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KITMHWNYECKAA MEAVUMHA

KITNHWKO-3NMMAEMWOJI0' MYECKME OCOBEHHOCTU
MYKOBUCLUWNAOO3AY AETEN B YCNOBUAX BHEAPEHWA
EFrO HEOHATAJ/IbHOIO CKPUHWHI'A HA TIPUMEPE
XAHTbI-MAHCUNCKOIro ABTOHOMHOTIO

OKPYTA - HOI'Pbl SATIEPNOA 2012-2018 IT.

M. 10. loHHMKOB, H. A. CaLyk, B. B. Mewiepskos

Lienb - ycTaHOBUTb 3aNNAEMMNOIOrNYeckme 0CO6eHHOCTM MYKOBUCLMAO3A Y AeTeil 1 ero KIMHWYeCcKuidi natomop-
(h0o3 B yCNOBUAX paHHEW AMarHOCTMKN 3aboneBaHMs Ha OCHOBE BHeAPEHWS HeoHaTa/lbHOro CKPUHMHIA 3a Nepuog c
2012 no 2018 roa Ha NnpuMepe XaHTbl-MaHCUInCKOro aBTOHOMHOrO okpyra - KOorpel. MaTepuan n metoabl. NpoBefeHo
CMNOLWHOEe KOTOPTHOE PETPOCNEKTUBHOE CPaBHUTENBLHOE UCCNELOBaHME KNMHNKO-1abopaToOpHbIX N MYHKLMOHANbHbIX
nokasatenei perucrpa getei, 60/bHbIX MyKOBUCLLE[030M, KOTOPbIM MPOBOAWIICA UM He NPOBOAW/CA HEOHAaTa/lbHbIi
ckpuHuHr B XMAO - tOrpe 3a nepuog 2012-2018 rr. Pe3ynbTaTbl. CpegHEMHOroneTHUe nokasarenum coctaBunun: 3abo-
nesaemMocTb - 0,18; pacnpoctpaHeHHOCTb - 3,00; cmepTHOCTL - 0,009 Ha 100 000 HaceneHus; YacToTa POXAeHWs aeTei
C MyKOBMCLMAO30M - OfUH ciy4dail Ha 9 025 HOBOPOXAEHHbIX. MNpn BHEAPEHUN HEOHATa/IbHOrO CKPUHMHIA MYKOBMIC-
unao3a OTMeYasIUCb paHHAS AMarHOCTUKa 3ab60neBaHns yXke Ha NepBOM rofy Xu3Hu, 6onee 6naronpuaTHoe TeveHue
MYKOBMCLIMA03a MO NokasaTensaM HyTPUTUBHOIO cTatyca U PYHKLMOHANLHOIO COCTOAHNA NErKNX W1, KaK CneicTBue, CHU-
YXeHNe NPOJIOHTMPOBAHHBIX KYPCOB aHTUOaKTepmnanbHbIX NpenapaTos, 6POHXOIUTUKOB N UHTaNALLUOHHbLIX CTEPOUOB.

KntoueBble c/i0Ba: MyKOBUCLMA03, eTW, HEOHATaNbHbIV CKPUHWHT, KIWHWKA, [MarHOCTUKa, NeveHune.

LLndp cneunansHocTn: 14.01.08 - Meguatpus.

ABTOpbI CTaTbW 3aABNAIOT 06 OTCYTCTBUM KOHM/IMKTA NHTEPECOB.

BBEAEHWE

MykoBucumaos (MB) - camoe yactoe reHHoe 3a60-
fleBaHue, xapakTepusyloLeecq CUCTEMHbIMU NOPaXeH!-
SIMW C BOB/EYEHMEM B NATONOrMYECKNii NpoLecc 3K3o-
KPUHOBBLIX XXene3 [1]. JleueHne MB aBnseTcs 3aTpaTtHbIM
W npegnosaraeT NOXW3HEHHOE NPUMEHEHUE MaHKpea-
TNYEeCKNX PepmMeHTOB, 3P(HEKTUBHbLIX MYKONUTUKOB (B

nepBylo ovepeb - AOPHa3bl anbda), perynapHbIX Kyp-
COB aHTMbaKTepranbHOW Tepanun, XXNpopacTBOPUMbIX
BUTaMWHOB, renaTtonpoTeKTOPOB, XONePeTUKOB, KNHe-
3uTepannn N pyrux cpefcTts u metogos [1]. PaHHssA
AmnarHocTuka 3aboneBaHUsA Ha OCHOBE HeOHaTa/lbHOro
CKpuHuHra (HC) no3BonsieT cBOEBPeMEHHO HayaTb ba-

CLINICALAND EPIDEMIOLOGICAL FEATURES OF CYSTIC
FIBROSIS IN CHILDREN DURING NEWBORN SCREENING:
THE EXAMPLE OF THE KHANTY-MANSIAUTONOMOUS

OKRUG - UGRAIN 2012-2018

M. Yu. Donnikov, N. A. Satsuk, V.V. Meshcheryakov

The aim of the study is to establish the epidemiological features of cystic fibrosis (CF) in children and its
clinical pathomorphism in conditions of early disease diagnosis following the newborn screening over a period
of 2012-2018 in the Khanty-Mansi Autonomous Okrug - Ugra (KhMAO). Material and methods. A retrospective
cohort comparative analysis of CF patients within the regional register of the KhMAO in 2012-2018 is carried out.
The comparative study of clinical, laboratory and functional parameters of patients with and without newborn
screening is made. Results. The long-term average annual incidence rate is 0.18, the prevalence rate is 3.00, the
mortality rate is 0.009 per 100 000 population, the birth rate of children with CF is one per 9 025 newborns. After
the newborn screening, an earlier diagnosis of CF during the first year of life and a more favorable clinical course of
CF in terms of nutritional status and functional state of the lungs are noted, which required less prolonged courses
of antibiotics, bronchodilators and inhaled steroids.

