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AHOTALIA

Ksanidikariiiny po6oTy IpUCBSIYEHO JOCIIKCHHIO Cy9aCHUX METOJIIB Ii-
JOTBEP/KYBAJIBHOI TIarHOCTUKA MYKOBICIH03Y. Y poOOTI pO3MNISHYTO OCHOBHI
MiaAXoau 10 Bepudikaili AiarHo3y, BKIOYAIOYH TOTOBHM TECT, MOJICKYISPHO-
reHeTuyH1 gociipkeHHs reHa CFTR Ta oIiHKy KIHIKO-71a00paTOpHUX MOKa3HU-
kiB. OTpuMaHi pe3yibTaTH CBIAYaTh, 110 BUKOPUCTAHHS KOMIUIEKCHOTO JiarHOC-
TUYHOTO MIAXOAY JO03BOJISIE CBOEYACHO BUSIBUTHU 3aXBOPIOBaHHS, YTOUHUTH HOTO
nepeOir 1 MOKPAIIUTH SIKICTh MEAMYHOTO CYIPOBO/Y MAIlIEHTIB.

OcHoBHHIA 3MICT KBamidikamiiHoi poOOTH BUKIAACHO Ha 42 CTOpiHKax
JPYKOBAHOTO TEKCTY, MICTUTh D PUCYHKH Ta 2 TaOJUIIL.

Knrouosi cnosa: myxosicuuno3, aiarHoctuka, CFTR, notoBuit Tect, reHe-

TUYHI JOCTIKCHHS, 1a00paTOpHI MOKa3HUKH.

ANNOTATION

The qualification paper is devoted to the study of modern methods of con-
firmatory diagnosis of cystic fibrosis. The work examines the main approaches to
diagnostic verification, including the sweat chloride test, molecular genetic analy-
sis of the CFTR gene, and the evaluation of clinical and laboratory indicators. The
obtained results indicate that the use of a comprehensive diagnostic approach ena-
bles timely disease detection, specification of its clinical course, and improvement
of patient care quality.

The main content of the qualification paper is presented on 42 pages of
printed text and includes 5 figures and 2 tables.

Keywords: cystic fibrosis, diagnostics, CFTR, sweat test, genetic studies, la-

boratory parameters.
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IEPEJIIK YMOBHHUX CKOPOYEHbD

JHK — ne3oxkcupuboHyKIIeiHOBA KUCIOTA

CFTR — Cystic Fibrosis Transmembrane conductance Regulator
NGS — Next-Generation Sequencing

AgNO3z —HniTpar cpidia

IPT — iMyHOpEakTUBHUI TPUIICUHOTCH

I®PA — imyHodepMeHTHUH aHAII3

HBC — neonaTtanbHMii O10XIMIYHUM CKPUHIHT

IIKT — nuryHKOBO-KMIIKOBUM TPAKT

XH3JI — xpoHiuHi Hecrienu(iuHi 3aXBOPIOBAHHS JIETCHb



BCTYII

AKTyaJIbHICTh TeMH. MyKOBICIIUI03 € CKJIaJHAUM CHaJKOBUM 3aXBOPIOBAH-
HSM, IO HANCKHTh 1O TIPYINH MOJTIOPraHHUX IIATOJNOTii. MOro BHHUKHEHHS
noB’si3ane 3 mytaiiero reHa CFTR, sikuil KOHTpOJIIO€ TpaHCTIOPT 10HIB XJIOPY Ta
HaTpiO 4Yepe3 KIITUHHI MeMmOpanu. [lopymieHHss poOOTH 1IOTO T'e€Ha CIPUYHHSIE
YTBOPEHHS TYCTOTO CEKPETy B €K30KPHHHHX 3aJ103aX, [0 3YMOBIIOE OOCTPYKIIiIO
JTUXATbHUX IUISIX1B, PO3BUTOK XPOHIYHUX 1H(MEKIIN Yy JereHsx, MOPYIIeHHs TpaB-
JICHHSI Ta 1HII CUCTEMH1 IIPOSIBU.

CBo€yacHe BUSBICHHS] MYKOBICIU03y MA€ BUPIIIAJIbHE 3HAYEHHS, OCKIJIbKH
paHHs J1arHOCTUKA JTO3BOJISIE PO3IIOYATH JIKYBaHHS Ha MOYATKOBHX €Tamax 1 CyT-
T€BO TMOKPAIIUTH NPOrHO3. He3Bakaroum Ha PO3BUTOK MOJIEKYISIPHO-TEHETHIHUX
METO/I1B, KJIFOUOBUM €TaIloM IMiITBEPXKCHHS J1arHO3y 3aJIMIIAETHCS MOTOBA MPO-
0a, sika BBAKAETHCA «30JI0THUM CTaHIAPTOM» JaOOPATOPHOI J1arHOCTUKH 1IbOTO 3a-
XBOpIOBaHHA. MeTos 0a3yeThCcsl HA BU3HAYEHH1 KOHUEHTpAILlll 10HIB XJIOpPY Y MOTI,
o BimoOpakae ¢yukiionansHuii ctan CFTR-611ka Ta 1a€ MOXIUBICTH JOCTOBIP-
HO MIATBEPIUTH a00 CIIPOCTYBATH J1arHo3.

AKTYaJIBHICTh TEMH TMOJIATA€ Y HEOOX1THOCTI MIJBHUIICHHS TOYHOCTI Ta CTa-
HIApPTU3aIll MATBEPIHKYIOUMX METOJIB JIarHOCTUKH MYKOBiciuao3y. B Ykpaini,
JK 1 B 0aratb0X KpaiHax CBITY, IOTOBa MpoOa BUKOPUCTOBYETHCS HE JIMILIE SIK J1ar-
HOCTHUYHUN KPUTEPiH, a i K IHCTPYMEHT JJIsl OLIHKK €(EeKTUBHOCTI JIKYBaHHS Ta
MOHITOPUHIY CTaHy MAaLI€HTIB. Y JOCKOHAJIEHHS [[bOTO METOIY Ma€ BaXKJIMBE MpaK-
TUYHE 3HAYEHHS JJIs MiJABUIIECHHS SIKOCTI JaOOpaTOpHOI A1arHOCTUKU Ta CBO€YAacC-
HOTO IIPU3HAYCHHS MAaTOrCHETUYHOI Teparii. Takum 4MHOM, JOCIIDKCHHS I1ITBE-
PIDKYIOUMX METOIB JIIarHOCTUKY MYKOBICIIUA03Y, 30KpEMa aHajli3 MOKIMBOCTEH 1
TOYHOCTI MIOTOBOT MPOOH, € aKTyaJIbHUM HAIPSIMOM Cy4YacHOI JJaOOpaTOpHOi MeTu-
[IMHU, CIPSIMOBAHMM Ha TOKPAIIEHHS M1arHOCTUYHOTO TIPOIECY Ta MiJBUIIECHHS
e(EeKTUBHOCTI JIIKYBaHHS MaI[l€HTIB.

MeTta gocaigkeHHss — BceOlUHE BHMBUYSHHS IOTOBOI IMPOOH SK «30JI0TOTO

CTaHJApPTy» MIATBEPXKCHHS J1arHO3y MYKOBICIIMIIO3Y, aHaji3 ii J1arHOCTUYHOT
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e(pEeKTUBHOCTI, YyTIUBOCTI Ta CNEeUU(IYHOCTI, @ TAKOX BU3HAYEHHS PO LHOTO
METOJly Y KOMIUIEKCHIN CHCTeMi JJaOOpaTOpPHUX 1 KIIHIYHUX JOCIiIKEeHb MpH Ja-
H1{ MaToJIOrii.

Oco0nmBa yBara mpUIUISIETbCA OIIHIN (DaKTOPIB, IO MOXYTh BIUIMBATH Ha
JIOCTOBIPHICTh PE3YJIbTaTiB MOTOBOI MPOOH, METOJJMYHUM acCIEKTaM il IIPOBEJICHHS,
1HTepIpeTallii MOKa3HUKIB KOHIIEHTpaIlli XJIOPUAIB Yy IMOTI Ta MOPIBHIHHIO 3 Cydac-
HUMH MOJIEKYJISIPHO-TEHETUYHUMHU Tiaxoaamu.PoboTa cripsimoBaHa Ha OOTPYHTY-
BaHHS MIPAKTUYHOTO 3HAYEHHS MOTOBOI MPOOH ISl pAHHBOTO BUSIBJICHHS, MMiITBEP-
JOKEHHS J1arHo3y Ta MOHITOPUHTY Iepediry MyKOBICIUAO3Y, L0 MAa€ BaXKJIHBE
3HAYEHHSI 711 CBOEYACHOTO MPU3HAYCHHS aJIeKBaTHOT Teparii Ta MOKPaIIeHHS MIPo-
THO3Y MAalli€HTIB.

JI1s1 TOCATHEHHST BU3HAYEHOT METH HEOOXI1THO OYyJI0 BUKOHATH TaKi 3aBHAaH-
HSL:

1. 3MIMCHUTH OTJIAJl Cy4acHOT HAYKOBOI JITEPATYPH IIOA0 €TIOJOTTUHUX
YUHHUKIB, TATOT€HETUYHUX MEXAHI3MIB Ta KJIIHIYHUX OCOOJIMBOCTEH MYKOBICIIU-
J03y.

2. Po3kpuTH CyTHICTP MOTOBOI MPOOM SIK MPOBIAHOTO JaO0OPATOPHOTrO
METOJy MiATBEPHKEHHS J11arHO3Y MYKOBICIIHJIO3Y.

3. JlocmiauTy TpUHIKIT 111, TEXHIKY BUKOHAHHS Ta OCHOBHI €Talu Ipo-
BEJICHHS TTOTOBOT MPOOH.

4, OIIHUTH YyTIUBICT, CHEU(IUHICTD 1 JIATHOCTUYHY TOYHICTh MOTO-
BO1 IPOOHM MOPIBHSIHO 3 IHIIMMHU METOIaMU J1a00paTOPHOI 11arHOCTHKH.

S. BusHauutu (akTopu, MO0 MOXKYTh BIUIMBATH HA JOCTOBIPHICTH Ta
BiJITBOPIOBAHICTH PE3YJIbTATIB MOTOBOI MPOOH.

6. [IpoBecTH aHai3 MOKIMBOCTEN KOMOIHOBAHOT'O BUKOPUCTAHHS MOTO-
BOi MTPOOW Ta MOJICKYJIIPHO-TEHETUYHUX METOJIIB JIJIS IMiJIBUIIEHHS €(QEKTUBHOCTI
J1arHOCTUKU MYKOBICITAIO3Y.

7. OOrpyHTYBaTH NPaKTUYHE 3HAYECHHS MOTOBOI MPOOU y paHHbOMY BHU-
SIBJICHHI 3aXBOPIOBAHHS, IMiITBEP/HKEHHI /11arHO3y Ta KOHTPOJi 3a €(EeKTHBHICTIO

JKyBaHHS.
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IIpenmet aocigxeHHss — MOTOBA Mpoba K OCHOBHUI JTa0OpaTOPHUN Me-
TOJ TIATBEP/DKCHHS JlarHO3y MYKOBICIUIO3Y, IO IPYHTYETbCA Ha BU3HAYCHHI
KOHIICHTpAIIii XJIOPUIIB Y MOTi. Y poOOTI JOCIIIKYIOTHCS I1IarHOCTUYHI MOKJTUBO-
CT1 IbOTO METOMY, HOTO YYTIUBICTh, CIIEUN(IUHICTh, MEX1 TOCTOBIPHOCTI Ta (hak-
TOPHU, SIKI MOKYTh BIUIMBATH Ha OTPUMaH1 pe3yibTaTH. Takox po3risflaloThCsl Me-
TOJWYHI aCTIEKTH MPOBEJACHHS IMOTOBOI MPOOH, CydacHI TEXHIUHI MIIXOH 10 BUMI-
pIOBaHHS MOKA3HUKIB, KpUTEPIl 1HTEpIIpeTallii pe3ynbTaTiB Ta iX CIiBCTaBICHHA 3
IHIIUMHU JJa0OPATOPHUMU ¥ MOJIEKYJSIPHO-TEHETUYHUMHU METOJaMHU J[1arHOCTHKHU
MyKoBicn103y. Oco0arBa yBara mpuaUISIETbCs MPAKTHYHOMY 3HAYCHHIO TTOTOBOT
poOu y MIATBEPAKEHHI 11arHO3y, MOHITOPUHTY Mepediry 3aXBOPIOBaHHS Ta KOHT-
poui eeKTUBHOCTI Tepalrii.

O0’exT HOCTiKEHHT — MPOLIEC J1arHOCTYBaHHS MYKOBICIHJIO3Y SIK CIaj-
KOBOT'O 3aXBOPIOBAHHS, L0 ypa)ka€e JAUXajibHy, TPABHY Ta IHII CUCTEMH OpraHiz-
My, 13 3aCTOCYBaHHSM JIa0OpPAaTOPHUX METOIB MiATBEP/IKEHHA. Y Mexkax J0Cii-
JUKEHHSI PO3IJISAAlOThCA 3aKOHOMIPHOCTI MEpeliry 3aXBOPIOBaHHS, OCOOJIMBOCTI
HOT0 KIIIHIYHUX MPOSBIB Ta JIarHOCTUYHUX IMOKA3HUKIB, a TaKOX pPOJb MOTOBOI
npoOu y CTPYKTYp1 KOMIUIEKCHOI AiarHocTukU. OcobiivBa yBara npuIiis€eTbCsl CH-
CTeM1 B3a€MO3B’SI3KIB MK KIJIIHIYHHUMU O3HAKAMH MYKOBICIIHIO3Y, PE3yJbTaTaMu
71a00paTOPHUX TOCTIIKEHb 1 TOYHICTIO BCTAHOBJIEHHSI OCTATOYHOTO /11arHO3Y.

MeToam 10CTiAKEHHS:

1. Y po60Ti BUKOPUCTAHO KOMIUIEKC TEOPETUYHUX, EMITIPUYHHX 1 aHAI1-
TUYHUX METOIIB JOCTIIHKEHHS.

2. Jlo TeopeTUUHHUX METOJIB HAJICKATh: aHaJi3, CUCTEeMaTH3alllsd Ta y3a-
rajJlbHEHHS! Cy4YaCHUX HAyKOBHX JUKepesd 3 MUTaHb €TIOJOrii, MaToreHe3y, KiIiH1Y-
HUX TPOSBIB 1 JIarHOCTUKU MYKOBICUU/03Y; MOPIBHSUIBHUI aHai3 Pi3HUX MIIXO-
JIB JTO IPOBEJACHHS ITOTOBOI ITPOOH.

3. Cepen eMmipru4HUAX METOIIB 3aCTOCOBAHO CIIOCTEPEKEHHS 3a mepeodi-
roM JabopaToOpHOi JA1arHOCTUKH, aHAJI3 JaHUX MEIUYHOI JIOKYMEHTallli, a TaKOX
BUBYCHHSI PE3yJIbTATIB TOTOBHUX MPOO Yy MAIIEHTIB 13 MIATBEPIKCHUM Ta HEIl1ITBE-

PIKEHUM MYKOBICIII030M.
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4, Jlo aHATITHYHUX METO/IB BiTHECEHO CTATUCTUYHY 0OpOOKY pe3yJibTa-
TiB, X IHTEpPIPETALiIO Ta y3arajJbHEHHS 3 METOI0 BU3HAUYEHHS J11arHOCTUYHOI ede-
KTUBHOCTI ITOTOBOI ITPOOH.

IIpakTHyHe 3HAYEHHS OJepP:KAaHUX pe3yJbTaTiB: [loToBHIT TecT € ogHUM
13 KJIFOYOBHUX METOMIB IIITBEPPKCHHS MYKOBICIIU03Y, aJPKE€ BIH JIa€ MOXKJIUBICTh
HIBUIKO Ta JOCUTH MPOCTO BCTAHOBUTHU JIarHo3, 110 MAa€ BEJIMKE 3HAYCHHS IS
PaHHBOTO TIOYATKY JIKYBaHHS.

[Ipu npaBuIbHOMY BUKOHAHHI JOCTIIPKEHHSI BOHO XapaKTEPHU3y€e€ThCsSI BUCO-
KOIO TOUHICTIO Ta MiHIMAJIbHOIO KUIBKICTIO XMOHOHETaTUBHUX PE3yJIbTaTiB (MEHIIE
2%). Y Bumnajakax, KOJU OTPUMaHI OKa3HUKHA MAaOTh CYMHIBHUH XapakTep, He0O-
X1HO TPOBOAUTH JOJATKOBI JIOCTI/DKEHHS Ta 3I1MCHIOBATH JETAIbHY KIIHIYHY
omiHKy. HeratuBHMII pe3yapTaT HE 3aBXKIM BUKIIOYAE HASIBHICTh MYKOBICIIHIO3Y,
0COOJIMBO 32 HAsIBHOCTI TUIIOBUX CHMIITOMIB, TOMY 1HOJII BUHUKA€ MOTpeda y mpo-
BEJICHHI T€HETUYHOTO aHAJI13y Y BUKOPUCTAHHI 1HIIUX J1arHOCTUYHUX METOJIIB.

Takum ynHOM, OTOBA TIPOOA 3ATUIIAETHCS OCHOBHHMM 1 Ha/I3BUYATHO BaX-
JUBUM IHCTPYMEHTOM JIIarHOCTHKHA MYKOBICIIMJIO3Y, IO 3a0e3leuye CBOE€YacHe
MiATBEPKCHHS 3aXBOPIOBAHHS Ta JIO3BOJISIE€ PO3IOYATH ITIIECTIPSIMOBAHE JTIKyBaH-
HSl.

