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VJIK: 616.08-039.75
OCHOBHI ITPUHIIUIIN MTAJITATUBHOI JIOIIOMOTH
MALIICHTAM 3 MYKOBICLIUJIO30M

boopo Jliiis MukoJiaiBHa

K.M.H., JIOIICHT

I'ymaneus Kapuna PomaniBaa

CryneHTtka

XapKiBChKHUM HAIllOHATLHUN MEIUYHUN YHIBEPCUTET
M. XapkiB, YKpaiHna

AHoTanisi. Y Mali€eHTiB, M0 XBOPIIOTh HAa MYKOBICIMJIO3, TSIrap XBOpoOu
OaratorpaHHuid, 1 CHMIITOMHU 3aXBOPIOBAHHS MOKYTh KOJMBATHUCS 3a IHTEHCHUBHICTIO
OpoTAroM KUTTA. OcoOu, 110 AOMVIAJAIOTH 332 XBOPUMHU Ha MYKOBICIIHJ03, TaKOX
MOXYTh BIUyBaTH TPHUBOXHI cUMOTOMH. OcTaHHI poO3poOKM B JIIKyBaHHI
MYKOBICIIHJIO3Y, BKJIIOYAIOUYM BHUCOKOC(HEKTHUBHY MOIYJISATOPHY TEpamilo 1 HOBI
peKoMeHjalli Moo MagiaTUBHOI JOMOMOTH, MOXYThb JOMNOMOTTH IOJETIIUTH
cuMITOMU. MeTa poOOTH MOJsSIrae y BU3HAYEHHI OCHOBHUX IMPHUHIIUIIB MajJiaTUBHOI
JIOTIOMOTH XBOPHUM Ha MYKOBICUMI03. Pe3ynbratu poOOTH NEMOHCTPYIOTH, IO
HEI0/1aBH1 po3p00OKH B JIIKyBaHHI MYKOBIIIMI03Y MPU3BENIN 10 3MEHIIEHHS (PI3UYHHUX
CUMIITOMIB Y XBOPHX.

Kiarwo4oBi cjioBa: MykoBICIIH/103, TTaJliaTUBHA JOTIOMOTA, SKICTh KUTTS.

AKTyaabHiCTb. Tsrap xBopoOu, SIKUi BIJUYBaIOTh JIIOJUA 3 MYKOBICIIUI030M
Ta ocoOM, SIKI 3a HHUMHM JIOTJISJIal0Th, MOXKHA OXapakTepu3yBaTu MpodiieMamMu B
Oaratbox cdepax (Hanpukiaa, (i3UYHI CHUMIITOMH, ICHUXOJIOTIYHHUNA JHUCTpPEC Ta
HABAHTAKCHHS Ha OMIKYHIB). TSKKICTh IBOTO TATApsl PI3HUTHCS Y XBOPUX 1 MOXKE
KOJIUBATHUCSA TPOTATOM JKUTTS Ta TIOCTYIIOBO TIOTipIIyBaTHCS B KOHTEKCTI
nporpecyrouoi xBopoou. [Ipore HenonaBH1 JOCATHEHHS B HOBUX METOJaX JIIKyBaHHS
MYKOBICIIHJIO3Y JIONMOMOTJIM YCYHYTH CHMITOMH Ta 3MEHIIUTH TATap XBOPOOH.

3okpeMa, po3poOKa BUCOKOE(EKTUBHOTO MOIYJISATOPA PETYNIATOPA TpaHCMEMOPaHHOI
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nposigHocTi MykoBicuuao3dy CFTR 3MmeHmmna TsXKiCTh (PI3UYHMX CHUMOTOMIB Y
Oaratbox xBopHuX. HemomaBHi pekoMeHaaIii moA0 HaJaHHs MaliaTUBHOI JOMTOMOTH
Ta BHU3HAHHS I[IHHOCTI paHHBOI Ta TIOCTIMHOI TAJiaTUBHOI JOMOMOTH IIpH
MYKOBICIIHIO31 JTOTIOMOTJIO 0ararbOM MEIWYHUM IIpaIrliBHAKAM 3allpOBAJWTH HOBI
I1JXOIM JIO BUSIBJIICHHS Ta YCYHEHHS JKEpEs JUCTPEecy cepell MalieHTiB Ta ocid, 1mo
JOTJISAAI0Th 32 HUMH.

