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AYKIMS CIM3U, HAPYIIAIOTCS Pa3IMYHbIe MEXaHU3MbI BOCIIAJEHUA. JHIOCKOIIMYECKasaA CHHYCOTOMMS
paccmaTpuBaerca Kak 3¢ dekTuBHbIIN 1 6e3onmacHbIil MeTox JeyeHus XPC na ¢oue MB, ocob6enHo B
COYETAaHUM ¢ HHTAJIANVOHHBIM BBeJeHNeM npenapara lopHasa Anbda.
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PARANASAL SINUSES STATE IN CHILDREN
WITH CYSTIC FIBROSIS
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Patients with cystic fibrosis (CF) are prone to development of early chronic rhinosinusitis
(CRS), resistant to treatment. A significant role in RS development belongs to mucus discharge
stagnation and mucociliary transport disorder, which leads to natural sinus fistulasobstruction
recurrent polyposis and infectious sinusitis. Authors perform analysis of research results on this
problem.They found that CF causes arachidonic acid metabolism, mucus abnormal production and
various inflammation mechanisms disorders. Endoscopic sinusotomy considered as an effective
and safe method for CRS treatment along with CF, especially in combination with an inhaled drug
Dornase Alfa. 5
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C tex mop, kak R. Bulgarelliet et al. [1] onu-
caJii IIaTOJIOTHIO OKOJOHOCOBBIX masyx (OHII) y
manueHToB ¢ MyKoBuciiugosom (MB), O0b110 00IIe-
IPU3HAHO, UTO CTPajaollue STUM 3ab0JeBaHUEM
IOBEPIKEeHBI PA3BUTUIO PAHHETO0 U YCTOMYMBOTO K
JleueHnIo XpoHudYecKkoro punocuunycura (XPC).

MyTanus reHa TpaHCMEMODPAHHOTO peryJsTopa
MB B xpomocome 7 BeieT K 00pasoBaHUIo fe(eKTHBIX
XJIOPUIHBIX KAHAJIOB SIIUTEJINAIbHBIX KJIETOK PECIIN-
PaTOPHOTO, JKEJTyAOYHO-KUIIIEYHOI'0, relaTodminap-
HOT'O U PENPOAYKTUBHOTO TPAKTOB. JTO, B CBOIO OUe-
penb, BeIeT K HeIPaBUJIBHOMY COJIEBOMY OaaHCy U
T'yCTOM BA3KOU ceKkpernuu y manueHTos ¢ MB.

3acToil caM3M U HAPYIIEHHBIA MYKOIMJINap-
HBIM TPAHCIOPT UTPAIOT 3HAUUTEJIHbHYIO POJIb B Pas-
BUTHU 3a00/IeBaHUsA. XpoHUUYeCcKasa OaKTepualbHasd
UH(MEKIUA W BOCIAJIUTEJbHBIA OTBET OpraHM3Ma
BBISHIBAIOT IIOBPEIKIEHUE CJIU3UCTOH OOOJIOUKU B
masyxax, JIeTKUX, a TaKyKe CUUTAeTCs, UTO BBICO-
Kasd IJOTHOCTHb CJAM3W IPUBOAUT K OOCTPYKIIMU
ecrecTBeHHBIX coyctuit OHII, nuchyHKIMY muaImna-
PHOTO TPAHCIIOPTa, PEIUAUBUPYIOIIEMY IIOJIUIIO3Y
u nHpeKInoHHOMY cunycuTy [1-3].

T'ucromaTosoruyecKkue WCCIEJOBAHUS BBIABU-
JIT HECKOJIBKO OTJIMUMNM BBIPAOOTKU GEJIKOB MEKIY
nanueHTamMu ¢ MB 1 B KOHTPOJILHO# TI'pyIIie, 0CO-
0eHHO OEeJIKOB, BOBJIEUEHHBLIX B DPa3JINUHBIE ATAIIbI
MeXaHU3MOB BoOcCHajJeHuUs. Kpome Toro, wuccieno-
BaHUA NOKAa3aJil IOBPEKJEeHUE CTPYKTYPHI Keje3
B causuctoii obosouxke Hoca m OHII mpu MB.
Cy1iecTByIOT paboThl, B KOTOPHIX BBHIABUJIN aHATO-
MHUUecKUe pasanuud y nanueHTos ¢ MB, Takue Kak
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runomiasud uiau cum:kenue aspanuu OHIL. Takke
OblIa M3yYeHa PaCIpPOCTPAHEHHOCTH I'eTePO3UTOT-
HBIX HOCUTEeJIel TeHa TpaHCMeMOpPaHHOTO PeryJasaTo-
pa mykoBucnuposa (CFTR) y narmerToB ¢ XPC [2].

Bakrepuosornueckuii craryc

Accomuanuu naToreHHBIX 0aKTepuii, MoJTyJdeH-
gble u3 OHII 1 6poHX0aJBBEOIAPHBIX TPOMBIBHBIX
BOJl, CErONHs ABJAITCA O0BEKTOM NIPUCTAJILHO-
ro usyuenus [2, 4]. ¥V nmamuentor ¢ MB, moasep-
THYBIIIUXCS CUHYCOXUPYPTUU, B 00pasiiaX MUKPO-
duiopsl, mosyueHHBIX u3 O0pouxoB m OHII, uamie
Bcero obHapy:kuBaioT Pseudomonas aeruginosa,
Staphylococcus aureus u Streptococcus viridans.
CraTucTuuecKuil aHAJIN3 BBIABUJ 3HAUNMYIO CBA3H
mexay Mukpodopoit OHII u 6pouxoB giaa P. aeru-
ginosa u S. aureus. B apyrom uccaemoBanuu y 30
nanueHToB ¢ MB, mepeHecminx sHAIOCKOINYECKYIO
CHUHYCOTOMUIO, B Ia3yxXaxX ObLIU O0OHAPY KEHBI IpPUod-
KOBBIE IITAMMBI [5].

