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CosgaHune Poccuickoro permctpa 60nbHbIX MyKOBUCLIMA030M U yyacTue B nporpamme EBponerickoro perncrpa nwve-
0T BaXKHOE 3Ha4YeHue Ans 6ONbHbIX Kak B PErMoHe, Tak U B cTpaHe. Pe3ynbTaTom Co3a4aHus n eXeroqHoro aHanmavpoBsa-
HWS AaHHbIX PEerncTpa AOMKHO ABUTLCA MOHUMaHWE CReayroLwmnxX NPUHLMIMANbHBIX 3NUAEMUONOTMYECKMX NnokasaTeneu:
4YKCno BOfbHbIX, B TOM YMCIE YMEPLUNX, YNCTIEHHOCTb, BO3PACT NaLMEHTOB, NX pacrnpeaerneHve no nony. AHanus pernc-
Tpa 6onMbHbIX NOKasan, YTo Aons AeTen n NoapocTKoB NpeobnagaeTt Haa B3pocnbivu (58 geTelt n 14 B3pocnbIx), cpea-
HWI BO3pacT NaLMeHTOB HUXe APYrnX PErMoHOB CTpaHbl U Mupa. KnuHuko-nabopaTopHble 0Co6eHHOCTM MyKOBHCLMA03a
B KpacHogapckom Kkpae nokasanu pocT OCNOXHEeHUW 3abonesaHusa n nHouumposaHHocTn Pseudomonas aeruginosa ¢
Bo3pacTtoMm. ObLuee KONMYECTBO BbIABNEHHbIX MyTauuin — 7, 4To cocTaBuno 75%. PesynbTtaTtbl pernctpa opueHTUpyLoT Ha
NPUHATUE afleKBaTHbIX OPraHU3aLMOHHbIX, MEOULMHCKMX U coumanbHbIX Mep npu paboTe ¢ naumMeHTamu, cTpagaloLwmmm
MYKOBMCLIM030M.

KntoyeBble croea: MykoBMCLMAO3, AETU, B3POCHble, PErncTp, MyTaLuu.
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Creation of the Russian register of patients with cystic fibrosis and participation in the program European register is
essential for patients in the region and in the country. Result of creating and analyzing annual data register should be
the understanding of the following fundamental epidemiological indicators: number of patients, including deaths, number,
patient age, their sex distribution. Analysis of the register of patients showed that the proportion of children and adolescents
dominates adults (58 children and 14 adults), the average age of the patients below the other regions of the country and
the world. Clinical-laboratory features of cystic fibrosis in the Krasnodar region showed an increase in complications of
the disease and Pseudomonas aeruginosa infection with age. Total number of mutations have been identified 7, which
was 75%. Results register landmark adoption of adequate institutional, medical and social measures when working with

patients suffering from cystic fibrosis.

Key words: cystic fibrosis, European register, genetics, infectious process, complications, therapy.

BeepeHue

C 2006 r. B psge permoHoB Poccun, a ¢ 1 gHBa-
ps 2007 r. B pamkax HaLMOHanNbHOro NpMopUTETHOrO
npoekta «300poBbe» BO Bcex cybbekTax depepa-
unn mykosucumaos (MB) Bbin BKMOYEH B NepeyeHb
HacneacTBEHHbIX 3aboneBaHuin, nognexawmx obs-
3aTenbHOMY HeoHaTanbHOMY CKPWHUWHIY, Hapsgy ¢
dEeHUNKETOHYPUEN, ranakTo3eMmnen, rmnoTMpeo3om
N agpeHoreHuTanbHblM CUHAPOMOM. Llenb HeoHa-
TanbHOrO CKpUHWHra Ha MB 3akniovaetca B naeH-
TUUKALNN NOPAKEHHbIX HOBOPOXOEHHbIX Ha Mak-
CYManbHO pPaHHUX 3Tanax >»XM3HW. HOBOpOXAEHHbIM
¢ MB, BbISIBMEHHbIM NPU HEOHATaNbHOM CKPUHUHTE,
CTaHZapTHas Tepanus MOXeT Ha3HayaTbCs paHblue,
4yeM naumeHTam, y KoTopbix guarHo3 MB ycTaHaBnu-
BaeTCA Ha OCHOBaHWW KITMHWYECKMX CUMMTOMOB, U
Takas paHHsIsi TOMOLLb MOXET ObITb Bonee nonesHom
C KMMHUYEeCKOW ToYkM 3peHus [17-18]. HeoHaTanb-
HbI CKPUHWHI CNocobCTBOBan yBENMYEHUIO NuL, C
anarHosom MB 1 nokasan KnnHu4eckyro addekTus-
HocTb [1]. B cTpaHax, rge yactota MykoBucUMAO3a
KaK Npu poXOeHUW, Tak U Npu nepepacyeTe Ha eau-
HULY HaceneHus 4OCTaTOYHO BbICOKas, CyLLEeCTBYIOT
HaunoHanbHble perncTpbl GONbHLIX MYKOBUCLNOO-
30Mm [9-16].

