHs, a TaKoX 3aroCTpeHb AKi
npv3Benun 4o rocnitanisayii NpoTArom ocTaHHix 12 micadis.
Ha ocHoBI BuLLenepeniyeHnX KpuTepiis ekcnepTamm 3anpo-
BafXeHa KhiHiyHa Knacudikauia Aka noginae XO3J1 Ha
rpynu “A-B-E’, wo y cBoio Yepry 4o3BonA€E KNiHILMUCTY Npuii-
HATW NpaBUNibHE pilleHHA B NiKyBaHHA [aHOro 3axBOpIo-
BaHHA 3rigHo pekomeHpaauin GOLD [1].

Bpaxosytoun cknagHicTtb giarHoctukm XO3J1y monogo-
My BiUi, B nybnikauii npefcraBneHi KniHiyHi BUNagku —
XO3J1 monopgoro BiKy, CMHAPOMY 06/1iTepytouoro 6poHxioni-
Ty (COB) Ak npoAB peakuii TpaHCcNNaHTaT NPOTW Xxa3sAiHa
(PTMX), mykoBicumpo3y (MB) Ta nepBUHHY LuniapHy ANCKi-
Hesito (MUAO) 3 cuHppomom KapTtareHepa, AKi Mo KNiHiYHOMY
nepebiry Ta cnipomMeTpUYHMM MOKa3HMKaM KPUBOI “MOTiK-
06’em” HaragytoTb XO3J1.

Bunagok 1

MauieHT yonosiuoi ctaTi, 1994 p. H. CKaprun Ha 3aguLLKY
npu ¢i3nyHOMy HaBaHTaxkeHHi (MMRC 3), kawenb 3 BUAI-
NEHHAM TFHIIHOr O, N'YCTOro MOKPOTMHHA 3 NepeBaroio 3paH-
Ky, CBACTAYE ANXaHHA, cepLebuTTa. 3arocTpeHHa NpoTArom
poKy 6inblue 2 pasis, AKi NPM3BOAATb A0 NOCUIIEHHA 3aMLL-
KW Ta Kalumio 3 BUAINEHHAM MOKPOTU FHIHOTO XapaKTepy 3
yacTolo rocniTanisauieto.

06’ekmugHUll cmamyc. 3araibHUN CTaH cepeaHbol
BaXKKOCTI, WKipHi MOKPUBYK YMCTi, HAOPAKM BigCyTHI, nimda-
TWUYHI BY3/11 He 36inbleHi. Bara — 70 kr, 3pict — 180 cm.
IMT — 21,6. ®opma rpyaHoi Knitku 6o4konofibHa 3 Knnbo-
BUAHO Aedopmalli€to, NanbnaTtopHO roioCcoBe TPEMTIHHA
B HOPMi, NepKyTOPHO — KOPOOKOBUIA 3BYK, ayCKy/bTaTuB-
HO fnXaHHA ocnabneHe BE3UKYNAPHE, 3 MOJOBXEHVM BUAM-
XOM, CYNpPOBOMXYETbCA €KCNipaTOPHMM CYXMMU Xprnamm
3 nepeBaroto Ha B1guxy fo 06ox ctopiH. Y — 22 B cnokoi.
CaTypauia B cnokoi 96-98 %, 4YCC — 100. AT —
120/80 mm pT cT. KuBiT M'akni, 6e36onicHMiA, Gi3nyHI Big-
npaBneHHA — 6e3 0cobnnBOCTEN.

Tecm 3 6-xguslUHHOK Xx00bboto (6 MWT): 3ynuHeHni
yepes 1 xBunvHy Ta 20 cek. (104 meTpu) B 3B'A3KY 3 HapOC-
TaHHAM 3a4ULLKM Ta MOABOIO AUCTaHLiNHMX xpunis 3 Y[ 40/
XB., 3i 3HVXEHHAM caTypaLii 3 98 % [0 92 % Ta 36inblUeHHAM
YCC go 140/xs.

AHamHe3 3ax80pto8aHHA. XBOPI€ 3 HAPOAKEHHSA, HAPO-
AVBCA Bif nepLloi BariTHOCTI 3 OOTAXEHVMM aHaMHEe30M,
nepwwux nonoris. JJoHoweHW, Bara Npu HapogxeHHi 2900
rp., B 6 MiCALiB Bif HAPOAPKEHHA — FOCTPUIA OOCTPYKTUBHUI
6ponxit, AH I-1l. 3 1997 no 2010 poKu YacTi NPOCTYAHI
3aXBOPIOBAHHA, YacTi OOCTPYKTUBHI GpPOHXITU. Xnopuan
noty: 88,7 mke/n. lMoBTOpHO xnopugn noty: 97,4 MKB/N.
KoHcynbToBaHMin reHeTUKOM. BcTaHOBNEHWI diarHO3: MyKo-
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BicUMAO03, 3millaHa dopMa, 3 MaHKPeaTUUYHO HefoCTaTHI-
CTH0. XPOHIYHUIM 06CTPYKTUBHUI OpoHXiT. H |l cT. BpogxeHa
Oncnnasia cnonyyHoi TKaHnHW. AucnnactuyHa gedpopmadin
rpyaHoi KNiTkn. AncnnactuyHuni S-nogiéHunin ckonios. NMMK |
ct,CH I cT.

AHAMHe3 Xumms. ANepriyHnin aHamHe3 He OOTSKEHUI.
IMyHonpodinaktuka  3rifHO  KaneHpaps  LEenyeHHs.
IHdeKUinHMA aHamHe3: yacTi BipycHo-6akTepianbHi iHdeKuil
OMXanbHUX WNAXiB 6inbwe 4 pasis Ha pik. LWKignuei 3BuuKu:
nanuBe, CTax — 2 MaYyko-poKiB. 3aMaBcA BYNNYHUMU TaHLAMU.
He oppyxeHuin. BpaxoByoun BCTaHOBRNeHW fAiarHo3 MB y
OUTUHCTBI 6e3 reHeTUYHOro MifTBEPAKEHHA, NaLlieHT OyB
HanpaBneHUA Ha MONEKYNAPHO-TeHETNYHE JOCNIIKeHHA 4NA
BUABNeHHA myTauin reHa CFTR (MB) ta DNAHS5 (MUA). AHani3
NOCNiAOBHOCTEN Ta TeCTyBaHHA Ha feneuito/gynnikauio 472
reHis He sumaBmB myTauito reHa CFTR ta DNAHS. [liarHoz MB
3HATUI, Aiarno3 MU He nigTBepakeHun. MNpofosXyeTbca

reHeTnyHe 06CTEXEeHHA Ha NePBUHHUI iMyHoAedILUT.