Keywords: cystic fibrosis, children, newborn screening, clinic, diagnostics, treatment.
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KITMHWNYECKAA MEAVUVMHA

3MCHYIO Tepanuio, YTo MOJIOXKUTENIbHO BAUSAET Ha PU3N-
yeckoe pas3BuTME NauneHTOB, UX KOTHUTUBHbIE (DYHK-
LMK, COCTOAAHME OPraHoB AblXaHUA W APYrux opraHoB
n cucteM opraHusma [2-5]. B XaHTbl-MaHcuiickom aB-
TOHOMHOM okpyre - HOrpe (XMAO) HC MB npoBoguTca
¢ 01.06.2006, a ¢ 2012 roga BeAeTCcs PErMOHaNbHbLIA pe-
rmcTp nauneHToB B hopmaTte EBponeickoro perncrpa,
YTO MO3BOJIAET OCYLECTBAATE MOHUTOPUHT 3NUAEMUNO-
NOTUYECKUX W KINHMUYEeCKnX ocobeHHOcTen 3abonesa-
HMA 1 ONTUMU3NPOBATbL NIAaHUPOBaHWE PECYPCOB 3Apa-
BOOXPaHeHNsA AN OKasaHWs MeAULMHCKON MOMOLLN
3TOMY KOHTUHIEHTY 60/bHbIX [6].

Lenb UTb 3aNNAEMUNONIOTUYECKNE OCOBEH-
HOCTM MYKOBMCLMA03a Yy AeTeil 1 ero KINHUYecKuii nato-
MOP®)O3 B yCNOBMAX PaHHEW ANArHOCTUKK 3aboneBaHns
Ha OCHOBe BHe[pEeHUA ero HeoHaTa/IbHOrO CKPUHUHrA 3a
nepuog c 2012 no 2018 rog Ha npumepe XMAO.

MATEPUAN NWMETOAbI

Ha nepsom aTtane npoBefeHO CNIOWHOe KOropTHoe
peTpocnekTMBHOE uccnegoBaHne anuaeMunonorvye-
CKnx rnokasarteneii MB Ha Tepputopumn XMAO 3a nepuog
BefleHMA perucTtpa 3abonesaHus (2012-2018 rr.). Kpu-
TepneM BK/HOYEHMA CTann BCe cny4vaun YCTaHOBJIEHHOTO
anarHosa MB B 2012-2018 rr., Boweawmne B permoHasb-
Hblli peructp. OueHnBanuCb AUHaMMKa 3a60/1eBaeMOCTH,
pacnpocTpaHeHHOCTU, CMEePTHOCTU, CPeJHEMHOroNeT-
HUe YPOBHMW 3TUX MokasaTenei n ux Npupoct (ybbinb),
[VHaMuKa reHaepHO-BO3PaCTHOM CTPYKTYPbI, CpefHero
BO3pacTa NnauneHToB W1 CpefiHero Bo3pacra NocTaHOBKN
avarHosa c 2012 no 2018 r.

Ha BTOpOM 3Tane NpoBefEHO CNAOLWHOE KOropT-
HOe peTpOCMNeKTUBHOE CPaBHUTENbHOE NcCnejoBaHue
KNMHNKO-1abopaTtopHbIX U PYHKLUMOHANbHbBIX napame-
TPOB ABYX rpynn HabnwoaeHus - getein ¢ MB 6e3 HC (1-9
rpynna) u getein ¢ MB ¢ HC (2-a rpynna). B cBA3u c oue-
BUAHLIM B/IVSSHUEM LNINTENIbHOCTU 3a60NeBaHNsA Ha ero
TeyeHune v nposBegeHnem HC, rpynnbl cpaBHEHUA CTaH-
JapTn3npoBsanu rno BO3pacTy C y4eTOM: Hayana npose-
AeHuns cKpuHuHra - ¢ 01.06.2006; Havana BefeHUA pe-
ructpa - 2012 r,; nocnefHux AaHHbIx peructpa - 2018 r.
MuHuManbHbIA BO3pacT onpegeneH no 1- rpynne
60nbHbLIX MB 6€3 HC, poXXAeHHbIX B MEPBOI NOJIOBUHE
2006 roga, Bo3pacTt KoTopbix B 2012 rogy coctaBuia 6
net. MakcumanbHbIA BO3pacT onpegeneH BO 2-i rpyn-
ne 60nbHbIX MB ¢ HC, poXAeHHbIX BO BTOPO MONO-
BuHe 2006 r., Bo3pacTt KoTtopbix B 2018 r. coctaBun 12
net. Vicxofa n3 aToro npuHuMna B 1-10 rpynny BOLIAN
11 nauymeHTOB 6-12 net (garel poxgeHusa: 01.01.2000 -
31.05.2006) mn3 peructpa 2012 r.; Bo 2-t0 rpynna - 16
[eTell Toro e Bo3pacTa (Aatbl poxxaeHus: 01.06.2006 -
31.12.2012) u3 peructpa 2018 r. AHanM3npoBanncCb
KNMHUYecKne, nabopaTopHblie U PYHKLUOHAIbHbIE NO-
Ka3atenn 60/bHbIX, MONYYEHHbIE MYyTEM BbIKOMUPOBKU
JaHHbIX U3 pernctpoB 2012 n 2018 rr. u uctopuii 60-
Nle3Hn nauueHToB.