lMpakTnka BegeHVs1 permcTpoB MauMeHTOB B MOC-
negHee BpeMsi CTaHOBUTCS Bce Ooree akTyarbHOW
Kak B MeOWLMHCKOM, Tak U B hapMaLeBTUYECKOM
coobuecTtBe. MoBbIWEHHbIV UHTEPEC K perncTpauum
NaLUMEHTOB C pasnmyHbIMU HO30M0rMsAMK 0ByCroBneH
NOTPEOHOCTLI0 B MHOPMaUMU O peanbHOM KIWHU-
YEeCKOM TeYEHNM pasnnyHbIX 3aboneBaHun 1 B OLEHKE
6e30nacHOCTV NPUMEHSAEMbIX MEONLIMHCKMX TEXHOMO-
M, a Takke B NOBbILLEHUN 3PHEKTUBHOCTM NEeYeHNst
B YCINOBUSAX pearnbHON KNMHUYECKON NpaKkTuku [8].

HeobxooumocTb BefeHusi pernctpa 6onbHbIX My-
KOBUCLIMA030M Ha obLleHalnoHanbeHOM YPOBHE oYe-
BMAHa. 3TO npexae Bcero onTMMmnsaums gaHHbIX U
YHUDULUMPOBaHME BaXXHENLIEN KNMHNYECKON MHGop-
Mauun, Kacawwencs OGOoMNbHbIX MyKOBUCLMOO30M.
PesynbTatoM co3gaHva M eXerogHoro aHanmMaupo-
BaHUS OaHHbIX peructpa AOrmkKHO SABUTLCSA MOHUMa-
HWe crnegylLwwmnx NpUHUMNMAnbHbIX 3NUAEMUONONN-
YeCcKux rnokasaTenen: Yncno BonbHbIX, B TOM YMcne
YMEpLUNX, YNCIIEHHOCTb MO pernoHam, Bo3pacT na-
LUMEHTOB, UX pacnpegernieHne no nony.

AHanornyHoro peructpa B Poccum noka ewe
HeT, HO O4YeBMAHO, YTO HEOOXOAMMOCTL ero cosga-
HWA aaBHO Haspena. [Npexae Bcero B Hawen cTpa-
He He U3BEeCTHO obLLee YNCOo NaLMEHTOB, a OLEHKM
9KCMEepTOB pasHATCHA B 3HAYUTENbHbLIX Npedenax: ot
2000 go 16 000 6onbHbIX. He 3BECTHBI BO3paCcTHOM
cocTaB b0bHbIX, BEPKUBAEMOCTb U APYrne BaXKHEN-
lWMe anugemMuonormyeckne nokasartenu. B Poccuin-
ckon depepauun nepsbIn pernctp 60MbHbIX MyKO-
BMCLNO030M Obin co3gaH B MOCKOBCKOM pervmoHe B
2010 r. [3]. BnepBble B Haluel cTpaHe pernctp 6bin
CO3[aH CcornacHo pekomeHgauusm Esponerickoro
peructpa (ECFSPR) n Bowen B coctaB EBponelic-
KOro peructpa.

MonyyeHHble anMaemMuonormdeckme daHHble npu
co34aHuM PerncTpoB pasnmMyHbIX PErMOHOB CTPaHbl
OyayT cnocobcTBOBATL U3y4YEHMO OCOOEHHOCTEN re-
HETUYECKOW M KIMHUYECKOW XapakKTepUCTUKN Borb-
HbIX MYKOBMUCLMO030M, MO3BOMSAT pa3pabaTbiBaTb
haKTopbl pUcka pasBUTUS COCTOSIHWM, YTPOXAKLLMX
XW3HW, N NPOrHO3MpoBaTb TeyeHue 3aboneBaHus,
YCOBEpPLUEHCTBOBATb CTaHAapTbl AUArHOCTUKMK, CUC-
TeMy [pgucnaHcepusauum u peabunurtauum ©6onb-
HbIX C LIEMbl0 YBEMNMYEHUS NPOAOIKUTENBHOCTU U



YNYYLLIEHUS Ka4eCTBa XU3HWU NaLMeHTOB ¢ MyKOBUC-
LMAO030M.

Llenb — Ha ocHoBe aHanu3a perucTpa 60nbHbIX
MyKoBucLUMa030M KpacHogapckoro kpasi OLeHUTb
KNuHuko-nabopaTopHble OCOBEHHOCTM MYKOBUC-
umaosa, reHeTuyeckuin nonumopdpunam reHa CFTR
B KpacHogapckom kpae Ansi BblpabOTKM HOBbIX
peweHun B paspaboTke mMep NPOMUNAKTUKN OC-
noxHeHmn 3aboneBaHusa, AucnaHcepusauuu,
yrydlWeHUss KavyecTBa U MNPOAOIMKUTENbHOCTHU
YKU3HU OONbHBbIX.