TJ10 3 6poHxoniMu4YHUM mecmom Ha 38opomHicme (bT3)
Ha cnipomeTpuyHin cuctemi PulmOne 3 6e3kabiHHOW0O nne-
Tuamorpasdieto Ta DLCO: BeHTunAuiiHa HeROCTaTHICTb MO
O6CTPYKTUBHOMY TWMy Ayxe BaxKoro ctyneHa (OOB, —
26 %, OOB,/OXENT — 31,06 % ) 3 HE3BOPOTHLOI 06CTPYK-
uieo nicna Canbbytamony 400 mkr (noctO®B, — 26 %,
noctOOB, /OXEN — 31,19 %). linepiHdnauia (3ET— 112 %,
3€ — 275 %, O3€ — 175 %). 3HWKEHHA ANPY3iHOT 3[aTHO-
cTi nereHb (DLCO — 56 %) Ha $OHi 3HMKEHHA anbBeoNAp-
Horo 06’emy (VA — 65 %) npwu cnissigHoweHHi DLCO/VA
86 % (puc. 1-2).

KniHiuHut OiaeHo3: XpoOHiuHe 0BCTPYKTMBHE 3axBOpIo-
BaHHA nereHb, rpyna E (GOLD 4). bpoHxoekTa3nm ob6ox
nereHb. KinenogibHa pedopmauia rpygHoi  KRiTKW.
BeHTunAuUiHa HepoCTaTHICTL MO OOCTPYKTUBHOMY TuMy 3

Pulmonary Function Test Report

Patient Details Session Details
D 1607241 Birth Date: 29 Mar 1994 Height: 180 cm Session Date: 16 Jul, 2024
First Mame: Age 3a Weight 70 kg Start Time 08:48
Last Mame Gender Male BMI 21.6 Technician Yakovenko O
Smoker No Ethnicity.  Caucasian Hb: 13.00 g/dlL  Physician MD PhD Yakovenko O
Pack Years: 0 02%: 9600 °
Medical Condition: berodual Prediction
Adults System Default
Reimbursement Codes: no smok
LLN T0%
FvC Pre Post n
Pred. Best Gr. % Pred. Best Gr. % Pred. % Change 10-
FEV1/FVC % 8257 31.06 8% 31.19 38% A 0% #
FvC L 561 382 C 68% 387 A 69% A 1% ]
FEV1 L 461 120 A 26% 121 A 26% A 1% l
FEF 25-75 L/sec 465 0.35 8% 0.33 7% W-5% ; ).
(™S
0 N—
Pre Post % J
Best LLN ULN Zscore %Pred Best Zscore %Pred Chng %Chng ¥
4
FVC | 382 452 671 -270 68% 387 -262 69% 005 A1% )
&
FEV1 L 120 367 550 -561 26% 1.21 -559 26% 001 & 1% 0 1 2 3
FEV1/FVC X 31.06 71.67 9163 -50 3119 -5.00 - -
Volume (L)
FET sec 1470 - - e 15.14 -
Pre Bronchodilator LLN: Predicted ULN
| | | .7 R | | 1 | | ]
FEVI o 1 1 I | 1 1 ] 11 ]
FEVI/FVC o | ] I | | 1 ] L] |
r T T T T T T 1 1
£ - 3 3 ] 0 1 2 3
Post Bronchodilator: LLN: Predicted ULN
Fve | | 1 % 1 1 | 1 L | I ]
FEVI o | | 1 1 1 1 | e | ]
FEVI/FVC o | | 1 ] | 1 | B ]
i T T T T T 1 T 1
-5 4 -3 =2 -1 0 1 2 3

Puc. 1. Pesynemamu cnipomempii
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LVM Pre Post
Pred. Best % Pred Best % Pred. % Change
e L 732 859 117% 818 112% W -5% Mﬁﬁ&w&“ \K
RV ! 1.56 477 305% 431 275%% W -10%
RW/TLC 21.27 5549 261% 5266 248% W -5% . -
Pre Post
Best LLN ULN Zscore %Pred Best Zscore %Pred Chng %Chng
TLC 859 588 878 143 117% 818 097 112% -041 W -5%
VvC [ 382 462 697 283 6™ 387 276 67% 005 & 1%
IC{LVMY) 227 281 495 58%  2.22 57% -005 W -2%
FRC | 632 232 479 313 185% 596 2B0 175% -036 W -6%
ERV(LVM) | 1.55 089 3.0 --=  BG% 165 M% 010 A 6%
RV " 477 075 260 436 305% 431 383 275% -046 W -10%
RV/TLC 5549 1133 319 52.66
Pre Bronchodilator: LLN: Predicted ULN
ne | | | ]| | 1 1 %1 1 J
vc | 1 E.3 I 1 | | 1 ) | ]
FRC [ | I | i | | | | | | *
e e e —
5 4 3 -2 -1 0 1 2 3
Post Bronchodilator: LLN: Predicted ULN
e | 1 | | I 1 *x | | 1
ve | | [ % | | I 1 | | . | ]
FRC | | | | I | | | | | *1
ST TT T T T 113
5 4 3 -2 1 0 1 2 3
DLCO Pred. Best % Pred.
DlLco mbl/min/mmHg 33.74 1892 56% i
VA L 684 446 65% 1
DLco/VA mL/min/mmHg/L 496 4.24 86%
BHT sex —= 1156 ' P
Vi L --- 378 sen
DLQA A

Puc. 2. [Tnemu3moezpadpia 3 eumipom DLCO

ayxe Taxkoto obcTpykuieo (OOB, — 26 %) Ta 3HUKEHO
andysinHoto 3gaTtHicTio nereHb (DLCO — 56 %). mMRC 3.

JlikygaHHa: Tpikceo Aepocdepa 2 iHr 2 p/pooy.
Bbepopyan H no noTpebi B AKOCTi HEBiAKNAAHOI fONMOMOrM.
JlereHeBa peabiniTauisi. PekomeHgoBaHa iMyHi3alis BakLu-
Hoto “lMpeBeHap 13",

Bunagok 2

MauieHTKa »iHovoi cTati, 2010 p. H., CKapru Ha 3afguLUKy
npyv HagmipHomy ¢i3nyHOMY HaBaHTakeHHi (mMMRC 1-2),
Kallenb nNepiognyHOro xapakrepy, CXWbHICTb JO YacTUX Npo-
CTYAHUX 3aXBOPIOBaHb 3 MafiHHAM caTypaLlii Ta 0OMeXeHHAM
di3nyHOT akTMBHOCTI Ha GOHI roCcTpoi pecnipaTopHOI iHPeKL;i.