Y nmamnuenToB ¢ MB gbixaresibHBIE ITYTHU Uallle
BCEr0 KOJIOHU3WPOBAHBI ONIOPTYHUCTUUYECKUM
natorenoMm Pseudomonas aeruginosa. CyimecTByeT
uccjaefoBaHUe, B KOTOpoM moOKasaHo, uto OHII
00pas3yioT mepeBaJIOUHBIN MYyHKT AJA AajbHeHImnei
KoJioHM3anuu. TaM OpoOuMCXOmAT He3aBUCUMAsd
SBOJIIOIUA U aJamnTanus 0aKTepuii, pasBUBAIOTCS
OTHeJbHBIE MHUKPOOHBIE CYOIONYJAIIUN, KOTOPBIE
MUTPUPYIOT U3 MIa3yX B HUKeJIe)KaIl[he NbIXaTesb-
HbIe IIyTH, T.€. MYTHUPOBABIINE U aHTUOMOTUKODE-
3UCTEHTHBIe OaKTepuaJbHbIe KJIOHBI JeTKUX ABJIA-
IOTCS YaCThIO MOMYIAINY asyx [2].
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Taxum oopasom, OHII moTeHIIaIbHO CO34AI0OT
3aIUINEeHHBIII OT BHEIIIHEH cpeabl pesepByap AJs
amanTanuu KJOHOB P. aeruginosa, KOTOpPbIe MOTYT
IIOCTOSIHHO 3aCeJISITh HUKeJIeKall[iue OTAe bl IbIXa-
TEJbHBIX IIyTeHd W IONIEePyKUBATH XPOHUUECKYIO
agerounyio mH(peknuioo [6]. IIpexcraBasercs, 4To
P. aeruginosa Bo BpeMsi pOCTa X PA3BUTUSA B HEOK-
curenupoBaHublx OHII mMoKeT amanTupoBATHCA U
AKKJIMMAaTU3UPOBATHCS K JaJbHEHIIIeMY IIePCUCTHU-
poBaHUIO B OpPOHXAaX U JeTKux naruenTa [7].

MeTa60au3M apaxuIOHOBOM KUCJIOTHI

WsBecTtHO, uTo mpu MB HabimogaeTcss TOBBI-
IIeHHAS MMPONYKIIMS HIPOBOCHAJUTEJbHBIX I[UTO-
KHNHOB, JIEHKOTPHUEHOB U IIpOCTarjJaHgnHoB. Tak, y
namuentoB ¢ MB u XPC mpu okpamuBanuu odopas-
I[OB SIIUTEJUS U IIOJCJU3UCTBIX KeJIe3 BbISIBJIEHO
CTATUCTUYECKHN 3HAUMMOE IIOBBIIIIEHNE I[UKJIOOK-
curenassl 1 u 2 (IIOI'-1 u I1OT-2) u 12-1umookcu-
renassl (12-JI0OT") o cpaBuenuio ¢ 6oapHBIMU XPC
6e3 MB [8].

B To ke Bpema wmexnay ypoBHamu I1OI-1,
5-JIOT u 15-JIOT" craTuCTHUYECKH 3HAUMMOI pas-
HUIBI BBISIBJIEHO He ObLiao. TakiKe ObLIa m3ydeHa
peryaanua 11OI-1u IIOT'-2 B HOCOBBIX IOJUIIAX Y
nanueHToB ¢ MB [9]. YpoBens marpuunoit PHK u
BbIOpoca 6eskoB I1OT-1 u IIOI'-2 B camsucToit 060-
JIOUKe Hoca y mamueHTOoB ¢ MB ObLT mMcciiefoBaH C
ucnosb3oBanueMm IIIIP B pe:xume peasbHOTO Bpe-
menu. YpoBHu 11OI'-1 u ITOT'-2 okasanuch craTu-
CTHUYECKU 3HAuMMO BbIlle mmpu MB 1mo cpaBHeHUIO
C KOHTPOJBHOU CJAM3UCTON O0OJOUKOM, OJHAKO He
OBLIIO CYIIIECTBEHHOM PAa3HUIbI MEKIY HOCOBBIMU
nonunavu ¢ MB u 6es MB.

Yposens Genka IIOT-1 m IIOT-2 6bLT cye-
CTBEHHO BEIIIe Yy IanueHToB ¢ MB 1mo cpaBHeHMIO
KaK CO CJIMB3UCTOH 000J0UKOI KOHTPOJBHOUW IPyH-
IIbI, TAK ¥ [I0 CPABHEHUIO C HOCOBBIMHU IIOJHUIIAMU
y mamueHToB 0e3 MB, yKaswiBasg, 4TO pPeryadanus
BeIOpoca I10T'-1 u I1OT'-2 mpu MB mokeT OBITH CBA-
3aHa C BLICOKOM IIPOAYKI[MEH IIPOCTaHOUI0B.

HpOJIYRI.(P[H CJIN3N U COCTOIHHUE JKeJe3

B cpaBHUTEIBHOM WCCJIENOBAHUU IIPOU3BOLM-
JIOCH THUCTOJIOTUYECKOE ¥ MMMYHOTMCTOXUMHUUECKOe
u3ydyeHne oOpasIloB TKAHW, WHTPAOIEPAIMOHHO
B3ATBIX 13 masyx gereir ¢ MB u mamuenToB ¢ XPC
6e3 MB, nepeneciiux cuaycoromuto [10]. V mamuen-
TOB ¢ MB, 1m0 cpaBHEHUIO C KOHTPOJIbHOU I'PYIIIIONA,
BBISIBJISIJINCH PACIINPEHNE KEJIE3UCTHIX IIPOTOKOB
U mpeobafanmne CIANSUCTBHIX JKeje3 CO 3HAUNTEJb-
HBIM IIOBBIIIIEHNEM I1JIa3MaTUUYECKUX KJIEeTOK, HO He
s03uHOGMIOB. B 1pyrom mcciaemoBanuy M3ydanuch
THCTOJIOTUYECKHEe W MOP(OMeTpUUEeCKre XapakKTe-
puctuku causducrtoit obosouku OHII y oOGBIYHBIX
nereii ¢ XPC u y gereit c MB [11]. BeLio onpeenero
KoJimuecTBO OoKaoBUAHBIX KJeToK (GCs), KJIeToK,
BBIPA0ATHIBAOIINX CIN3b, U IIOJCIUSUCTHIX JKejes,
M3yUYeHbl KJIETOUHAS JOKAJIU3AIUS U 9KCIPECCUS
6enxoB MUCS5AC u MUCHB. ¥V nanueHTOB € coue-
rauuem MB um XPC BbIABJIEHO CYIeCTBEHHOE yBe-
JHYEeHNe KOJMUYEeCTBa IOoACAN3nCThIX Kese3 B OHII
IO CPAaBHEHHUIO C KOHTPOJBHOM Ipyimoi. B rpyiie
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MB He 6b1L10 00HAPYKEHO HU YBEJINUYEHUS KOJIUUe-
cTBa O0KaOoBUAHBIX KJIeTOK (GCs), HU MOBBIIIIEHUA
BeIipaboTku 6eaxka MUCHAC, omHako oOHaApPYKEHO
yBeanueHue BeipadboTku 6esnrxa MUCSB.