Marepuanbl U meToabl UCCNIEROBAHMS

Ha 31.12.2011 r. B KpacHogape u KpacHopap-
CKOM Kpae COCTOosifo Ha ydveTe 72 nauueHTa (40
MY>KCKOTO 1 32 KEHCKOro rnomna) ¢ NoaTBEPKOAEHHbIM
AnarHosom MB, yCTaHOBIEHHbIM Ha OCHOBaHUN KNn-
HMYECKON KapTUHbI M AaHHbIX MOJIOXUTENbHON MOo-
TOBOWM Mpobbl N/UMK rEHETUYECKOrO UCCNELOBaHMS.
BonkbHble Habntoganuck Ha 6ase ABYX CTaLVOHaPOB:
BY3 «[eTckasa kpaeBasa knunHudeckaa GonbHULa»
n NBY3 «Kpaesas knuHunyeckaa GonbHuua Ne 1
um. npocpeccopa C. B. OyanoBckoroy.

Pernctp GonbHbIX MykoBucumngosom (6asa gaH-
HbIX) 3aMONHAMNM COrnacHo pekoMeHaaumsim EBpo-
nevckoro pernctpa (ECFSPR).

KonuyectBo geten coctaBuno 58 4venosek (0o
1 roga — 4 pebeHka, ¢ 1 go 3 net — 13 peten, ¢ 4
po 7 net — 20 peten, ¢ 8 no 10 net — 5 geten, ¢ 11
bo 14 net — 2 peten, nogpocTtkoB 15-17 net — 12,
B3pocnbIx (cTapiwe 18 neT) — 16 YenoBex.

PeTpocnektuBHomy aHanuay Obinv nogBeprHyThl
BbINUCKN M3 amMbynaTopHbIX KapT U CTauMOHapoB.
OueHuBanu cneayoLme KIMHUYECKUE AaHHbIe: BO3-
pacT yCTaHOBMEHWS AMarHo3a, YpOBEHb XITOPWOOB
nota npu nNpoBedEeHMU MOTOBOrO TecTa, Hamuyve
NEroYHbIX M BHEMNEroYHbIX OCMOXHEHWUN, QYHKLMIO
BHELUHero AbixaHusa (y nauveHToB cTaplue 6 net B
cooTBeTcTBUM C Kputepuamu ERS/ATS), dyHkumo
NoaKenyaAo4YHON Xenesbl OLeHMBanu Ha OCHOBaHWUMK
KMMHUYECKUX CUMMTOMOB (Hamm4dvMe nunm oTcyTcTBuE

cTteartopemu), Konporpammbl u/unun anactasbl-1 kana
(meHee 200 MKr/r).

eHeTu4yeckoe uccnegoBaHne Ha MOWCK MyTauumi
MB 6bIr10 BbINONHEHO BGOMBLUMHCTBY NaumneHToB B Ky-
©aHCKOM MeXperMoHanbHOM MeauKo-reHeTUYECKON
KOHCynbTaumm, yHKUMoHMpytoLwen Ha 6ase kpaeson
KnuHu4veckor donbHuubl Ne 1 um. C. B. Oyanoscko-
ro, No4 PykoBOACTBOM A. M. H. E. A. MaTynesuy. On-
peaensany annenbHy 4acToTy BCeX 0bHapy>XeHHbIX
MyTauui, a Takke UAeHTUULMPOBanM CTeNeHb TS-
YKECTU reHoTUNa: AN «TSHKenoro» obssaTenbHO Ha-
nnyne myTtauum |-l knacca, gna «MArkoro» — xoTs
Obl ogHon myTauum IV-V knacca.

Cratucrmyeckas 06pa6oTka AAHHbIX
MpoBoamnacb ¢ NOMOLLbLIO NakeTa NpuKnagHbIX
nporpamm SPSS (SPSS Inc., Yukaro, IL). B 3aBncu-
MOCTM OT BuAa pacnpepeneHms mepamu LeHTparnb-
HOM TEeHOEHUMW W pacCesiHus CRyXunu cpegHee
3HaveHue (M) + ctaHgapTHoe oTknoHeHue (SD) nnm
MeguaHa (Me) (MHTepkBapTWUMbHbIN pasmax). [Mpu
CpaBHEHUWN CPedHUX 3HAYEHUI UNU MeauaH npumMe-
HAncsa t-kputepun CTblogeHTa unu kputepun Mah-
Ha-YUTHW. [N OUEHKN pasnuMyuin KaTeropuanbHbIX

nepeMeHHbIX B MOArpynmnax ucnonb3osarncs 2.

Pe3ynbrarbl uccnegoBaHus

Mo gaHHbIM MONYNSAUMOHHON BbIGOPKU BOMbHBLIX
MB KpacHogapckoro kpasa 2011 r., et coctaBunm
61,1% (44 pebeHka), nogpocTkm — 16,6% (12 uve-
nosek), B3pocnble — 22,2% (16 4yenosek), cTapwe
30 net 6onbHbIX He Obio (Tabn. 1).

Honsa B3pocnbix (cTapwe 18 neT) coctasuna 16
yenosek (22,2%). B geTckom Bo3pacte cambiMyU MHO-
roymcneHHeiMy obinn rpynnel geten ¢ 0 go 3 net —
17 peten (23,6%) n ¢ 4 go 6 net — 13 geten (18%).
KonuyecTtBo nuy, My>ckoro nona coctaBuno 56%,
XeHckoro — 44%. Jlnua myxckoro norna npeobnaga-
nu B rpynnax oT 4-10 n ot 15-17 ner.