06’ekmugHUll cmamyc. 3aranbHUA CTaH Ha MOMEHT
ornAgy 3afoBiNbHWN, CBIAOMICTb ACHA, WKiPHI MOKPWBMK
YNCTi Ta POXeBi, CIM30BI CTIHOK 3iBYy POXeBi, MUTAANNKN
HOPMOTPOdHI, HABPAKM BigCYTHI, NiMOBY3N He 36iNbLUeHi.
JuxaHHA ocnabneHe Be3VKyNAPHE, 3 NepeBarolo B HUXKHIX
BifAinax Ta 6e3 matonoriyHoro AvxaHHs. CepueBi TOHU pUT-

MiuHi, AicHi. SpO, 96 % B crnokol, YCC 95 — 110 ya/xs. MKusit
MsAKWIA, 6/6, ¢i3. BignpaBneHHsA 6/0. MNepBrMHHaA ameHopes.
Bara — 39,5 kr; 3pict — 143,0 cm. IMT — 19,32. [MoBepxHA
Tina — 1,25. VAS 0. Temnepatypa Tina 36,0 °C.

6 MWT Ha ¢oHi Tepanii Tpikceo Aepocdepa “off label”:
3yNUHEHNI Ha 6 XBUNKHI (420 meTpis, 680 KpOKiB) BHaCigoK
HAPOCTaHHA 3aAuLWKK, NagiHHAM SPO, 3 96 % A0 91 % Ta YCC
Ao 140/xs. (BigHOBNEHHA SPO, [0 96 % Yepes 45 cek).

AHamHes xumms. TpeTa guTuHa B CiM'l Bif HecnopigHe-
HUX 6aTbKiB, HApOAPKEHa B 39 TUXKHIB MPVPOAHUM LUSIIXOM
nicnAa HopmanbHOI 6araTonigHoOl BariTHOCTI (Apyra AUTK-
Ha-6/IM3HIOK MAUIEHTKN NPV HAPOMXKeHHI momepna), 3 3aj0-
Bi/IbHOIO ajlanTaLi€lo O N03ayTPOOHOro *unTTa. Ha rpyaHo-
My BUFOAOBYBaHHI JO 6 MicAuiB. AnepriyHmin aHamHes He
o6TAXKeHUA. IMyHOMNpodinakTuKa 3rigHo KaneHgaps Lwen-
NEeHHA. 3POCTaHHA Bary B Mexax HOpMU.

AHamHes 3axeoprosaHHA. 01.05.2021 poky rocniTtanisa-
uia B HauioHanbHy AuTA4Yy cneuiani3oBaHy nikapHio
“OxmaTtant” 3 piarHo3om: [OCTpUA MIENOIAHUI NENKO3.
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05.05.2021 pokKy 3a iHiuiaTmBolo 6aTbKiB MNauieHTKa 6yna
rocnitanizoBaHa B TypeLpbKy KniHiky “Medical Park Antalya”
3 piarHo3oM: F'ocTpuii mienoigHui neiiko3s (del5q i t(8:21), ge
oTprMana Kypc ximiotepanii (npotokon AML-BFM) 3 npose-
[eHOolo TpaHcnnaHTauielo nepmdepruyHNX reMomnoeTuYHMX
cToBOYpoBuMX KNiTH 03.11.2021 (100 % AOHOPCHKMIA XMMe-
pu3m). Y cepnHi 2022 poky — iHdikyBaHHA SARS-CoV-2 3
nMxomaHKkorw Ao 38,5°, Kawnem Ta nagiHHAM catypauii Ao
92 %, 3 HacTynHolo rocniTaniawi€to AnA KNiHiYHOro cnocre-
peXkeHHA 3 giarHo3om cepeHbo-TAKMn COVID-19 Ta nos-
HUM ofly»aHHAM yepe3s 2 TUXKHI 6e3 NpoTMBipyCcHOI Tepanii.
Y *O0BTHi 2022 poKy BWMHWKNAA OCUMAICTb FOAOCY, CUbHA
3aguuKa B cnokoi 3 Y/ no 42/xB (NocuneHHA 3afuLLKu, WO
NMOCUITIOETbCA HaBIiTb NMPU HE3HAYHWX 3YCUINAX — Hanpwu-
Knaf, po3MOBa, BXMBAHHA i, xoabba, nianom no cxopax),
BTOMY, akpoLjiiaHo03, 6inb y M'A3ax Ta 3HUKEHHA caTypaulii 8o

88 %. [lauieHTKa 6yna rocnitanisoBaHa y BigaineHHA OHKoO-
norii KniHikn “Meyer Florence lItaly” 3 o3Hakamu roctpoi
JnXxanbHOI HeJOCTaTHOCTI Ha GOHI BPOHXOOOCTPYKTUBHOIO
cuHgpomy. [liarHo3: FocTpuii OBCTPYKTUBHUIA GPOHXIT.
3arpo3a no bA. BeHTunAuiiHa HegoOCTaTHICTb 3a OOGCTPYK-
TUBHUM TUMOM BaXXKOro CTyneHs. [oCTKOBIgHU CUHAPOM.
IOBeHinbHa cknepopepmia?

Jliotun 2023 poky. Mpmun HIN1. bepeseHb 2023 poky.
BcTtaHoBneHun giarHo3: Peakuia TpancnaaHTaT NpoTu xas3Ai-
Ha (PTMX). CuHgpom obnitepytoyoro 6ponxionity (COB).
Po3nouyata Tepania Ruxolitinib (Jakavi) 5 mr 2 p/poby,
[JenbtakopTteH 20 mr 2 p/poby, baktpim 800/160 mr 1 Tab/
TUKOEHb, 3 HAaCTYNHOIO BigMIHO BuLLenepeniyeHol npena-
paTiB y nucrtonagi 2023 p. no mMeanMyHMM nokasam. 3 2023
poky OnyTidopm (OnyTikazoH/QopmoTepon) 125/5 2 iHr. 2
p/poby 3 HacTynHuM nepexopom y 2024 poui Ha Tpickeo