Merta. BuzHaunTH OCHOBHI MPUHIUIMN MATIaTUBHOI JTOMOMOTU TMAallieHTaM 3
MYKOBICIIHJIO30M.

Marepiaim Ta meroau. byB mpoBeneHuit BceOIYHHMII OIJIAN Ta aHami3
HAyKOBUX CTaTeH 3 MUTaHb MATIATHBHOI TOTOMOTH XBOPUM 3 MYKOBICITHI030M.

Pesyabtarn. CUMOTOMH 3a CBOE€IO CYTTIO CYO’€KTHBHI. Y MONYyJALISX 13
CEPHO3HMMHU  XPOHIYHMMH  3aXBOPIOBAaHHSIMH, TaKUMH SK  MYKOBICIHJIO3,
CIIOCTEpIraloThCsl Jy>K€ CYTTEBI Bapiallli y MEepeKUBaHHI CHUMIITOMIB 1 CTYIIEHI
3B’SI3Ky CHUMITOMIB 3 JucTpecoM. KIIHIYHI CIOCTEPEKEHHS TMOKa3ylTh, IO
CTPOKIAHHS XBOPUX BIA (I3MYHUX 1 TICUXOJOTIYHUX CHUMIITOMIB € JyXKe
MOIIMPEHUMH 1 YACTO 3HAYHO 3HUXKYIOTh SIKICTh KHUTTS. Lle siBume Bigome sk TATap
CHMIITOMIB.

VY KIHIYHEX AOCHIHKCHHSIX CHUMITOMH YacTO BBaXKAIOTH PE3yJIbTaTOM, IPO
SIKAW TOB1JOMIISIE TIAITIEHT, 1 TOCIHKEHHS 3a3BUYall BUMIPIOIOTh TATap CUMITOMIB 3a
HAsBHICTIO PI3HOMAHITHUX CUMITOMIB 1 OJIHI€I a00 JIBOX XapaKTEPHUCTHUK, TAKUX SK
IHTeHCHBHICTh a00 wyacrtoTa. lledl miaxim J0 BHMIPIOBaHHS CIPOIIY€E KIIHIYHY
peabHICTh, siIka € Habarato ckiaaHimow. CUMOTOMHU € 0araTOBUMIPHUM SIBUIIEM, 1
KJIHIIMCTA 3a3BUYail MOXYTh OTpPUMATH JACTajlbHIIIY 1H(QOpMAIIIO, OLIHIOKYH
KOXKHY XapaKTEPUCTHKY OKPEMO.

BiamoBiiHO, KOKEH CHMIITOM MOJKHA OXapaKTEepPU3yBaTH CTYIICHEM, B SIKOMY
BiH HETAaTMBHO BIUTMBaE€ Ha (i3MYHE (PYHKIIIOHYBAHHS, HACTPIA Ta 1HII aCHEKTH
MICUXOJIOTIYHOTO 0Jaronoiayyus, poiboBe (YHKIIOHYBaHHS Ta CTOCYHKU 3 1HIIMMU
JIOJbMH, a TaKOX 3arajbHy SKICTh JKATTA. CHMIOTOMH TakKOX MOXYTh
XapaKTEePU3yBaTUCS 3HAUCHHSM, SIKE IM MPUTIUCYETHCS; MAIEHTA MOXYTh OMMKICYBATH

CUMIITOM 3 TOYKH 30pY IMOUIKOJXKEHHSI OpraHy, MOTIPIIEHHsS XBOpOOW, MOTpeOu B
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3MiHI Tepamii ado 3 TOYKHU 30py MOro BIUIMBY Ha CIMEHHHUI TATap.

[{s Benuka KiUIBKICTH KJIIHIYHOT 1H(OpMAIl IpO CUMITOMH, SIKI BIT4yBalOTh
JOIW 3 MYKOBICIMI030M, YacTO BIUIMBA€ Ha MiAX0AW A0 JiKyBaHHSA. OIliHKa
CUMITOMIB MOX€ KEpyBaTH BHOOPOM METOJIB CHMITOMATHYHOTO JIKyBaHHSI, a
TaK0XX MOYK€ BHCBITJIIMTH €Ti0JIOTiI0 a00 maTo(di3iojioriro CUMITOMY, Ha SIKUH OyJe
CIpsIMOBaHa Tepartisl.