CpenHuii Bo3pacT OGonbHbIX paBHanca 11,023+
7,8 ropa. MeguaHa Bospacta — 7,74 (0,42—29,55) roaa.

Tabauya 1
XapaktepucTuka 60nbHbIX MYKOBUCLUAO30M MO BO3pacTy u nony, n=72 (%)

Bo3spacTHble rpynnbl M X Utoro

Bcero 40( 56%) 32 (44%) 72 (100%)

0-3 9 (12,5%) 8 (11,1%) 17 (23,6%)

4-6 8 (11,1%) 5 (6,9%) 13 (18%)

7-10 8 (11,1%) 4 (5,5%) 12 (16,6%)

11-14 0 2 (2,7%) 2 (2,7%)

15-17 7(9,72) 5 (6,9%) 12 (16,6%)

18-30 8 (11,1%) 8 (11,1%) 16 (22,2%)
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CpegHuii BO3pacT MOCTAHOBKM JuarHosa B rpynne
BonbHbIX MB 6611 3,2910,59 roga. MeguaHa Bo3pacta
yCTaHoBneHus amarHo3a coctaeuna 0,83 (0,08—-19,00)
roga. MNpu atom y 2 (2,7%) 6onbHbIX AnarHo3 Obin
nocTaesieH BO B3pOCrioM Bo3pacTe. B Bospacte 11—
15 neT gmarHo3 6bin ycTaHoBmneH y 4 60nbHbIX (5,6%).
B BospacTte 15-18 neT 3aboneBaHue ObIno anarHocTu-
poBaHo y 3 BonbHbIX (4,2%). B uenom B Bo3pacte 11
neT n cTapule anarHo3 6bin noctaeneH y 9 60MbHbIX,

yto coctaBuro 12,5%. Y 19 (26,4%) neten gmarHos
Obln NOCTaBMeH NoO pesynbTataM HeoHaTarbHOro CK-
puHuHra. NokasaTenu noToBoro Tecta B obLuen rpynne
©ornbHbIX cocTtaBunu 104,86+17,16 mmonb/n, a meana-
Ha (Me ) — 110 (60,0—138,00) mmonk/n.

B 2011 r., no gaHHbIM peructpa, ymep 1 (1,39%)
BGonbHOW.

MHaekc maccbl Tena y 60nbHbIX MYKOBUCLNMO030M
KpacHopapckoro kpasi coctasun 15,891+2,76, Me =

Tabauya 2

AnnenbHas YyacTtoTa MyTauum ¢ BcTpevyaemocTtbio >0,5%
(reHoTMNMpoOBaHO 72 60nbHbLIX) Yy NauueHToB KpacHopapckoro kpas B 2011 r.

AnnenbHas
yacTtoTa, %, YacrtoTa y poccuim-
MyTtauus Jlutepatypa
N= 72 naumeHTa| CKMX nauuneHTOB
(144 annens)
MeTtpoBa H. B., 2012*; KopbituHa . ®., 2002;
F508del 33,8-53,5%
55,6% (80) MBaweHko T. 3., 2002;
(knacc 1) 39,8%
PykaBuukun [. B., 2007**
MeTtpoBa H. B., 2012*; KopbiTnHa . ®., 2002;
CFTRdele2,3(21 kb) 1,4-6,8% P P
4,9% (7) MBaweHko T. 3., 2002;
(knacc ) 5,1%
PykaBuukun [. B., 2007**
2184 ins A 2.8% (4) 0,7-2,9% MetpoBa H. B., 2012*; KopbitnHa . ®., 2002;
(knacc ) o 1,1% MBaweHko T. 3., 2002; PykasuuikuH [. B., 2007**
CFTR 3849+10kbC>T 2.1% (3) 1,4-4.5% MeTtposa H. B., 2012*; KopbitnHa I'. @., 2002;
(knacc V) P 4,5% PykasuykuH . B., 2007**
MeTtpoBa H. B., 2012*; Ko a . ¢, 2002;
G542X 0,6-2,0% TPO8 PBITUH
1,40% (2) MBaweHko T. 3., 2002;
(knacc I) Metee 1,0%
PykaBuukuH [. B., 2007**
3821delT 0.7 % (1) 0,0-0,4% MeTpoea H. B., 2012%;
(knacc ) e 0% PykaBuukun [. B., 2007**
MeTtpoBa H. B., 2012*; Ko a . &., 2002;
R334W 0,6-1,4% TPOB PBITUH
0,7 % (1) MBawenko T. 3., 2002;
(knacc 1V) 0%
PykaBuukun [. B., 2007**
MeTtpoBa H. B., 2012*; Ko al. &, 2002;
R117H Menee 1,0% TPO8 PBITVH
0,7 % (1) MBawenko T. 3., 2002;
(knacc V) 0,6%
PykaBuukun [. B., 2007**
R347P 0.7 % (1) 0,1-0,6% MetpoBa H. B., 2012*; KopbituHa . ., 2002;
(knacc V) 0P 0,6% MBeaweHko T. 3., 2002; PykasudikuH [. B., 2007**
L138ins 0,7 % (1) 0.5% MeTtpoBa H. B., 2012*; Pyka 0. B., 2007
, Tposa H. B., ; PykaBnukun 1. B.,
(knacc IV) ° 1,1% P y
. 10 myTauun, 29 myTtauuir, 80,8% | MeTtposa H. B., 2012%;
Bcero myTauui .
70,1% 16 mytauun, 63,7% | PykaBuukun [. B., 2007**
29,9% 19,2% MeTtpoBa H. B., 2012%;
He BbissBNeHo
36,3% PykaBuukuH . B., 2007**