Pulmonary Function Test Report

Patient Details Session Details
1D 0208241 Birth Date: 20 Dec 2010 Height 147 cm Session Date: 02 Aug, 2024
First Name Age 14.4 Weight 40 kg Start Time: 0941
Last Name Gender Female BMI 18.51 Technician:  Yakovenko O
Smoker No Ethnicity: Caucasian Hbx 1270 g/dL  Physician MD PhD Yakovenko O
Pack Years: 0 025 94.00
Medical Condition Prediction
Adolescents System Default
Reimbursement Codes: ---
LLN T0% *Preset exceeds recommended range.
FvC i Pre Post B
Pred. Best Gr. %Pred. Best Gr. % Pred. % Change
1
FEV1/FVC 90.14 27.79 31% 29.28 2% A 5% g
FvC | 277 209 A 76% 222 A B0% A 6% 4
FEV1 L 249 059 A 24% 065 A 26% .A10% §3
FEF25-75  L/sec 321 020 6% 020 6% A 3% E .
Warnings During Test: =
Pre: End of Test criteria has not been found 0
Post: End of Test criteria has not been found 14
Pre Post h
Best LLN ULN Zscore %Pred Best Zscore %Pred Chng %Chng :
FyC | 209 223 332 -208 T6% 222 168 B80% 013 A 6% 0 ! l H 4
FEV1 L 059 200 29 -602 24% 065 -586 26% 006 A 10% Vokume (L)
FEV1/FVC 27.79 79.06 9826 -4.06 29.28 -4.05
FET sec 1297 - - e - 1492
Pre Bronchodilator: LLN: Predicted ULN
Fvc | | ] [ | | 1 | | I ]
FEVIof | | =] | | | 1 ]
rene | e )
=5 -4 -3 -2 -1 o 1 2 3
Post Bronchodilator. LLN: Predicted ULN
Fve | I | 1 & i 1 ] | [ | ]
FEVigg | ] [ 1 | 1 | | | ]
] s e s
5 -4 -3 -2 -1 o 1 2 3

Puc. 3. Pesynemamu cnipomempii
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VM Pre Post
Pred. Best %Pred. Best %Pred. % Change
Tc L 354 763 216% 682 193% Ww-11%
RV [ 078 554 T09% 460 589% W-1T%
RVW/TLC 2151 7258 337% 6745 314% W -T% »
Pre Post
Best LLN ULN Zscore %Pred Best Zscore %Pred Chng %Chng
TLC | 763 281 435 696 216% 6.82 578 193% -081 Ww-11%
Ve L 208 227 331 -220 75% 222 -181 80% 013 & 6%
IC{LVM) L 133 1.21 219 T78% 1.29 76% -0.04 W -3%
FRC L 630 122 240 765 362% 553 673 318% -078 W-12%
ERV(LVM) 1 0.76 053 126 89% 0.93 108% 017 & 22%
RY | 5.54 0.31 152 6.54 709% 4,60 567 589% -094 W-1T%
RV/TLC 72.58 844 3647 67.45
Pre Bronchodilator: LLN: Predicted UN
e | | I | | | 1 | | | F 3
ve 1 | *x1 1 | 1 | | i ]
FRC [ | | | | | | | | F 3
o e e e e —
-5 -4 -3 -2 -1 1] 1 2 ]
Post Bronchodilator. LLM: Predicted ULN
e 1 | | | 1 | | | *
ve [ I I B [ | I 1 ]
FRe [ /| | [ 1 | | 1 1 1 *
e e e e
-5 = 3 2 1 (] 1 2 3
DLCO Pred. Best % Pred.
DLco ml/min/mmHg 1767 1152  65% i W\J
VA L 341 245  T2% -
DLco/VA mbL/min/mmHg/L 524 470 90%
BHT sec --- 1346 R T
Vi L 186
DL QA - D

Warnings During Test:
Pre: Inspiratory volume is lower than 90% of FVC.
Pre: Breath Hold Time is higher than 12 seconds - out of range.

Puc. 4. [Tnemu3mozpadpia 3 eumipom DLCO

aepocdepa 2 iHr 2 p/goby B pexumi «off label» Ha poHi nere-
HeBoi peabiniTauii 3a pgonomoroio Bubble-PEP (anapat
®ponoBa), Wo Npu3BeNo A0 NO3UTUBHOI AVHAMIK/ Y NiKyBaH-
Hi COB — 36inblueHHA TonepaTHOCTI (Npu xoabbi 3MeHLWnNa-
€A 3afuMliKa Npu xodbbi, AUTMHA CTana akTUBHIWA, CTano
nerwe nigHiMaTncAa Cxofamm) A0 HaBaHTaXKEHHS 3 BigHOB-
neHHAM caTypauii 4o 98 %. OuxaHHA nig vac cHy 16-18/xB.
Cnipometpis: npupictb OOB, 3 420-590 mn go 720-800 mn
Ha ¢oHi Tepanii npenapaTtom Tpikceo aepocdepa “off label”.

TJI® 3 6poHXOAIMUYHUM Mecmom Ha 360pomHicms (bT3)
Ha cnipomempuyHili cucmemi PulmOne 3 6e3kabiHHO0O nie-
musmoepacpiero ma DLCO: BeHTunAUiiHa HeQOCTaTHICTb 3a
O6CTPYKTMBHMM TUMOM AyKe Bakoro ctyneHa (OOB, —
24 %, OOB,/OXEN — 27,79 %) 3 HE3BOPOTHLOI 06CTPYKLi-
eio nicna Canbbytamony 400 mkr (noctO®B, — 26 %,
noctO®B, /OXEIT — 29,28 %). TAxka rinepiHpnauis (3€/1 —

193 %, 30 — 589 %, ®3€ — 362 %). 3HMXKeHHs andysinHOT
3paTHocTi nereHb (DLCO — 65 %) Ha $OHi 3HVKEHHA anbBe-
onsapHoro o6’emy (VA — 72 %) npu DLCO/VA 90 % (puc. 3-4).

KniniyHut diazHo3 (2023 pik): CuHapom obniTepytouoro
6poHxionity, ctagis lll. Em¢pizema. BeHTunAuiHa HegocTaT-
HiCTb 3a OOCTPYKTVBHVM TUMOM [yXe Ba)KKOro CTyrneHs
(O®B, — 26 %) Ta 3HMXeHOW ANPY3iNHOK0 3[ATHICTIO
nereHb (DLCO — 65 %). locTpuin mienoigHuin nenkos (del5q
i t(8:21), kniHiuHa pemicia. CTaH nicnA TpaHcnnaHTalii remo-
NMOETUYHUX CTOBOYPOBKMX KNiTWH (2021). PTMX. fAiTporeHHmi
imyHopediLmT.