Amnpo0auisi pe3yJbTATIiB JOCTIKEeHHS MyOJiKkamii.

OcHOBHI MoJIOKeHHS KBati(ikaiiitHo1 podoTn OyJu MpeacTaBieH] Ta omyo0-
mikoBani y ¢opmi Te3 Ha Il MixHapongHii HAyKOBO-TPAKTHUYHIN OHJIANH-
koH(pepeHIli «CydacHi IOCATHEHHS €KCIEPUMEHTAIbHOI, KJI1HIYHOI, €KOJOTT4HOI
Oloximii Ta MOJEKYJIsIpHOI OloJsiorii», mo BigOynacs 07 muctomama 2025 poky B
Mmicti XapkoBi (Ykpaina).

O0csr Ta cTtpykrypa kBaJjigikauniiinoi podoru. PoboTa BuKIIageHa Ha
44 ctopiHKax 1 BKJIIOYA€ BCTYI, OIS JIITEPATypHUX JDKEPEN, PO3Iia 13 Ma-
TepiaTamMu Ta METOJAaMU JOCIIKEHHS, PE3yIbTaTH MPOBEICHUX JTOCIIKEHb, BHUC-
HOBKH Ta CIIUCOK BUKOPUCTAHUX JHKEpell. Y CTPYKTypi poOOTH MoJaHo 2 UIHoCTpa-

1ii Ta 2 TaOIMII, SIKI HAOYHO B1I0OPaKaIOTh OTPUMaH1 pe3yJIbTaTH.
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PO31J1 1. MYKOBICHHM /O3 - TEHETUYHE 3AXBOPIOBAHHA

OIJIAd JITEPATYPHN)

1.1. 3arauabHi BiIOMOCTI PO MyKOBicIIHA03

MykoBicIUI03 — 1€ CMAJKOBE MYJIbTUCHUCTEMHE 3aXBOPIOBAHHS, 3yMOB-
aene mytariero B reni CFTR (Cystic Fibrosis Transmembrane Conductance
Regulator), sikuit BiAmoBiae 3a CHHTE3 OUIKa-peryisiTOpa TPAHCIIOPTY 10HIB XJIOpY
yepe3 KITHHHI MemOpanu emitemo [3; 5; 11]. Ilei Oimok 3abesmeuye GamaHc
10HIB 1 BOAU Yy KJIITHHAX CIM30BUX OOOJOHOK IMXaJIbHOI, TPABHOI Ta PEMpPOAYK-
TuBHOI cucteM. [Ipu nopymenni ¢pynkuii CFTR 3MiHIO€TBCS CKITa CEKPETIB €K30-
KPUHHUX 3aJ103: BOHU CTAIOTh HAJMIPHO B SI3KHUMH Ta TYCTUMHU, IO YTPYIHIOE iXHE
BUBEACHHS. lle MpU3BOANUTH 0 3aKYMOPKH MPOTOKIB, XPOHIYHOTO 3alaJICHHS Ta
NPOTPECYIOYHX CTPYKTYPHHUX 3MiH opraHiB [24; 32].

Etiomnoris ta marorenes: Hapa3i onucano monaa 2000 pizHMX MyTalliii reHa
CFTR, ognak 61m3bpko 70 3 HUX MarOTh KJI1HIYHE 3HAaYeHHs. Haiinommpenimior €
mytanis AF508, ska BusBisgerscs y 70—80% mamieHTiB i3 MykoBicuumo3om [11;
31; 32]. is myramist mpu3BOAMTH J0 HenpaBuibHOTO 3ropranHs Oinka CFTR Ta
HOT0 ToIambIIoi Ierpaaaii y KIiTHHI.

[Topymennst ¢ynkmii kanany CFTR cnpuuunse rineppeabcopOiiito 10HIB
HATPIIO Ta 3HMWKEHHS CEKpelli XJIOPUAIB y TUXaIbHOMY emiTenii. Sk HacIiaoK —
cim3 y OpoHXax CTa€ TyCTUM, MOTAHO €BaKYIOETHCS, IO CTBOPIOE CIPUSITIIUBE Ce-
penoBuiie s OakTepianbHOro pocty (ocobmmBo Pseudomonas aeruginosa Ta
Staphylococcus aureus) [5; 24].

3 00Ky TpaBHOTO TPAaKTy CTPaKIa€ MIANLIIYHKOBA 3ajio3a — 3aKymopka ii
MIPOTOKIB TYCTUM CEKPETOM MPHU3BOJIUTH JO0 EK30KPHHHOI HEAOCTATHOCTI, IO
3YMOBJIIO€ MaJIBJIUTECTII0, CTEATOPEI0, AEDIUT KUPOPOIUMHHKUX BiTaMiHIB (A, D,
E, K) i 3arpumky pocty [22; 32] .

Takox B1AOYBarOThCS 3MIHM Yy (DYHKI[IOHYBaHHI MEYIHKH, KUIICYHHUKY, pe-
MPOIYKTUBHOI CUCTEMHU (y YOJIOBIKIB YacTO CIOCTEPITAETHCS BPOJDKEHA Bij-

CYTHICTb CIM’SIBUHOCHHMX MPOTOKIB).
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Kniniyna xkapTuHa MyKOBICUMI03y HaA3BHYAWHO BapiabenbHa 1 3aJ€KUTh
Bia tumy mytanii CFTR Tta ctynens nopymenss ioro gynkuii. OCHOBHI CUMITO-

MM BKIIOYAaIOTh:

. XpOHIYHUH Kallelb 13 BUAUICHHAM I'YCTOTO MOKPOTHUHHS;

. PenmauBytroui 6ponxosereHeBi iHGEKIIIT;

. 3aMIlIKy, XpUId, OOCTPYKIIIIO TUXATbHUX MUISIXIB;

. O3Haku HEIOCTAaTHOCTI MiAIIIYHKOBOI 3aJI03U — 3IyTTS, KUPHI BH-

MOPOKHEHHS, 3HUKEHHS MacH TiJ1a;

. [ligBuIieHe MOTOBUAICHHS 13 BUCOKAM BMICTOM COJi (XapaKTepHUN
«COJIOHMID» TPUCMAK LIKIPH);

. besmmians y 4oNOBIKIB dYepe3 BIJICYTHICTH ab0 0OCTpyKIIito
CIM’SIBUHOCHUX HPOTOKIB.

3 4acoM pO3BUBAETHCS XPOHIUHA TIMOKCis, GOpMyrOThes Aedopmariii rpy -
HOI KJTITKH, «0apabaHHi MajquyKn», JereHeBe cepie [15].

MyKOBICIIU/I03 € OJHUM 13 HAW4YacTIIIMX CIAJKOBUX 3aXBOPIOBAHb CEPE.l
TIPEICTABHUKIB €BPOIEOiNHOI pacH. MOro yacToTa CTAHOBUTH y cepeaHboMy |
Bunaaok Ha 2 500—4 000 HOBOHAPOKEHUX, TTPU I[LOMY HOCIEM MYTaHTHOI'O I'€Ha €
KOkeH 25-i xwurenp €Bporu [31]. 3aBAsku BIPOBAPKEHHIO HEOHATAIBHOTO
CKPUHIHTY, CepeIHIN BiK BCTAHOBJIEHHS J1arHO3y 3HAYHO 3MEHIIMBCS, IO JI03BO-
JIsi€ PO3MIOYMHATH TEPAITIO III€ IO PO3BUTKY YCKIIATHEHb.

JlikyBaHHSI MYKOBICIIH/I03Y Ma€ KOMIUIEKCHUH 1 JOBrOTPUBAIHMI XapakTep.

OCHOBHI HalPSIMKH BKJIIOYAIOTh:

. NIATPUMAaHHS MPOXIJTHOCTI TUXANbHUX IUIAX1B (MYKOJITUKH, APEHAK,
dbizioreparis);

. 00poThOy 3 1H(pekIAMY (aHTHOAKTEpiaIbHa TEpaItis);

. (dbepMeHTHY 3aMiCHY Tepalliro Jisi KOPEKIlii TpaBJIEHHS;

. HIATPUMKY XapuOBOTO CTATyCY;

. 3actrocyBaHHd CFTR-moaymiorounx mnpemnapartiB, 10 MOKPALLyIOTh

¢ynkiiro Oinka (iBakadtop, mymakadrop, eaekcakadprop) [5; 15].
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He3Bakaroun Ha CKJIQIHICTH mepediry, cydyacHi TepaneBTHYHI MIIXOAH CyT-

TE€BO MiJIBULIYIOTh TPUBANICTD 1 IKICTh KUTTSI MMAIl1€HTIB.

1.2 T'eHeTH4YHi OCHOBHU PO3BUTKY 3aXBOPIOBAHHS

MyKOBICIIHI03 € KJIaCHYHUM IMPHUKIAJI0OM MOHOTEHHHX CIAJKOBHX IaTOJIO-
rii, 1110 BUHUKAIOTh YHACHTIIOK yikokeHb y reHi CFTR, po3ramoBanomy Ha J10B-
romy riedi 7-i xpomocomu (7q31.2) [14; 25]. [lanuii TeH komye OLITOK-KaHA, SIKUIt
peryJiroe TPaHCIOPT 10HIB XJIOPY Ta OikapOOHATIB Yepe3 KIITHHHI MEMOpaHH erli-
TeTlaTbHUX KIIITHH IUXATBHOI, TPAaBHOI Ta peNpoayKTUBHOI cucteM. [lopymieHHs y
cTpykTypi a6o pynkiionyBanHi CFTR npu3BoauTth 10 3MiH y TiAparailii CEKpeTiB
EK30KPUHHUX 3aJ103, 0 JICKUTh B OCHOBI [TaTOT'€HE3y 3aXBOPIOBAHHS.

MyKoBiCIIUI03 TIEPEAAETHCS ayTOCOMHO-periecuBHUM TisixoMm [14; 32]. Le
o3Hayae, 1o g GOpMyBaHHS KIIHIYHOT KAPTUHU MAIll€EHT Ma€ YCIMaJIKyBaTH Jie-
dbexTHul TeH BiJ 000X 0aThkiB. Oco0OH, K1 MalOTh JIMIIE OJJUH MyTAaHTHHM aJieb,
€ HOCISIMA — BOHH HE MalOTh CUMIITOMIB, aJI¢ MOXKYThb MepeIaTH HOTO TTOTOMCTBY
[3; 10].

VIMOBIipHICTh HAPOIKEHHS IUTHHHM 3 MYKOBICIIMIO30M y ciM’i, 1e 060€

0arbkiB € HOcisiMu MyTarlii CFTR:

° 25% — xBopa nUTHHA,
° 50% — nuTHHA-HOCIH,
o 25% — reHeTHYHO 370poBa quTHHa [12].

PiznoBuau myrauniii resa CFTR
Ha croroani omucano monan 2000 BapiantiB mytariiii CFTR, npote mure
YacTHMHA 3 HUX Ma€ KIiHIYHE 3Ha4YeHHs. MyTalli kiacudikyroTh Ha IIICTh OCHOB-
HUX TPyH 3aJ€XKHO BiJl TOro, SIK BOHU BIUIMBAIOTh Ha CHHTE3, CTPYKTYypy abo
byHKLIIO0 OUTKA:
1. Knac I — BIJICYTHICTh CUHTE3Y Oisika
VYuacniok HoHceHc-myTauii CFTR He BupoOnserscs 30BciM. Lle oana 3
HalBaXXuuXx QopM.

2. Kmac Il — wnenpaBuwibpHe 3ropTaHHs Oinka Ta WOro pyHHYBaHHS
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Haiimommpenima myraiist — AF508, npu sikiit 61710k GpopMyeThesi Hempa-
BUJIBHO 1 HE MOTPAILISE 10 KIITUHHOT MeMOpaHH.
Kiac 111 — nedexT peryssii KaHaTy
binok cuHTE3yeThCS Ta BOYAOBYETHCS B MEMOpaHY, ajie¢ HE BIIKPUBAETHCS
HAJIC)KHUM YHHOM.
Kiac v — 3HI)KEHA MPOBIIHICTD KaHaIy
CFTR gactkoBo (yHKITIOHYE, ane He 3a0e3medye JOCTaTHBOTO TPAHCIIOP-
Ty XJIOPHUIB.
Knac V — 3HmkeHa KiTbKiCTh HOPMaJIbHOTO OlKa
3MEeHIIeHHS PiBHS €KCIIpecli reHa.
Knac VI — HecTabUIbHICTh 1 TMPUCKOPEHE pyHHYBaHHs OlJIka HA MEM-
OpaHi.
KiiniuHa TSOKKICTh nepediry 6e3mocepeIHb0 3a1eKUTh Bl TUITY MYTallii:
myTartii kiaciB [-III 3a3Bu4aii acomirOThCA 3 TSKYUMHU MPOSIBAMH, TOJI

sk [V=VI — 3 nermumu abo atunosumu popmamu [25; 26].

Hedexkr 6inka CFTR mopymrye mexaHism peryssiiii ioHHOro oominy. Oc-

HOBHHMH HACIIIKAMH €:

3MEHIIICHHSI CEKPeIlii XJIOpUIiB 1 O1kapOOHATIB;
niBUIlieHa aOCopOIIist HATPIIO Ta BOJU;
JeripaTalis CIM30BUX MOBEPXOHb;

HAKOMUYCHHS T'YCTHX, MATOPYXJIMBUX CeKpeTiB [9].

Taxki 3MIHU CTBOPIOIOTh YMOBH ISl 3aKYTIOPKU MPOTOKIB, BTOPUHHUX 1H(EK-

1[1i, XPOHIYHOTO 3aMaJICHHs Ta OCTYIOBOT0 PYWHYBaHHS TKaHUH.

['eHeTndHi AOCTIPKEHHS BIAIrpalOTh BAXIMUBY pOJIb y TMiATBEPIKCHHI

JI1arHo3y, 0COOJIMBO TPH:

CYMHIBHUX 200 «IPUKOPJOHHHUX» pe3yJbTaTax MOTOBOT MpoOH;
aTUIOBUX (pOopMax 3aXBOPIOBAHHS;

MIPOBE/ICHHI HEOHATAIBLHOTO CKPUHIHTY;

IUTaHYBaHH1 BariTHOCTI Ta MEUKO-TEHETUYHOMY KOHCYJIbTYBaHHI,

BU3HA4YCHHI MOXUMBOCTI 3actocyBaHHss CFTR-monynsaropis [11].
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Puc. 1.1. IlopiBasunbHa cxeMa (yHkuionyBanus CFTR y Hopmi Ta ripu my-

tarii rena CFTR [17].

CyuacHi J1abopaTopii BUKOPUCTOBYIOTh MaHEI JIJI1 BUSIBIICHHS HAWYaCTIIINX
MmyTarliii, moBHe cekBeHyBaHHsS CFTR-rena, a takox merogu NGS mis momryky
pinkicaux BapianTis [10].

Pizai T myTariit rena CFTR 3ymMOBIIOIOTh MIMPOKHI CTIEKTP KIIIHIYHUX
pOsiBIB MyKOBicIIU03y. CTymiHb MOPYIICHHS CUHTE3Y a00 (PYHKI[IOHAJIBHOI aK-
tuBHOCTI Oulka CFTR 0Ge3nocepeHhO BIUIMBAE Ha TSKKICTh MEPEOITy 3aXBOPIO-
BaHHs. MyTallii, 10 MPU3BOATH 10 3HAYHO1 BTpaTh (PyHKINT OiKa, 3a3BUYail aco-
IIOIOTHCA 3 TSHKYUMHU (opMaMu XBOPOOU, TO1 K YaCTKOBE 30€pe:KEeHHS MOoro ak-
TUBHOCTI MOX€e 00YMOBIIFOBATH JieTnid a00 aTunoBuii iepedir [24].

He3zanexxno Bif kiacy myraiii, KJIFOYOBUM MaTO(}i310JIOTTYHUM MEXaHI13MOM
3AJIMIIAETHCS TOPYIICHHS] 10HHOTO TPAHCIOPTY B €MITENIaJbHUX KIITHHAX. 3MEH-
HIEHHS! CEKpellil 10HIB XJIOPY Y MO€IHAHHI 3 MIABUIIEHUM BCMOKTYBaHHSM HATPilO
1 BOAW MPU3BOJAUTH JO JEriaparailii cIu30BUX OOOJIOHOK Ta YTBOPEHHS T'yCTOTO

CEKpETY, IO CIIPHSIE PO3BUTKY OOCTPYKTUBHUX 1 3aMaJIbHUX 3MiH [3].
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1.3. CyuacHi migxoau a0 AiarHOCTHKH MYKOBIiCIIH03Y

Cucrema J11arHOCTUKHA MYKOBICIIMIO3y CHOTO/IHI IPYHTYETHCS HAa MO€THAHHI
KJIIHIYHOI OIIIHKH, JJAOOPAaTOPHHUX TECTIB, PYHKIIIOHAIIBHUX METOIIB Ta MOJICKYJIS-
PHO-TEHETUYHHX JIOCIIKeHb. 3aBJISKH PO3BUTKY TEXHOJIOTIH JiarHOCTHKA CTaya
OUIBII MIBUAKOIO, TOYHOIO Ta JOCTYIHOIO, IO JI03BOJISIE€ BUSBIATH 3aXBOPIOBAHHS
Ha paHHIX CTAisAX 1 CBOEYACHO PO3MOYUHATH Tepariro [7].