B cBA3M C HECOOTBETCTBMEM OGOJbLIMHCTBA YMUCIIO-
BbIX COBOKYMHOCTEW NPUHLUNY HOPManbHOCTM UX pac-
npegeneHus, B pabote NPUMEHANNCb HermapameTpu-
yeckme MeToAbl MeAMKO-6MON0rMYecKol CTaTUCTUKMK:
XapakTepucTnka BapuauMoHHOro psafa npegcrasnsanach
Kak Me(Q1-Q3), rae Me - megmnaHa, QL n Q3 - HVKHWIA
1 BEPXHWUIA (MepBbIli U TPETNiA) KBApPTUAK; cTaTUCTMYECKas
3HAYMMOCTb Pa3NnMumnii NoKasatenein, BbIpaXXeHHbIX f0Nei
OT Lesfioro, B rpynnax nccregosanacb MeTo4oM YrioBoro
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npeo6bpasoBaHnsa dullepa; ctatucTuyeckas 3Ha4MMocCTb
pasnnMunini cpefHUX BEANYMH onpejensanacb MeTo4oOM
MaHHa - YWUTHU; CBA3N MeXAY KONMYeCTBEHHbIMW MOKas3a-
Tensamu yctaHaBAuBany MeTo40M PaHroBol Koppenauuu
CnupmeHa [7]. KpuTuyeckunii ypoBeHb CTaTUCTUYECKOM
3Ha4YMMocCTu npuHmnmanca npu p = 0,05.

MposegeHne ncenefosaHns 6bl10 0L406PEHO KOMU-
TeToM Mo 3Tnke BY BO «CypryTckuin rocyfapCTBeHHbIN
YHUBEPCUTET.

MpepncTtaBneHbl pesynbTartbl HayYHO-UCC/efoBaTe lb-
CKOW paboTbl, NPOBEAEHHOI COrnacHoO rocyaapcTBeH-
HOMY 3aflaHnio «[eHeTMYecKue acnekTbl NPeaNKTUBHOWM,
NPeBEHTUBHOW M MEepPCOHU(PULNPOBAHHON MefULUHbI
HacnefCTBEHHbIX Y BO3pacT-acCoLMNPOBaHHbIX 3ab0/e-
BaHWIi y yenoBeka Ha CeBepe» 1 HTABJIMOKP «OnTnmm-
3aumns GMarHoOCTMKKN 1 nevyeHns 3abonesBaHnin opraHoB
OblXaHuA y geTeli Ha ocHOBe pa3paboTKy WHHOBALMOH-
HbIX leYebHO-ANarHOCTMUYECKUX TEXHONOMNA» (roc. peru-
cTpaunm Ne01201172805, pykoBoauTe b - 4. M. H., NpO-
(heccop B. B. MeLyepskos).

PE3YNBbTATbI N X OBCY>XXAEHUE

AHanus peructpa MB (Tabn. 1) nokasan yBennyeHue
abcontoTHoro ymcna naymeHtos B XMAO ¢ 2012 no 2018 r.
Ha 35,7 %, rnaBHbIM 06pa3oM 3a CHeT KOropThl AeTeil [0
14 net (43,3 %), B MEHbLUE CTENEHUN - 3a CYET BOJbHbIX
cTapwe 14 net (16,7 %). MNpn 3TOM cpeaHNn Bo3pacT 60/b-
HbIX BO3pOC B 1,46 pa3a Takxe 3a c4eT KOropTbl geTeli o
14 net (B 21 pasa), B OTIMUMeE OT NaLNEHTOB-NOLPOCTKOB
n B3pocnbIX (B 1,23 pa3a), UTO 0OKa3anocb CTaTUCTUYECKN
3HauuMbIM (p <0,05) BO BCex BO3PACTHbIX rpynnax.

YcTaHOBNEHHbIE 3aKOHOMEPHOCTM MOXHO CBA3aTb
C YBENMYEHMEM Yuc/a MaLueHToB B NEPBYHO o4vyepefb
B KoropTe geteli 0-14 net, NOCKO/bKY 3a UCCNefyeMbIi
nepuos ¢ MOMeHTa BHeapeHuna maccosoro HC MB, no-
3BOJ/INBLUETO MOBbLICUTL KAYECTBO pPaHHeW AMarHoCTUKU
M YPOBEHb BbISIBNAEMOCTN 3a60/1eBaHNs, MaKCMMabHbIN
BO3pacT 60nbHbIX B 2018 1. coctaBun 12 net. B 1O Xe Bpe-
MSi CTAaTUCTUYECKN 3HAYMMOI AMHAMWKM B BO3PACTHOW
CTPYKTYpe MauveHTOB 3a ucciefyemblii Nnepuog He ycTa-
HoBneHo (p >0,05) - getn go 14 net ctabunbHO cocTaBs-
nm 6onee 2/3 60nbHBLIX MB.

feHoepHaa cTpykTtypa 3a 2012-2018 rr. nayneHToB
B LleNIoM 1 cpeau geteid 0-14 neT xapaktepu3oBanacb OT-
CYTCTBMEM CTATUCTUYECKUN 3HAUMMOW fnuHamuKku (p >0,05)
N He3HauyuTeNbHbIM npeobnagaHnem 60/bHbIX XXEHCKO-
ro nosa. B 1o e BpemMsa B KOropTe navuveHTOB-No4pPOCT-
KOB M B3pOC/bIX Habnoganack CTaTUCTUYECKU 3HaYMMas
AVHaMuKa reHAepHOM CTPYKTypbl nauneHToB (p < 0,05):
B 2012 r. B CTPYKType 60/bHbIX Npeobnagann OHOLWMN,
B 2018 r. - geByLIKN.

B Tabnmue 2 npeactaBneHbl OCHOBHbIE 3NMAEMUONO-
rmyeckue nokasarenn MB B XMAO 3a 7-neTHuiA nepuoj
€ 2012 no 2018 r. YcTaHOB/MIEHHAA CPeAHEMHOrO/IETHAA
yactoTa poxaeHus getein ¢ MB (oguH cnydaii Ha 9 025
HOBOPOXXAEHHbIX) COOTBETCTBYET TaKOBOW B POCCUICKOWA
depepauun [5)]. 3a nccnegyemblii ceMUNETHU Nepunog
6bln 3aperncTpupoBaH OAWH NeTanbHbIA ncxod ot MB
B 2012 r.y naumeHTa ctapwe 14 net, B KoropTe getei 0-14
net ¢ MB cMepTHOCTb He 3apernctpmpoBaHa.