Bunapok 3

MauieHTKka »kiHouoi cTaTi, 1984 p. H. Ckapru Ha
Kawenb NepiognyHOro xapakrepy 3 BUAINEHHAM rHin-
HOroO MOKPOTUHHSA, 3aAUWKY npu ¢i3YHOMY HaBaHTa-
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XeHHi (MMRC 2), nocTinHe yTpyAHEHHA HOCOBOTO
OVXAaHHA, HEMOXMBICTb 3aBariTHITU, CXUbHICTb A0
3aKpeniB, CXUNbHICTb A0 NPOCTYAHMX 3aXBOPIOBaHb 3
3arocTpeHHaM Ginblue 2 pasis/pik.

O6’ekmusHuUli cmamyc. 3aranbHWUA CTaH 3af0BINbHUI Ha
MOMEHT Ornafy, XBopa KOHTaKTHa, LKipHi nokpusu 6/0,
HabpsAKKM BiACYTHi, nimpoBy3nu He 36inblueHi, Bara — 80 Kr.
3pict — 155 cm. IMT — 32,9. ®opma rpyaHoi KniTku 6o4kono-
nibHa, MepKyTOPHO KOPOOKOBMUI 3BYK, ayCKynbTaTMBHO
OVXaHHA ocnabneHe Be3UKYNAPHe, 3 NOLOBXEHUM BUAUXOM
Ta eKcnipaToOpHUMK CyXumu xpunamm 3 obox ctopiH Y —
16/xB y cTaHi cnokoto. CaTtypauia B cnokoi — 96 %, YCC — 90
AT 120/80 mm pT cT. KusiT M'akniA, 6/6, di3. BignpaBneHHA
— CXUNbHICTb JO 3aKkpeniB. MicAYHi HeperynAapHi.

AHAaMHe3 3aX80pI08AHHA. XBOPIE 3 HAPOAMEHHA YacTu-
MW NPOCTYAHNMM 3aXBOPIOBAHHAMM, YaCTMK BPOHXITaMK.

AHamHe3 Xumms. AnepriuyHnii aHamHe3 He OBTAXKEHWIA.
Wkignmei 3BMYKM BigcyTHi. OppyxeHa, fJiTen Hemae.
CnocTepira€rbcs B NyNbMOHOJIOra Ta TOpakasnbHOro Xipypra.

MNpoBegeHa cnipometpia 3 bT3: BeHTunAuinHa Hepo-
CTaTHICTb NO OGCTPYKTMBHOMY TUMY MOMIPHOIO CTyMeHsA
(O®B, — 63,64 %, OOB,/OXET — 66,46 % ) 3 HE3BOPOT-
Hbol 06cTpyKuieto nicna  Canbbytamony 400 MKr
(noctO®B,  — 66,23 %, NocTOOB./OXKENT — 58,92 %)
(puc. 5) Ta KTOITI 6e3 koHTpacTyBaHHA: [JekcTpokapais,
6POHXOEKTA3M BEPXHbOT A0S NiBOI NiereHi.

BpaxoBylounm aHamHe3 3axBOPIOBaHHA 3 AUTUHCTBA 3
HaABHICTIO cMHApPOMy KapTareHepa, naLieHTKa HanpasneHa
Ha MONeKyNnAPHO-TeHeTNYHe JOCNiIKEeHHA ANA BUABNEHHA
myTauin DNAH5 3 memoto eeHemuyHo20 niOmMeepoXxeHHs
0iazHO3y NePBUHHOI UMniapHOI ANCKiHesIl. Big obcTexeHHs
nauieHTKa BigMOBUIACh 3a PENirinHUMN NepeKoOHaHHAMM.

KniniuHul OiaeHo3 (2025 pik): MepBrHHA UWniapHa AUCKi-
He3ia 3 cuHapomom KapTtareHepa (Situs inversus). XO3J1 mono-
foro Biky, rpyna E (GOLD 2). bpoHxoekTa3u B/goni nisoi nere-
Hi. BeHTWnALiHa HeQOCTATHICTb 3@ OOCTPYKTUBHMM TUMOM 3
nomipHoto obcTpykuieto (OOB, — 66 %). mMRC 2. [lekcTpo-
Kapgif. XpOHiYHWI pUHOCKMHYCUT. be3snnigaa.

BTL-08 Spiro Pro

10.04,2025 09:49:10 7.02.5742R100

JlikysaHHA: CnionTto pecnimat 2 iHr. 1 p/po6y.
Bbepopyan H no notpebi B AKOCTI HeBifKnagHOI fOMOMO-
rm. LllogeHHa ririeHa BepxHiIX AWXanbHUX LWAAXIB.
JlereHeBa peabinitauis. PekomeHgoBaHa iMyHi3auia Bak-
umHoto “lMpeBeHap 13", KOHCynbTauiA reHeTmka, KOH-
cynbTauia rinekonora.

Bunagok 4

MauieHTKa »kiHOuYoi cTaTi, 1977 p. H. 3i CKaprammn Ha
Kalenb NepioguyHoOro xapakrepy 3 BUAINIEHHAM FHINHOIO
MOKPOTUHHA, 3aauwWwKy npu ¢isYHOMY HaBaHTaXeHHi
(mMRC 2), 3aroctpeHHA 3agu1LLKK Ta Kawwto Ginblue 2 p/pik
Ha $OHI XPOHIYHOT pecnipaTopPHOI iHGEKLIT H/XHIX Anxanb-
HUX WAAXIB 3 HACTYNHOIO rocnitanisaui€lo, HEMOXKNBICTb
3aBariTHITK, CXUIbHICTb A0 3aKpeniB, CXYAHEHHSA.

0O6’ekmusHUl cmamyc. 3aranbHUA CTaH 3af0BiNbHUIN,
LIKipHI MOKPVBMN — HEBYC Ha LWKipi 06511yus, HabpAakn Bif-
CyTHi, nimdoBy3nn He 36inbleHi. Bara — 46 kr. 3pict —
160 cm. IMT — 17,97. ®opma rpyaHoi KniTkn 6e3 ocobnu-
BOCTeW, NEePKYTOPHO KOPOOKOBWIA 3BYK, ayCKyNbTaTMBHO
JOVXaHHA ocnabneHe Be3NKyNApPHE, 3 NOJOBXEHUM BUAVXOM
Ta eKCnipaToOpHUMM CyXMK Xpunamu 3 060x cTopiH. Y —
20y ctaHi cnokoto. CaTtypauisa B cnokoi — 94 %y YCC — 90,
AT — 110/70 mm pT. cT. XKuBiT M'sKkniA, 6e360nicHUR, ¢i3.
BiANpaBneHHA — CXUSbHICTb A0 3aKpeniB. MicAuHi Hepery-
nAapHi. besnnigaA.