1.3.1 KniniuHi kpuTepii nepBUHHOI OLIHKH

JliarHOCTHKa MOYMHAETHCS 3 aHAI3y CUMIITOMIB, XapaKTEpHUX JIJISi MYKOBI-
CIIHI03Y.

J10 OCHOBHUX KJIIHIYHMX O3HAK, K1 BUKJIMKAIOTH M1]103pYy, HAJIEKaTh:

. XPOHIYHUH Kalllesb 1 4acTi pecripaTopHi iHGEeKIIiT;

. 3aTshKHI a00 pelUIMBHI THEBMOHIT;

. OOCTPYKTHBHI 3MIHU Y OpOHXaX;

. O3HAKH €K30KPUHHOT HEJOCTATHOCTI MIAILTYHKOBOT 3aJ103H;
. cTeaTopesi, MOPYIICHHS] BCMOKTYBAHHS MTOKUBHUX PEUYOBHUH;
. HEJIOCTATHS Maca TiJla Ta 3aTpUMKa (Pi3UYHOTO PO3BUTKY;

. MIPOSIBU €JIEKTPOJIITHOTO TUCOANIaHCY;

. CoJIbOBHUH mpucMak mikipu [8; 21; 30].

KiiniuHi nposiBu HE € AOCTATHIMHU JJI1 BCTAHOBJICHHS J1arHO3Y, OJTHAK BOHU
BHU3HAYAIOTh HEOOX1HICTh IPOBEICHHS CIELU(PIYHUX TECTIB.

1.3.2 IloroBa npo6a (Sweat Test)

Jonomuti cmanoapm” 0iacHOCMUKU MYKOBICYUOO3)

[ToToBa mpoOa rpyHTY€EThCS HAa BUMIPIOBAHHI KOHIIEHTPALlli XJIOPHUIIB y TOTI
MICTsl CTUMYJIAIIT MOTOBUIIIICHHSI MeToI0M 10HOGope3y. BoHa 1o03Bossie O1iHUTH
¢dbyHKU10HATBHY akTUBHICTH O1ika CFTR.

JliarHOCTHYHI KpUTEPIi:

. <0 MMOJIB/JT — HOPMa;
. 30—-59 MMoJIb/1 — CYMHIBHHI pe3yJbTarT;
. > 60 MMOJIB/JT — AIarHOCTUYHO 3HauyIli 3HadeHHs [4; 18; 20].

[TepeBaru merony:
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. BHUCOKA UyTIUBICTh (MoHaA 98%) 1 cenudivHICTh;

. HE1HBA3UBHICTD;

. JOCTYMHICTh Y O1IBIIOCTI LICHTPIB.

OOMexeHHs:

. noTpeOye MPaBUIILHOT TEXHIKU Ta JIOCBITYCHOTO MIEPCOHATY;

. MOXJIMBI TIOMHJIKOB1 pe3yJIbTaTH TpHU JeTiapaTallii, HEJOHOIIEHOCTI

a00 TSHKKUX CYIyTHIX cTaHax [8].

1.3.3 HeonatajibHUii CKPUHIiHT

HeonatanpHUi CKPUHIHT € OJHUM 13 HaWBAKIMBINIMX E€JIEMEHTIB CHUCTEMH
PaHHBOTO BHABJICHHS MYyKOBICIHIO03y. HIOro OCHOBHOIO METOIO € JiarHOCTHKA 3a-
XBOPIOBAHHS 1€ /10 TOSBH KJIIHIYHUX CUMIITOMIB, 110 JA03BOJISIE PO3IIOYATH JIKY-
BaJIbHI Ta MPO(PUIAKTUYHI 3aX0/IM HA PAHHIX €Tanax >KUTTS JUTUHU, 3SMEHIIUTH PH-
3MK YCKJIaJIHEHb Ta MOKPAILIUTH IPOrHO3 3aXBOPIOBAHHS.

[TpunHiun Ta oprasizallisi HEOHATaJIbHOTO CKPUHIHTY

CKpHHIHT POBOAMTHCS y MEpLIl JHI KUTTS HOBOHAPOIXKEHOI0, 3a3BUYail Ha
3-5 no0y, nuigxom 3a00py KamuisipHOi KpoBi 3 1’ aTu. KpoB HaHOCSTH Ha creria-
JbHUN (QUIBTPYBaJbHUN TAMIp, MICIS YOTO 3pa3Kd HANPaBIAIOTH 0 JabopaTopii
JUTSL TIOJANBIIOro aHanizy.OCHOBHUM O10XIMIYHUM MapKepOM, KN BU3HAYAETHCS
B paMKax CKPHHIHTY, € iMmyHopeakTuBHui TpurcuHoren (IPT) [12; 23]. [Tiasuie-
Hul piBeHb [PT y KpoBi CB1IUUTH PO NMOpYIIEHHS (QYHKIII TiAIUTYHKOBOI 3aJ103H,
110 € XapaKTePHUM JJIs1 MyKOBICIIHI03Y.

AJITOPUTMH HEOHATAJIBLHOI0 CKPHUHIHTY

VY CBITOBIM IpPaKTHULl 3aCTOCOBYIOTHCS KUIbKa aJIrOPUTMIB HEOHATAIBHOTO

CKPHUHIHTY:
. IRT/IRT — noBropHe Bu3HaueHHs piBHs [PT;
. IRT/DNA — noennanns BusHadeHus IPT 3 anamizom HalmomupeHi-

mx myTanii reaa CFTR;
. IRT/IRT/DNA — komOiHoBaHu#i OGaratoctyrneHeBuil miaxina [12; 28;
29].

Bubip anroputmy 3aiexXuTh BiJ HalllOHAJIBHUX MPOTpamM OXOPOHH 310POB’S
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Ta TEXHIYHUX MOKJIMBOCTEH J1ab0opaTopiii.

InTepnperauis pe3yabTaris:

Hopwmanbuuii piBens [PT Bukitouae BUCOKUI pU3UK MYKOBICIIHI03Y. Y pasi
MiBUIICHUX 3HAYEHb MPOBOAUTHCS MOBTOPHE TECTYBaHHS a00 JOJATKOBE F€HETH-
yHe aociimkeHHs. OcTaTouHe MATBEPAKEHHS 1arH03y 3/IIMCHIOETHCS 32 I0IIOMO-
rol0 MOTOBOT MPOOH.

[lepeBaru HEOHATaIHLHOTO CKPUHIHTY

. paHHE BHUSIBJICHHS 3aXBOPIOBAHHSI,

. MOJKJIMBICTh TIOYATKY JIIKYBaHHS 0 PO3BUTKY KIIHIYHHUX MPOSIBIB;
. 3HUKCHHS YaCTOTH YCKJIaIHCHb;

. MOKpamieHHs (Gi3U4HOr0 PO3BUTKY JITEH;

. 3MEHIIIEHHs KiJIbKOCTI rocmitanizariii [3; 30].

Oo0me:xeHHs Ta MPOOJIEMHI ACTIEKTH

HeonaranpHuil CKpUHIHT HE € OCTATOYHHUM JA1arHOCTUYHUM MeTojoMm. [lia-
BulleHHA piBHA [PT Moxe cnocrepiraTucs npu HEIOHOIIEHOCTI, IEPUHATATIBHOMY
cTpeci ab0 1HIIMX NATOJOTIYHHUX CTaHaX, 10 3YMOBIIIOE€ MOKJIMBICTH XHUOHOMO3H-
TUBHHMX pe3yibTaTiB. TaKoX MOXJIHMBI XMOHOHETATHUBHI pE3yJbTaTH y BHIIJIKaxX
M’IKuX a00 atunoBux Gopm 3axBoproBanHs [19].

Posib CKpHMHIHTY y Cy4acHiii cucTeMi OXOPOHH 3/10POB’si

HeonaranbHUil CKpUHIHT € KIIFOYOBUM KOMIIOHEHTOM KOMILJIEKCHOT 1iarHOC-
THKHM MyKOBicCIH103y. MIOro BIIPOBaKeHHs I03BONSE 3MiHUTH TIPHPOIHUIL Tepe-
Oir 3aXBOPIOBAHHS, MIABUILIUTH TPUBAIICTD 1 AKICTh KUTTS MALIIEHTIB, & TAKOXK OII-
TUMI3yBaTH BUTPATH CUCTEMHU OXOPOHH 370POB’S 32 paxyHOK 3MEHIIIEHHS OTpeOu
B JIIKyBaHHI TSDKKUX YCKJIaHEHb [22].

1.3.4 MoJiekyISIpHO-TEHETHYHA TiarHOCTHKA

['eHeTHYHI TECTH MO3BOJISIIOTH MIATBEPAUTH HASBHICTH MYyTallil y TeHi
CFTR. Cyuachi nabopatopii 3aCTOCOBYIOTb:

. naHesl HalloIbIl YacTUX MyTallli;

. NOBHE CEKBEHYBAHHS I'€HA;

. Metoau NGS 11t BUSBIICHHS P1AKICHUX BapiaHTIB;
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. TECTyBaHHS CIMEHHHMX MyTaIlii.

['eHeTnuHa qiarHOoCTHKA HEOOXiAHA Y BUTIAIKAX:

. CYMHIBHO1 IOTOBOI MPOOH;

. aTUNOBUX (POPM 3aXBOPIOBAHHS,

. TUTAHYBaHHS BariTHOCTI Ta MPEHATAIBHOI IIarHOCTHKHU;

. BU3HA4YCeHHS MOXIUBOCTI npu3HadeHHs: CFTR-monynsiTopis.

1.3.5 lonaTkoBi ¢pyHKIioHAJBHI Ta JIaopaTOpPHi MeTOAN

Tect Ha pi3HMIO MOTCHIANB y HocoBoMy ermiteiii (NPD) omiHioe ak-
TUBHICTh 10HHMX KaHAIIB 1 BUKOPUCTOBYETHCS MJIsI CKIIATHUX M1arHOCTUYHHUX
BUTIQJIKIB, KOJIM PE3YJIbTATH IHIIUX TECTiB cynepewtnsi [1; 4].

AHani3 TpPUIICMHY Ta ejacTa3d B Kalli JO3BOJISIE OLIHUTH EK30KPUHHY
(byHKIIIFO MiIIITYHKOBOT 3amo3u [1; 22].

bakrepionoriuni AOCHIPKEHHS MOKPOTHHHS HEOOXIJTHI JJIi BHU3HAYCHHS
MATOTeHHOI (DJIOpH, XapaKTEPHOI JIJIi MYKOBICIIHI03Y, Ta BUOOPY aHTUOIOTUKOTE-
partii.

Pentrenosnoriuni Ta GyHKIIIOHAIbHI METOAU

. KOMIT F0T€pHa ToMorpadis;
. CHIPOMETPIS;
. OLIIHKA BEHTUJIALIIMHOT 3/IaTHOCTI JIETE€Hb.

Bonu He € cienu@iyHrMU, ajie JONOMAaraloTh BUBHAUYUTU CTYIIHb YPAKEHHS

OpraHis.

1.4 BiuiuB paHHBOI JIarHOCTUKHU HA MPOTHO3 32aXBOPIOBAHHA

PaHHs1 qiarHOCTHKA MYKOBICIIMIO3Y BIIIrpa€e KIOYOBY poiib Y (OpMyBaHHI
JIOBFOCTPOKOBOTO MPOTHO3Y 3aXBOPIOBaHHs. BCTaHOBJIEGHHS AiarHO3y Ha JIOKJIIHIY-
HOMY a00 paHHBOMY KJIIHIYHOMY €Tarli JI03BOJISIE CBOEYACHO PO3MOYaTH crerudi-
YHe JIIKYBaHHS, 10 CyTTE€BO 3MEHIIY€E TEMITU MPOTrPECYBAHHS MATOJIOTTUYHUX 3MiH Yy
KHUTTEBO BAXJIMBUX OpraHax i cucremax [27].

BruiuB Ha nepedir 3aXBOPIOBAHHS JUXAJbHOI CHCTEMH

OnHuM 13 ToJIOBHUX (HaKTOPIB, 110 BU3HAYAOTH MIPOTHO3 MPU MYKOBICIIHI0-
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31, € CTaH OpOHXOJIETEHEBOI cucTeMu. PaHHS Ni1arHOCTUKA J]a€ 3MOTY BIPOBAIUTU
peryJispHi IpeHa)KHI METOAMKH, (i310Tepaniio Ta IHraIALIHHY Tepaio e A0 po-
3BUTKY XPOHIYHOro 3amajibHoro mporecy. Lle crnpuse 30epexeHHI0 MpoXiJTHOCTI
TUXAJIBHUX MUISXIB, 3MEHIICHHIO YacTOTH 1H(EKIIMHUX 3arocTpeHb 1 3amobirae
bopMyBaHHIO HCOOOPOTHHUX CTPYKTYPHHUX 3MiH Y JiereHsx [11].

[TamienTH, y skux giaraHo3 Oyjio BCTAaHOBJICHO B paHHBOMY Billl, SIK PaBHIIO,
MalOTh Kpallll MOKa3HUKK (PYHKII 30BHINIHBOTO JAMXAHHS Ta pifiie NOoTpeOyIOTh
rocmiTaiizaiii 3 MpUBOY YCKIaIHEHb OPOHXOJIEreHeBO1 IH(EKIIii.

3HaYeHHH JI XapY0BOIo cTAaTycy Ta (Pi3HYHOr0 PO3BUTKY

CBo€vacHe BHUABIICHHS MYKOBICIII03Y JI03BOJISIE pAaHO PO3MOYATH (epMEeH-
THY 3aMICHY TEpamilo Ta KOpeKIilito xapuyBaHHs. Lle 3amobirae po3BUTKY TSKKOi
MajbadcopOIIli, AePIUUTY MOKMBHUX PEHYOBHMH 1 3aTPUMKHU pocTy. JiTH, y SKHX
3aXBOPIOBAHHS J1arHOCTOBAHO HA PAaHHBOMY €Talll, MalOTh Kpallli MOKa3HUKU Macu
TiJIa Ta POCTY MOPIBHSIHO 3 MAIllEHTAMH, Y SKUX J1arHo3 OyJI0 BCTAHOBJICHO Ii3Hi-
re [10].

AJeKBaTHUI Xap4yoBUH CTaTyC, Y CBOIO UYepry, MO3UTUBHO BIUIMBAE HA IMyH-
HY CUCTEMY Ta MiJBUILY€E PE3UCTEHTHICTh OPTaHi3My /10 1H(EKIIHHUX YCKIaIHEHbD.

IIpodinakTuka ycKk/jIaJHeHb | KOMOPOIAHUX CTaHIB

Panns miarHocTrka 103BOJISE 3aM00IrTH a00 BIATEPMIHYBAaTH PO3BUTOK TS-
KKHX YCKJIaJIHEHb, 30KpeMa XPOHIYHOI TUXaIbHOI HEOCTATHOCTI, ITyKPOBOTO JIia-
0eTy, acoIiiOBaHOTO 3 MYKOBICIIUJI030M, Ta 0CTeOnopo3y. CBo€UacHU MEIUUHUN
HaTJIST 1 peTyJISpHUANA KOHTPOJIb JJA0OPATOPHUX MOKA3HUKIB Tal0Th 3MOTY BUSBIISI-
TU MATOJIOT14HI 3MIHM Ha TTOYATKOBUX CTaJIsX Ta KOPUTYBATH JIKYBaHHS.

BruiuB Ha TPUBAJIICTD i AKICTH JKUTTH

UucnenHl JOCHIKEHHS CBIIYaTh, [0 paHHE BCTAHOBJICHHS JI1arHO3y MYKO-
BICITMI03Y aCOIIFOETHCS 31 30LTBIICHHSIM TPUBAIOCTI KHUTTs maitienTti [9; 23]. 3a-
BJISIKM BIIPOBA/)KCHHIO HEOHATAIIBHOTO CKPUHIHTY Ta CY4aCHUX METOJIB IATBEP-
JUKYBJIBHOI JIIAaTHOCTUKUA CEPEIHS TPUBAIICTh JKUTTS XBOPHUX Ha MYKOBICIIHJIO3
3HAYHO 3pOciia TOPIBHSIHO 3 MUHYJIUMU JECATUIITTIMMU.

OxpiM 30UTBLIEHHS! TPUBAJIOCTI JKUTTSA, PAHHS J1arHOCTUKA CIIpPUSE TOKpa-
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MICHHIO WOTO SIKOCTI. [larieHTH MaroTh MOKIIUBICTh BECTH OUTBIII AKTUBHUN CIIOCIO
KUTTS, Kpalle aganTyBaTUCS B COIIAJIBHOMY CEPEIOBHIII Ta OTPUMYBATH IMEPCO-
HaJT130BaHy MEAUYHY JOIOMOTY.

CouiaJibHO-eKOHOMIYHI aACTEeKTH

PanHs pgiarHOCTMKA MYKOBICHIMI03y MAa€ TaKOX BaXKIUBE COLIAIBHO-
E€KOHOMIYHE 3HAYEHHA. 3MEHILIEHHS YaCTOTH TSKKUX YCKIIaJIHEHb 1 rocmiTai3aiii
JI03BOJISIE ONMTHUMI3YBAaTH BUTPATH CHUCTEMHU OXOPOHH 370POB’S Ta 3HU3UTH (piHAH-
COBE HaBaHTAXXCHHs HAa POJUHH mamieHTiB [3; 13].