MpumeyaHue: * — pesdynbraThl NabopaTtopum reHetnyeckon anugemuonorun MrHL, PAMH 3a 2012 r. [2],
** — paHHble uccnegoBaHus, nposeneHHoro . B. PykaBuukmnHbiM B 2007 T. [4, 5].




Tabauua 3

XapakTepucTuKa 4acToT MyTauui (reHOTUNUPOBaHO 72 6ONbHbIX)
B 3aBMCUMOCTM OT Bo3pacTa, KpacHogapckuu kpan, 2011 r. (N, %)

HeTtn, B3pocnble,
MyTauuum N=56, N=16,
annenu — 112 annenu — 32
MyTauwumn 1-ro knacca 14 (9,7%) 3(9,3%)
Fomosurotsl F508del 44 (39,3%) 16 (50%)
F508del/gpyras mytauums 6 (5,4%) 4 (12,5%)
2184 ins A 4 (2,9%) 0%
CFTRdele2,3 4 (2,9%) 3(9,3%)
3849+10kbC>T 1(0,9%) 3(9,3%)
R347P 0 1(3,1%)
L138ins 0 1(3,1%)
G542X 1(0,9%) 1(3,1%)
3821delT 1(0,9%) 0
R334W 1(0,9%) 0
R117H 1(0,9%) 0
He BbisiBNEHO 40 (35,7%) 3(9,3%)

15,8 (12,21-26,09) Kkr, 4TO CBMAETENLCTBYET O CHU-
XXEHUN OaHHOro nokasartens B nonynaumm 60nbHbIX
KpacHogapckoro kpasi. PyHKUNSI BHELLIHETO AbIXaHuWs
Obina cHkeHa n no FEV1 coctasuna 77,04+22,53%,
Me =81,00 (30,00-124,00)%.

XpoHuyeckas naHkpeaTuyeckass HegocCTaTou-
HOCTb B nonynduun 6GonbHbIX KpacHogapckoro
kpas permcTtpupoBanachk B 90,3% cny4vaeB BO BCeX
BO3pacTHbIx rpynnax (94,6% y pneten ny 68,7%
y B3pocnbix). MekoHManbHbIN uneyc B aHamHese
nmenu 8,9% peten. Lnppos neveHn ¢ noptanb-
HOW runepTeH3nen Habnganca y 2 B3pOCHbIX
GOnbHbIX, rMNoKceMuyeckas ObixaTenbHasi Heno-
CTAaTOYHOCTb OTMevanacb y 16% petent uy 22%
B3poCnbIx NauneHToB. CaxapHbii gnaber, a Takke
KpoBOXapkaHbe (MNKn Nero4Hoe KpoBOTEYEHUE) He
Habnoganuce.

Mukpobuonornyecknii ctatyc geten KpacHogapc-
KOro Kpasi xapakTepusoBarsicsi crieayroLmnmm ocobeH-
HocTamu. B rpynne naumeHToB Ao 18 net GonbHble
C XPOHMYECKOM CTaPUITOKOKKOBOW MHMEKLMEN CO-
ctaBunu 35,7% (20 6onbHbIX), B rpynne ctapwe 18
net — 22,2% (p<0,05). Bo B3pocnom Bo3pacTe y na-
uneHToB Npeobnagana Pseudomonas aeruginosa —
y 66,6% ©6onbHbIX cTapwe 18 net npotue 16,0%
aeten n nogpocTkos (p<0,05). B mokpoTte 3,6% ae-
Ten Obina obHapyxeHa S. maltophilia. Burkholderia
cepacia complex 6bina obHapyxeHa B MokpoTe 2
6onbHbIx cTapwe 18 net (12,5% B3pocnbix 1 2,8%
OT 0o6Luen rpynmnbl 60MNbHbIX).