AHanus peructpos MB wectn cy6bekToB Ypalb-
CKOro thepepanbHoro okpyra (Yp®O) (Cesepanosckas,
UenabuHckas, TromeHckasn, KypraHckaa o6nactu, XMAO
n AHAO) noka3san HanbonbLy pacnpoCTPaHEHHOCTb
MB B XMAO, 4TO, BEpOATHO, CBA3aHO C Hanbonee Bbl-
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Tabnuua 1

Bo3pacTHasa v reHaepHas xapaktepuctnka 60nbHbIX MykoBucumaosom B XMAO 3a 2012-2018 rr.

[Moka3zaTtenu

Yumcno nauyuneH-
TOB ¢ MB

Bospact

Me(Q1-Q3)

M/X (abc)

M/ (%)

Yucno nauneH-
T0B C MB

% oT obLero
yucna c MB

Bospact

Me(Q1-Q3)

M/X (abc)

M/ (%)

AbC

% ot obLero
yucna c MB

Bospact

Me(Q1-Q3)

M/X (abc)

M/ (%)

MpumeyaHme: * - meTog MaHHa - YUTHU; ** - MeTof yrnoBoro npeobpasoBaHus duilepa.

COKMM YPOBHEM pOXAaemMocTu cpean cybbvektoB Yp®O
N pe3ynbTaTOM «HaKOMJAeHUa» naymeHToB B BO3pacTte
0-14 net 3a nepunopg BefeHus perncrpos 2012-2018 rr.
OcHoBaHMEM ABNAKOTCA YCTAHOB/IEHHbIE METOAOM paH-
roBOM KOppenauun MnosioXUTesNibHble CUMbHbIE CBA3MN:

2012

42

63
(3,1-
15,1)

22/20

52,4/
47,6

30

714
3,78
(2,16-
7,66)
13/17

43,3/
56,7

12

28,6

191
(16,5-
21,7)

9/3

75,0/
25,0

MayneHTbl cTapwe 14 net

2013 2014
42 39
8,4 77

@,1- (4,9-
17,0) 16,8)
21/21  19/20
500/ 48,7/
50,0 51,3
29 27
69,0 69,2
4,20 4,88
(255-  (344-
7,88) 8,12)
13/16  13/14
448/ 481/
55,2 51,9
13 12
31,0 30,8
20,9 21,1
(176-  (18,0-
22,7) 23,1)
8/5 6/6
615/ 50,0/
385 50,0

fogbl
2015 2016

Bce nauueHTbl

49 54
7,80 8,00
4,5- 4,9-
140)  1500)

24/25  26/28
490/ 481/
51,0 51,9

0-14 net (getn)

37 37
75,5 68,5
5,50 6,70

(388-  (355-
8,50) 8,77)
18/19  17/20

486/ 459/
51,4 54,1

12 17
245 315
22,1 221

(190-  (16,9-
24,1) 24,9)
6/6 /8
500/ 47,1/
50,0 52,9

57

87
(5.4-
16,0)

27/30

4741
52,6

39

68,4
7,50
(3,65-
9,11)
18/21

46,1/
53,9

18

316

23,2

(18,2-

26,5)
9/9

50,0/
50,0

npupocTt
%

57 357

9,2
(5,2- 46,0
16,0)

26/31 18,2/55,0
456/
54,4 )
43 433
75,4 -
8,00
(3,31- 1116
9,80)

20/23 53,8/35,3
46,5/

53,5

14 167
24,6 -
235

(19,5- 314
27,5)
-33,3/

6/8 166,7

42,9/
57,1 )

p
2012-
2018
0,02*
>0,05%*
>0,05%*
28

0,01* o

-

o

N

N

- S3

<

%

>0,05%* r

I

S

=)

s

L

()

>

>

—

- o

3

X

>0,05%* s

5

()

[a]

0,02

<0,05**

MeXay poXAaemocCTblo B pervoHax Yp®O u pacnpo-
cTpaHeHHOCTb0 MB (r = 0,80); pacnpoCTpaHeHHOCTbIO
MB u ygenbHbIM BecoM feTeli B CTPYKType Hacene-
HuA (r =0,70), YTO OKa3anocCb CTaTUCTUYECKN 3HAUYUMO
(p <0,05) B 060UX CNyyasiX.
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anungemuonorna mykosucumaosa B XMAO 3a 2012-2018 rr.

Noka3sartenu

2012 2013 2014
Yumcno nauveHTtos ¢ MB 42 42 39
Yuncno BHOBb BbISAB/IEHHbIX 5 2 0
cnyyaeB
Yucno ymepumx 10 0,0 0,0
UuncneHHOCTb HaceneHuns 1573 1501 1605
(TbIC. Yen.)
Yuncno HOBOPOXKAEHHbBIX 278 278 277
(TbIC. Yen.)
PacnpocTpaHeHHOCTb Ha
100 000 HaceneHus 267 2,64 243
3ab0/1eBaeMoCTb Ha 032 013 000
100 000 ' ' '
YacTota (1 cny4yaih MB Ha 5 560 13900 0,00
KO/INYEeCTBO HOBOPOXAEHHbIX)
CmepTHOCTL Ha 100 000 0064 0,000 0,000

HaceneHuna

AHann3 faHHbIX perucTpa nokasan yBenn4yeHwue
yaenbHoro seca naumeHTos ¢ HC ¢ 381 % B 2012 1. fo 61,4 %
B 2018 (p <0,05). Mo gaHHbIM 2018 r., cpefHNii BO3pacT
NOCTaHOBKM AnarHo3a nauueHTam 6e3 HC 6bi1 cTaTnucTn-
YeckM 3HauMmMo 60MblNM, YeM Yy 60/bHbIX ¢ HC (Tabn. 3).