Y3arajbHeHHs

TakuMm 4MHOM, paHHS J1arHOCTHKA MYKOBICHMIO03Y € OJHUM 13 KJIIOYOBHUX
YUHHUKIB, 110 BU3HAYAIOTh CIPUITIUBHUI MPOTHO3 3aXBOproBaHHs. BoHa 103BoJisi€e
CBOEYACHO PO3MOYATH JIIKYBAaHHS, 3aM00IITH PO3BUTKY TSDKKUX YCKIIaJHEHb, MOK-
pamuTy GI3UYHUA PO3BUTOK, MIJIBUIIUTH SIKICTh Ta TPUBAIICTh JKUTTS MAIlI€HTIB,
10 MIATBEPIKY€E HEOOXIAHICTh BIPOBAKEHHS €(PEKTUBHUX MPOrpaM CKPUHIHTY

Ta Cy4aCHMX JIarHOCTHYHUX MeToIiB [28].

1.5 TIloroBa nmpoda K « 30JI0TH CTAHAAPT » MiATBEPIKEHHA AiarHO3y

[ToToBa mpoba BM3HAHA MPOBITHUM METOJOM ITiITBEPIXKEHHS JIarHO3y MY-
KOBICLHUIO3Y Ta BBAXKAETHCS «30J0TUM CTaHAAPTOM» J1arHOCTUKH LIbOTO CHAAKO-
Boro 3axsoproanHs [13; 18]. Ii niarHocTMuHa LiHHICTE 3yMOBIEHA NPSAMHUM
3B’SI3KOM M1 TaTO(]1310JI0T1€0 MYKOBICITU03Y Ta MOPYIICHHSIM €JIEKTPOJITHOTO
CKJIaJly TIOTY, III0 BUHUKaE BHAcHiI0K aedekty 6inka CFTR.

V¥ nopwmi 6110k CFTR 3a6e3neuye 3BOpOTHE BCMOKTYBaHHS 10HIB XJIOpY Ta
HATPIIO B OTOBUX 3ay03aX. [Ipr MyKoBicH1031 1Iel MEXaHi3M MOPYIIYETHCS, 110
MPU3BOJUTH 10 HAKOMMUYEHHS XJIOPUIB y OTOBIM piauni. Came cTabinbHe MiIBU-
IICHHST KOHIICHTPAIIli XJIOPUIIB Y MOTI € 00’ €KTUBHUM Ta BiITBOPIOBAHUM O10X1Mi-
YHUM MapKepOM 3aXBOPIOBAHHS, HE3AJIC)KHUM BiJ] BIKY TMAaIli€HTa YM KIIHIYHOI ¢o-
pmu niepeoiry [26; 32].

MeTtoa moToBOi MpoOU IPYHTYETHCS HAa CTUMYJISALIT MOTOBHUIJICHHS 3a J0-

MOMOTO0 10HO(DOpe3y 3 MIJTOKAPIIIHOM, TICIS YOro 3IMCHIOEThCS 301p MOTY Ta Ki-
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JbKICHE BU3HA4YeHHsS KOHLEeHTpauii xmopunis. IlepeBaroro mporo mMeTonay € Moro
HEIHBA3MBHICTb, BIJTHOCHA MPOCTOTA BUKOHAHHS Ta BUCOKA YYTIUBICTD 1 crienudi-
YHICTh 32 YMOBH JIOTPUMAaHHS CTaHAAPTU30BAHOTO MPOTOKOITY.

Kpurepiem miarBepKeHHS 1arHO3y MYKOBICIIHIO3Y BBA)KAE€ThCS ITiJIBH-
IIICHHS PIBHS XJOPHU/IIB y MOT1 MOHAJ BCTAHOBJICHI MOPOroBi 3HaYeHHs. [loka3HuKH
B MEKax HOPMHU JIO3BOJISIOTH 3 BUCOKOIO MMOBIPHICTIO BUKIIFOUUTH 3aXBOPIOBAHHS,
TOJI1 SIK IPUKOPIOHHI 3HAYEHHSA MOTPEOYIOTh TOBTOPHOTO JOCIIHKEHHS a00 JA0Io-
BHEHHSI MOJICKYJIIPHO-TEHETHUHUMH MeToamu [17].

Baxn1Boro yMOBOIO JOCTOBIPHOCTI MOTOBOI POOH € MpaBUIIbHA MMiTOTOB-
Ka MaIli€HTa, CyBOpe JOTPUMAaHHS TEXHIYHUX €TaIlllB MPOBEICHHS TOCTIKEHHS Ta
KOHTPOJIb MOXJIUBHX (DaKTOPIB, 1110 MOKYTh BIUIMBATH HA PE3yJIbTaT. 32 LIUX YMOB
MOTOBA MP00a 3aIMIIAETHCS HANOUIBI HAAIMHUM 1 JOCTYITHUM METOJIOM Jlabopa-

TOPHOTI'O HiIITBepI[)KeHHH MYKOBiCHHI[OSY.

Tabnuys 1.1
[HTepripeTanisa pe3ynbTaTiB HOTOBOI MPOOU MPH 1arHOCTHII MYKOBICIIUA03Y
KonmnenTpais xyo- JliarHOCTHYHA Kiiniune 3HaueHHs
pUAIB Yy MOTI, 1HTEepHIpeTanis
MMOJIb/JT
Meniue 30 HopmanbHuii pe3ynprar MyxkoBicin103
MaJOUMOBIpHUN
30-59 [TpukopmoHHE 3HAUYCHHS [ToTpeOye MOBTOPHOTO JT0-

CIIJUKEHHS Ta/abo TeHe-

THUYHOI'O TCCTYBAHHA

60 1 OisibLIE [Taronoriunuii pesynapTaTr | Bucoka HMOBIPHICTh
MYKOBICIIN/I03y,  J1arHO3
BBYKAETHCS

1ITBEPKCHUM

[Ipumitka. IuTepmnperaniss pe3ynbTaTiB 3AIMCHIOETHCS 3 YpaxyBaHHIM

KJIIHIYHOT KapTUHU Ta JAHUX 1HIIUX METOIB OOCTEKEHHS.
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Takum ynHOM, MOTOBA TIPOOA TIO MPaABY MOCIA€ IIEHTPAIBHE MICIIE B aJIrO-
PUTMIi TIarHOCTUKH MYKOBICIIUI03Y Ta 30€epirae cTaryc «30J0TOr0 CTaHAAPTY» 3a-
BJISIKA CBOIlM MATOrC€HETHYHIA OOIPYHTOBAHOCTI, BUCOKIN JIIarHOCTUYHIM TOYHOCTI

Ta KJIHIYHIA 3HAYYIIOCTI.

1.6. Mo:kiauBoCTI MeTOy ejieKTpodopesy

Meton enekTpodopesy € BaKIUBUM JTa0OPATOPHUM ITHCTPYMEHTOM Jis
aHaji3y 010JIOMYHUX MOJIEKYJ 1 IIUPOKO 3aCTOCOBYETHCS B MEIUYHIN J1arHOCTHIII
3 METOIO OIIIHKHU O1JIKOBOTO CKJIa/y, BUSBICHHS CTPYKTYPHHUX 3MiH MOJIEKYJI Ta J0-
CIIIKEHH (DYHKILIOHAJBbHUX MOPYLIEHb HA KIITHHHOMY piBHI. B OCHOBI MeTonmy
JCKUTH 3JaTHICTh 3apsSHPKCHUX YaCTMHOK MEPEeMIIlyBaTUCA B €JIEKTPUYHOMY TOJII
3 PI3HOIO MIBHJIKICTIO 3aJIEKHO BiJ IX MOJIEKYJIIPHOI MacH, 3apsay Ta CTPYKTYpH.

VY KOHTEKCTI MYKOBICIIHI03Y €1eKTpOo(dope3 HE BUKOPUCTOBYETHCS SIK MpPs-
MUH MIATBEPKYIOUMNA METOJ A1arHOCTUKH, OJHAK Ma€ CYTTEBE NOIMOMIXKHE 3Ha-
YeHHs. 3a Moro JI0MOMOTO0 MOKIIUBE JTOCTIKEHHS O1TKOBUX (Dpakiliidi y cupoBa-
TIII KPOBI, aHaI3 (PEPMEHTHOTO CKJIaay, a TAKOXK OIlIHKAa MOPYIIeHb OLIKOBOTO 00-
MIHY, II0 MOXYThb BMHUKATH BHACIIJOK XPOHIYHOI'O MEpediry 3aXBOPIOBAHHS Ta
ypa)keHHs TiAIUTYHKOBOT 3a5103u [22].

OxpeMuM HarpsiMOM 3aCTOCYBaHHS eleKTpodopesy € aHami3 OITKOBUX 1
(GbepMEeHTHUX TOPYIIEHb Yy MAII€HTIB 13 30BHINIHBOCEKPETOPHOK HEIOCTATHICTIO
MIIUTYHKOBOI 3aJI03H, SIKa € XapaKTEPHOIO JIJIi MYKOBICIIU03y. BusiBneHHs 3miH
y CIIBBIJHOIIECHHI OUIKOBUX (PpaKI(iii MOXE MaTH JIarHOCTUYHE Ta MPOTHOCTHUYHE
3HAYEeHHS, a TAKOXK BUKOPUCTOBYBATUCS JJIsI OLIIHKA €(PEKTUBHOCTI 3aMiCHOI dep-
MeHTHOT Teparii [1].

Kpim Toro, metoau remb-enekTpodope3y 3aCTOCOBYIOTHCS B MOJICKYJISP-
HO-010JIOT1YHUX JOCIIHKEHHSIX, 30KpeMa B MPOIIEC] aHali3y MPOIYKTIB MOJIiMepa-
3HO1 JIAHIIOTOBOI peakiii mpu TeHeTUYHOMY TecTyBaHHI MyTauiid rena CFTR. ¥V
IbOMY BUNIAJKY efekTpodopes 3ade3reuye Bizyanizailito Ta audepenmiarito JTHK-
dbparmMeHTiB, 10 J03BOJISE MIATBEPAUTH HASBHICTH a00 BIICYTHICTH CHEIU(DIUHUX

I'CHETHUYHUX 3MiH [4].
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[TepeBaramu enexkTpodope3y € BUCOKA aHANITHYHA TOYHICTh, MOXJIMBICTh
JOCTIPKEHHSI PI3HUX THUMIB G10JI0OTIYHOTO MaTepiaidy Ta HIMPOKI MOMIMBOCTI IJis
MOETHAHHS 3 IHITUMHU JTa0OpaTOPHUMHU MeTojaMu. BomHodac MeToa moTpedye
CHeIiali30BaHOTO O0JNIafHAHHS, KBaTi(iKOBAHOTO MEPCOHANY Ta HE MOXE PO3IJIsi-
JaTHCS SIK CAMOCTIHHUN METO/ MiATBEPIKESHHS MYKOBicIHa03Y [5; 6].

Takum uynrHOM, enekTpodope3 € 1HPOPMATUBHUM JOTIOMIKHUM METOJOM
71a00paTOPHOT NIaTHOCTHKH, SIKAW PO3IIUPIOE MOMKIMBOCTI KOMIUIEKCHOTO 00CTe-
JKEHHSI TMAIlIEHTIB 13 MYKOBICIIHI030M. Woro BUKOPHUCTAHHS JOIIbHE B IMO€HAHHI
3 TIOTOBOIO MPOOOI0 Ta MOJEKYJISIPHO-TCHETHYHUMH METOJAMH 3 METOIO0 OUIBII

rMOOKO1 OLIIHKY Mepediry 3aXBOPIOBaHHA Ta (DYHKIIIOHAJILHOTO CTaHy OpPraHi3My.

1.7. TlepcnexTuBu 3acTtocyBanHs Nanoduct-TexHoJI0TiH

CyvacHu#l po3BUTOK MEIUYHOI JIarHOCTUKU CIPSIMOBAHUN Ha BIPOBAHKECH-
HSl BUCOKOUYTJIMBUX, MIBUIKUX Ta MIHIMAJIbHO 1HBA3UBHUX METOJIIB JOCIIKEHHS,
olHUM 13 skux € Nanoduct-texHonoris. JlaHuil miaxig rpyHTYEThCSA HA KIJIBbKICHO-
My BU3HAUY€HHI €JEKTPOIPOBITHOCTI MOTY, IO KOPEIIE 3 KOHIEHTPAIIEID 10HIB
XJIOPY, 1 pO3TISAAETHCS K MEPCIEKTUBHUI IHCTPYMEHT y paHHIN A1arHOCTULI MY-
KOBICIIH103y, 0COOJIMBO Y HOBOHAPOKCHHX Ta JiTel paHHBOTO BiKy [7; 8].

Nanoduct-cuctemu 103BOJISIIOTH MPOBOAWTH JTOCTIKCHHS 3 MiHIMAJIbHUM
00’eMOM 010JI0TIYHOTO MaTepiamy, 110 € CYTTEBOIO MIEPEBArol0 MOPIBHIHO 3 KIaCH-
YHOIO MOTOBOIO MPOOO0I0. 3aBASKHM BUKOPUCTAHHIO MIKPOKAMUISPHUX TEXHOJOTIN
Ta CEHCOPHUX E€JEMEHTIB 3a0e3MeuyeThbesl WBUIKHUIM 301p MOTYy Ta aBTOMAaTHU30Ba-
HUW aHaJi3 MOKA3HUKIB, 1[0 3MEHIITYE PU3UK TEXHIYHUX MOMUJIOK 1 MiABUILYE BiJ-
TBOPIOBAHICTh pe3yabTatis [7; 23].

[lepcnexktuBHicTs Nanoduct-TeXHOJOTA TaKOX MOJSATA€ Y MOMKIUBOCTI iX
3aCTOCYBaHHS B yMOBaX HEOHATAJIBHOTO CKPUHIHTY Ta amMOyJaTOPHOI MPaKTHUKU.
CKOpOYEHHSI TPUBAJIOCTI JOCIHIJKEHHSI Ta CIPOIICHHS MPOIEAYPH IMPOBEIACHHS
JIO3BOJISIE ONEPATUBHO OTPUMYBATH MEPBUHHI JIIarHOCTUYHI J1aH1 0€3 3HAYHOTO JTH-
ckoMpopTy aisa mamieHTta. [le 0cobarMBo BaxIMBO y BUNAIKAX, KOJW HEOOXigHE

HIBUJKE NPUHUHATTS KJIIHIYHUX PIILICHb.
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Pazom i3 Tim, Nanoduct-texnomorii Hapasi po3TIISIIAIOTECS MEPEBAXKHO SIK
METO/]I TIOTIEPEIHbOI OLIHKU a00 CkpuHiHTY. OTpuUMaHi pe3yibTaTu MOTPEOYIOThH
M1ATBEPKEHHS 32 JJOTIOMOT0I0 KJIACUYHOI TOTOBOI MPOOU 3 BU3HAYEHHSIM KOHIICH-
Tpaiii XJIOpuIiB a00 MOJIEKYISIPHO-TEHETHUHUX AOCTKeHb. OOMEXEHHS METOTY
OB’ s13aH1 3 MEHIIOIO CTEIU(IUYHICTIO MOPIBHSIHO 3 TPATUIIIMHUM aHAJI130M TOTY Ta
3aJICKHICTIO PE3yJIbTaTIB BiJl (Di310J0TYHOrO CTaHy IKipu [16].

[Momanpmmii po3BuTok Nanoduct-TeXHONOT1 MOB’A3aHUM 3 yIOCKOHAJICH-
HSIM CEHCOPHHUX CHUCTEM, CTaHJapTU3AII€I0 IATHOCTUYHUX MOPOTIB Ta IHTETPAIlIEI0
3 ¢ poBUMHU MIaTGopMaMu OOpPOOKK MEIUYHMX JNaHuX. OUiKyeThCs, 10 BIPO-
BA/PKCHHS TaKUX 1HHOBALIM MIJBUIIUTE TOCTYIHICTh J1arHOCTUKU MYKOBICLIHJI03Y
Ta CIIPUATHME PaHHBOMY BHUSIBJICHHIO 3aXBOPIOBaHHS [2].

Bognouac s mmpokoro BhpoBaipkeHHs Nanoduct-meTony y KIIIHIYHY
MPaKTUKY HEOOXI1JH1 MOJAJBII JTOCHTIPKEHHS, CIPsIMOBaHl Ha yHI(iKalio MeTo-
JIUKU TIPOBEJICHHS TECTY Ta BCTAHOBJICHHS YITKUX JIIATHOCTUYHUX MEXK JUJISl PI3HUX
BIKOBUX rpyn. HegocratHa crangapTHu3alis pe3ysibTaTiB MOKe 0OMEXyBaTH 1HTE-
pIIpeTaIlito OTPUMaHUX JIaHUX 1 MOTpeOye BpaxyBaHHS MPU BUKOPUCTAHHI METOIY
B pyTHHHIN nipaktuti [14; 29].

Otxe, Nanoduct-TexHOJIOT1T € MEPCIEKTUBHUM HANPsIMOM y Cy4acHId Ja-
OopaTopHiii AIarHOCTHUINl MYKOBICIIM03Y, JOIOBHIOIOYHM KJIACHYHI METOIU JI0-
CIIPKEHHS Ta PO3MIMPIOIOYM MOXJIMBOCTI CKPUHIHTY 1 MOHITOPUHTY CTaHy
MMaIICHTIB.