N3yyeHne cnekTpa M OTHOCUTESNbHBIX 4YacToT
myTauun B reHe CFTR B Bbibopke GonbHbIx MB
KpacHopapckoro kpasi (no 4aHHbIM perMoHanbHoro
ueHTpa MB B KpacHogape) nokasano cnegytowme
pe3ynbTaThl, NpeAcTaBneHHble B Tabnuue 2. O6-
Liee KONMMYEeCTBO BbISIBNEHHbLIX MyTauui 6bino 10,
yTto coctaBuno 70,1% obLel annenbHOM 4YacToThl.
OTO 3HAYMTENbHO OTNMYaEeTCs OT AaHHbiXx 6a3sbl
MIHL, PAMH, roe 6bino BbisiBrieHO 29 mMyTauun,
yTo coctasuno 80,8%. HeupeHTnmumnposaHHbI-
Mu octanucbk 29,9% npotus 19,2% B poccuic-
kon Bbibopke. MyTtauumn F508del, CFTR dele2,3,
3849+10kbC>T, 2184 ins A n G542X BcTpeuva-
nuck vaule n coctasunu 66,5% (5 mytauun). Oc-
TanbHble 5 mytauui R334W, 3821delT, R117H,
L138ins, R347P BcTpeyanucb no ogHoMmy pasy
(0,7%) n coctaBunu 3,5%. Mytauma F508del vawe
peructpupoBanacb y 6onbHbix KpacHogapckoro
Kpas u BcTpeyanacb B 55,6% o0welnn annensHon
4YacToTbl, NMPU4YEM B FOMO3UIOTHOM COCTOSHUU —
B 50%. MyTtauun | knacca 3apermctpupoBaHbl B
9,7% ot obwen annenbHon 4actoTbl. «Msarkue»
MyTaummn Bctpedanuck B 7 (4,9%) cnyyasx.

B romosurotHom coctosHum F508del 6bina o6-
HapyxeHa y 39,3% geten n nogpoctkoB 1y 50,5%
B3pocnbix (Tabn. 3). MyTtauun He yCTaHOBMEHbI Y
35,7% peten n 9,3% B3pocnbix. MyTauumm | knacca ¢
OAMHAaKOBOM YaCTOTOM BCTpeYanuce y 4eTeun 1 B3poc-
nbIX, «MArKMEe» MyTaumm npeobnaganu y B3pOCHbIX
naumeHToB (18,8% npotuB 3,4% y geten). F508del/
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Kyb6aHckn

apyras mMytauus B 3 pasa valle Obina oTMeyeHa B
rpynne ctapwe 18 ner.

AHanua Tepanum 6GONbHbLIX  MYKOBMCLMOO30M
KpacHogapckoro kpasi nokasarn, YTO COBPEMEHHbIE
a(hdheKTUBHbIE MYKONUTUKM B BuAE [OPHa3bl asnb-
dbl nonyvanu 98,3% 6onbHbIX (YpoBeHb Ookasa-
TENbHOCTU AN HasHaveHus npenapata — A). Yaule
npenapat 6bin Ha3HayeH getsam (94,6%), B3pocnble
nonyyanu npenapar Tonbko B 77,7% cnyyaes. B 10
e BpeMsl rMnepTOHNYECKNIA pacTBOP HaTpUs XIopu-
Oa 6onbHbIM He Ha3Havancd (ypoBeHb AokasaTenb-
HocTu B). B3pocnble yalle nonyvanu MHransiLmoH-
Hble aHTMBuoTukM (66,6% npotme 32,1% y agetewn)
B cBA3M ¢ HGonee BbICOKOM YacToTom P. aeruginosa
(ypoBeHb pokasaTenbHocTu A). BHyTpuBEHHO aH-
TMbakTepmanbHyto Tepanuio nonydanm 85,2% Bcex
BonbHbIX, MpU 3TOM B3pochble — B 77,7% cryyaes, a
netn — B 80,3%. lNpoTuBoBOCNanuTensHasa Tepanums
Ha3Havanacb 4eTsiM U B3pOCHbIM C OANHAKOBOW Yac-
ToTom (51,7—55,5%). lNMpenapatbl ypcogesokcuxorne-
BOW KMCNOTbI Yalle nonyyanu getm — 94,6% npoTtuns
77,7% B3pocnbix. XXupopacTBOpUMbIE BUTaMMUHBbI
Yyawle HasHavanucb getam (82,1% npotus 77,7% BO
B3pocrion rpynne). Bce nauneHTbl UCNonb3oBanu Kn-
He3uTepanuio.

O6cyxaeHue

PesynbTatbl aHanusa peructpa nokasanu, 4To
Aons B3pocrnbIx B nonynsuyum 6onebHeix MB cocTas-
naet 22,2%, 4to Huxe, YeM B MOCKOBCKOM permoHe —
30,6% wn pernctpax Esponbl u CLUA, roe B3pocrblie
npeobnagatwT Hag geteMu. Kpome TOro, perncrpel
cogepxart cBegeHusa o B3pocnblx ctapiie 60 net [3].

CpegHun BospacT GonbHbix (11,023+7,8 roga)
TaKke oTnmMyancs oT AaHHbIX MOCKOBCKOrO peruc-
Tpa 2010 r. (12,1+9,6 roga, meguMaHa Bo3pacTta —
7,74 (0,42-29,55) roga). Y 2,7%, 6onbHbIX AnarHos
Obin nocTtaBneH Bo B3pocnom BospacTe (14,4% ot
B3pOCIbIX), YTO COrMacyeTcsi C AaHHbIMU perncrpa
MockoBckoro pervoHa 3a 2010 r. (3,8% ot obuiero
yncna 6onbHbIX U 12,4% OT yncna B3poCrbIX).