B pa6ore Knipping et al. mpoBemeno cpaBHu-
TeJIbHOE MCCJIEIOBAHNE YJIBTPACTPYKTYPHBIX HU3Me-
HEeHUH CJAM3UCTON 000JI0uKH y gereit ¢ MB, obpas-
OB OyONeHAJNBHOII CJIM3UCTOI OOOJOUKU M, IJI
KOHTPOJISA, CANUBUCTON 000JIOUKH Ia3yX IIAI[eHTOB
0e3 XpOHMUYECKOTO BocIlajeHus B masyxax [12].
B ciusucroit obosouke marmueHToB ¢ MB obmapy-
JKeHbI HEHOPMAaJbHBbIE MOP(OJIOTHNYECKUE CTPYK-
TYPBI C PACIINPEHHBIMU CIM3UCTBHIMU KJIETKAMHU U
KHCTO3HOHU AMJIaTAIlEeN IO TOJCTHIM CJIOEM PECIIN-
PATOPHOTO SMUTEJNNsS C BBLICOKOI moJiell OOKaJIo-
BUAHBIX KJeTOK. JKeslesucThie KIeTKU COmep Kaiu
HEroMOTeHHbIe reTePOreHHbIe KalleJbHbIe BKJIIOUe-
HUSA B CYIpPaHYKJEAPHBIX OTAesax KJeTOK. fmpa
COZeP KA OUCIEPCHBIA XPOMATHH KaK IPU3HAK
IIOBBIIIIEHHOM AKTHUBHOCTH, a TaKKe YEeTKO OIIpe-
IeJSAINCh CTPYKTYpPRI ammaparta Loapmxu. Taxske
OBbLJIV U3YYEHBI IIOBPEKIEHUS I'eHa 9KCIIPECCUH CYP-
daxranra (SPAI, A2 u D) ipu pasiaudyHbIX opMax
XPC, Briatouas MB [13]. ¥V nanuenToB ¢ MB BbIAB-
JI€HO CTATUCTUYECKU 3HauuMoe IoBbIiiieHue SPAI,
SPA2 u PHK 1o cpaBHEHMIO ¢ KOHTPOJIbHOM IPym-
moii. IlamuenTel, crpagatomine XPC ¢ moaumamu,
TaK)Ke [IeMOHCTPUPOBAJM IIOBBLIIIEHHBIE YPOBHU
SPA1, SPA2 u SPD, ogHaKO CYIIeCTBEHHO MEHb-
mre, ueMm O0osbuEbIe MB. 11 y O0JBHBIX ¢ ajlieprude-
CKMM IPUOKOBBIM CHHYCHUTOM aBTOPBI 3aPErUCTPHU-
poBanu moBBIIIIeHHBIe moKasateau SPAI, SPA2 u
SPD, onHAKO 9TO yBeJUUYeHre ObIJIO CTATUCTUYECKH
HE3HAYNMO II0 CPABHEHHUIO CO 3JOPOBBIMU yUACTHU-
KaM¥1 KOHTPOJIbHOM I'PYIIIIEI.

MeauaTopsl BOCIIAJIeHUS

Br110 m3yuyeHO HapyIlleHVE Pas3JIUuYHBIX MeXa-
HH3MOB BOCIaJieHus y manueHToB ¢ MB. ABTopsI
CpaBHUJIU TPO(PUIb BOCHAJUTENbHBIX KJETOK U
nuTOKNHOB y nanueaToB ¢ XPC u MB, namuesaToB
¢ XPC 6e3 MB u 1o6poBoJibIieB 0e3 alIepruiecKux
3aboseBanuil u cunycutoB [14]. IIpu mmmyHOTH-
CTOXMMHUYECKOM aHajause y manueHToB ¢ MB obHa-
PY’KEHO IIOBBINIEHHOE KOJUUYECTBO HEUTPODUJIOB,
MaKpo(daros m KJIETOK, BEIPAOATHIBAIOIINX HHQPOP-
manuonuyio PHK nma matepdepona y u NJI8, mo
CpaBHeHHMIO ¢ ApyrumMu rpynnamu. KoamuecTBo
5031HO(MIOB 1 KJIeTOoK sKcupeccuu PHK s 1UJI4,
NJ5 nu NJI10 y nanuenToB ¢ XPC 6bL10 00JbIIIE,
yeM y 00J1bHBIX ¢ MB 1 310pOBBIX JIHII.

B gpyrom mcciemoBanum ObLI M3yUeH IPO(GUIb
MeIMaTOPOB BOCIAJEHUS B 4 MHOATPYIMIIax Iaru-
eutoB ¢ XPC. Ciausucras o00J0UKa IIAI[EHTOB C
noaunamu Hoca, ¢ XPC 6e3 1moyimnos, marueHToB C
MB u HOCOBBIME HOJIUIIAMU U 3J0POBBIX JINIL ObLIA
uccJemoBana ¢ oupeaeaenueMm yposaeit CD3, CD25,
CD68, CD20, muemonepoxcuznassr (MIIO), CD138,
90TaKCUHOB, uHTepaeknuoB NJI1[3, NJI20, NJI5,
unrepdeporna y, NJI8, daxrTopa pocra [ (PPp),
dakrTopa Hekposa omyxouau o (PHOw). ¥V mamm-
€HTOB C coueTaHmeM moJumo3a m MB BbIsgBIEeHBI
yBeJIMUeHue KOJWUYecTBa WM aKTuBanus T-KJIETOK,
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B TO BpeMs KaK y IaIlieHTOB TOJbKO C HOCOBBLIMH
mosiuiaMu OOHapPY’KEHO TOBBIIIIEHWE KOJWYecTBa
IJIasMaTUYeCKUX KJeToK. IlaleHThl ¢ IMOoJUIIaMu
HOCA TaKiKe MMeJU HMOBBIINIEHHBIN YPOBEHb 903UHO-
GUIbHBIX MapKepoB (903MHODUIOB, dOTAKCUHA U
503MHO(DUIBLHOTO KATHOHHOTO IIPOTEMHA) MO CpaB-
HEHUIO CO 3J0POBBIMU JOOPOBOJIBIIAMU, MAI[UEHTAa-
mu ¢ Henoauno3ubiM XPC u 6oapabiMu MB. XPC
0e3 MOJIMIIOB XapaKTepH30BaJCSa IIOJIpu3aluen
T-KJIeTOK ¢ BBICOKMMU yPOBHAMU HMHTep(depoHa v,
®DPfB, B To BpeMA KaK IIPU IOJIUIO3HOM CHHYCHUTE
BBIIBJIeHA BbICOKas KoHueHTpanusa WJI5 u IgE.
Y namnuenToB ¢ XPC Ha (porne MB BbISIBIIEHO BBIpa-
JKeHHOe HeUTpo(puiabHOe BocmajieHne. Kpome Toro,
IPU IMMOJUTIO3HOM CUHYCUTE BBISIBJI€HO YMEHbBIIIEHUE
KonuecTBa KJjaeTok CD34, B To BpeMs Kak KOJIU-
YeCTBO 03MHO(PUIOB ObIIO BHICOKMM. Pe3yabTaThl
HCCJIeIOBAHUSA V IanueHToB ¢ MB ObLIN CXOXUMU
C TAKOBBIMU IIPU OOBIYHOM ITOJIMIIO3HOM CHUHYCUTE.
AHTpoxXoaHAJNbHBIE MOJUIBI XapPaKTePU30BaJIUCH
HUBKUM KOJUUYECTBOM TKAHEBBLIX B03WHODUIIOB.