Tabnuua 2
fogbl CpepgHe- 5
MHOTONeTHNA
2015 2016 2017 2018 rnokasarte/b
49 54 57 57 48,6
4 3 3 3 29
0,0 0,0 0,0 0,0 0,14
1619 1636 1651 1662 1620
26,9 25,6 233 232 26,0
3,03 3,30 3,45 343 3,00
0,25 0,18 0,18 0,18 0,18
6725 8533 7767 7733 9025
0,000 0,000 0,000 0,000 0,009

Mpwn sTOM cpefHWiA BO3pacT 60/bHbIX B KOrOpTe nauuneH-
ToB B 2018 r. 6€3 HC Tak)Ke 3aKOHOMepPHO 6bl1 60/bLUNM,
yem ¢ HC. MNpwn BHegpeHun HC MB auarHo3 3abonesaHus
B a6COMOTHOM 6O/NBLLUMHCTBE CllyYaeB YCTAHOB/EH Ha 1-M
rofy XXu3Hu.

CpaBHUTe/IbHAsi BO3PacTHasi OLLeHKa NalMeHTOB C MyKOBUCLMA030M 13 peructpa 2018 r.

lNoka3atenn

Bo3pacTt noctaHOBKM AnarHosa

Me(Q1-Q3)

CpegHuii BO3pacT nayueHToB ¢ MB,

Me(Q1-Q3)

[uarHos yctaHoBneH fo 1roga, abe/%
[uarHos yctaHoBneH oT 11 o 3 net, abc/%
[narHos yctaHoBneH ot 3 o 7 net, abc/%
[wnarHos yctaHoBneH oT 7 fo 14 net, abc/%

[unarHos yctaHOBMeH B BO3pacTe ctaplle 14 net, abc/%

Ta6bnuua 3
MauneHTsbl MauneHTsbl
6e3 CKpUHWHra CO CKPUHUHTOM
(1-a rpynna) (2-a rpynna) p
(n=22) (n=35)
5,90 (0,79-7,56) 0,28 (0,14-1,25) 0,001*
17 (13-26) 6 (3-8) 0,01*
6/27,3 25/71,4 <0,01**
3/13,6 6/17,2 <0,01**
5/22,7 2/5,70 <0,01**
6/27,3 2/5,70 <0,01**
2/9,10 0/0,00 <0,01**

MpumeyaHme: * - meTog MaHHa -YUTHU; ** - MeToA yrnoBOro npeobpasoBaHmst duepa.

CpaBHUTENbHbIA aHann3 KIMHUYECKUx un nabopa-
TOPHbIX OCOGEHHOCTEN TeueHna 3aboneBaHns B rpynnax
60/bHbIX NpeacTaBneH B 1abnuue 4. OTCyTCTBUE CTATU-
CTUYECKN 3HAYMMbIX pas3nnuuii naymeHToB (p > 0,05) no
BO3pacTy, reH4epPHON CTPyKType, pe3ynbTaTaM reHHOWn
ONarHoCTUKN, YPOBHIO X/I0PUA0B NoTa CBUAETeNbCTBOBA-

J10 0 COMOCTaBMMOCTW TPYMM MO OCHOBHbLIM MapameTpam,
KOTOpble HanpPAMY WM ONOCPEeLOBAHHO MOTYT B/INATb
Ha 0COGEHHOCTWN TeyeHUA 3aboneBaHUA. VI3BECTHO, YTO
Ha TAXECTb N KNMHNYeCcKne ocobeHHOCTN TeyeHus MB
BANSAET TUN MyTauuu. Hanbonee Taxesnoe teyeHune 3abo-
neBaHuAa onpegenser Hanmume mytauum F508del B romo-
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3UTOTHOM MOMIOXEHUN UKW B KOMMAayHAe C APYTUMU My-
Taumsamm [1]. Kak BugHoO 13 tabnuubl 4, B CpaBHUBAEMbIX
rpynnax oTcyTCTBOBa/IM CTATUCTUYECKM 3HAYMMbIE Pa3/iv-
4nA Mo YacToTe yKasaHHOW MyTauumn Kak B roMO-, TaK U1 re-
Tepo3nroTHOM nosioxxeHun (p > 0,05). N3BeCTHO Takxe,

KITNMHWNYECKAA MEAVUMHA

yTOo Ae6toT MB C MEKOHMEBOTO Mneyca onpegenser 6onee
TSXKenoe teyeHue 6onesHn [1]. Cpeaun BblgeNeHHbIX AN
CpaBHUTE/NIbHOTO aHanM3a nauneHToB MEKOHWMEBbI une-
yc 6bln1 BaHaMHe3e y ofHOro nauueHTa ¢ HC, yto He ABnA-
eTCcs CTaTUCTUYeCKM 3Ha4YMMbIM (p > 0,05).

CpaBHUTENbHAsA OLEHKA K/TMHUYECKNX, 1abopaToOpHbIX U (PYHKLMOHAIbHBIX NoKa3aTenel
B rpynnax geteii ¢ MyKOBUCLIUA030M

[Mokazatenun

Bospact B rogax MetO 17 3)

Mon:
M a6c¢c/%
Xabc/%

Bo3spact nocrtaHOBKM AnarHo3sa B rogax MetO 17 3)

FeHeTMYecKuin AnarHos:

YctaHoBNeHbl 06e myTauunu, abe/%

MyTtauusa F508del, abc/%

F508del B romo3nrotHomMm nonoxkeHuun, abe/%
F508del B komnayHgae, abc/%

CoueTaHue gpyrux Mmytauni, abe/%

Xnopwugel nota mmons/n MetlO 11 3)

MekoHueBbI nneyc, abe/%

VMT kr/m2, MelO 117 3)

O®B1 B % OT cpefHecTaTMCTUYECKON HOpMbI, MetO 11 3)
MHTepMnUTTMpYOLLas KonoHusaums Ps. Aeruginosa, abc/%
Xp. KonoHu3aumsa St. aureus, abc/%