[MonyyeHHble Hu3kne nokasatenu WMT koppe-
NVpYOT C nokasaTensMu psga cTpaH. Beigensior-
cs cpeaHuMn Hu3kumMu nokasatenamu UMT Jlateusa
(MegunaHa Z-kputepus cpeau getent ot 2 go 17net
paBHa -2,1, a megnaHa MT y nauuneHToB cTapLue 18
net coctasuna 16,3 kr/m?) [9]. 3 npnanackoro pe-
rMcTpa MOXHO Y3HaTb, YTO AeTU BO3PacCTHbIX Nepuo-
aos oT 2 o 5, o1 5 go 10 n ot 10 go 15 net nmetot
NMT 16,4, 16,0 n 17,9 Kr/mM?> COOTBETCTBEHHO, B TO
Bpems kak UMT Bcex BO3pacTHbIX KaTeropui B3poc-
nbix naumeHToB coctaensaeT > 20 kr/m? [10].

B EBponenckom peructpe yaoensieTcs BHUMA-
HME XPOHUYECKOMY WHPUUMPOBAHUIO AblXaTerlb-
Hblx nyTten Staphylococcus aureus, Pseudomonas
aeruginosa, Burkholderia cepacia complex. Tak,
Staphylococcus aureus Bbigensietca 6onee 4em
y 50% 6GonbHbix B Mongose, CrioseHun, Cepbun,

Wsenuapun, P. aeruginosa onpepensetca 6onee
yem y 50% ©BonbHbIX B Cepbumn u Npeumnun, yacTtota
B. cepacia HaMHOro Hmwxe (MakcumMarnbHas 4acTtoTa
B Cepbun — 11,7%), kak St. maltophilia (makcnmym
B Weenuapun — 16,7%) [11-13]. C Bo3pacTom na-
LUMeHTOB cHuxaeTcs gons Staphylococcus aureus
n BospactaeT Pseudomonas aeruginosa. B 2011 r.
6onbHbIX ¢ Burkholderia cepacia complex B perunct-
pe Kpasi He 3aperMcTpmpoBaHo, Ho B 2013 r. JaHHbIN
BO30yauTenb Gbin BblgeneH y 60MnbHbIX pernoHa, no-
Ny4yaBLUNX NEYEeHVEe B LEHTpasbHbIX Ne4yebHbIX y4-
pexneHusax cTpaHbl.

B uccneposaHun . B. PykaBuukuna, 2007 [4]
BrnepBblebbinycTaHoBneHcnekTpmytaumnreHaCFTR
y 6onbHbIXx MB 13 KpacHogapckoro kpasi 1 onucaHbl
ero ocobeHHocTu. Mo pesynbTatam uccregoBaHUs
OHK 6onbHbix MB (2007) 66110 ngeHTMULMPOBAHO
16 myTaumin: F508del — 39,8%, CFTRdele2,3(21kb) —
5,1%, 3849+10kbC—T - 4,5%, 2183AA—G — 3,4%,
2184insA — 1,7%, N1303K — 1,7%, L138ins — 1,1%,
2143delT — 1,1% n W1282X — 1,1%; yactoTta myTa-
umn G85E, R117H, R117C, E92K, R347P, G542X
n 4006-19del3 6bina meHee 1,0%. CnekTp myTaummn
reHa CFTR y 6onbHbix MB 13 KpacHogapckoro kpas
MMeeT CBOM 0CODEHHOCTU N OTNIMYAETCH OT TakOBOro
B Apyrux permoHax Poccuun. BbisiBneHHble 16 myTa-
unn coctaBunn 63,7% BCEX MyTaHTHbLIX annenen.
B Halwem nccrnegoBaHum myTaumin G110 BblAENeHO
10, HO oHM cocTtaBunu 70,1% obuwiern annenbHoOu
YyacTtoTbl. [laHHble pasnuunsi, BO3MOXHO, CBSi3aHbl
C TeM, 4TO MyTaumn BbinNu onpeaeneHsl C NOMOLLbIO
pacwmpeHHon naHenu B 2007 r., KOoraa BbINOSHSA-
nock Hay4yHoe uccnenosaHue [4, 5].

Kak n B OOMbLIMHCTBE POCCUNCKUX MOMNYMSsiLMWA,
Hanbonee vyacTon MyTauuMen B kpae npodorkaeT
octaBaTbca MyTaumsa F508del, koTopas BbisiBNneHa B
39,8% wuccnegoBaHHbLIX XPOMOCOM B MCCeaoBaHNn
2007 r. [4]. Mo paHHbIM perncTpa, B 2011 r. MmyTauus
F508del BcTpevanach yalle n coctaBuna 55,60%.