AnaToMuuecKkue 0Co0eHHOCTH

Oco0eHHOCTH THEeBMATU3AIlMU BICOUHON KOCTHU
u OHII 6b11u B cBOoe BpeMs M3yUYeHBI C IIOMOII[bIO
kKommbioTepHoil Tomorpaduu (KT) [15]. He 6bL10
BBISIBJICHO PAa3HUIBI B ITHEBMATH3AIMM BHCOUYHON
KOCTH Me:Xay mamumeHTamMu ¢ MB u KOHTPOJIBHON
rpynamnoii. Ogaako OHII y gmereit ¢ MB OwnLim pas-
BUTBI FOpas3fo MeHbIle, ueM y namueaToB ¢ XPC 6e3
MB u y 300pOBBIX JIeTeil, MeX Iy KOTOPBIMU, B CBOIO
ouepenb, CTAaTUCTUYECKON PasHUIIBI He OBLIO.

T'eneTura

HeckonbKo wucciaemoBaHUil OBILIO IIOCBAIIEHO
PacIpPOCTPAHEHHOCTH MYTaIMil I'eHa TPaHCMEM-
opauuoro peryasaropa MB cpenu nanuenTos ¢ XPC.
IIpu sTOM aBTOPBI HBITAJIKUCH OIIPENEJIUTH, BIUSET
JIA TeTePO3UTOTHOE HOCHUTEJNHCTBO MYyTAIUil TI'€HAa
CFTR ma mnpenpacmoJOKeHHOCTbh HaIlIeHTOB K
XPC[16]. B ogaoMm uccaemoBanuu udyuanach JTHEK
nanueHToB ¢ XPC 1 B KOHTpoJsbHO# rpymie [17].
Boabubie XPC ¢ ogHOI MyTamueil ObLIN OIleHeHBI
Ha mpeaMeT Haamuumsa MB ¢ IOMOINBIO ITOTOBOTO
XJIOPULHOTO TeCTa, M3MEPEHNe PA3HOCTU HAas3ajb-
HBIX moTeHIMa0B u aHanausa [[HK naia BeiaBieHusa
IOIIOJIHUTEJIbHBIX MyTanuii. IIpu obciaemoBanuu
147 manuenTos ¢ XPC u 123 310poBBIX JOOPOBOJIb-
meB y 11 mamueHTOB C CHUHYCHUTOM ObIIN BBISBJIE-
HbI MyKoBucrumgosusle myrtanuu (F508del, n=9;
G542X, n=1; N1303K, n=1).

HuarmocTruuyecKoe TeCTHPOBAHME UCKJIOUNIIO
MB y 10 u3 sTux 60JbHBIX, V OLHOIO IIAI[MeHTa Jua-
rHO3 moaTBepauicsA. [0y MalneHTOB, ¥ KOTOPBIX
Obliu Havgensl myranuu (7% ), ObLIa HOCTOBEPHO
BBIIIIE, YeM B KOHTPOJbHOM rpymme (2%). 9 us 10
mHocutesneii MB umenu mommmopdusm rexa CTFR
M470V. B gpyrom uccijiefoBaHNN B OCHOBHYIO TPYII-
ny ObLIM BKJIOUEHBI 261 00JIMTaTHBIX I'eTePO3UTOT
o reny CFTR. KoHTPOJBHYIO TPYHOY COCTaBUJIMN
201 uesoBexk ¢ coupsxeHHbIMU ¢ MB cocTrosausamu,
TaKMMHU KaK acTMa, OPOHX09KTAa3bl, IHEBMOTOPAKC,
aJLJIepruuecKuii OpOHXOIYJIbMOHAJIBHBIN aCIIePru-
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Jie3, CHHYCHUT, IIOJIUIIO3 HOCA, [[UPPO3 MeUeHH, [Ua-
OeT, IAaHKPEATHUT, IIePEJIOMbI KOCTEH 1 T'UIIePTeH3U
W OTPUIATEJbHBIM PE3yJIbTATOM IO CTAHZAPTHOM
nanenu myrtanuii [18]. ABTopamMu He BBIABIECHO
CTATUCTUYECKUX OTJUYUHA MeXKIy MNalueHTaMu
IBYX I'PYIII 34 UCKJIIOUEHUEM IuinepTeH3un (OCHOB-
Hasg rpynna 28/261, rpynma koutpoaa 7/201,
p=0,004), a Tak:Ke y MYKUYMH HA3aJbHOTO IIOJIU-
mo3a (ocHoBHasA rpymna 7/126, rpynma KOHTPOJIA
0/102, p=0,0178) u runepren3uu (OCHOBHAA I'PYI-
nma 17/126, rpynma xoutposa 5/102, p=0,0407).
Xapakrepusble g MB cocroaHus Oblim He 0oJjee
YACTBIMU Y T€TePO3UTOT, UeM Y KOHTPOJIbHBIX CY0'b-
€KTOB, 38 MCKJIIOUEHHEM BBICOKOTO YPOBHS I'HIIEp-
TEHSUW W BBICOKOT'O YPOBHS IOJIMIIO3a Y MYJKUMH
OCHOBHOII I'PYIIIIEI.

WccimenoBanme C UCIIOJIb30BAHUEM AaHAJIU3a
CIIEIJIEHUS M30JIUPOBAHHON MHONYJIAIUMN C OOIIUM
00pasoM JKUBHU U OJUHAKOBBIMU CPEIOBBIMU YCJIO-
BUSIMU BBISIBUJIO T€HETHUUYECKNEe BapUallUU IIPej-
pacmosnokennoctu K XPC [19]. Ilocse BpauebGHOTO
obcaenoBaHus, cOopa aHAMHe3a U U3YUYEeHUI MeIqu-
OUHCKONM moxymeHTanuu us 291 desoBexka ObLIN
BBIJIeJIEHBI 8 MaIeHTOB. OTU 8 UeJIOBEK ObLIU CBA-
3aHBI MEXKIYy CO00Il OOHOM POJOCJIOBHOM, COCTOS-
et us 60 unenoB u 9 mokosienuii. [aa nsyueHusa
BJAMSAHUSA reHoTuia Ha passurtue XPC ¢ MCIoJb30-
BaHueM 1123 reHOMHBIX MapKepoB OBLIO IIPOBEIEHO
reHeTHUUYeCKoe uccJeroBanue. HamboabImuil UK
CIleIJIeHHUS BBIABJEH B Xpomocome 7q31.1-7q32.1,
7q31, stor peruou BKJouaa u CFTR J1oKyc, UTO
elre pas moxKasaJio, uro myranusa CFT R Mo:xeT ObITh
mapkepom ayss XPC.