HelTpanbHbIi XXnp 60nee Yem Ha + +

Ta6bnuua 4
MNauyneHTobl MNaymeHTsbl
6e3 CKpUHUHra CO CKPUHWHIOM
(1-a rpynna) (2-a rpynna) P
n=11 n=16
8,50 (6,11-10,2) 8,32 (7,00-9,11) 0,063**
5/45,5 7/43,8 *
6/54,5 9/56,2 =005
4,50 (1,38-6,53) 0,63 (0,15-1,82) 0,038**
11/100,0 16/100,0 >0,05*
10/90,9 13/81,3 >0,05*
1/9,10 1/6,30 >0,05*
9/81,8 12/75,0 >0,05*
1/9,10 3/18,7 >0,05*
101,5 (98,9-113,4) 102,0 (77,5-108,5) 0,82**
0/00,0 1/6,25 >0,05*
15,3 (14,9-15,6) 19,4 (17,7-19,9) 0,025**
93,0 (86,5-95,0) 100,0 (95,0-111,3) 0,011**
5/45,5 2/12,5 <0,05*
8/72,7 11/68,8 >0,05*
3/273 5/31,3 >0,05*

MpumeyaHme: ** - metod MaHHa - YUTHK; * - METOZ YrnoBoro npeobpasosaHns duilepa.

Ha 6onee Taxenoe TeyeHue 3aboneBaHua B 1-i
rpynne ykasblBatOT HU3KME nokasaTenn obvema opcu-
pOBaHHOTrO BblOXa 3a NepByt0 ero cekyHay (O®B1) no
[JaHHbIM CMMPOMETPUM U MHAEKCa Macckl Tena (MMT) (<
0,05). YcTaHOB/IEHHbIE 3aKOHOMEPHOCTU CBUAETE/NbCTBY-
0T 0 60/1ee TAXKENOM NMOPAKEHNMN NETKNX C HapyLLEHVEM
6POHXMANbLHON NPOXOANUMOCTU U XYALLIEeM HYTPUTUBHOM
cTatyce nauueHtoB 6e3 HC c 6onee no3gHeli no Bo3pa-
CTy 60MbHbIX NOCTAHOBKOW AnarHo3a MB. Kak BngHo 13
Tabnuubl 4, B 1-ii rpynne gmarHo3 yctaHaBAuBasnca cratu-
CTUYECKN 3HAYMMO MO3Xe, YeM BO 2-i rpynne (p <0,05).

Pesynbtatbl 6aKTEPUONOTNYECKOTO MOHWUTOPUH-
ra MOKpOTbl NMauueHTOB CBUAETENbLCTBOBANN O 6onee
He6bnaronpmATHONM cuTyauumn B 1-i rpynne: 6onbluas
BCTPEYAEMOCTb MHTEPMUTTUPYIOLW e KoMoHu3auun P.
aernatoba (p <0,05) xapaktepusoBana v 6onee Taxe-
JI0e TeYeHne XPOHNYECKOro 6POHX0Eero4YHOro npouec-
ca npu nosgHei gnarHoctuke MB. B To ke Bpemsa no
4YacToTe BCTPEYAEeMOCTU XPOHMYECKO KOonoHu3auum S.
aureus pasnuuuii He yctaHoBNeHO. CrnefgyeT OTMeTUTb,
yTo KOonoHuzauus P.aernatoba 6onee 3HauMma, Yem S.
aureus B nNporpeccnpoBaHumn 1 rnybuHe nopaxeHun op-
raHoB fbixaHus y geteii [1].

MopaxeHne nogkenygo4HoN Xxenesbl, B OTAMYME OT
APYrux opraHoB (B YaCTHOCTU - NIETKMX), MPOUCXOANT yXKe
BHYTPUYTPO6GHO (abcontoTHaa naHkpeaTnyeckas Hepo-
CTATOYHOCTb B YC/NIOBUAX €€ KUCTOMOpO3a). AflekBaTHas
3amMecTuTeNibHasd pepMeHToTEPANnUsA C UCNOJb30BAHUEM
naHkKkpeatuHa B BUe MUHUMUKPOCHEP C KACIOTO3ALLNT-
HOli 060N0YKOI B>KeNnaTMHOBOW Kancyne cnoco6cTByeT
KyNMpoBaHUIO cTeaTopen He3aBUCMMO OT CPOKOB nocTa-
HOBKW [iMarHo3a, npv 3Tom Jo3a npenapara nogéupaerca
WHOMBUAYANbHO MOJ KOHTPONEM Konporpammel [1]. Mos-
TOMY pasnMuus no vacrote creatopen (p > 0,05) B cpaB-
HUBAEMbIX rpynnax He yCTaHOB/IEHbI.

Cnepyert nonaratb, YTO AN OLUEHKN BANAHNUA Ma/ibab-
copoLUMn 06BEKTUBHBIM ABMIAETCA aHa/IU3 HYTPUTUBHOIO
cratyca nauymeHta (VIMT), B TO BpeMsl Kak cTeatopes nme-
eT NpexofALnii xapakTep: HasHayeHne afleKBaTHOM J03bl
naHkpeaTnyecknx hepmMeHTOB CNOCOBCTBYET ee nUcyes-
HOBEHMIO, HeoCTaTouHas f03a (B TOM Yuc/ie Mo cyobek-
TUBHbLIM MPUYNHAM Y HEKOMMIAEHTHbIX NaUueHToB) - ee
NosIB/IEHUIO.

CTaTUCTUYECKN 3HAYMMbIX pasnuuwnii (Tabn. 5) no
yactoTe rocnuTann3aunii B CpaBHMBAEMbIX Fpynnax He
ycTaHoBNeHO (p > 0,05), B TO BpemMs Kak CyMMapHOe 4uc-

M
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Nno fHel rocnuTanusauvy nauueHToB B 1-i rpynne oka-
3a/10Cb 3HA4YMMO 60/MbLWKM, YeM BO 2-i rpynne (p < 0,05).
BO3MOXHO, 3TO CBfI3aHO C TEM, YTO B 6ONbLLIMHCTBE CNy-
YyaeB nnaHoBas rocnutanmMsauynsa nauymeHtos ¢ MB ocy-

OpuruHanbHble UccnegoBaHUA

L eCTBNSIETCA OVH pa3 B KBapTasl, Npu aTom B 1-i1 rpynne
yCTaHOBNEHO Gofiee AnuTenbHOEe NpebbiBaHWE NaLueH-
TOB B CTALMOHApE B CBA3W C TsXKeNbIM TeueHneM 3a6ose-
BaHWs 13-3a ero nosgHeli ANarHOCTUKM,

Tabnuua 5

CpaBHUTE/IbHAs OLEHKa NlieveBHbIX NOAXOA0B B rpynnax AeTeil ¢ MyKoBUCLMA030M B 2012 T.