AHaMHe3 3ax80ptoB8AHHA. XBOPI€ 3 ANTUHCTBA Ha YacTi
NpocTyAHi 3axBoptoBaHHA Ta 6poHxiTK. B gopocnomy Bili
BMCTaBMeHi diarHo3n: 6poHXxoeKTaTuYHa XBopoba, XPOHiu-
HWU OBCTPYKTUBHUI OPOHXIT, Y BiLi nicna 40 pokiB BCTaHOB-
neHun giarHo3 “XO3J1”. NoCTiNHO OTPUMYE iHranATopwu 3a
nporpamoto “[ocTtynHi niku”: CnipuBa 18 mkr/goby +
CnmbikopT 320/9 2 p/poby. HeogHopasoso nposoawnnn
caHauiiHy OpoHxockonito. XpoHiuHa KonoHizauia Ps.
aeruginosa (CMHbOrHiHa iHpeKLUis).

AHamHes xumms. AnepriyHmin aHaMHe3 He OOTAXKeHUN.
IHbeKUinHMIA aHamHe3: xpoHiyHa HBV-indekuia. Wkignusi
3BUYKM BiAcyTHi. OppykeHa, 6e3nnigas.
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Puc. 5. Pesynemamu cnipomempii 3 bT3
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TJ1® 3 6poHxonimu4HUM mecmom Ha 38opomHicme (bT3)
Ha chipomempuyHit cucmemi PulmOne 3 6e3kabiHHOW niie-
musmoepagpiero ma DLCO: BeHTuNAUiiHa He[OCTATHICTb MO
06CTPYKTUBHOMY TuMy fyxe Baxkoro ctyneHa (OOB, —
36 %, OOB,/OXEN — 60,79 % ) 3 HE3BOPOTHLOK 06CTPYK-
uieto nicna CanbbyTtamony 400 MKr (noctO®B, — 34 %,
noctO®B,/OXKENT — 58,92 %). CuHapom rinepiHdnAwii
(3€/1— 85 %, 30 — 192 %, ®3€ — 132 %). 3HWKeHHA Jndy-
3inHoI 3gaTHOCTI NereHb (DLCO — 55 %) Ha GOHi 3HMXKEHHSA
anbBeonapHoro o6’emy (VA — 54 %) npu DLCO/VA 101%
(punc. 6-7).

Bpaxosytoun BctaHoBneHuin giarHo3 XO3J1y monogomy
BiLli, NauieHTKa Oyna HanpasiieHa Ha MOJIEKYNAPHO-TeHe-
TUYHE [JOCNifKeHHA ANnA BuABNeHHA MyTauin reHa CFTR
(MB) Ta DNAHS5 (MUA). AHani3 myTauii reHa CFTR 3a gonomo-
roto MJIP Ta NAP® Buasus mytauito F508del reHa CFTR B

reTeposnrotHoMy ctaHi (reHotun F508del/N). Moganblue
reHeTM4He gocnigxeHHaA Ha MU He npoBogunocs.

KniniyHud 0iaeHo3 (2025 pik): Mykosicuuaos (F508del/N),
BrepLue BUABMEHMIA. XPOHIUYHUI obniTepytounin GpoHxXioniT.
BpoHxoekTasn 060X nereHb. BeHTUnALUiHa HefOCTATHICTb
no OOCTPYKTMBHOMY TUMY 3 [AyXXe BaXXKOK OCTPYKLEO
(O®B, — 36 %), Ta 3HVKeHOW ANdY3iINHOIO 3[aTHICTIO Ne-
reHb (DLCO — 55 %). XpoHiyHa KonoHisauia Ps. aeruginosa.
XpoHiyHa naHKpeaTU4YHa He[OCTaTHICTb. [lediunT macu Tina
(IMT — 17,97). Bpop»keHunin HeByC 06nmyys.

JlikyeaHHsA: PekomeHpoBaHa Tepania reHeTUYHUM Kopek-
Topom Tpikadta. Mynbmosum 2,5 mr/2,5 mn 1 iHr. p/poby yepes
Hebynainsep. KpeoH 25000 Ha ¢oHi pieT. AHTMOaKTepiliHa
Tepania Ps. aeruginosa 3rigHo NpoToKoy NiKyBaHHA XBOPWX Ha
MB. BpaxoBytounini NO3UTUBHUIA KNiHIYHUA edeKT, MPOLOBXKe-
Ha iHranAauinHa Tepania npenapatamu: Cripusa 18 mkr/poby +

Pulmonary Function Test Report

Patient Details Session Details
1D 2305251 Birth Date: 28 Nov 1977 Height: 160 cm Session Date: 23 May, 2025
First Name: Age: 47.4 Weight 46 kg Start Time:  09:23
Last Name Gender Female BMI 17.97 Techrician.  Yakovenko O
Smoker No Ethnicity:  Caucasian Hb 1140 g/dl.  Physician MD PhD Yakovenko O
Pack Years: 0 02%: 9200 %
Medical Condition Prediction
Adults System Default
Reimbursement Codes: ---
LLN T0%
FVC - Pre Post 8
Pred. Best Gr. %Pred. Best Gr. %Pred. % Change !
b
FEV1/FVC %o B1.05 60.79 75% 58.92 3% W -3% 5
FvC L 339 161 A 48% 161 A 47% W 0% 4
FEV1 L 274 097 A 36% 094 A 3% W 3% §3
FEF 25-75 L/sec 278 043 16% 039 4% W¥-1% E 2
g1
0
Pre Post K|
Best LLN ULN Zscore %Pred Best Zscore %Pred Chng %Chng 3
FVC 1 1.61 267 414 -421 48% 161 -423 47% -001 ¥ 0% 4
FEV1 L 097 215 331 471 36% 094 -479 34% -003 W-3I% ’ U . ’ ) P
FEV1/FVC % 60.79 70.00 90.30 -2.76 5892 -296
FET s8¢ 8.72 8.75 Wnet]
Pre Bronchadilator: LLN: Predicted ULN
FvC | x| | | | | 1 | | | |
FEVI | 3% | 1 1 1 1 1 | | | |
FEVI/FVC | | 1% | | | | | | | ]
F T T T T T T 1 1
-5 -4 -3 -2 -1 1] 1 2 3
Past Bronchodilator. LLN: Predicted ULN
| *x 1 | I T | | | | | ]
FEVI | 3¢ | | B R | 1 1 | | ]
] e e e —
-5 -4 -3 -2 -1 0 1 2 3