Y 58 gereit 6esnoii pacel ¢ XPC, HU oguH 13
KOTOPBIX HE COOTBETCTBOBAJ IUATHOCTUYECKUM
KpurepusM MB, ObLI IIpOoBemeH IIOTOBBIN TECT
U TeHOTHIIMPOBAHNE HA IIPeIMeT MyTalud TeHa
CFTR [20]. U3 TecTupoBaHHbIX manueHToB 12,1%
umenu myrtanuu CFTR BMeCTO OXKHIAEMbIX IJIS
9TOI sTHUYECKOU rpymnnbl 3—4% . Myranuu BKJIO-
yaau F508del, R117H u 1148T. Toabko y omHOro
peberka u3 58 IOJydYeH MOTPAHUYHBIN pPe3yJbTaT
motoBoro tecta. CMHErHOWHAA IMMAJOYKa BbIJeJeHa
Yy IBYX HaIlIeHTOB, 004 113 KOTOPHIX OBLIN IeTePO3U-
rorusiMu 110 myTamuu F508del. Eme Tpu pebenka
6e3 ycranosiaenHoii myranuu CFTR uMean morpa-
HUYHOE 3HAUYEHNEe Pe3yJIbTAaTOB IIOTOBOI'O TECTA.

IToxosxass pabora Oblaa IIOCBAIIEHA PACIPO-
crpanesHoctu XPC y HOcuTeJsielli MyTalliii B reHe
CFTR [21]. OOGnuraTHBIE TeTePO3UTOTHI (POAUTEIN
nanueHToB ¢ MB) 611 aHKeTUPOBAHBI HA IIPEIMET
3abosieBaHuil IIasyxX, 3aTeM ObLIM O0CJIeTOBAHLI B
OTHOIIIEHNH CUMIITOMOB 1 npusHakoB XPC. 36% us
147 yyacTHHUKOB MCCJIEJOBAHUSA YKAas3aJyd Ha HaJU-
yne npusHakoB XPC. 23 reTrepo3uroTHbIX HOCUTEJIS
myranuii (14 ¢ XPC u 9 6e3 Hero, coryjiacHO aHKeTe)
ObLIM OOCIEeNOBaHbI KJIMHUYECKH, U Y 7 W3 HHUX
muarmoctuposad XPC, B To BpeMsa Kak y Apyrux 6
BBISBJICHBI AJIJIEPIUYECKUA PUHUT U PEIUIUBHU-
pyIomIuii ocTphIili cuHycuT u emie y 10 Ha MOMeHT
o0cIenoBaHUs He ObLIO IIPU3HAKOB aKTHUBHOI IIaTO-
JIOTUH ITa3yX.

B apyrom mcciaemoBaHuy NpuHAIN yuactue 126
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nanuenTos ¢ MB: 90 ¢ TUODHMYHON KJIMHUYECKON
KaptuHo#r u 36 ¢ arunuuHbIM (eHoTHIOM [22].
Temernueckoe TecTupoBaHMNE ObLIO HPOBEIEHO IJIS
onpegenenuss CFTR renoruiia. 3aTeM y BCeX dTHUX
[IAIlNeHTOB IIPOBEIEHO [[UTOJOTNUYECKOe UCCIeI0Ba-
HUeE CJIM3UCTOI 000JIOUKH moJiocT Hoca. ¥ 71,5% ¢
MB 65121 BeIABIIeH Hecnenuduueckuiit XPC. Ipyrue
Buabel PC, Takme KakK OCTPBIA CHHYCHUT, XPOHMU-
YeCKUH aJlJIeprUYecKuil CHUHYCUT W HeaJlJieprumue-
CKUI 503UHOMDUILHBLIN CUHYCUT, OBLIN OOHAPYIKe-
el v 21,4% mnamuenTtos, y 7,1% mnanueHToB He
OBbLJIIO BBISIBJIEHO HUKAKUX KJINHUYECKUX CHUMIITO-
MOB cuHycuTa. Iloaunel Hoca ObLIN OOHAPYKEHBI Y
18,3% mamnuenTos ¢ MB: yv 21 pe6eHKa ¢ TUIINYHON
dopmoii 3aboeBaHUA 1y 2 — ¢ aTUINYHON. [Toaunbel
HOCa dallle BCTPEeYaJuCh B I'PYIIIe, I'le T'eHOTHUI
cozepKas 00e «TsKeJble» MyTallii, YeM B IPYIIIe
C HEBBLISIBJIEHHBIMU UJIU « MATKUMU» MYTaI[AAMU.

TaxuMm oOpasom, CYIECTBYIOT HOKA3aTeJIbCTBA
II u III ypoBHsa, uro y mammenToB ¢ XPC, mpo-
TerkatomuM Ha ¢GouHe MB, mmMmeroTcs BbIpakeHHBIE
HNMMYHOJIOTUUYECKIEe OTJINYNS OT manueHToB ¢ XPC
6e3 MB [2].

Y mamnuenros ¢ MB u XPC ormeuaeTrcs aKkTu-
Barusa [1OT-1 u ITOT'-2, uTo BemeT K IMMOBBIMIEHUIO
YPOBHEH MPOCTATJIAHINHOB. ¥ 3TUX OOJIbHBIX (JOKAa-
s3aresbHOCTh [1I ypoBHS) yBeuueHa mpoandepanusa
CJIMBUCTBIX JKejie3, aKTHUBEH I'eH JKCIIPECCUU CYP-
(haxTanTa 1 BBIPAOOTKM MYIIUHA, & TAKIKE YBeJINUeH
L-celeKTHH PelenTopos, BKIUYEHHBIX B JIOKAJIN3a-
IO ¥ aATe3UI0 JIUM(OIIUTOB.