Mpn atom myTtauma F508del Obina BbisiBneHa y
39,3% peTelt B roMO3UrOTHOM COCTOSIHUM U Yy 50%
B3pocnbix (Tabn. 3). Mpu atom yacTtoTa MyTaumu
F508del B MockoBckom pernoHe (2010) coctaBuna
52,96% [3]. OTmeuveHa focToBepHO bonbluasi BCTpe-
YaeMOCTb «MSITKMX» FreHOTUMNOB y B3pocrbix MockoB-
ckoro pernoHa — 21,4% no cpaBHEHUIO C AeTbMU, Y
KoTopbix oHa coctaBuna 3,1% (p < 0,001). B peructpe
KpacHogapckoro kpasi y B3pOCrbIX YacToTa « MATKMX»
MyTaumi 6bina Takke Bbiwe — 18,8%, yem y peten —
3,4%, 4TO COOTBETCTBOBANO YacTOTE B MOCKOBCKOW
nonynsaumn 6onbHbIx (2010).

MyTaumun He ycTaHoBneHbl y 29,9% 0onbHbIX pe-
rMCTpa, Yalle y AeTen, YTO 3Ha4YMTENbHO OTNNYaeTCs
OT AaHHbIx 6a3bl MTHL PAMH, roe 6bin1o BbisIBNEHO
29 myTtaumi, 4yto coctaBuno 80,8%. NMpu aTom Heu-
AeHTndunumpoBaHHbiMM octanmcb 19,2% .

Yactota OOMbHbIX, perynsapHo npuvHMMaB-
WKMX TaKMe >XM3HEHHO BaXkHble npenaparbl, Kak



MYKONUTUKN, pepMeHTbl, B KpacHogapckom u Moc-
KOBCKOM pervoHax pasnuyanacb B CTOPOHY npeob-
napaxus cpegm 6onbHbIX . MockBbl 1 obnacTtu. M13
EBponenckoro permctpa MOXHO y3HaTb, YTO pery-
NAPHO MHranupyrT gopHason anbgon 81,2% B Ja-
HUK 1 Tonbko 18,5% nauneHTos B LLiBeuun. To ecTb
rnokasatenb perMoHa cornacyetcs ¢ npuBeAeHHbI-
MU gaHHbIMU. OQHAKO HUXE nokasaTenu B3pOChbIX
B Mockosckom pernoHe — 95,4%. MakcumanbHas
Aons OO0MnbHbIX, MHranuMpylLwux rmnepToHNYEeCK1N
pacTBOp HaTpus Xxfopuaa, 3apeructpupoBaHa B
CnoseHuun (72,7%), a MyuHumanbHas — B JlateBuu
(3,4%). BBepeHne paHHOro pacrtBopa B Tepanuio
OOMbHbIX ABNAETCA NEPCNEKTUBHBIM BBUAY JOCTYN-
HOCTW pacTBopa, 9KOHOMUYECKON LienecoobpasHoc-
T N BbICOKOIO YPOBHS AoKa3aTeNnbHOCTM 3 DEKTMB-
HocTu npu MB. BHYTpUBEHHO aHTUOaKTepuarnbHyo
Tepanuio nony4vanu B3pocnble — B 77,7% cny4aes,
a npetm — B 85,2% Bcex BonbHbIX, YTO SABHO HeAo-
CTaTO4YHO, YYNUTbIBAS POCT XPOHUYECKON NHPEKLMN,
Bbl3BaHHON P. Aeruginosa, u HM3KOro nokasarte-
NS cpedHero Bo3pacTa MauMeHTOoB, a Takke oMU
B3POCIIbIX B PETMOHE.

Takum obpasom, cosgaHune peructpa KpacHo-
Japckoro kpasi naumeHtoB ¢ MB un yyactue B npo-
rpamme EBponenckoro perncrtpa UMEKT BaxHOe
3HayeHMe [And COBEPLUEHCTBOBAHWSA OKa3aHWud
MeaMKO-CoUManbHOM MOMOLWM AaHHOMY KOHTWH-
reHTy 6onbHbIX. BonbHble MB KpacHogapckoro
Kpasi umetoT pag KNUMHUKO-TEHETUYECKUX U MUKPO-
Guonoruyeckmx ocobeHHocTel. BapocneHne 6orb-
Hoix MB conpoBoxgaeTcsa CMeHOn MUKpodnopbl
AbixaTenbHbIX NyTen Ha Bonee arpeccuBHYylo, Ha-
pacTaHMeM 4acToTbl OCIIOXHEHWUW, CHUKEHUEM
NPOAOCIMKNTENBHOCTUN XN3HWU. AHANU3 AaHHbIX Npea-
nonaraet ycureHne paboTbl N0 OKa3aHWO MOMOLLM
B3pOC/bIM GONbHBEIM U NPEEMCTBEHHOCTU MeXay
negmaTtpuyeckor un TepaneBTudeckumun cnyxba-
MK, CMOXeT CnocobCTBOBaTb paLMOHanbHOW Op-
raHusaumMm nomown ©OOnbHbIM, MMaHMPOBaHMUIO
OlogKkeTa M COBEPLUEHCTBOBAHMIO JIbIOTHOIO Ie-
KapCTBEHHOro obecnevyeHns NauMeHTOB C JOPOro-
CTOSLLMMU NpenapaTamu.
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