YucneHHl AOCHIHKEHHS MOKa3all BUCOKY MOIIMPEHICTh 1 OaraToBHUMIPHICTD
CUMIITOMIB. BU3Haue€HO B XOJ1 JOCHIDKEHb, II0 MYKOBICIIMJIO3 CXOXXHW Ha 1HIII
XPOHIYHI 3aXBOPIOBaHHS 3 TOYkH 30py Tsraps [1]. Jlopocii 3 MyKOBicIIUI030M
YacTille MOBIIOMIISIIOT PO TArap (QI3MYHUX CUMIITOMIB, HIXK JITH YM MIJUTITKH, CaMe
’KIHKHU Ta JIITHI JIFOJW MAOTh BIIHOCHO BHIIY MOIIHUPEHICTh Ta TAKKICTh CUMIITOMIB.
Haitbinpin nommpeHrumMu  (Pi3MYHUMU CUMIOTOMAaMHU € Kalllelib, 3aJuIlKa, BTOMA,
BHJIUVICHHS 3 HOCOBHUX Ta3yX, TPYJIHOII 31 CHOM 1 0111k, Karmens, 3aauiika, BUIITICHHS
3 HOCOBUX Ma3yX 1 BTOMa YacTO OI[IHIOIOTKCS SIK HalBakdi a00 TPUBOXKH1 CUMIITOMH.

BaxxnuBo owiHUTH Tirap (I3UMYHUX CHUMIITOMIB, BPaxOBYIOUHM WMOIO MILIHHMA
3B’SI30K 13 SKICTIO JKHUTTS, IOB’SI3aHOIO 31 3I0pOB’sM. JlOCHIDKEHHS MiUTTKIB 1
JOPOCTUX, Kl OTPUMYBAJIM JIKYBaHHS B IIEHTpax, IO CIHELIali3yl0ThCsl Ha Teparii
MYKOBICIIHJI03Y, TTOKa3ylOTh, IO OUTBIINN CUMIITOMHUN TSTap 1 HETaTUBHUM BIUTUB
GIBUYHUX CHMIOTOMIB Ha CTaH TAaIllEHTa TaKOX MOXYTh OyTH TIOB’Si3aHl 3
MOTIpUIEHHAM JiereHeBo1 (yHKil (Hwkuuid nporrozoBanuiit OPB1%), mo moxe
MIPU3BECTH JI0 TIOTIPIICHHS SIKOCT1 KUTTS [2].

[TcuxooTiuHI CHMOTOMHM TaKOX € TOIMHUPEHUMU Ta BHUCHAXKIMBUMHU CEpPe.
MaIli€eHTIB 13 MyKoBicuuao30M. HemonaBHe MOCHIIKEHHST BUSIBUJIO, L0 MOYYTTS
nenpecii Ta TpUBOTHM Oyl OUTBII YacTUMH JDKEpellaMu Tsraps XBOpPoOW, HIXK
OUIBIIICT (PI3MYHUX CHUMIITOMIB, 11O CBITYUTH MPO MOTEHIIMHO OUIBIINN BIUIMB
MICUXOJIOTIYHUX CHUMIITOMIB Ha TATAp B €MOXY BUCOKOS(MEKTUBHOI MOIYJISITOPHOI
teparii [3]. XBopi Ha MyKOBICIM/103 MOBIIOMJISIFOTh PO BHUIIKN PiBEHb JAenpecii Ta
TPUBOTH, HDK 3aranbHa nonyisuis. [lodyTTss npaTiBIUBOCTI, CMYyTKy a0o
3aHETIOKOEHHS, SKI 4YacTO € CHUMMOTOMaMH jenpecii abo TPUBOTH, € OJHUMH 3

HaWOIbII TPUBOKHUX CHUMIITOMIB, MPO SIKI MOBIIOMIISIIOTH XBOpi. Byno BusiBieHo,
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[0 CHMITOMH JIeTIpecii Ta TPUBOTH TMOB’S3aHI 3 IUIYHKOBO-KHINIKOBUMH Ta
pectipaTOpHUMH CHMIITOMAaMH JHCTPECy, a TaKOX 3 YaCTUMH JICTEHEBUMH
3arOCTPEHHSIMU, TMOTIPIICHHSIM (DYHKIIT JIeTe€HIB, MOCUJICHHSIM MEJIMYHOI JOMOMOTH
[4].