BucHoBok no posainy 1

[IpoBenenuit orisia JmiTepaTypu MO3BOJMB CHUCTEMAaTH3YBAaTH Cy4YacHI YsB-
JICHHSI IPO MYKOBICUHUO03 SIK CMa/JIKOBE T€HETUYHE 3aXBOPIOBAHHS, 1[0 XapaKTepH-
3yeTbesi nopymieHHsM (pyHkiii O0iika CFTR Ta mMynbTUCHCTEMHUMHU TIPOSIBAMH,
30KpeMa YpaKCHHSIM JHUXaJIbHOI Ta TPaBHOI CUCTeM. PO3MIISIHYTO T€HETHYHI Me-
XaHI3MH PO3BUTKY XBOPOOH, MijgKkpeciaeHo poib myTaiiii rena CFTR y dopmyBan-
HI1 KJIIHIYHUX CUMIITOMIB 1 Bap1aOeIbHOCTI Mepediry 3aXBOPIOBaHHS.

[IpoanainizoBaHO CydYacHi MIAXOAW JO JIaTHOCTHUKHA MYKOBICIIUIO3Y, €

0coOJIMBE MicCIle 3aiiMae MOToBa MPooa, sika 30epirae CTaTyc «30J0TOr0 CTaHaap-
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Ty» MIATBEPIKEHHS J1arHO3y 3aBISKH BUCOKINA YyTIUBOCTI Ta CHEHU(PIYHOCTI, Ha-
TOTEHETUYHI OOTPYHTOBAHOCTI Ta HAAIMHOCTI pe3yabTaTiB. Jl0JaTKOBO pO3IIISHY-
TO MOXJIMBOCTI METOAY eNeKTpodope3y, SIKU 3aCTOCOBYETHCS K JOTOMIKHUN
7abopaTOpHUN 1HCTPYMEHT JUIsl OIIHKK OUTKOBOTO Ta (DEPMEHTHOTO CTaHy
MaIi€HTIB, 110 J03BOJISE OTPUMATH JOJATKOBY iH(MOpMaIliio Ipo GyHKIIOHATLHUN
cTaH opranizmy [13].

BrpoBamkennss Nanoduct-rexHoJioriii BiIKpuBae MepcreKTUBU MIBUIKOTO,
MIHIMAJbHO 1HBa3MBHOTI'O CKPHUHIHTY, OCOOJMBO Yy HOBOHAPOKEHUX Ta JIiTel
panaboro Biky [7; 27]. Nanoduct 3a0e3reuye omnepaTWBHY OIIHKY €JIEKTpPO-
MPOBIIHOCTI MOTY, IO KOPEJIOE 3 KOHIIEHTPALIEID XJIOPHIIB, 1 MOXE €(PEKTUBHO
BUKOPHCTOBYBATHUCS SIK JOTIOBHEHHSI JIO KJIACUYHOI MOTOBOI MPOOU Ta MOJEKYJISIP-
HO-TEHETUYHUX JTOCITIKEHb.

Takum yuHOM, OTJISA[ JIITEpATypy MOKa3aB, [0 KOMOIHOBAHE BUKOPUCTAHHS
KJIACUYHUX Ta 1HHOBALIMHUX METOJIIB IIarHOCTUKHU JIO3BOJISIE MiJIBUIIUTHA TOYHICTh
1 CBOEYACHICTh MITBEP/PKEHHST MyKOBicA03y. [liicyMoByr04H, cydacHi Jabopa-
TOPHI TEXHOJIOTIi 3a0€3Me4yI0Th KOMIUIEKCHUH MiIX1]] 10 1arHOCTUKU Ta MOHITO-
PUHTY TALIEHTIB, M0 € KIOYOBUM JUIsl CBOEYACHOTO MOYATKY JIIKYBAJIbHOI Ta

npoTaKTUYHOI Teparii.
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PO3A1JI 2. KJITHIYHA XAPAKTEPUCTUKA OBCTEKEHHSA OCIb.

METO,IM JOCJILTKEHHS

ExcnepumentanbHa 6a3za gocJaigzkeHHs. JlochiyKeHHST MPOBOIMINCSA Ha
0a31 «MixoOnacHu#l creniani3oBaHuil MEIUKO-TeHETUYHUIN LIEHTpP - UEHTP PiJKi-

cHUX (OphaHHUX) 3aXBOPIOBaHbY. Y MOCHIJKEHHS OyJId BKIIOUYEHI MAIlI€EHTH, IKUM
MIPOBOMIIACS JIIaTHOCTHKA MYKOBICITUI03Y 13 3aCTOCYBaHHSAM KJIACHYHOI MOTOBOI
npo6u Ta/ado Nanoduct-rexHoI0riT BIAMOBIAHO 10 CyYaCHUX KIIHIYHUX PEKOMEH-
naniid. O0’€KTOM JOCIIIKEHHSI BUCTYIAIX O10JI0TI4HI 3pa3Ku MOTY, OTPUMaHI Iic-
7. CTUMYJISIIIT HOTOBUAUICHHSI METOIOM 10HO(OpE3y, a TaAKOX KJIIHIYHI JIaH1 Maifi-

€HTIB, HEOOX1H1 /IJIs OI[IHKU PE3YJIbTATIB JJAOOPATOPHOTO TECTYBAHHSI.

2.1 3arajibHa XapaKTepPUCTHKA 00CTEe:KYBAHUX 0CI0

J1o yMOBHOT Tpynu 00CTexKEHHS OYJI0 BKIIOYEHO OC10 JUTSIYOrO BIKY, Y SAKHX
Ha MIJCTaBl KIIHIYHOI KAPTUHU Ta PE3yJbTATiB MEPBUHHOTO CKPUHIHTY BHUHUKIIA
mijIo3pa Ha MYyKOBicIu03. OCHOBHUMM TOKa3aHHSMU JIJIsl BKJIIOUCHHS B JOCII-
JOKEHHST OyJId XPOHIYHI 3aXBOPIOBAHHS OpPTraHiB IUXaHHS, PEIUAUBYIOU] 1H(EKII H-
Hi TIporiecl OPOHXOJIETEHEBO1 CUCTEMH, MTOPYIICHHS TPABJICHHS, @ TAKOXK 3aTPUMKa
(bI13UYHOTO PO3BUTKY.

binbmiicte o6cTexxeHnX ocid nmepedyBaiau y BIKOBIM Tpyrmi paHHBOTO Ta J10-
IIKUIBHOTO BIKY, 110 BIANOBITA€ TEPIOAYy HANYACTIIIOTO BUSBIEHHS KIHIYHUX
MpOsBIB MYKOBicIU03y. CITIBBIIHOIIEHHS 3a CTaTTIO OyJIO MPUOIM3HO PiBHOMIp-
HUM, IO Y3TOJKYETHCS 3 ayTOCOMHO-PELIECUBHUM THIIOM YCIaJIKyBaHHS 3aXBO-
PIOBaHHS.

2.1.1 AnamHecTH4Hi xaHi

[Tix yac 300py aHamMHe3y OCOOJIMBY yBary NpUAUISUIA NEPUHATAIBHOMY T1€-
pioay, HasIBHOCTI 3aXBOPIOBaHHS Y POAUYIB, PE3yIbTaTaM HEOHATAIHHOTO CKPHHI-
HTY Ta 4acTOTI pecmipaTopHuX 1H(EKid. Y 3HaYHOI YaCTUHU OOCTEXEHUX 0ci0 B
aHaMHe31 BIJ3HAaYaJIKCs 4acTi emi30Au OPOHXITIB 1 MTHEBMOHIN, TPUBAIMI Kalleib

13 BUJIUICHHSIM B’SI3KOTO MOKPOTHHHS, @ TAKOX HEIOCTATHIN MPUPICT MACH Tija.
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VY neskux Bumagkax OaThbKW BiI3HAYaAIM XapaKTEPHHUI «COJOHHUI» MPUCMaK
HIKIPH TUTUHH, 1[0 € TUTIOBOIO 03HAKOIO MOPYIICHHS €IEKTPOIITHOTO CKIIATy MOTY
npu MyKoBicIM031. Tako 3BepTanu yBary Ha CUMITOMHU 3 OOKY TpaBHOI CHCTe-

MH, 30KpEMa CTE€aTOPEIO, 3AYTTS )KUBOTA TA 3HUKCHHS alleTUTY.

2.1.2 KuniHivyHi NposiBY 3aXBOPIOBAHHSA

Kriniuauii ormsin o0CcTe)eHnX 0CiO BUSBHUB MEPEBAKAHHS CUMIITOMIB ypa-
YKEHHS TUXAJIbHOI Ta TPABHOI CHCTEM. 3 OOKY OpraHiB JMXaHHS HalyacTile CIo-
CTepITaJIiCs XPOHIYHHUM Kalllellb, yTpyIHEHE TUXaHHS, XPUIIA Ta O3HAKH OPOHXO0O0-
OcTpykuii. ¥ 4YacTUHM TMALIE€HTIB BiA3Hadyaiucs Aedopmarii rpyIHoi KIITKH Ta
O3HAKH XPOHIYHOT T1MOKCIi.

3 00Ky IIUTYHKOBO-KHAIIKOBOTO TPAKTy Y OLIBIIOCTI 0OCTEKEHUX BUSBIISUIACA
O3HAaKU €K30KPHUHHOI HEIOCTAaTHOCTI MIALUTYHKOBOI 3aJI03H, 10 MPOSIBISUIOCS IO-
PYLIEHHSM TpPaBJIEHHS, HECTINKUMH BUIIOPOKHEHHSAMU Ta eiluToM Macu Tia. Y
JEeSKUX BUIAJKAX CIOCTEpIraiucad O3HAKH TINOBITAMIHO3Y JKUPOPO3UYMHHHUX BITa-
miuiB [1; 2; 19].

2.1.3 Iloka3aHHs 10 NPOBeICHHS JJA00PATOPHUX AOCTIIKEHb

Ha migcraBi 310paHuX KIIIHIYHMX Ta aHAMHECTHUYHHMX JIAHUX yC1 0OCTEeXeH1
ocobu Oyny HampaBJIeHI HA MPOBEJEHHS JIA0OPATOPHUX METOJIIB MiATBEPIKECHHS
JiarHo3y MyKoBicuuao3y. OCHOBHMMHU TOKa3aHHSAMHU JJisi TabopaTOpHOro oOcTe-
JKEHHs OyJiM TIOEHAHHS PECIIPATOPHUX 1 TACTPOIHTECTUHAIBHUX CUMITOMIB, He-
e(EeKTUBHICTh CTAaHAAPTHOI Teparii Ta MO3UTHUBHI a00 CYMHIBHI pe3yJIbTaTh CKpH-
HIHTOBUX TECTIB.

JIJisi yTOYHEHHS J1arHO3Yy 3aCTOCOBYBaIHM (DYHKITIOHAJIbBHI METOAM OIIIHKHU

MOTOBUIIJIEHHS, 30KpeMa KJIaCUYHY MOTOBY IpoOy Ta Meto  Nanoduct.

2.2 YcKJaaHeHHs NPH Mi3Hii giarHocTumi
[Ti3Hs giarHOCTHMKA MYKOBICIIUZI03Y € OJIHIEI0 3 OCHOBHUX MPUYUH PO3BUTKY
TSOKKUX YCKJIQIHEHb Ta MPOTPECYBaHHS 3aXBOPIOBaHHS. BiCYTHICTh CBOEYACHOTO

NIATBEPKEHHS J11IarHO3y MPU3BOJUTH J0 3aTPUMKH MMOYATKY CHEU(pIYHOrO JIIKY-
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BaHHS, 1[0 HETaTUBHO BIUIMBA€ Ha (YHKIIOHAJBHUIN CTaH OpPraHiB 1 CUCTEM Ta 3a-
TaJIbHUN TIPOTHO3 IS MAIll€HTA.

YckaaaHeHHs 3 00KY JUXAJIbHOI CHCTEMU

Haii6inpim BupaxeHi yCKIaJHEHHS MpU Mi3HINA JA1arHOCTHII CIIOCTEPIraloTh-
csi 3 00Ky OpOHXOJEreHEeBOi CHCTeMH. XPOHIYHE MOPYIICHHS MYKOILMJIIapHOTO
KJIIPEHCY CHPHUS€ HAKOMMYEHHIO B’S3KOTO CEKPETYy B JIUXANbHUX MUIAXaX, IO
CTBOPIOE CIIPHUATIMBI YMOBH JUIsl OakTepiaabHOI KOJIOHI3aMmii. Y TakWX MaIli€HTIB
4acTO PO3BUBAIOTHCS PEIUIMBYIOY1 OpPOHXITH Ta MHEBMOHII, K1 3 yacoM HaOyBa-
I0Th XPOHIYHOTO TIepeodiry.

TpuBanuii 3anagbHUA TPOLEC MPU3BOAUTH O CTPYKTYPHUX 3MiH OpOHXIB,
dbopmyBaHHS OPOHXOEKTA31B Ta MOCTYNOBOTO 3HUKEHHS (YHKIIT JIETeHb. Y 3aIly-
[ICHUX BHITAJKaX MOXXJIMBUN PO3BUTOK TUXAIBHOI HETOCTATHOCTI Ta JIETEHEBOI
TiepTeH3ii, 110 3HAYHO MOTIPIIYE SKICTh )KUTTS MaIlieHTiB [5; 24].

IHopymeHHst 3 00Ky TPaBHOI CHCTEMH

[1i3Hs AlarHOCTMKA MYKOBICIUAO3Y YacTO CYHPOBOKYETHCS BUPAKEHUMH
NOpYLEHHAMHU (PyHKLI TiANLTYHKOBOI 3ay103u. HegocTaTHICTh €K30KpUHHOI CeK-
peuii Npu3BOAUTH 10 MOPYLIEHHS TPABJICHHS KUPIB 1 OUTKIB, PO3BUTKY CTEATOPEI,
XPOHIYHOT Jiapei Ta MeTeopu3My. BHACTIOK 1[bOTO y MAIIEHTIB CIIOCTEPIraeThes
nediuT Macu Tijia Ta 3aTpUMKa (PI3UYHOTO PO3BUTKY.

TpuBana manbadbcopOLIisi 3yMOBIIOE Je(DILUT )KUPOPO3UMHHUX BITaMiHIB (A,
D, E, K), 1o Moke CIpu4YuHATH MOPYIIECHHS 30pYy, 3HUKEHHSI MiHepai3alii Kic-
TOK, CXHJIBHICTB JI0O KPOBOTEY Ta HEBPOJIOTIYHI po3ianu [2; 23].

MeTa00/1i4Hi T2 eHIOKPHHHI YCKJIAHCHHS

OpmHuM 13 CEpHO3HUX HACIIIKIB MI3HBOI 1IarHOCTUKU € PO3BUTOK ITYKPOBOTO
niabery, acormiiioBaHoro 3 mykosicuumo3oM [1; 15].. VpaxkeHHS mianuryHKOBOT
3aJI03U Ta Mporpecyrounii Gpidpo3 3HUKYIOTh MPOIYKIIIO 1HCYJIHY, 110 MPU3BO-
JUTH 10 IOPYIICHHS BYTJIEBOHOTO 0OMiHY. Llei cTtan 3Ha4HO yCKIaaHIOE Tepeoir
OCHOBHOTI'0 3aXBOPIOBaHHS Ta MOTPEOye J0JATKOBOIO JIKYBaHHS.

Takox MOXJIMBI TIOPYIICHHS €JIEKTPOTITHOTO OaaHCy, 30KpemMa TirnoHaTpi-

€Misl Ta JIeTiaparailisi, 0COOIMBO y AIT€l PaHHBOTO BIKY, 1110 MOXE MPU3BOJUTH 10
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TOCTPUX CTaHIB.

Indexuiiini yckiaaHeHHs

[Ipu BiACYTHOCTI paHHBOI JA1AaTHOCTHKH IMIJIBUIIYETHCS PU3UK XPOHIYHOI 1H-
dexuii AMXaNbHUX MUISXIB YMOBHO-MIATOTE€HHUMHU Ta PE3UCTEHTHUMHU MIKpOOpra-
Hi3MaMH. YacTe 3acTOCyBaHHSI aHTHOAKTepiaJibHOI Teparii 0€3 BCTaHOBJEHHS OC-
HOBHOI NIPUYMHU 3aXBOPIOBaHHS cripusie GOpPMYBaHHIO aHTUOIOTUKOPE3UCTEHTHO-
CTi, IO YCKJIAIHIOE TIOJIANIbIIIE JIIKYBaHHS.

BnimB Ha AKICTH dKUTTS TAa NPOTHO3

[Ti3Hs Mi1arHOCTMKAa MYKOBICIUAO03Y HETaTUBHO TMO3HAYAETHCS HE JIUIIE Ha
(G13MYHOMY CTaH1 MAIlEHTIB, aje i Ha iX IcuxoeMouiiHoOMy Onaromnonyydi. Yacti
rocmiTanizamii, oOMexxeHHs1 (i3UYHOT aKTMBHOCTI Ta HEOOX1JHICTh 1HTEHCHBHOIO
JIKYBaHHS 3HUKYIOTh SIKICTh KUTTS Ta COLIAIbHY aJanTallko.

TakuM 4MHOM, MI3HE BCTAHOBJIEHHS J1arHO3y MYKOBICUUAO3Y 3HAYHO ITiJI-
BUIIY€E PU3UK PO3BUTKY TSKKMX YCKJIAJHEHb, L0 MIATBEPDKYE BaXIJIMBICTh pPaH-
HBOTO CKPUHIHTY Ta CBOE€YACHOTO 3aCTOCYBAHHS IMiITBEPIKYBAIBHUX T1arHOCTHY-

HUX METOJIIB.