[Moka3zartenu

Uucno rocnuTanusauuii B rog
CyMMapHOoe uncno K/pgHeli

[JlopHasa anbha NocTosiHHO

MaHkpeaTnyeckne hepmMeHTbl (MUHUMUKPOCHeEPDbI)
MocTosiHHO, abc/%

[o3a naHkpeatvHa (MUHUMUKPOCKHEPBI) B CYTKN ef.
no nunase Ha 1 kr maccol, MetO 11 3)

AHTMOUOTUKN B/B
AHTNGUMOTUKM B/B 60nee 3 mec. B rogy, abc/%

AHTUOMOTUKN NHFANSALNOHHbIE
AHTUBMOTUKN NHTaNSLUMOHHBLIE 60nee 3 Mec. B rod, abc/%

AHTUGaKTepunanbHble nNpenaparbl TabNeTMPOBaHHbIE
AHTMbGakTepuranbHble Npenapartbl TabneTMpoBaHHbIe 60-
nee 3 mec. B rof, abe/%

B ToM uncne:
A3uTpoMULNH
AsntpomMuunH 6onee 3 mec. B rog, abe/%

BpoHX0NnTNKK
BpoHxonutukm 6onee 3 mec. B rog, abe/%

MHranaumnoHHble ctepongpl
VIHransiumoHHble cteponasl 6onee 3 mec. B rog, abc/%

CuctemHble ctepoufbl, a6¢/%
Ypcogesokcuxonesas K-ta 6onee 3 mec. B rog, abe/%
YXnpopactBopuMble BUTaMuHbI 60/1ee 3 Mec. B rog, abc/%

KnHesutepanusa,abe/%

MNaymeHTsbl MNaymeHTsbl
6€e3 CKpUHUHra CO CKPUHUHIOM
(1-a rpynna) (2-a rpynna) p
n=1 n=16
4 (4-5) 4 (3-4) 0,081**
70 (56-70) 53 (47-56) 0,004**
11/100,0 16/100,0 -
11/100,0 16/100,0 -
3750 (2 100-4 400) 3500 (2 000-4 800) 0,54**
10/90,9 12/75,0 >0,05*
9/81,8 4/25,0 <0,01*
7/63,6 8/50,0 >0,05*
5/45,5 4/25,0 >0,05*
10/90,9 4/25,0 <0,01*
9/81,8 2/12,5 <0,01*
2/18,2 1/6,25 >0,05*
2/18,2 1/6,25 >0,05*
10/90,9 7/43,8 <0,01*
5/45,5 0/0,00 <0,01*
5/45,5 0/0,00 <0,05*
0/0,00 0/0,00 -
11/100,0 16/100,0 -
11/100,0 16/100,0 -
11/100,0 16/100,0 -

MpumeyaHme: ** - metog MaHHa - YUTHU; * - MeTOA yrnoBoro npeobpasoBaHns duiepa.

Bce nauuneHTbl 06eunx rpynn rnoXxXmM3HeHHo nonyyanu
naHkpeaTnyeckme epMeHTbl, CpefHAa [03a KOTOPbIX
He nmena CTaTUCTUYECKN 3HaYMMbIX pasnuuuii (p > 0,05).
C uenbi ynyyweHWss pPeonormyeckmx CBOKWCTB BGPOH-
XManbHOro cekpeta U MyKOLUINApHOro KAnpeHca Bece
60/IbHble eXeJHEBHO NMOXM3HEHHO WHIanMpoBaav ofguH
pa3 B fieHb lOpHa3y anbda B A03e 2,5 Mr ¢ MCnonb3oBa-
HMEeM KOMMPECCOPHOTO UHranaTopa; NPpUMeHann KnHe-
3uTepanunio, KOTOPO OHU U UX poauTenn Bbinn 06y4YeHbl
crneuuanucTamm permoHanbHoro ueHtpa MB; nonyyanu
perynspHble Kypcbl XWUPOPacTBOPUMbIX BUTAMWHOB
M npenapatbl YPCOAE30KCUX0NEBOW KMCNOoTbl. OTCYyT-
CTBME Pas/IMyunii No YacToTe MCMOMb30BaHNA 3TUX BUAOB
Tepanuun cBUAETENbCTBYET O CONOCTAaBMMOCTU MOAXOL0B
K 6asucHoi Tepanun MB B cpaBHMBaeMbIX rpynnax.

B 10 e BpemsA B 1-ii rpynne Kypcbl BHYTPUBEHHOW
aHTMBMOTMKOTEPANUN BbINN 6oNee NPOAOIHKUTENbHBIMU
B MX COBOKYMHOCTU B TeyeHue rofja HabnogeHns, vaule
n 6onee ANNTENIbHO Has3HavaNNCb TabneTUPOBaHHbIE aH-
TnbakTepmnanbHble npenaparsl ¢ yHeToM 6akTepnonorun-
YeCKOW YYBCTBUTENBHOCTU K @aHTMOBUOTUKY (B OCHOBHOM -
umnpodaokcaumH npu KonoHmnsauum P aernglno$a), uto
0OKaszanocb CTaTUCTUYeCKN 3HaummMbim (p <0,05).