VY HenmaBHLOMY JOCHIIKEHHI OYyJI0 BHUSBIICHO, IO ICUXOJIOTIYHI Ta (hi13UYHI
CUMIITOMH B3a€MOJ1I0TH [5]. 30KkpeMa, Malll€eHTH BBaXKalld, IO MOTAHWM HACTpIid
mipuBae iXHIO TNPUXWIBHICTG 10 JIIKYBaHHS, 3aroCTPEHHS MYKOBICHIUIO3Y
BUKJIMKAIOTh BIAYYTTS BTPATH KOHTPOJIIO, @ TMOCWJICHHS TSDKKOCTI OJHOTO THITY
cUMIOTOMY ((D13UYHOTO YU TICUXOJIOTTYHOTO) MOCHIIIOE TSATAp 1HIIOTO.

BusiBieHO TICHUXOJIOTIYHUN TArap cepell KOHKPETHHX MIArpYN JroJeh 13
MyKOBicIIu1030M. Hampukmiaa, groaM 3 CYMyTHIM IYKPOBUM Jia0€TOM TOBITOMUIIN
PO HETAaTUBHI MOYYTTA LIOAO JIarHo3y J1a0eTy, 30UIbIIEHHS TAraps BiJl JIKyBaHHA
JIBOX XPOHIYHUX 3aXBOPIOBaHb. JI10/11 3 MyKOBICIII030M, SIKI HE MOXKYTb IPOXOIUTH
nikyBanHs monynaropamu CFTR, moBigoMunu mpo modyTTsi CMyTKY, po34apyBaHHs
Ta Oe3Hamili. XBOpi, IO JIKYIOTbCS MOAYJISATOPAaMH, BIAYYBalOTh MEHIIUHN
TICUXOJIOTIYHUHN TATap, ajie MOBILAOMIISIOTH PO MOCTIMHY TPUBOTY Ta CTPax.

[lcuxonoriyHuii AUCTpEC AyXKe TMOLIMPEHUM cepel THX, XTO AOTJsJae 3a
MamieHTaMyd 3 MYKOBICIIMZIO30M, SIKI TaKOK MAalOoTh BHIII IMOKa3HUKH Jenpecii Ta
TPUBOTH MOPIBHSAHO 13 3aTaJIbHOIO MOMYJIAIIETO.

TakuM 4yWHOM, €MiAeMIOJIOTIYHI JIaHl MiJKPECIO0Th HEOOXITHICTh OI[IHKH SIK
GIBUYHUX, TaK 1 TCHXOJOTIYHUX CHUMITOMIB SIK Yy JOPOCIHX, Tak 1 y HAiTed 3
MYKOBICIIUJIO30M, a TAaKOX y YIEHIB CIM’1 MaIll€HTIB, sfka iXx pgorisgae. OIlliHKa
CUMIITOMIB SIK YaCTHMHA IIUPIIOT OIIHKU SIKOCTI KUTTS € HaWKpallow MPaKTHKOIO
MajJiaTUBHOI JOTIOMOTH, 1 11 CJTiI MPOBOJAUTH HEOTHOPA30BO, 1100 3a(iKCyBaTH 3MiHH,
AK1 BIIOYBAIOTHCS 3 4ACOM.

[lamiaTuBHa gomomora — 1€ KIIHIYHAWA MIOXiA, SKAd  3a0e3mnedye
MDKIUCIMIUTIHApHA KOMaHAa MEIWYHUX TPaIliBHUKIB JJI1 3MCHIICHHS TATaps
CUMIITOMIB 1 TMOKpAUIEHHS SIKOCTI JKUTTA NAI€HTIB 13 CEPUO3ZHUMHU XPOHIYHUMU
3aXBOPIOBAHHSIMU Ta XHIX pojauH. JloHenaBHa He OyJI0 peKOMeHAAIlii 00 HaTaHHS