2.3. MeToauka npoBeAeHHA MOTOBOI MPOOH

B xoxai nocnimkenHs Oyio MPOBEACHO METOI MUJIOKapIiH-10HO(ope3y (Kia-
cuyHa rotosa npoba Gibson—Cooke) [13; 17].

[TinokapmiH €  XOJIHOMIMETHYHUM  3acoboM, 1m0 ctuMmyntoe M-
XOJIIHOPEIIENTOPH MOTOBUX 3aj103. [IpoTe yepe3 HU3bKY MPOHUKHICTH Yepe3 MIKIpy
BiH BBOJUTHCS Y TKAHWHU 3a JOMOMOI010 10HOGOpE3y — MEepEeMIIeHHs 3apsiKe-
HUX MOJICKYJI Mif A1€0 TOCTIHHOTO €JIEKTPUIHOTO CTPYMY.

VY mnaii€HTiB 3 MYKOBICUHJO30M IOTOBI 3aJ03U MPOAYKYIOTH HOPMAaJbHY
KUIBKICTh TIOTY, aJI€ 3 BUCOKOIO KOHIICHTPAIIIEI0 XJIOPHIIB, 110 TTOB’s13aHO 3 Ae(hek-
ToM peabcopbiii Na* ta Cl™ y mportokax 3amo3u. Came TOMy BEUMip KOHIICHTpPALIii
XJIOPUIIB Y TIOTI € HAIIMHUM J1arHOCTUYHUM KPUTEPIEM.

[leit MeTOZT € OCHOBHUM 1 pEKOMEHJIOBAHUM JIJIs IMIATBEPXKCHHS J1arHo-

3y MYKOBICIIH103Y. BiH CKIIaga€eThes 3 KIIBKOX €TalliB:
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1. CTtuMynsIliss TOTOBUIIJICHHS 3a JIOMOMOTOI0 10HO(OpE3y 3 BUKOPHC-
tanasaMm pilocarpine hydrochloride. Ha mkipy nepeamuniads HaKJIaqaId eIeKTPOIH
3 MapJIeBUMHU MPOKJIAJIKaMH, 3MOYCHUMHU 2% PO3YMHOM Iijokapiiiny. [IpoBogumm
raJibBaHi3aIlio ctpymoM 1,5—4 MA npoTsrom 5—8 XBUIIHH.

2. 306ip moty. Ilicas cTUMyISIIT QUISTHKY MIKIpY TPOMUBAIIA Ta BUCYIILY-
Banu. [IiT 30upanu y cneniagabHUi KOHTEeHHED, GIbTp-Tamip abo KanuispHy TpyO-
Ky npotsrom 20-30 XBHINH.

3. BuzHaueHHs piBHS XJIOpUJIIB. AHaTI3 MPOBOJIWUIN TUTPOMETPUUYHUM
MeTo0M. TUTPYBaHHS TPYHTY€ETbCA Ha peakilii ocajxeHHs xjopun-ioHiB (Cl7) y

NPUCYTHOCTI PO34YKMHY HiTpaty cpidia (AgNOs) [6; 17].

Ag' + Cl- — AgCl|

Puc 1.2 Peakiiist ocapkeHHs XJIOpUA-10HIB 3 yrBopeHHsIM AgCl

IIpuHIMI MeTOAY MOJATae y peaKili:

AQCI yrBOoproe xapakTepHuii Oimuit ocan. Konu BCi Xiopuan 3B’ I3yHOThCS 3
1oHamMH cpi0ja, BIAOYBAE€ThCS 3MIHA 1HAMKATOpA, IO CBIAYUTH MPO 3aBEPUICHHS
TUTPYBaHHS.

JI1st TATPYBaHHS 3aCTOCOBYHOTh!

. 0,01-0,05 n. po3uun AgNO3z — TUTpaHT

. Xpowmar kainito (K,CrO,) — inaukaTop

. JluctuinpoBaHa Bojaa

Xpomar Kajito 3MiHIO€ 3a0apBiCHHS MPH HAUIUIIKY Ag®, yTBOPIOIOYH

yeBoHO-Oypuiiocan Ag,CrO,:
2Ag* + CrO;” — Ag,CrO,|

Puc.1.3 Peaxiiist yTBOpeHHSI XpoMaTy cpibiia y TOUIll €KBIBaJICHTHOCTI
3MiHa KOJIbOPY CUTHATI3YE MPO KIHIIEBY TOUKY TUTPYBAHHS.

OcCHOBHI eTanu TUTPYBAHHA

1) ITinroroBka mpoou

3i0paHuii PUIBTP 3 MOTOM BHUCYIIYIOTh Ta MOMIIIAIOTh Y MipHY KoJOy. ITiT
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eJIIOI0IOTh JAMCTUIILOBAHOIO BOJOIO ISl OTPUMAaHHS PIBHOMIPHOTO PO3YHMHY XJIO-
pUiB.

2) lonaBaHHs iHAUKATOPA

V 3pazok noxaroth 1-2 kpart 5% pozunny K,CrO,.

3) TurpyBanusa AgNO3

Po3unn HiTparty cpibiia 70/1a10Th KpaIIIMH MPU TMOCTIHHOMY MOMIIITyBaHHI.
Ha nouatky peaxiii yrBoproeThcs 6inuit ocag AgCl.

[Ticyist moBHOTO 3B’sI3yBaHHSI XJIOPUIB 3’ IBIIIE€THCS CTaOUIbLHE YEPBOHO-0ype
3a0apBIICHHS, 1110 CBIIYUTH MPO TOCSITHEHHS TOYKU €KBIBAJIEHTHOCTI

4) Po3paxyHoK pe3yJabTaTy

06’em AgNO3, BUTpaueHU Ha TUTPYBAHHS, MPONOPLUIAHUN KITBKOCTI XJIO-

puAiB y npooi

Vaeno, x N x 1000

maca nomy (mz2)

Cl™ (mmonv/n) =

Puc 1.4 ®opmyna po3paxyHKy KOHIIEHTpAIlii XJIOPUIIB y MOTI

2.4. llpoBenenns anajizy Nanoduct-meroaom

Metox Nanoduct HaneXuTh 10 Cy4aCHHX IHCTPYMEHTAJIbHUX ITiJIXOJIB JI0
MIJITBEPPKEHHS] MYKOBICIIMI03Y Ta € MOJU(]ikoBaHOK (hOPMOIO TTOTOBOTO TECTY.
OcoONUBICTIO IIBOTO METOAY € MOJIMBICTh MPOBEJEHHS JTOCTIPKEHHS 3 BUKOPHUC-
TaHHSAM HaJ3BHYAWHO MaJoro 00’eMy MOTY, 110 pOOUTH HOro MPUAATHUM AJIs 3a-
CTOCYBaHHSI Y HOBOHAPOXKEHHX 1 JITEH paHHbOTO BIKY.

Hpunuun podoru meroay Nanoduct

B ocHoBi po6otu cucremu Nanoduct nexuth 10HOGOPETUYHA CTUMYIISIIIS
NOTOBUX 303 13 TOJANbIIMM aBTOMATH30BAHUM BHUMIPIOBaHHIM €JIEKTPO-
nposigHocTi moty [7; 8]. Ilix BmaMBOM CIa0KOTo CIEKTPHYHOrO CTPyMy uepes
HIKIPY BBOJMTHCS MUIOKAPIIH, KU aKTUBYE CEKpELll0 IMOTy B OOMeEXeHId

JUJTSHITL.
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OCKiTbKM y XBOPHUX Ha MYKOBICHIH/03 KOHIIEHTpAIlisl €JEKTPOJIITIB y MOTI
MiBUIIIECHA, 3pOCTA€ HOTO eNEKTPONPOBIAHICTh. Came 1ei MOKa3HUK PEECTPYETHCS
MPWIAJIOM Yy PEXKUMI PEaIbHOTO Yacy Ta BUKOPHUCTOBYETHCS SIK J1arHOCTHYHUN
KPUTEPIH.
IlinroroBumii eram:
ITepen moyaTkoM JOCTIIKEHHS] HEOOX1HO MPAaBUIIBHO MIATOTYBATH IMAaIli€H-

Ta Ta JUISTHKY IIKIPU:

. 0OMparOTh 30HY 3 JOCTATHHOIO KUIBKICTIO MMOTOBUX 3aJ103, HAYaCTIIIe
— MepeaIUTIaYs;

. y HEMOBISIT ONTUMAJbHUM € CEpEelHIM CEerMeHT MIXK JIKTeM 1
3aIl’ SICTSM;

. HIKipa Ma€e OyTH IHTaKTHOO, 0€3 BHCHIIIB, MOIIKOIHKEHb ab0 3amalib-
HHX 3MiH;

. MOBEPXHIO OYHUIIAIOTH BiJl 3a0pYy/HEHb 1 3QJIUIIKIB KHPY, MPOMHUBA-

I0Th JUCTUILOBAHOIO BOJOIO TA PETEIHHO BUCYIITYIOTb.

Ba:xxknuBo! yHukatu po3milieHHs eIeKTPO/IiB Y AUISHIN TPYIHOT KIITKH 200
Ha MPOTHJICKHUX KIHI[IBKAX Yepe3 MOKIUBUN BIUIMB EJICKTPUYHOTO CTPyMy Ha
CEPIIEBY JISTIbHICTb.

®dikcaunis KpinjieHb

Jlist 3a0e3nedeHHs] CTaOlIbHOTO KOHTAaKTy BUKOPHCTOBYIOTHCS CIIELialIbHI

€JIACTUYHI PEMIHIIL:

. peMiHEelb IIIBHO (PIKCYIOTh Ha Pyl Mali€eHTa, HE JOMYCKAIOYH HOro
3MIIICHHS;

. HATST MOBUHEH OYTH JOCTATHIM JUIsl KOHTAKTY, ajieé He BUKIMKATH JH-
ckoMpopTy;

. MIKipa i KPITUICHHSIM Ma€ OyTH piBHOIO, 0€3 CKIA/IOK.

AHanoriyHa npoleaypa BUKOHY€EThCS JIsl BCTAHOBJICHHS KPITUICHHS IPYTO-
ro eJIEKTPoJIa
IMiaroroBka ejiekTpoaiB

VY KoXXeH eJeKTpoAHuN OJIOK BCTAHOBIIOEThCS reneBuil auck Pilogel, saxuit
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3a0e3rneuye epeKTUBHY Mepeaady eleKTpUUIHOTo iMIyibCy. [lepen BcTaHOBIEHHAM
JIUCK 3JIeTKa MPUTUCKAIOTh Ta MOBEPTAIOTh, YCYBAIOYHU MOBITPSIHI MPOIIAPKUA MIXK
rejieM i OBEPXHEIO eJIeKTPO/Ia.

['eneBi aucku moBUHHI 30epiratucs npu Temmeparypi 2—8 °C; BUKopucCTaH-
HS 3aMOPOXKEHUX 200 MEepecyIeHUX TUCKIB HE JOIYCKAEThCS.

[Ticast nporo:

. aHOJ 1 KaTOJ BCTAHOBIIOIOTH Y BIATOBIIHI KPITUICHHS;

. eNeKTpoa (BIKCYIOTh IOBOPOTHUM KIJIBIIEM JI0 TIOBHOT'O 3aKPITJICHHS.

IIpoBenenns ioHoGopeTHIHOI CTUMYJIALIT
1. [Ticns 3aBeplIeHHS MIATOTOBYMX MAHIMYJIALIN 3allyCKA€ThC PEXKUM
10HOOpE3Y:

2. Ha npunazi aktuByroTh pyHkitiro lontophoresis.

3. Cucrema aBTOMaTUYHO 30UIBIIYE CUIYy CTPyMY, IO BIIOOpaX)aeThCs
Ha JUCILIEL.
4, Crtpym noctynoBo nocsirae 3HadeHHs 0,5 MA Ta miaTpUMyeThCs TIPO-

TATOM JIBOX XBHJIHH.

S. [Ticnst 3aBepIIeHHs eTanmy CTUMYJISIIT CTPYM 3MEHIIIYEThCS 10 HYJIS, a
Ha eKpaHi 3 ABIIE€THCS TTOBIIOMIICHHS IIPO 3aBEPIICHHS MPOIIETyPH.

6. [Ipouienypa € Ge3neuHor0, HEIHBA3UBHOIO Ta, K MPABWIO, HE BUKIIH-
Ka€ HEMIPUEMHUX BIAYYTTIB.

AHaJIi3 MOTOBOIO CeKpeTy

[Ticns ioHOOpE3y IMpHIIa]] IEPEXOIUTh Y PEXKUM aHaAI3y MOTy. Y el nepi-

OJ1 3IIACHIOETHCH:

. oe3nocepeiHii 301p MOTY B MIKPOCUCTEMY;
. BU3HAYCHHS €JICKTPOIPOBIAHOCTI CEKPETY;
. aBTOMAaTUYHE 30€peKEHHS Ta B1I0OpaKEHHS PE3YJIbTATIB.

[linBuiieHi 3HAYEHHS EJIEKTPOMPOBIIHOCTI CBITYATh MPO MOXKJIUBY HasIB-
HICTh MYKOBICIIUI03Yy Ta MOTPEOYIOTh MIATBEPAKEHHS 32 TOTIOMOI'OI0 CTaHAAPTHOI

MOTOBOI MPOOU 200 TEHETUYHOTO aHAIII3Y.
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IlepeBaru meroay

Jlo ocHoBHUX mepeBar Nanoduct HaJieKaTh:

. MiHIMaJIbHA OTpeda y 010J0TIYHOMY Matepiai;
. MO>KJIMBICTh 3aCTOCYBAHHS Y HOBOHAPOHKCHUX;
. IIBUJIKE OTPUMAHHS PE3YJIbTaTIB;

. aBTOMAaTH3alllsl TIPOLIECY;

. BUCOKHUH PiBEHb OE3MEKH.

O0me:xkeHHSI BUKOPUCTAHHS

[Tonpu uncneHH1 mepeBaru, METO/1 Ma€ MEBHI OOMEKEHHS:

. pE3yNbTaTH HOCATh CKPUHIHTOBUI XapakTep;

. MO>KJIMBHUM BIUIMB CTaHy IIKIpY Ta 30BHIMIHIX (aKTOPIB;

. HEOOX1/THICTh MiITBEPKEHHS Pe3yabTaTiB IHITUMHU A1arHOCTHYHUMU
METOJIaMHU.

Puc. 2.1. Ilpunan ajs BUMiprOBaHHS €JEKTPOINPOBIIHOCTI MOTY

JUJ1s TpoBeIeHHS AOCIIKEHHS €JIEKTPOIPOBIAHOCTI IOTY BUKOPHUCTOBYBAIIU
Nanoduct-cuctemy, sika MpuU3Ha4YeHA JJIs IBUAKOI Ta HEIHBA3MBHOI OIIHKH 10HHO-
TO CKJIaay TIOTOBOTO cekpeTy. KoMIuIeKT o0maHaHHs BKJIFOYA€ MOPTATUBHUHN eJie-
KTPOHHUI OJIOK 13 JUCIIJICEM JJIsl BIIOOPaKEHHS PE3yNIbTAaTiB BUMIPIOBAHHS, 10HO-
dbopeTudH1 eNeKTPOU, CEHCOPHI €JIEMEHTH JUIsl 300py MOTY, a TaKOX JOMOMIXHI

aKcecyapu, HeOOX1/IHi JIJIsl IPOBEICHHS MPOIICTYPH.
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BucHoBku 10 po3ainy 2

VY xo#1 aHami3y KIHIYHOT XapaKTEPUCTUKH OOCTEKEHUX 0Ci0 Oys10 BCTaHOB-
JICHO, 10 TIOE€JHAHHS PECHIPaTOPHUX Ta TaCTPOIHTECTHHAIBHUX CUMIITOMIB € TH-
MIOBOIO O3HAKOIO MAIlIEHTIB 13 MiI03pOI0 Ha MyKOBicuua03. HaituacTimmmu KiiH1Y-
HUMH TIpOSiIBaMH OyJIM XPOHIYHMM Kalllesib, PEIUIUBYIOUl 1H(EKIIHHI 3aXBOPIO-
BaHHS TUXAJIbHHUX NUIAXIB, MOPYIICHHS MPOIECIB TPaBJICHHS, a TAKOX 3aTpUMKa
¢$13MyHOrO0 PO3BUTKY. Y YACTUHHU MAI€HTIB CIOCTEpITaMCA O3HAKU Majbal-
copOl1ii, 3HMKEHHS MacH Tijla Ta HEJIOCTAaTHS MpUOaBKa y pOCTi, 10 BKa3yBaJIO Ha
ypaxeHHs MiANUTYHKOBOI 3aJI031 Ta HEIOCTATHICTh €K30KPUHHOT (PYHKIII].

BaxnuBy posib y ¢dopmMyBaHHI TOKa3aHb JI0 MOMIMOJICHOI J1arHOCTHKU
BIJIICpaBaIM PpPe3yJbTaTH CKPUHIHTOBUX TecTiB. HasBHICTh MO3UTUBHUX abo
CYMHIBHUX p€3yJbTaTiB MEPBUHHOIO CKPUHIHTY, a TAKOX BIJICYTHICTh KJIIHIYHOTO
edeKTy BiJl CTAaHAAPTHUX JIIKYBAIbHUX 3aXOIB CIYT'YBaJIU IMiJICTABOIO JUIsl TIPOBE-
JICHHS JETAJIbHOTO Ja00paTOPHOTO 0OCTEXKEHHS, 30KpeMa 3aCTOCYBaHHs (DyHKII10-
HaJIbHUX METOJIB OIIIHKM TOTOBHIJICHHS. Y TAaKWX BHITQJKaxX came IO€THAHHS
KJIIHIYHUX O3HAK Ta JJAOOPATOPHUX JAaHUX JIO3BOJISIIO 3aMiO3PUTH MYKOBICIIUAO3 1
OOIpyHTYBaTH HEOOXIIHICTb MMIITBEPXKEHHS A1arHO3Y.