Puc. 6. Pesynemamu cnipomempii
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VM Pred. Best % Pred.
TLC L 503 427 85% i M W
RV L 139 267 192% | ki r
RV/TLC % 2742 6258 228%
Best LLN ULN Zscore %Pred

TLC L 427 412 604 -136 85%
Ve L 160 290 440 -444 44%
IC(LVM) L 09 170 327 - 3%
FRC L 336 180 349 145 132%
ERV(LVM) L 069 045 186 66%
RV L 267 081 216 257 192%
RV/TLC % 6258 17.38 3826  ---
Z-SCORE LLM: Predicted ULN
Tic | [ | T % 1 | I 1 |
v ] I 1 I | I ] ]
FRC [ | = | | 1 ) ]
o IS T ]

-5 -4 -3 -2 1 0 1 2 i
DLCO Pred. Best % Pred.
Dlco ml/min/mmHg 2032 1108  55% !W\J
VA L 467 250  54% ,
Dlco/VA mb/min/mmHg/L 439 443 101%
BHT sec - 1375 e !
v L - 123
DL QA i F ady

Warnings During Test:
Pre: Inspiratory volume is lower than 90% of FVC.
Pre: Breath Hold Time is higher than 12 seconds - out of range.

Best LLN ULN Zscore %Pred
DLCO mbL/min/mmHg 1.08 ---  --- =]
DLCO-c mb/min/mmHg 11,08 1592 2558 -346 55%
VA L 250 383 558 -467 54%
TLC L 427 - -
VifVe % 76.61 —_— _— s ———
KCO-c ml/min/mmHg/L 443 344 546 007 101%

Puc. 7. [Tlnemu3moezpadpisa 3 eumipom DLCO

CumbikopT 320/9 2 p/poby Ha doHi nereHeBoi peabiniTadlii.
PekomeHpoBaHa iMmyHi3auia BakuuHow “lpeBeHap 13”.

O6roBopeHHA

HiarHoctnka XO3J1 3a pekomeHgauiamm GOLD nepeg-
6avae npoBefeHHA AndepeHUiNnHOI AiarHOCTMKY 3 TaKuMK
3aXBOPIOBaHHAMM, fIK 3acTiiHa CH, 6poHxoeKTaTMUHa XBO-
poba, Ty6epKynbo3, obnitepytoumnin 6poHxionit (OB), andys-
HUIN naHbpoHxionit (AMNB) Ta 6poHxianbHa actma (BA) 3
cimenHotw ictopieto actmu [1], NpoTe, HaABHICTb AaHUX
3axBOpioBaHb He BMKNYae AgiarHo3y XO3J1, Ake y cBoto
yepry MOXyTb 6yTIW y BUrNALi CynyTHbOT NYIbMOHOMOTYHOT
naTonorii, Hanpuknag: ¢eHotmun XO3J1 3 6poHxoeKTazamu,
XO3J1 B noegHaHHi 3 BA, XO3J1 Ta 3actinHa CH, Bnepuwe
BMABNEHWI Ty6epKynbo3 nereHb y xgoporo 3 XO3J1. Okpim
TOro, 3rifHo HactaHoBu GOLD, B KOHTeKCTi AndepeHUinHoT

YKpaiHCbKWUIA NyNIbMOHONOriYHNIA XKypHan. 2025, Ne 3

giarHocTnku XO3J1 npy HaABHOCTI XPOHIYHOIO Kalwto, cnig
BUKIIOYATK TaKi 3aXBOPIOBAHHHA AK PaK fiereHb, iHTepcTu-
LiiiHe 3aXxBOPIOBaHA fiereHb Ta mykosicunaos (MB) [1].
AHanistoun ¢akTopu BUHUKHEHHs XO3J1 B 0ci6 mono-
[JOro BiKY Yy KOHTEKCTi Cy4YaCHUX LWKIgANBUX 3BUYOK, AKi
NPUALWAI Ha 3MiHY TpPaguuinHOMYy TIOTIOHOMAaNiHHIO, TO B
niTepaTypHUX ApKepenax Bxe AaBHO MOBIAOMAAETbCA NPO
BUHNKHeHHA OB B Monogux KypLiB eN1eKTPOHHUX LiMrapok
abo pe.aticis (POD-cuctem) [17, 18], wo cnig BpaxoByBatu
nikapto nig Yyac o6CTeXXeHHA AaHOi KaTeropii nauieHTiB 3
nigo3poto Ha “monoguin” XO3J1. OB TakoXK BigOMUIA AK KOH-
CTPUKTUBHUIA BPOHXIONIT, AKUI BUHUKAE NicNA TpaHCNIaH-
Talii remonoeTuyHmx ctoBOypoBux KnituH (HSCT) sk kni-
HIYHUIN NPOAB XPOHIYHOT peaKLii TpacniaHTaT NPOTU Xa3sA-
Ha (PTMNX) y Burnagi cmnHgpomy obnitepytouoro 6poHxioni-
Ty (COB/BOS) i pigwe Ak NpoAB OpraHi3yyoi MHeBMOHIT 3
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o6niTepytounm 6poHxionitom (BOOP) [19, 20]. COB Takox
€ OCHOBHUM YCKNafHEHHAM TpaHCnnaHTauii nereHb, Ake
noBs’'A3aHe 3 HM3bKOW BWKMBaHicTio. TepmiH COB cnig
BMIKOPUCTOBYBATW ANA OMWCY BiACTPOYeHOi AUCPYHKLT
anoTpaHCcniaHTaTa 3i CTIMKUM 3HUXEHHAM O(DBV AKa He
CNPUYMHEHA iHWMK BifOMMMM Ta MOTEHUINHO 060POTHU-
MU NprynHamy BTpaTh GYHKLIT nereHb nicna TpaHcnnaHTa-
uii [21]. Ik okpema Ho3onoriyHa oagnHuuya Ob — ue Tun
06CTPYKTUBHOIO 3aXBOPIOBaHHA APiIOHNX ANXANbHUX LWAA-
XiB 3 XapaKTepHMMU o3Hakamy ¢ibpo3y TepMiHanbHUX i
OncTanbHUX GpoHXion, AKUIM 3a3BUYail NMPU3BOAWUTL [0
NPorpecyyoro 3HMXeHHA OYHKUiT nereHb i Mae pisHi
Hacnigkn. [HWi npuunHm Ob BKAOYaOTb BMAMB BAMXAHHA
TOKCMHIB i rasiB, BKMKYalouM CipyaHuU inpuT, OKCMAn
asoTy, AiaueTnn (BMKOPUCTOBYETbCA AK apomaTtun3aTop AnA
NMOMKOPHY 3 BUHWKHEHHHAM “MOMNKOPHOBOI nereHi”’), neTio-
4y 3071y Ta CKNOBONOKHO. Ob TaKoX MOB'A3aHUN 3 ayTOIMYH-
HUMW po3nafjamu, 0CobnMBO PEBMATOIAHMM apTPUTOM Ta
CUCTEMHMM YEepBOHMM BOBYAKOM, MiCNA pecnipatopHoi
BipycHoOI iHdeKLUii (pecnipaTopHO-CMHUWTIaNbHUIA BipyC),
ocobnueo y giten. IHwumn iHpekuiamn, nos'azaHnmu 3 OB,
€ Bl1, mikonnasma nHeBMOHIA, repnesipycHa iHdeKuin, a
TaKOX KPUNTOr€HHUN KOHCTPUKTUBHUIA BpoHxionit [19].
Takoxk Ob MoXe 3ycTpivaTnca y XBOpmxX Ha ClafKoBe, ayTo-
COMHO-peLiecBHe 3axBoptoBaHHA MB. 3rigHo nitepatyp-
HUX JaHWX, KOHCTPUKTUBHUIM a6o OB WMpOKOo NowwmnpeHni
y nignitkie i3 MB Ha ni3Hin cTagii BaHOro 3axBoploBaHHA Ta
MO>Ke CMpUATU NopyLleHHIo GYHKUIT nereHb, Wo He nigaa-
€TbCA TpaauuinHin Tepanii [22] Ta 3 BRacHoro pocsigy
Mo>ke ByTu nig Mackoto iHworo giarHo3y. Mpu Ob nokasHu-
kn CM noka3syTb 06CTPYKTUBHI 3MiHWM (Tabn. 2) [19], Aki
BiJo6paxatloTb CTyMiHb Ba)KOCTi 0O6CTPyKLUii Ta BeHTUNA-
LifiHY HelOCTaTHICTb MO OGCTPYKTMBHOMY TUMY, AKa MOXe
6yTV ineHTUYHO KpKBIl “noTik-06’em” Ak npu XO3J1, wo
Cnifi TakoXK BpaxoByBaTW Mpu 0OCTeXeHHi Monogmx ocid
npwv nigo3pi Ha XO3/J1.