[etam 6e3 HC (1-4 rpynna) yawe n 6onee gnnTenb-
HbIMW KypCaMWu Ha3Hayalncb MHransiuMoHHble GPOH-
XONMUTUKN N UHTaNALNOHHbIE TIIOKOKOPTUKOCTEPOUAbI
(p <0,05), uto cBUAETENLCTBYET O TAXKE/IOM MOPaKeHUU
6pPOHX0NEroYHOrO annapara ¢ BbIpaXXeHHOW 6poHxManb-
HOl 06¢cTpyKumMeli npyu 60onee no3gHel auarHoctuke MB.
Makponugbl MCNoNb30BaIUCh C OAMHAKOBOW 4acTOTOW
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B 06eunx rpynnax (p > 0,05). ®akTbl NPUMEHEHMNSA CUCTEM-
HbIX T/TIOKOKOPTUKOCTEPUOAOB B rpynnax HabnwogeHus
YyCTaHOB/EHbI He GbINN.

BbisBNEeHHblE METOAOM pPaHroBOW Koppenauuu
(Tabn. 6) cTaTMCTUUECKN 3HAUYMMBIE cBA3U (P <0,05) mexay
BO3pacTOM MocTtaHOBKM AnarHo3a MB n UIMT (r = - 0,80),
nokasatenem O®B1 (r=- 0,64), cyMMapHbIM Y/NCIOM AHEWN
rocnutanusauum B Tekywem rogy (r = 0,81) goka3sbiBaloT

KITNMHWNYECKAA MEAVLUWMHA

HeraTMBHOE BANSAHWE NO3L4He AnarHOCTUKKM 3abonesa-
HMA B BnAe 60see TAXKENOro ero TeveHus, TpedytoLero
ANVUTENbHbIX MO BPEMEHMW rOCnUTaNN3aLMii. YCTaHOBMEH-
Has cpefHel cuibl U CTATUCTUYECKN 3HaYMmas CBA3b
(r=0,64, p <0,05) mexgy IMT n O®B1 gokasbiBaeT na-
TOreHeTUYeCKyto CBSi3b MeXAy HYTPUTUBHbLIM CTaTyCOM
N PYHKLNOHANbHBIM COCTOSAHMEM BPOHXOIEr0OYHON Cu-
CTeMbl B OpraHm3me 60/1bHOro pebeHka.

Tabnuua 6

KoppensunoHHble CBA3M NokasaTeseil y AeTei ¢ MyKOBUCLNA030M 6e3 HeoHaTa/IbHOrO CKPUHUHTa
(1-a rpynna) no gaHHbIM peructpa 2012 r.

BospacTt
[Mokazartenu NMOCTaHOBKM NMT
avarHosa
Bo3pact nocraHoB- ) r=-0,80
K1 AuarHosa p =0,004
NMT - -
OoB1 - -

Yuncno rocnutanu-
3aUnii B TEKYLLEM - -

rogy

CyMMapHOEe 4ucno
K/[, B TeKyLLeM rogy

3AK/TIOYEHNE

B XaHTbl-MaHCHMICKOM aBTOHOMHOM OKpyre - HOrpe,
B CPaBHEHUWN C ApYyrumu cybbektamn Yp®PO, ycTaHOBNEH
Hanbosee BbICOKNA yPOBEHb PacnpoCTPaHeHHOCTU My-
KOBUCLMA03a, B MEPBYIO ouepesb, cpean aetein 0-14 ner,
4YTO, BEPOATHO, CBA3AHO C BLICOKUM YPOBHEM POXXAaeMO-
CTW Ha 3TON TepPPUTOPUN U Pe3yNbTaTOM «HAKOMAEeHUs»
naumveHTOB 3TOro0 BO3pacTa 3a Nepuo BeJeHns perncrpa
3a 2012-2018 rr. YcTaHOB/IEHHbIE pPernoHanbHble anuae-
Muonornyeckne rnokasarenu MB MoryT 6biTb MCNOSb30-
BaHbl A1 NNaHUPOBAHUA PECYpPCOB B CUCTEME 3[1paBo-
oxpaHeHusa XMAO npv oKa3aHUWN MEeLULIMHCKOM MOMOLm
60/1IbHbIM C MYKOBUCLMA030M.

MpoBefeHe MaccoBOro HeoHaTaNbHOro CKPUHUHTa
ob6ecneyunno Ny4ywyr BbIABNAEMOCTb, PAHHIOK AMarHo-
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3. Sims E. J.,, McCormick J., Mehta G. et al. Neonatal
Screening for Cystic Fibrosis is Beneficial Even in the

Yucno CymmapHoe
O®B1 rocnutanmsaumni uncno K/pg,
B TEKYLLEM roay B TEKYLLEM rogy
r=-0,64 r=0,50 r=081
p=0,04 p=0,114 p =0,003
r=0,64 r=0,44 r=0,064
p=0,04 p=0,178 p =0,839
) r=0,002 r=-0,207
p =0,989 p=0521
) ) r=0,62
p =0,003

CTMKY W Hauyano 6a3vcHoli Tepanuy MyKOBUCLUAO3a, YTO
€Noco6CcTBOBANO, COMNACHO KAMHMYECKOMY naTtoMopdo-
3y, MEHEE BbIP@XXEHHOMY MPOTrpeccMpoBaHni0 6oNe3HN
Mo nokasaTefisiM HYTPUTMBHOIO CTaTyca W yHKLMOHA b-
HOrO COCTOSIHUS JIETKUX.

PaHHsAs 6a3ucHas Tepanusi MyKOBUCLMAO3a Moc/e
YyCTAHOB/IEHMS fMarHo3a Ha OCHOBE HEOHaTalbHOro
CKPUHUHIa COKpallaeT NoTpe6HOCTL B MPOIOHIMPOBaH-
HbIX KypCax BHYTPUBEHHbIX, NMepopaibHbIX aHTUGaKTEPY-
anbHbIX MPENapaToB W CPEACTB ANs KynMpoBaHWUs GPOH-
X006CTPYKTUBHOIO CUHAPOMA (MHFaNSILUOHHbIE BPOHXO-
JMTUKW 1 TIIFOKOKOPTUKOCTEPOUADI).
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