[IpoBenena kiiHIYHA OIIHKA OOCTEXEHHX OCIO Jana 3MOTy OOTpyHTYBaTH
JOIUTBHICTh 3aCTOCYBaHHS (DYHKIIIOHAJIbHUX METO/IIB MiATBEPIKEHHS MYKOBICIIHU-
703y K Ba)XIUBOTO €Taly AlarHOCTUYHOTO anroputMmy. OTpumaHi pe3ynbTaTu
M1IKPECTIOITh 3HAYYIIICTh KOMIUIEKCHOTO MIAXOAY, SKHM mependadae aHami3
KJIIIHIYHUX TPOSIBIB, aHAMHECTHUYHHUX JaHUX Ta Pe3yibTaTiB J1aboOpaTopHUX H0-
ciimkeHb. Takuil miaxia 3a0e3neuye CBO€YacHEe BCTAHOBJICHHS J[1arHO3Y, J03BOJIsE
YHUKHYTH 3aTPUMKH Yy TIOYATKy JIIKYBaHHsI Ta CIPHUSE MOKPAIICHHIO MPOTHO3Y 1

SIKOCT1 KUTTS MAIIEHTIB 13 MYKOBICITUI030M.



35
PO31J1 3. PE3YJIbTATHU JOCIIIXKXEHD

3.1. IlopiBHsUIbHA OI[IHKA MIarHOCTUYHHUX METO/IB

VY cywacHiil KITiHIYHIA TPAKTHI MiITBEPIKEHHS A1arHO3y MYKOBICIIUA03Y
IPYHTYETHCS MEPEBAXKHO HA BUKOPHUCTAHHI (DYHKIIIOHAILHUX METOJIB OLIIHKU T10-
TOBUJIJICHHS, CEpe/l SIKUX KJII0YOBE MIClle 3aiiMaloTh KJAaCHYHa MOTOBa Mpoda Ta
meton Nanoduct. O6uaBa miaxoau CripsiMOBaHI HA BHSBIICHHS IOPYIICHb 10HHOTO
TpaHCIOPTy, TOB’s3aHux 13 gedexrom Outka CFTR, omgHak BiApI3HSAIOTHCA 3a
MPUHITUTIOM BUKOHAHHS, JIarHOCTUYHUMH MOXKJIMBOCTSIMH Ta c(eporo 3acTocy-
BaHHS.

Kiracuuna motoBa npo0a € HalOUIbII BU3HAHUM METOOM IIiATBEPIKEHHS
MYKOBICIII/I03Y Ta BBAKAETBCS «30I0TUM CTaHIAPTOM» JIarHOCTHKH. Ii OCHOBHOIO
nepeBaroo € 0e3rnocepeHe BUSHAUYCHHS KOHIIGHTpAIlli XJIOPUAIB y MOTI, IO J103-
BOJISIE OTPUMATHU KUTBKICHUHM TMOKa3HUK 13 YITKO BU3HAUYEHUMH J1arHOCTUYHUMU
MexaMu. Bucoka 4yTIuBICTH 1 CHEHUQIYHICTH LBOTO METOAY 3a0e3MeUyI0Th
HAJINAHICTh pe3yJbTaTIB 33 YMOBH JOTPUMAHHS CTaHAAPTHOT METOJUKH ITPOBEICH-
HAa. Pa3oMm 13 TuM, 1oToBa npoba nmorpedye NOCTaTHLOTO 00’€My MOTY, IO MOXE
YCKJIJHIOBATH ii BUKOHAHHS Y HOBOHAPO/KEHUX 1 JIITEH PaHHBOTO BIKY, a TAKOXK
noTpelye MeBHOTro yacy /st 300py Ta aHaIi3y MaTepiany.

MeTtoa Nanoduct € cydacHOI0 anbTepHaTHBOO KJIACHYHIH MOTOBIH Mpo0i Ta
BUKOPHCTOBYEThCS TIEPEBAXKHO SIK CKPHHIHTOBHil iHCTPYMEHT. VOro rojoBHOIO
MepEeBarol0 € MOXJIMBICTh MPOBEACHHS MOCTIKEHHS 3 MIHIMAJIBbHOIO KUIBKICTIO
MOTY, 0 pOOUTH METOJ OCOOJIMBO I[IHHUM Yy HEOHaTaIbHIN npakTuli. [Ipomeaypa
€ TIBUKOI0, aBTOMAaTH30BaHOIO Ta HEIHBA3WBHOIO, 110 3HUKYE PU3UK TEXHIYHUX
NOMWIOK 1 miBuILye komdopt namienta. Bomnoyac Nanoduct Bu3Havae enexTpo-
MPOBIIHICTH TOTY, SIKA € HEMPSIMUM TTOKA3HUKOM KOHIICHTPAIIli €JIEKTPOIIITIB, TOMY
PE3YNbTATH JOCHIKEHHS HE MOXKYTh BUKOPHUCTOBYBATHUCS SIK OCTATOYHE MiATBEP-
JIKEHHS J11arHO3Y.

[TopiBHsIBEHUY aHAMI3 MOKa3ye, M0 MOToBa Mpobda Ta meton Nanoduct ma-

I0Th pI3HE JiarHocTUYHE mnpusHadyeHHs. [loToBa mpoba € OCHOBHHMM MiJITBEP-
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JUKYBIBHHM TECTOM, TOA1 sik Nanoduct moIminpHO 3aCTOCOBYBaTH Ha €Tarll Tep-
BUHHOI OITIHKH a00 y BHIAJKaX, KOJW MPOBEACHHS KIACHYHOTO OCIIKEHHS €
TEXHIYHO CKJIagHuM. HaiOu1bi oOrpyHTOBaHUM MiAX0I0M € IMOCI1JOBHE BUKOPH-
CTaHHS IIMX METOJIB, IO JO3BOJISE IMiABUIIUTHA JOCTOBIPHICTH AIarHOCTUKH Ta 3a-
0€3MeYNTH paHHE BUSBJICHHS MYKOBICIIUIO03Y.

BaxxnuBo TakoX BpaxoBYBaTH, IO BUOIpP A1arHOCTUYHOIO METOJY Mae
3MIUCHIOBATUCSA 3 ypaxyBaHHSAM KJIIHIYHOI CHTYyallli, BIKy MaIli€HTa Ta HasBHHUX
TEXHIYHUX MOXJIMBOCTEH MEIUYHOIO 3aKianay. Y BHUIAJKaX, KOJU pPe3yJibTaTu
CKPUHIHTOBOTO OOCTEKEHHSI € CYMHIBHUMH a00 TNPUKOPIOHHUMH, IO€THAHHS
(YHKLI0HATBHUX METOJIIB 13 MOJIEKYJIAPHO-TEHETUYHUMHU JOCIIKEHHSIMHU JT03BO-
JIsi€ TIABUIIUTH TOYHICTH JIarHOCTUKH Ta 3MCHIIUTH HMOBIPHICTh XHOHUX BHC-
HOBKIB. Takuil I1HTErpoBaHUM MIAX1J BIANOBIIAE CYYAaCHUM PEKOMEHJALISIM 1
CIpUSIE CBOEYACHOMY BCTAHOBJICHHIO J1arHo3y, 0 € KPUTUYHO BAXKITUBUM JIJIS
PaHHBOTO TOYATKY JIIKYBaHHS Ta TOKpAIIEHHS JIOBTOCTPOKOBOIO IPOTHO3Y Y
MAII€HTIB 13 MyKOBICIIU030M.

TakuMm 4MHOM, palllOHaJIbHE MOEHAHHA CKPUHIHTOBHX, IiJITBEPKYBaIb-
HUX 1 TEHETUYHUX METO/IB JIarHOCTUKU (POPMY€E ONTUMAIIbHY CTPATETiI0 PAHHBOTO
BHUSBJICHHS] MYKOBICITUI03Y Ta 3a0e31edye 1HAUBIyaai30BaHuN MAX1 10 BEACHHS
MaIICHTIB.

Knacuyna noroBa mpo0a 3amuiiaeTbCsi OCHOBHUM MIATBEPKYIOUHM METO-
JIOM JIIarHOCTUKH MYKOBICITUI03Y 3aBISKH BHUCOKIM CrerudiYHOCTI Ta MaTOreHe-
TUYHINA OOTPYHTOBAHOCTI PE3YJIbTATIB.

[MopiBHspHUE aHai3 KJIacu4HOI MOTOBOI mpodu Ta Nanoduct-texnosorii
(Tabn. 3.1.) meMOHCTpye CYTTEBI BIAMIHHOCTI MIXXK METOJAMH 3a TMPUHITUIIOM i,

JI1arHOCTUYHUMHU MOKJIUBOCTSIMHU Ta C(Peporo 3aCTOCyBaHHS.
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Tabnuys 3.1.

[TopiBHSATBHA XapaKTEPUCTHKA KIACHYHOI TOTOBOI 1pobu Ta Nanoduct-TexHomorii

Kputepiit Kinacuana norosa npo6a Nanoduct-rexHoJoris

MOPIBHSAHHS

JiarHocTUYHUN «3on0THii ctanaapt» | CKpUHIHTOBUM Ta

CTaTyc M1TBEP>KECHHS JOTIOMI>)KHUW METOJ
MYKOBICITUI03Y

[TpuHIMIT METOTY

KisnpkicHe BU3HAYEHHS KOH-

HEHTpaIlil XJIOPUJIIB y TOTi

BumiproBanHsi

€JICKTPOIIPOBITHOCTI TTOTY

Crumynsiis lonodopes 13 ninokapninom | lonodopes HU3BKOI
MOTOBU/IIJICHHS IHTEHCUBHOCTI
O6’em HeoOXximHOTO | BiTHOCHO BenMKU MiHiMaTbHUHA
MOTY
TpuBanicthb 30-60 xBuHH 10-15 xBumH
JOCTIIKEHHS
BikoBa OOmexeHHsT y HOBOHapoj- | OcobmuBO mpuaaTHa IS
3aCTOCOBHICTb KEHUX dYepe3 HEIOCTaTHIO | HOBOHAPOHKCHUX Ta
KUIBKICTB TIOTY HEMOBJIAT
TouHiCTh 1| Bucoki mnpu nmorpumansi | Hukui mopiBHSHO 3 Kia-
cnenuIvHICTh CTaHJIAPTHOI METOAUKH CUYHOIO MPOOOI0
HeoOxiaHicTh He mnotpelOye nonartkoBoro | [loTpeOye miaTBepaKeHHS
H1ATBEPIKEHHS H1ATBEPIKEHHS KJIACUYHOIO IIOTOBOIO
mpo0or0 ab0 TeHETUYHHM
TECTyBaHHSIM
OcHOBHI niepeBaru JIOCTOBIPHICTb, [IBuakicTh, MiHIMaAJIbHA
NIaTOr€HETUYHA 1HBa3UBHICTb, 3pyUYHICTh

OOTpYHTOBAHICTh
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Boanouyac Nanoduct-TexHoorist Ma€e nepeBard y MBUIKOCTI BUKOHAHHS Ta
MiHIMaJbHIM 1HBa3UBHOCTI, 1[0 POOUTH ii 3pYUHOIO AJII BUKOPUCTAHHSA y CKPUHIH-
rOBHX Iporpamax, 0COOJMBO cepe]l HOBOHAPOKEHUX 1 AITeH paHHbOTO BIKY.

Pazom i3 TmMm, oOmexeHa crerudiuHicT Nanoduct-mMeTomy 3yMOBIIOE
HEOOX1THICTh IMOJAJIBIIOTO MIATBEP/KCHHS OTPUMAHUX PE3yJbTaTiB 3a JOTOMO-
rol0 KJIACHMYHOI MOTOBOI MpoOU ab0 MOJEKYJSIPHO-T€HETHYHHUX AOCIiKeHb. Ta-
KM 9rHOM, Nanoduct-TeXHOJIOTis JOMUIBHO PO3TJISIIATH SK JOMOBHEHHS 10 CTaH-
JAPTHUX METO/IIB JIIarHOCTUKHU, a HE SIK 1X IOBHY 3aMiHYy.

3.2. AHaJi3 yyTauBocTi Ta cnenudgivyHocTi

VY xoai gocaimpKeHHs OyJI0 MPOBEACHO aHAJ3 YYTIMBOCTI Ta CHEU(pIYHOCTI
(GYHKITIOHATBHUX METOJIB MIATBEP/HKEHHS MYKOBICIIHIO03Y, 30KpeMa KJIACHYHOI
notoBoi nmpobu ta Metoxy Nanoduct. OmiHka 3a3HaYeHUX MOKA3HUKIB Jlaa 3MOTyY
BU3HAYMTH JIIarHOCTUYHY 1HPOPMATHUBHICTh KOKHOTO 3 METOJIIB 1 OOIPYHTYBATH iX
3aCTOCYBaHHSA Y KJITHIYHIN TIPAKTHUIIL.

UyTnauBicTh Ta cenu(}ivHICTh KIIACHYHOI TOTOBOI TPOOH

AHami3 OTpUMaHMUX pe3yJIbTaTiB MOKa3aB, 10 KJIACUYHA MOTOBAa Mpobda xa-
PAKTEPU3YETHCS BUCOKOIO JIIarHOCTUYHOIO YYTJIMBICTIO. Y TEpPEeBaXXKHOI OUIBIIOCTI
oOcTex)eHuX 0ci0 13 MiITBEP/HKEHUM MYKOBICIIUIO30M PEECTPYBAJIOCS IM1ABUIIICH-
Hsl KOHIIEHTpAIlli XJIOPHU/IIB Y TIOTI, 1[0 CBIAYUTH MPO €PEKTUBHICTH METOSY Y BH-
SIBJICHHI 3aXBOPIOBAHHS Ta HU3bKY YACTOTY XMOHOHETaTUBHUX PE3YJIbTaTiB.

Bucoka crnemnudiyHicTs TOTOBOI NMPOOM 3yMOBJIEHA MPSMUM KUTHKICHUM
BU3HAYECHHSIM KOHLIEHTpalli XJOPUA-IOHIB 1 HASBHICTIO YITKO BCTAaHOBJIEHHMX
JarHOCTUYHUX MOPOTOBUX 3HAYEHb. 32 YMOBH JOTPUMaHHS CTaHIAPTHOI METOIH-
KW TIPOBEJICHHS TOCIIJKEHHS PE3yIbTaTH OyiH CTaOlIbHUMH Ta BiATBOPIOBAHUMHU.
VY NMOoOIMHOKWX BUNAJKAX OTPHUMaHHS MPUKOPJIOHHHMX 3HAY€Hb BUHHKANA MOTpeda
y IOBTOPHOMY TECTYBaHHI, 1110 HE BIUIMBAJIO Ha 3arajibHy JOCTOBIPHICTh METOAY.

UyTtnusicth Ta crenudiunicth MeToxy Nanoduct

PesynbTaTu mocnijpkeHHs cBigdath, 1o Nanoduct-meToa Mae BUCOKY YyT-
JIMBICThH II0/I0 BHSIBJICHHS 3MiH 10HHOTO CKJaay moTy. HaBiTh 3a yMOB MiHIMaTh-

HOrOo 00’€My TMOTOBOT'O CEKPETYy BlaBajocs 3adiKCyBaTH IiJBUIICHI MOKA3HUKU
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€JIEKTPOTPOBIAHOCTI, 1[0 € CYTTEBOIO MEPEBAro0 MPU O0OCTEKEHHI HOBOHAPOKE-
HUX Ta JITel PaHHbOTO BIKY.

Pazom 13 tuMm, crnenudiuHicTh MeToay Nanoduct € HIXXYOIO MOPIBHSHO 3
KJIACHYHOIO TIOTOBOIO TP000I0. [le TOSICHIOETRCS THUM, 110 BUMIPIOBAHHS €JIEKTPO-
MPOBITHOCTI MOTY BigoOpa)kae CyMapHUM 10HHUM CKJIaj, Ha SKUA MOXKYTb BILJIMBa-
TH 1HIUBIAYyaJIbHI (1310JIOTTYHI OCOOJIMBOCTI Ta 30BHIIIHI YMHHUKHA. Y YaCTHHI
BUMAJKIB OTPUMaHI pe3yabTaTH Majld MPUKOPJOHHUN XapakTep 1 moTpedyBaiu
1ITBEPPKEHHS 32 JOMTOMOTOI0 1HIIIMX JIIarHOCTUYHUX METO/IIB.

Y3araJbHeHHsI pe3yJbTaTiB

TakuMm 4MHOM, IPOBEIEHUN aHall3 MOKa3aB, IO KJAaCMYHA MOTOBa IMpoda
Ma€ ONTHUMAJIbHE CITIBBIHOIICHHS YYTJIWBOCTI Ta CHEIU(IYHOCTI 1 3aIUIIAETHCS
HaWOUIBII HAIIMTHUM METOJIOM MIATBEPKEHHSI MyKoBicinao3y. Meroa Nanoduct
JIOIIIBHO 3aCTOCOBYBATH SIK BUCOKOUYTJIUBUN CKPUHIHTOBUI IHCTPYMEHT, PE3yJib-
TaTH SIKOTO MOTPEOYIOTh 000B’I3KOBOI MOAABIIOT BEpHU(iKaIIii.