Wccnegopanus II u Il ypoBHS JOKa3aTeILHOCTH
IIOKAa3bIBAIOT, YTO MAIMEHTHI, SBJISAIOIIAECS IeTe-
posuUroTHBIMU HocuTeasaMu MB myramwmii, moaBep-
skeHpl XPC uaiie, ueM JuUIla ¢ HOPMAJIbHBIM I'€HOM
CFTR. Pa6oTel ¢ ypoBHeM mokasaTeabHocTu 11 u III
IIOKAa3bIBAIOT, YTO MUKPOQIOpa OPOHXOB Yy HAIlMEH-
T0oB ¢ MB uacTto koppenupyer ¢ mukpodaopoit OHII.

KoucepratusHoe neuenue XPC npu MB

Myxoaumuru. [IBa ncciaefoBaHUSA IIOCBAIIE-
HBI U3YUEHUIO TPUMEHEeHUA JOPHAa3bl albda (MyKO-
autudecKkuit mpemapat IlyabMo3uM) IIpU JIeYeHUHN
nanuenTos ¢ XPC u MB. OxgHo u3 sTHUX HCCJIENO-
BaHHUI — ABOMHOE CJIeloe, IIIaned0 KOHTPOJIHUpPYe-
MoOe, ITOKa3bIBaeT 3(P(heKTUBHOCTH JOPHA3LI ajib(da B
KayecTBe BCIIOMOTaTEJbHOTO ITOCJIEOIIePaI[MOHHOTO
cpencrBa y 24 namuerToB ¢ XPC u MB [23]. Uepes
MecCsIT IOCJIe BHAOCKOITMYECKON CHHYCOTOMUY a1~
€HTHI HAUMHAJIY MIOJYYaTh eXKeJHEeBHbIE NHTAIAIINN
mopHasel anbda (2,5 mr) umu 0,876% pacrBopa
NaCl B Teuenue 12 mecsmes. IlepBuunas oleHKa
TMPOBOAMJIACEH IO U IIOCJE JIEUEHUS 10 BBIPAYKEHHO-
CTU CUMIITOMOB CO CTOPOHBI HOCA ¥ 9HIOCKOIHNYEC-
KUX MPU3HAKOB, KPOME 3TOTO ONpPeAessaan CeKYHI-
HBIH ABIXaTeJbHBIA 00beM, U3yUaan N3MEeHeHU Ha
KT u onenuBaiu pes3ybTaThl CAXapUHOBOIO TECTA.
B xome sneuenmus Oamkaiiiine pes3yJbTaThl CTAJIHU
IOCTOBEPHO Jyullle B obeux rpynnax. Ormeuaioch
yayuinenue Ha 24-ii u 48-ii Hemese JeUeHUA Y
MaIrueHToB, IMOJYYAIIUX AOpHAa3y aiabda, U Ha
12-ii Hemesie B T'PYyIIle HAINEHTOB, IIOJYYAIOIUX
miaanebo. Yepes 12 mecsleB IMOKasaTeJad caxapu-
HOBOTO TeCTa, CEKYHIHOTO AbIXaTeJIbHOTO 00heMa U
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pesyabTaTbl KT ObLIN JOCTOBEPHO JIyUIlle B TPYIIIIE
ZIeTei, MOJyYaBIINX JOPHA3Y ajdbda.

B apyrom ciaemom miiaiebo KOHTPOJIHUPYEMOM
IIepeKPeCcTHOM HCCJIeJOBAaHNU OlleHuBaJach d3(p(ekr-
TUBHOCTh HOCOBBIX WHTAJAINUIN JOPHA3bl aabda y
nanueHToB ¢ MB [24]. PesyabTaThl OIlleHUBAJIUCH
mo mikaine SNOT-20 u mapamerpaM IbIXaTeJIbHOTO
00beMa, KOTOPBII HM3MEPSJICS C IMOMOIbL MATHUT-
HO-pesouHaHcHOU Tomorpadum (MPT). I'pynmer us
5 manmuenToB ¢ MB monyvyaan MHTAIAINOHHO LOP-
Hasy aabpa mwiu 0,9% pacrBopa NaCl B Teuenue
28 mHell, 3aTeM JieueHHE IIEPEKPECTHO MEHSJIOCH.
IIpumeHeHME M30TOHUUYECKOTO COJIEBOTO pacTBOpPAa
He IPUBOAUJIO K 3HAUMMBIM U3MEHEHUSIM CHUMIITO-
MOB, B TO BpeMs KaK IIPU KCIIOJH30BAHUU TOPHA-
3BI aJIb()a 0TMEYAJIOCh CTATUCTUYECKY JOCTOBEPHOE
yaydiiieHne KadectBa KusuHm mo SNOT-20. MPT
CUMIITOMBI IIPW 3TOM CYIIECTBEHHO He MEHSJIUCH.

Mecmuas anmumuxkpobnas mepanus. Cyiie-
CTBYeT OJMH CHCTEeMATHUYECKHI 0030pP, IIOCBSIIEH-
HBIII IPUMEHEHHIO0 TOIMYECKON aHTUMUKPOOHOMI
Tepanuu y namueaToB ¢ XPC, BKIIOUANOIUN TaAKKe
nanabie 00 sddexTuBHOCTH Meroma mpu MB [25].
ITouck 6n11 ipoBenen mo 6azam MEDLINE, EMBASE
u CINAHL, a raxk:xe KoxpaHOBCKOMY perucrpy
KOHTPOJUPYEMBIX HcciaeqoBaHuil u KoxpaHoBCKOMI
6ase cucTeMHBIX 0030poB. Bcero maiimeHo 7 KOH-
TPOJUPYEMBIX HCCJIEeTOBAHUN, 5 U3 KOTOPBIX OBLLIN
IBOMHEBIE CJellble M paHgoMu3upoBaHHBIE. TOJIBKO
OJTHO M3 3TUX PAHIOMUSUPOBAHHBIX MCCJIETOBAHUMN
TOKAa3aJI0 IOJIOYKUTEJbHbIE Pe3yJIbTAThI JIEUeHU.
B 1mesiom BBISIBJIEH HU3KUHA YPOBEHDL AOKAa3aTesb-
HOCTU 5(PPEeKTUBHOCTU IIPU MCIOJb30BAHUM TOIMN-
YeCKUX AHTHUOMOTHUKOB. DPPEeKTUBHOCTL MHTPAHA-
3aJbHBIX IIPOMBIBAHUN NI HeOyIali3epHOTO BBeIe-
HUS ObLIa BBINIE, UeM IPUMeHeHre aHTUOMOTUKOB B
Buje cupes. Hamnboaplinii ypoBeHb NOKa3aTeIbHO-
cTU KacaJyca ap(PeKTUBHOCTU IPUMEHEeHNA ToInuYe-
CKUX aHTUOMOTHKOB B IIOCJIEONEPAIIMOHHOM IIEPUO-
e, KaK BO BpeMs O00OCTPeHUs, TaK U B CIIOKOMHOM
nepuone. IloxkasarenbcTBa 3 GHEKTUBHOCTU B IO~
rpyiuime manueHTos ¢ MB 6b11u He oueHb yOoequTeb-
HBIMM UM ITOKa3BbIBAIOT, UTO TOIIMYECKUE aHTUOMO-
TUKU He JOJIKHBI SBIATHCA MpermapaToM IIepPBOM
JUHUN U MOTYT OBITH IIOJIE3HBI, KOT/[a He padoTaioT
TOIIMYECKUEe CTEPOUIbI M CUCTEMHBIE aHTUOMOTUKN.