Mpwn BcTtaHoBneHHi giarHo3y XO3J1 y monogomy BiLi
TakoX Mae OyTn npoBefeHa peTesibHa AudepeHLinHa fia-
FHOCTMKa 3 MEePBUHHOI LuiiapHO AucKiHesieo (MUAO),
afKe XPOHIYHUI NPOAYKTUBHUN Kallenb i3 peunansyoum-
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Tabnuys 2
CnipometpunyHa Knacndikauis COb

COB/BOS 0 Hemae OOB, > 90 % Bif HaneXHoro Ta

FEF25-75 %
> 75 % Bif HaneXxHoro

COB/BOS 0-M  TMoteHuinHnin OOB, Bin 81 0o 90 % Ta/abo
FEF 25-75 % < 75 % Bif
HaNIeXKHOrO

COB/BOS 1 Jlerkuin O®B, Bif 66 % o 80 % BiA
HaNIeXKHOrO

COB/BOS 2 CepepHin O(])B1 Bif 51% po 65 % Big
HaNIeXKHOro

COB/BOS 3 Baxkun O0B, < 50 % Bia HaneHoro

MU iHOeKLiAMU [nXanbHUX LWAAXIB 3 PO3BUTKOM OOCTPYK-
TUBHOIO 3aXBOPIOBaHHA flereHb Ta GPOHX0eKTasiB € Npo-
ABOM fAaHoro 3axsoptoBaHHA [23]. MUO — ue pigkicHe
umnionatMyHe ayTOCOMHO-peLieCMBHE TreHeTUYHe 3axBo-
ptoBaHHA 3 myTauismu B DNAHS, ake cnpunumnHae gedekr y
PO6OTi BiOK, WO BUCTUNAIOTb ANXanbHI WAsAXK Ta dannoni-
€By TpyOy. MNauieHTn 3a3BMnYall MalOTb XPOHIYHWI peunaun-
BYHOUUI PUHOCUHYCUT, CEPEefiHi OTUT, MHEBMOHIi Ta 6pOH-
X0eKTa3W, CNPUYNHEHI CMHbOTHINHO iHdeKLUie. Ha goaa-
TOK go Tmnosux cumntomis MU y nauieHTiB TakoX BUAB-
NAETbCA situs inversus abo cuHapom KaptereHepa [24]. Y
CBOW X vepry, audepeHuinHa giarHoctuka MNUA Bknoyvae
CTaHW AKi NoB'A3aHi 3 OpOHX0eKTazaMu, acnipaLito CTOPOH-
HbOTO Tifla Ta BPOXEHUX CTaHiB AKi NPU3BOAATb A0 6POH-
xianbHOI 06CTPYKLiT — 6pOHXOMansALis, nereHeBa CEKBECT-
pauif, CUHOPOM >KOBTOFO HirTA, NepBUHHI iMyHoediLnTy
[25], wo TakoX cnifg BpaxoByBaTU KNiHILMCTY Nig Yac obcTe-
>KEHHA MonoAux MNaui€HTIB 3 XPOHIYHOK pecnipaTopHOI0
CMMNTOMaTUKOK (Kallenb, 3afuiiKka) Ta 6pOHX006CTpyK-
TUBHMM CUHApPOMOM npwu nigo3pi Ha XO3J1. OTxe, npu BCTa-
HoBneHHi giarHo3y XO3J1 y monogomy Biui B nepLly yepry
Mae 6yTv npoBefeHa peTenbHa AndepeHLiiHa fiarHocTu-
Ka 3 rpynoto 3axBoptoBaHb 3rigHo pekomeHgaui GOLD, a
TakoK 3 COBb ak npoasom PTIIX Ta rpynow reHeTU4HuX
3aXBOPIOBaHb [0 AKMX HanexxnTb MB Ta MNUJ i3 cuHgpomom
KapTareHepa.
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