MajlaTUBHOT JIOTIOMOTH MallieHTaM 3 MyKoBiciuaozoM. Y 2017 pomi Donn
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KicTO3HOTO (hiOpO3y CKIMKAB KOMITET JJIsi pO3POOKH PEeKOMEHAIN MO0 HaJTaHHS
NaTiaTUBHOI JOMOMOTM XBOPHUM 3 ILIMM J1arHO30M Ta 4WieHaM ixHiX poxauH. Lle
BKJIIOYAJI0 BU3HAYEHHS MaJIaTUBHOI JOMOMOTM MPU MYKOBICIIUA031. ['0l0BHUMHU
MPUHITMIIAMA HAJaHHS TaTIaTUBHOI JOMOMOTH € 1 30CEpePKEHHS Ha 3MEHIICHHI
GI3UYHUX Ta EMOIIMHUX CHUMIITOMIB 1 TIOKpAIlleHHI SKOCTI JKUTTS JIoJed 3
MYKOBICHIIUJIO30M TPOTATOM YCboro >kHUTTs. llamiaTuBHa momomora 3A1MCHIOETHCA
Mmopsii 13 3BUYAHHUM JIIKYBAaHHAM 1 € I1HAWBIAYadbHOIO BIIIMOBITHO IO IIUICH,
CHOJMIBaHb 1 I[IHHOCTEH KOXKHOI JIIOJAMHM 3 MYKOBICIIMI030M. PeKoMeHI0BaHO
MPOBOANTHU MOBTOPHI CKPUHIHTY MPOTATOM YChOTO MEPI0y 3aXBOPIOBAHHS HA HU3KY
HE3a/I0BOJICHUX MOTPeO, BKIIOYAOUH (PI3UYHI Ta ICUXOJIOTTYHI CUMIITOMH, IPOOIEMH
31 CIUIKYBaHHSIM 1 TPAKTUYHI MPOOJIEeMH XBOPHUX Ha MYKOBICIIHIO3, a TaKOX
MEPEBIPKY Ha Tsrap cepell 0cio, 1o IOTIIAa0Th 38 HUMHU.

BucHoBku. J{ucTpec-CHMIOTOMH MOXYTh 3HAYHO BIAPI3HATHUCSA 3aJI€KHO BiJ
BIKy TaIliEHTa, TSKKOCTI 3aXBOPIOBAaHHA Ta 0ararboX IHIIUX XapaKTEPUCTHK,
BKJIIOYAIOYM TOTOYHE BHUKOPUCTaHHSA METOMIB JikyBaHHi. Monaynsatopu CFTR
3MIHIOIOTh TOIIUPEHICTh 1 TSKKICTh CHUMIITOMIB MYKOBICIUIO03Y, OCOOJHMBO cepej
MOJIOJUX TAIIEHTIB, SIKI MOYaM TEpamito y OUIbII paHHbOMY Billl. 3a JOMOMOIOIO
3alpONOHOBAHOIO PETrYJSIPHOTO CKPHUHIHTY, SKUA HE OOMEXYeTbCS BUKIIOYHO
GIBUYHUMH CUMIITOMAaMH, aji€ W BUSBISE 1HII TUIOU TPOOJIEM XBOPUX, MEIUYHI
MpaliBHUKKA MOXYTh BH3HA4YaTH JDKEpeNia IUCTPECy Ta MPOMOHYBaTH e(EeKTHBHI
1HIMBIAYyaJIbHI 3aX0/IH JIJIs BUPIIICHHS ITUX TTPOOJIeM Ta MOKPaIIeHHS SKOCTI KUTT.

B nmanmii yac He BCl JIOAM, IO XBOPIIOTh Ha MYKOBICIIMAO3, MOXKYTh
IpOXOauTH JiKyBaHHS Monyhstopamu CFTR, ockinbku BOHM HE MPHCTOCOBAHI 0
yCIX TEHETUYHHX BapiaHTIB MYKOBICIKUI03y. KpiM TOro, HeMae 1maHUX PO
JOBrOCTPOKOB1 Hacmiaku Tepamii moaynstopamu CFTR, 1 HeBiIOMO, 4 MOXYTb
CUMITOMHU 3HOBY 3’SIBUTHCS 3 4yacoM. HeoOXigHO MOKIAacTH 3yCHIb, 100 OLIIHUTH
JIOBrOCTPOKOBHH BIUIMB MaJllaTUBHOI JOMOMOTH Ta Tepanii moaymsitopamu CFTR nHa
SAKICTh KUTTS XBOPHUX Ta TATAp CHMIITOMIB, a TaKOX BH3HAYMTH I1X BIUIMB Ha
pe3yJbTaTH JIIKYBaHHS MYKOBICIUI03Y.

[Ile onmua cdepa, ska mnoTpedye MOJATKOBOTO BHUBYEHHS, — I
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JOBrocTpokoBHii BIIMB MoaynaTopiB CFTR Ha ncuxiyHe 340pOB’s MAIIE€HTIB.
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