I'ennasa mepanus. CymiecTByeT eIWHCTBEHHOE
paEgoOMU3UPOBAHHOE JBOMHOE cJIemnoe I1aamnedo KoH-
TPOJIMPyeMOe HCCJiefOBaHue IIPUMEHEHUs TapreT-
HBIX BEKTOPOB Ha OCHOBE a/IeHOACCOITMUPOBAHHOTO
Bupyca (Targeted Genetics' proprietary adeno-
associated virus vector cystic fibrosis — tgAAVCF)
[26]. TgAAVCF npumensanu y 23 MOalueHTOB C
MB B gmoze 100,000 pemnukaiMOHHBIX €IUHUIL B
OJIHY BEePXHEUEJIOCTHYIO IIa3yxy, B TO BpeMs Kak
B IIPOTHBOIIOJIOKHYIO IIa3yXy BBOAWJIM IHIperapar
maiebo B KauecTBe KOHTPOJIA.

WccaenoBanme IMOKAa3aJi0 XOPOIIYIO IIEPEHOCHU-
mocTh u OesomacHocTh tgAAVCF, omnaxko sddexr-
TUBHOCTH JIEUEHUS ObLIAa CTATUCTUYECKU 3HAUMMOMN
TOJLKO B OTHOIIeHuu ypoBHA MJI10 B camsu us
nasyxX. B OTHOIIEHUM YAaCTOTHI PEIUANBOB CUHYCH-
TOB, T'MCTONATOJOTUYECKUX KPUTEPUEB U YPOBHEH
NJI8 sHaumMbIX UBMEHEHUH He OBLIO.
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To ecTh cylIecTBYIOT JoKasaTeabcTBa IB ypoB-
HA B OTHOIIIeHNHU d9(P(PEeKTUBHOCTUA MHTPAHA3AJIbHBIX
UHraJaAnui gopHassl aabda y nanuentoB ¢ XPC Ha
¢oue MB 1o cpaBHEHHIO C TUIOTOHUYECKUM U M30-
TOHUYECKUM COJIEBBIM PACTBOPOM.

OPPEeKTUBHOCTD yV IMOAOOHBIX IIAIlI€HTOB TOIIM-
YeCKMUX aHTHUOMOTHUKOB, BBEJIEeHHBIX uepes Hebyiaii-
3ep UM UPPUTAIIMOHHO, HE CTOJIb oueBuAHA (ypo-
BeHb gokasareabHocTu 11 u IIT).

ITpumenenue tgAAVCF GesomacHo, HO Hea(h-
dexTuBHo mpu XPC u MB (ypoBeHB JOKasaTeib-
"HocTu IB). TpebyroTca manpHeNIINEe PAHIOMU3UPO-
BaHHBIE KOHTPOJIUPYEMbIe HMCCJIEeIOBAHUSA IO TIPU-
MEHEHUIO CUCTEMHBIX W TOIMMYECKUX CTEPOUIOB, a
TaKsKe CUCTEMHBIX U TOMMMYECKUX AHTUOMOTUKOB Yy
namnuenTos ¢ MB u XPC.

Xupypruueckoe jgeuenue gereit c MB u XPC

ITammuerTsr ¢ MB 00BIYHO HMEIOT XYAIIHE
pesyabTaThl KT 1 9HZOCKOINYECKYIO KAPTUHY, YeM
HanueHThl ¢ cuHycuToM O6e3 MB, omHako cTemeHb
YIIYUIeHU s, 10 JAHHBIM 9HIOCKOIWN, W IIOBBIIIIE-
HUe KauyecTBa JKU3HU II0CJe CUHYCOTOMUHU Yy IaIly-
€HTOB STHUX TIPYIN CPABHUMBI. JHIOCKOIMNYECKAS
CHUHYCOTOMUS C IIOCJIEONEPAIMOHHLIM ITPOMBIBAHM-
eM I1adyx oKasajach 0ojee s(p(peKTUBHOM, YeM IIPO-
CTO XMPYPruvYecKoe JeueHue.

B uccrnegopanum A. Coste [27] mokasamo, 4uTo
BE€POATHOCTh IIOJIHOTO BO3BPAIIEHUS CUMIITOMOB
WM IOKa3aHuil JJis IIOBTOPHOM OIeparui COCTaB-
aster 50% mnpu cporax HabaogeHus or 18 mo 24
MeCSIIEeB.

Duplechain et al. [28] B peTpocuexTuBHOM
uccjemoBanny 32 UCTOPUil 60JIe3HN U3YUUJIN POJIb
SHIOCKONHNUYECKON CcHUHycoToMuu y mereii ¢ MB u
XPC. Bce metu ObLIN TIPOOIIEPUPOBAHBI OSHUM WJIN
IByMsi Xupypramu. PacupoCcTpaHeHHOCTh IIOJIUIIO-
3a B 9TOM MOMYyJAINUU OKA3aJOCh 3HAUNTEJIHHOMN:
y 86% mamuenTos (12 us 14) Bo BpeMs omepanuu
ObLIM OOHAPYsKEHBI IIOJHUIILI, B TO BpeMs KakK y
nanuenToB ¢ XPC 6e3 MB mosunos BBISBJISICS
TOJBKO B 3 HaOMogeHnAx us 18 (16% ).

B rpymme ¢ MB 89% (8 us 9) B3sATBIX MHTpPA-
OIEePAMIOHHO MHKPOOMOJOTHUYECKHUX O00pasIiioB
OBLIM MO3UTHUBHBLIMI B OTHOIIEHUMN CHUHETHOWHON
HaJIoOUuKH, B rpyimmne ¢ o0bluHbIM XPC cuHersnoiinas
maJiouKa He ObLIa O0OHApPY:KeHa HU B OLHOM HabJI0-
JeHNN. DHJOCKOINYeCKasi CHHYCOTOMMS OKAa3ajach
0e30IIaCHOM, XOPOIIIO IIePeHOCHMOM 1 d(PPEeKTUBHOMI
nis medenuss XPC kak guaa namuenTos ¢ MB, Traxk u
6e3 Hero.