Otpumani AaHl TIATBEPIKYIOTh €(PEKTUBHICTh MOETAMHOIO MIAXOAY IO
JIarHOCTUKU MYKOBICHHJIO3Y, MpU sikoMy Nanoduct-TexHOoJIOTisi BUKOPHUCTOBYETh-
Csl Ha eTarli IePBUHHOTO 0OCTE)KEHHS, a KIIaCUYHa MOTOBa Mpoda — /Il OCTaToY-

HOTI'O BCTAaHOBJICHHA I[iaFHOBY.

3.3 IIpaKkTUYHi NPUKJIAIN 32CTOCYBAHHS KOMOIHOBAHUX MiIX0/1iB

VY X0/l POBENCHOTO JOCHIKEHHS OYyJI0 MpOoaHaTi30BaHO MPAKTUYHI MPUK-
JIa]y 3aCTOCYBaHHS KOMOIHOBAHMX J1arHOCTUYHUX MIJAXOAIB MPHU MiA03p1 HA MYKO-
BicII103. BukopucTaHHs moeHaHHS KUIBKOX METOIIB JJO3BOJIMJIO IMiABUIIUTH TO-
YHICTh A1arHOCTUKH, 3MEHIIUTH KUIbKICTh CyMHIBHUX PE3yJbTaTIB Ta ONTHMI3yBa-
TH MOCJIIIOBHICTE OOCTEKEHHS MAII€HTIB.

HpakTnunauii npukian 1. llepBuHHMA CKPUHIHT i3 MOJAJBIINM MiATBe-
PAKEHHAM

VY yacTtuHu 00CTEXKEHUX OCiO MEepBHHHA OIIHKA MPOBOJAMIIACS 3 BUKOPHUC-
taHHAM MeTtoay Nanoduct. OTpuMaHi pe3ynbTaTu BKa3yBajlM Ha IMiJBULICHY €JeK-

TPOMPOBITHICTH MOTY, 110 CBIIYMIIO MPO MOKJIMBE MOPYILIEHHS 10HHOTO TPaHCHOP-
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Ty. 3 OIUIAly HAa CKPUHIHTOBHI XapakTep MeToay Nanoduct, TakuM maiieHTaMm Oy-
JI0 PEKOMEHI0OBAHO MPOBEJACHHS KJIACUIHOI ITOTOBOT MPOOH.

VY pe3ynbTaTi NoAanbuIoro 00CTeKEHH Y OLIBIIOCTI BUMIAJKIB OYJI0 MiATBE-
PKEHO MIIBUINEHY KOHIICHTPAIII0 XJOPHUIIB Y TIOTI, IO T03BOJUIO BCTAHOBUTH
JlarHo3 MyKOBICII103y. TakuM 4MHOM, MO€AHAHHS IBUIKOTO CKPUHIHTOBOTO Te-
CTy Ta MIJITBEP/KYBAILHOIO METOy 3a0e3nedmio e()eKTUBHY Ta MOCIIIOBHY Jia-
THOCTHYHY TaKTHUKY.

HpakTnunauii npukiaag 2. O0cTesKkeHH NMALIEHTIB i3 MPUKOPIOHHUMU
pe3yJbTaTaMu

B oxpemux Bumagkax pe3ydbTaTH TEPBUHHOTO TECTyBaHHS METOAOM
Nanoduct abo moToBO1 MPoOU MaKM TPUKOPJTOHHUHN XapakTep. Y TaKUX CHUTYaIlisiX
3aCTOCYBaHHS JIUIIE OJHOTO METOAY OyJio HETOCTATHIM JJisi OCTAaTOYHOTO BCTAaHO-
BJICHHS JTIarHO3Yy.

VY Mexax KOMOIHOBAHOTO MIAXOAY IIMM Talll€HTaM MPOBOAWIA TOBTOPHY
MOTOBY MPOOY 3 NTOTPUMAHHSIM yCiX METOJMYHUX BUMOT, a TAKOX J0JIaTKOBE KJIi-
HIYHE OIliHIOBaHH:. [I0BTOpHE TecTyBaHHS JO3BOJIMIIO 3MEHIIIUTH BIUIMB BUIAIKO-
BUX (PAaKTOPIB 1 YTOUYHUTH JIIarHOCTHYHI MOKA3HUKH, IO CIPHUSIIO TPUHHATTIO 00-
I'PYHTOBAHOTO KJIIHIYHOTO PIIICHHS.

HpakTnunauii npukaan 3. JliarHoCTHKA y JAiTell pAHHBOTO BiKY

Oco6nuBy yBary O0yso IpUALICHO AITSM PAaHHBOTO BIKY, Y SIKMX MPOBEICHHS
KJIACUYHOT MOTOBOI MPOOU YaCTO € TEXHIUYHO CKJIaJHUM 4Yepe3 HeIOCTATHE MOTOBU-
JiaeHHs. Y Takux Bumnajkax metoJ Nanoduct BUKOPUCTOBYBABCS SIK OCHOBHUU 1H-
CTPYMEHT MIEPBUHHOI OIIIHKH.

3a HasIBHOCTI MO3UTHUBHUX a00 CyMHIBHUX pe3yibTaTiB Nanoduct moganbiie
00CTeXEHHSI BKIIIOYANIO MPOBEACHHS MOTOBOI MpoOM y OLIbII Mi3HBOMY BiIll abo
micast cralimizamii ctaHy AUTHHH. Takuil MOeTanmHui MiaxiJ JO03BOJUB YHUKHYTH
XMOHOHETATUBHUX PE3yJIbTATIB Ta 3a0€3MEYNTH PAHHE BUSBIICHHS 3aXBOPIOBAHHS.

Y3arajibHeHHsI IPAKTHYHUX Pe3yJIbTATiB

[IpoBenenuit aHami3 MPaKTUYHUX MPUKIAIIB TTOKA3aB, 0 KOMOIHOBAaHE 3a-

CTOCYBAaHHSI CKPUHIHTOBUX 1 MIATBEPIKYBAJIBbHUX METOJIB € HalOLIbIl e(peKTuB-
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HOIO CTpAaTeri€lo A1arHOCTUKH MyKoBicuuaosy. I[loegnanns meromy Nanoduct Ta
KJIACUYHOT MOTOBOT MPOOH JT03BOJISIE€ BPaXOBYBATH 1HIUBIyadbHI OCOOIMBOCTI Ma-
I[I€EHTIB, 3MEHIIIYBATH KUIBKICTh JIIArHOCTUYHUX TTOMMJIOK 1 ITiJIBUIIYBaTH JTOCTOBI-
PHICTh OTPUMaHUX PE3yJIbTaTIB.

OTpumaHi pe3yNbTaTH MiATBEPKYIOTh JOIIIBHICTS BHKOPUCTAHHS KOMILIC-
KCHOTO MiAXOJy B KJIHIYHIN MpaKTHUIll, 0COOJMBO y BUIAJIKaX PaHHKOI JIIarHOCTH-

KU Ta MPUKOPIOHHUX JTA00PAaTOPHUX MMOKA3HUKIB.

BucnoBkmu 10 po3aiay 3

VY X011 OpoBeAEHOT0 AOCIIIKEHHS 0YJI0 BCTAHOBJICHO, IO KJIACUYHA MOTOBA
npo0a 3aJuIIaeTbecsl HaWOLIbII HAIIAHUM 1 1HGOPMATUBHUM METOJIOM MiATBEP-
JUKEHHSI MyKOBICII103y. BUCOKUI piBEHB 1i UyTJIMBOCTI Ta CEUU(IYHOCTI 3yMOB-
JICHUHN TPSIMUM KUTbKICHUM BHU3HAYEHHSIM KOHIEHTpAIl XJIOPUI-10HIB Y TOTI, 10
6e3nocepeHb0 BiioOpaxkae (ynkiioHanbHuii ctan O6inka CFTR. 3a ymoBu no-
TPUMaHHS CTaHJApTIB NPOBEICHHS JOCHIIKEHHS, MPaBWIbHOI MIATOTOBKU
Malie€HTa Ta KOPEKTHOTO 300py O10JIOTIYHOTO Marepialdy METOJ JI03BOJISIE€ OTPH-
MyBaTH CTaOUIbHI, BIITBOPIOBAHI M KJIIHIYHO 3HAuyIli pe3yiabTatu. e 3abe3neuye
HU3bKY YaCTOTY K XMOHOHETAaTUBHUX, TaK 1 XMOHOMIO3UTUBHUX PE3YJIbTaTIB, 110 €
0COOJIMBO BaXKJIMBUM JJI1 OCTATOUYHOTO BCTAHOBJICHHS I1arHO3Y.

Pa3om 13 TuM, pe3yiabTaTtu AOCTIIHKEHHS 3acBIIUMIM, 110 MeTox Nanoduct
TaKOXX Ma€ BaXKJIMBE MPAKTHUYHE 3HAYEHHS Y CY4YacCHIM CHUCTEM1 JIIarHOCTUKH MY-
KOBicIIM03y. Bucoka 4yTiHMBICTh IBOTO METOAY J03BOJISIE €PEKTUBHO BUSIBIIATH
MOPYIIEHHS! 10HHOTO CKJaay MOTY HaBiTh MPU MIHIMaJIbHOMY OO’€Mi MOTOBOTO
cekpety. lle poouts Nanoduct-TexHOJIOTIF0O OCOOIUBO IIHHOIO MPU OOCTEKEHHI
HOBOHAPOXKEHUX 1 ITEH PAaHHBOTO BIKY, Y IKMX 3aCTOCYBaHHS KJIIACMYHO1 TOTOBOI
mpoOu 9acTo yCKIaJHEHE Yepe3 HeIOCTaTHIO KUIBKICTh TOTy. KpiM Toro, mpoctoTa
BHKOHAHHS, KOPOTKAa TPUBAIICTh JAOCIIKCHHS Ta MiHIMaJIbHA 1HBa3WBHICTh 3HAY-
HO CIPONIYIOTh MPOIEC MEPBUHHOTO OOCTEKEHHS Ta MiABUIIYIOTH HOTO JOCTYTI-
HICTh B YMOBaxX aMOyJaTOPHOI MPaKTUKH.

Bonnouac Oyno BcraHoBjeHO, 1o crenudiyHicTh Metoay Nanoduct €
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HUKYOI0 TOPIBHSHO 3 KJIACUYHOIO MOTOBOIO MP000r0. [le MOSCHIOEThCS THM, 110
BUMIPIOBAHHS €JIEKTPOIPOBIHOCTI MOTY BiIoOpaxkae CyMapHHUM 10HHMI CKIaJl, Ha
SKAW MOXYTh BIUTUBATH (h1310JI0T14HI OCOOJMBOCTI MAIli€HTa, CTAH IIKIPHU Ta 1HIII
30BHIIIHI YWHHUKH. Y 3B’S3Ky 3 MMM pe3yJbTaTH, OTPMMaHI 3a JOMOMOTOIO
Nanoduct-rexHosorii, He MOXYTh PO3IIAAATHCS SIK OCTaTOYHI Ta MOTPEOYIOThH
000B’SI3KOBOTO MiITBEPHKEHHS 32 JOMOMOI0OI0 KJIACHYHOI IMMOTOBO1T Mpoou abo Mo-
JCKYJISIPHO-TEHETHYHUX METO/IIB JTOCITIKEHHS.

[TopiBHsIBHUN aHAMI3 M1arHOCTUYHMX METOJIB MOKa3aB, 10 HAWOUIbII 10-
IITPHUM € TIOCTalmHWHN MiIXiJ 10 JIarHOCTHKU MYKOBICIIUAO3Y. 3aCTOCYyBaHHS
Nanoduct-merony Ha eTami MEPBUHHOTO CKPUHIHTY JIO3BOJISE IBUIKO Ta e(hek-
THUBHO 1ICHTU(}IKYBATH MAIIEHTIB 13 MIIBUIIICHUM PHU3UKOM 3aXBOPIOBAHHS, TOJI SIK
BUKOPUCTaHHS KJIACUYHOI NOTOBOI MpoOM 3a0e3medye OCTaTOUHE MIATBEPIKEHHS
niarHo3y. Takuil KOMIUICKCHUH IMiAXIJ CIpUsie MiHIMI3aIli 1arHOCTUYHUX TTOMHU-
JIOK, ONTUMI3AIlll BUKOPUCTAHHS JJA0OPATOPHUX PECYPCIB 1 MiIBUIIIEHHIO TOYHOCTI
BCTAHOBJICHHS J[1arHO3Y.

OTpumani pe3yabTaTd MIATBEP/KYIOTh MPAKTUYHY I[IHHICTh TOEHAHHS CY-
YaCHUX CKPUHIHIOBHUX 1 MIATBEPIKYBAJIbHUX METOAIB y KIIHIUHIA mpakTuui. Kowm-
MJIEKCHE BUKOPUCTAHHS KJIACHYHOI MOTOBOT mpodu Ta Nanoduct-rexHosorii 103B0-
JIsi€ TIABUIIUTH €(PEKTUBHICTh PAHHBOI JIAarHOCTHKHA MYKOBICIHJIO3Y, CBOEYACHO
po3MoyYaTy JIIKyBaHHS Ta, BIAMNOBIAHO, TMOKPALIUTH MPOTHO3 1 SIKICTh >KUTTA

MMaIICHTIB.
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BUCHOBKHA

1.V xoai BUKOHaHHS JUIIJIOMHOI poOOTH OyJI0 BCTAHOBJIEHO, IO MYKOBIC-
IUJ03 € TSHKKAM CHAJKOBUM MYJIBbTHCUCTEMHHM 3aXBOPIOBaHHSIM, paHHE BUSIB-
JICHHS SIKOTO Ma€ BUPIIIAJbHE 3HAYCHHS JI1 CBOE€YACHOTO MOYATKY JIKyBaHHS Ta
MOKPAIIEHHS SKOCT1 KUTTS MaIll€HTIB.

2. [IpoBeneHnii aHaii3 KIIHIYHUX TPOSBIB 00CTEXKEHUX OCIO IOKa3aB, IO
MOE€THAHHS XPOHIUHUX PECIIPATOPHUX CUMIITOMIB 1 MOPYIIEHb 3 OOKY TpaBHOI CH-
CTEMHU € TUIOBOIO KJIIHIYHOK O3HAKOI0 MYKOBICIIHIO03Y Ta OOIPYHTOBYE HEOOX1-
HICTh MPOBEACHHS LIJIECIPIMOBAHOI TaOOPATOPHOI A1arHOCTUKH.

3. Y pesynbTaTi DOCHIIKEHHS OyJIO MiATBEPHKEHO, M0 KJIAaCHYHA IOTOBA
npo0a 3aJMIIA€TbCsl OCHOBHUM Ta HAWOUIbII JOCTOBIPHUM METOJIOM MiATBEP-
JIKEHHSI J1arHO3y MYKOBICIIM/I03Y 3aBJISIKA BUCOKIM YyTJIUBOCTI Ta cenu(igHOCTI,
32 YMOBH JOTPUMAHHS CTaHJAPTIB 11 BUKOHAHHSI.

4. BeranosiieHo, 1o Meton Nanoduct € eeKTHBHUM HEIHBa3MBHHM CKPHHI-
HICOBUM I1HCTPYMEHTOM, SIKUH JI03BOJISIE MIBUJKO BUSBJISTH OCIO 13 MiJBUIIICHUM
PU3UKOM MYKOBICIIUZ03Y, OCOOJIMBO Y HOBOHAPOJKEHUX 1 JITEH PaHHBOTO BIKY,
OJIHaK HOro pe3ysibTaTu NOTPeOyI0Th 000OB’SI3KOBOTO MIATBEPAKEHHS KIACUYHOIO
ITOTOBOIO MPOOOIO.

5. AHami3 9yTIMBOCTI Ta CHeUU(pIYHOCTI JOCTIIKYBAaHUX METOJIIB ITOKA3aB,
110 OE€JHAHHS CKPUHIHTOBUX 1 MIATBEPKYBAIIBHUX MIAXOMAIB JI03BOJISIE MIHIMI3Y-
BaTH KUIbKICTh XUOHUX PE3YJIbTATIB Ta IIJBUIIUTH 3arajlbHy JOCTOBIPHICTH Jiar-
HOCTHKH.

6. [IpakTHuHI TPUKIAIU 3aCTOCYBAaHHS KOMOIHOBAaHUX MiIXO/IB MiATBEPIH-
JU JIOIUIBHICTh IMOETAIHOI A1arHOCTUYHOI TaKTHUKH, TPH SKil TEpBHHHE 00CTe-
YKEHHsI IPOBOJUTHCS 32 JJOMIOMOTOIO IMIBUJIKUX 1 HEIHBA3MBHUX METOJIB 13 TIOAAJTh-
[ITUM BUKOPUCTAHHSM IiITBEPKYBAIbHUX TECTIB.

7. OTpuMaHi pe3ynbTaTH CBITYATh NIPO TE, 1[0 KOMIUIEKCHUHN MIAX1d 10 Jiar-
HOCTHKH MYKOBICIUAO3Y, SIKHH TOE€HYE KIIHIYHY OLIIHKY Ta Cy4yacHi JabopaTopHI
METOJM, € HaWOLIblI e(pEeKTUBHUM 1 BIANOBIAA€ Cy4yaCHUM BUMOTraM KIIHIYHOI

MIPAKTHUKHU.
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