B mpyrom peTpoCHeKTHBHOM MCCJIEJOBAHUU
OoIleHeHa CBA3b Me:xAy MB um sHIZOCKOIMYECKON
cunycoromueint [29]. 16 meTeil u OfMH B3POCJBIA C
muarHoctupoBauubiM panee MB u XPC, KoTopbIit
He IIOAJaBaJiCsi KOHCEPBATHUBHOMY JIEUEHUIO, IIOJ-
BEPIVIUCH DHAOCKONMUYECKOUN cumHycoToMuu. lleTu
WJIN UX PONUTEIN OLEHWBAJN BHIPAYKEHHOCTDH CHM-
IITOMOB [I0 U IIOCJIe olepanuu. B pesyabrare KO-
YEeCTBO I'OCIUTAJUSANUN dTUX ITAIMEHTOB HE U3Me-
HUJIOCh, OJHAKO OTMEUEHO CYII[eCTBEHHOE IIOBBI-
IIeHWe WX KaduecTBa KMU3HU, IIPOABIAIOINEECH B
o0JierueHN Ha3aJbHOU OOCTPYKIIUN, YMEHBbIIIEHUN
BBIJEJIEHUH M3 HOCA M IIOCTHABAJIbHOI'0 CTEKAHUS,
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a TaK’Ke BBICOKOI CTeIeHU YIOBJIETBOPEHHOCTHU
TaIMeHTOB U UX POAUTEJeH mocJie OTepaluu.

JlokaszaTesbHOCTh HCCJEAOBAHUN O XUPYPTHU-
yecKoM JeueHuu mnanueHToB ¢ XPC ma ¢ome MB
orHocutcA K III ypoBHIO. JlocTyTHbIe TyOJIUKAIITIT
HONAEeP/KUBAIOT TPUMEHEHUe SHAOCKOINYECKON
cunycoxupypruu npu XPC, cBsasananom ¢ MB, u
IPU PETPOCIIEKTUBHON OIleHKe ITIOKa3bIBAIOT 3 (PeK-
TUBHOCTH U 6e30IIacHOCTh MeToaa. [Ipu saToM Kosm-
YECTBO OCJIOKHEHUU CUHYCOTOMHUU HE IIPEBHIIIAeT
TakoBoe y marnueHToB 0e3 MB. Ilpu BuIpaskeHHOM
TOJINTIO3€e PEIUIUB 3a00I€BaHUS IPOUCXOIUT Yallle
¥ TIOBBIMIAETCA HEOOXOAUMOCTh PEeBUSUOHHBIX BMe-
maTesabeTB [2].

B aureparype HalimeHo nBa mccaenoBaHusa ITA
ypoBHA AoKasaTeabHOCTH. OJHO M3 HUX ITPOCHEK-
THUBHOE C AMWBAWHOM «CJAYYaN—KOHTPOJbL» IIPOJe-
MOHCTPHUPOBAJIO, UTO, HECMOTPSA Ha XYIIITNE JOOIIep-
nuouuble mokasarenu KT m sHmgocKomum, y mamm-
eHTOB ¢ MB cTemeHb IIOCJIEOIEPAI[MOHHOIO YJIyU-
IeHusA NPUMEPHO OAWHAKOBA C IamueHTaMu 0e3
MB. IIpyroe ucciemopaumue IIA ypoBHA mOKasao,
YTO SHAOCKOMMYECKAsA CUHYCOTOMUS B COUETAHUU
C aKTUBHBIM IIOCJIEOIIEPAIIMOHHBIM ITPOMBIBAHUEM
nasyx Oojiee spPeKTHBHA IO CPAaBHEHUIO C TOJBKO
XUPYyprudecKkuM Jedernuem [2].

PammomusupoBaHHBIE KOHTPOJIUPYEMbIE HCCIe-
moBaHusA 00 9(P(PeKTUBHOCTH CUHYCOXUPYPIrUu IPHU
XPC u MB oTcyTCcTBYIOT.

3akaouyeHue

Ocobennoctu BeipaboTku O0eaka CFTR y mamm-
euToB MB moryTr mpuBoauTh K passutuio XPC [2,
3]. Boctanenue B moaoctu Hoca u OHII maxomar y
OOJIBIIIMHCTBA IIanueHToB ¢ MB, HOCOBBIE IIOJIMIIBI
BBIABIAT y 1/3 us Hux. PC uacTto moixer OBITH
IPE3EHTUPYIOIINM CHUMIITOMOM TaK HA3LIBAEMOTO
arunuyaoro MB ¢ HOpMaJIbHBIM UJIN HOTPAHUYHBIM
pesyJbTaTOM I[IOTOBOT'O TECTA, BBHIBBAHHOI'O «MSI-
Koii» mytanuent rena CFTR [2, 3]. ¥V mamueHTOB ¢
MB sBroiaBAsieTcA cXoKas (paopa B KyJbTypax H3
OHII u moay4yeHHBIX IPU OPOHXOAJBBEOJAPHOM
npombiBauuu [2, 4].

Y nmereit ¢ MB, moaBeprHYBIINXCS CHHYCOTO-
MUK, MOJKET OTMEeUAThCSA YJyUIleHHe IapaMer-
poB (OYHKIIUM JeTKUX, OOJHAKO He y Bcex [2, 3].
Cepbe3HbIX HPOCIEKTUBHBIX MCCJIEJOBAHUI II0JIO-
JKUTEJBLHOTO BIUSHUSA CUHYCOXUPYPruu Ha (QYyHK-
U0 HUMKHUX JBIXATEJIbHBIX IIyTEeH y IaIlMeHTOB C
MB moka He cyIecTByeT.

IIpumeHnsseMas MEeCTHO B BHUJe MHTAJAIUN WU
HOCOBBIX IyIIlell HopHAas3a ajab(a yIydInaeT UCXOMLbI
neuenusa XPC y manmuenToB ¢ MB, Kak B KauecTse
MOHOTEPAIINM, TAK X B KOMOWHAIINK C DHIOCKOIIL-
YEeCKOM CUHYCOXUPYPTUeii.

CunycoToMusi, B CBOIO OUepelb, TAKIKE YyJIyd-
miaetT pesyJabTaThl JeueHus XPC y mamueHTOB C
MB. B oOyayiieMm HeoOXOOHMMO IPOBEIEHME MCCJIe-
JOBAHWU JJIs1 BHISICHEHUS POJIX KOHCEPBATUBHOTO U
xupypruueckoro jgeuenus XPC y nmamuenTos ¢ MB.

Kongauxkm unmepecoé: asmops. cmambu nodmeep-
Juau omcymcemeue GuHAHCO80L noddepicku uccredosa-
HUs, 0 KOMOPOiL Heo6x00UMO COOOULUMD.
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