10.21518/2079-701%-2017-18-124-128

B.O. LUEPMAH %2 k M.H., E.M. KOHOPATBEBA %2, n.m.H., npodeccop, A.K0. BOPOHKOBA %2, k.m.H., H.}0. KALUMPCKAS 1, a.m.H., npodeccop,
JLA. IWABAJIOBA 12 k.M.H., B.C. HUKOHOBA -2, k. m.H., E.K. JKEKAWTE -2, C.U. KYLIEB 1, n.M.H., npodeccop, un-kopp. PAH

1 MeamKko-reHeTUIeckmil HayuHbIi LeHTp, MockBa

2 MOCKOBCKMIt 061aCTHON KOHCYNbTaTUBHO-AMArHOCTMYECKMIA HayYHbI LEHTp Ans aeTei, Mocksa

BJIMAHWUE HEOHATAJIbHOIO CKPUHUHIA
HA TEMEHUE MYKOBUCLMOO3A

Lienb nccnepoBaHus: cpaBHUTENbHAs OLLEHKa KIMHUYECKOTO CTaTyca NauMeHToB ¢ MyKoBucumuaosom (MB) 6-9 ner, amarHos koro-
pbIM 6GbIN YCTAHOBNEH A0 Ha4yana HeoHaTanbHoro ckpuHuHra (HC) Ha MB B MOCKOBCKOM peruoHe v B aHa/IoTM4HON BO3PacTHOM
rpynne c MoMeHTa Hayana HC no paHHbIM pernctpa 2012 u 2015 rr.

MaumneHTbl M MeToAbl. MaumneHTb! 6binm pasaeneHbl Ha 2 rpynnebl: | - 45 peteit 6-9 net, aMarHocTMpoBaHHbIX A0 Havana HG, Il - 86
AeTeit 6-9 ner, BbifBNEHHbIX nocsie Havana HC.

Pesynbratbl. Mpy cpaBHUTENLHOM OLLEHKE BO3pacTa YCTAaHOBKM AMarHo3a nojiyuyeHo JoctoBepHoe pasnnvne mexay | u Il rpynnamu.
CpenHuii Bo3pacT ycTaHOBNEHUA AnarHosa B rpynne | cocrasun 2,29 (£2,29) ropa, B rpynne Il cpeaHuii Bo3pact yctaHoBNeHUs aua-
rHosa - 0,66 (* 1,13) ropa (p = 0,0000). No AaHHBIM MMKPOGMONOrMYECKOrO CTaTyca rpynna nauMeHToB, AMarHOCTUPOBAHHbIX NO
nporpamme HC (rpynna II), noctoBepHO pexxe uMena XpoHuyeckoe UHPpULMpOBaHUe AbiXaTenbHbIX nyTel Ps. aeruginosa (37,78%
nauuenTos B rpynne | npotus 14,10% B rpynne Il) (p = 0,0026). B rpynne 60/1bHbiIX, BbISBIEHHbIX N0 NpOrpaMMe CKPMHUHIA HOBO-
poxaeHHbIX (rpynna ll), oTMeYeHO CTaTMCTMYECKU 3HAYMMOE yMeHblleHMe o6beMa NpoBoAMMON BHYTpuBeHHON (p = 0,0000) un
MHransiLMoHHOM aHTUGaKTepuanbHol Tepanum (p = 0,0139) u cHMuXKeHMe No cpaBHEHMIO € rpynnoii | Yncna naumMeHToB, NPMHUMal0-
wux 6poHxonutukm (p = 0,0322).

3aknioyeHue. [poaeMOHCTPUPOBAHO MONOXUTENILHOE B/IMSIHUE HEOHATa/IbHOrO CKPUHMHIA HAa MB Ha BO3pacT YCTaHOBKM AWarHo-
3a U paA BaXKHbIX NoKasaTenei TeyeHus 3abonesaHus.
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INFLUENCE OF NEONATAL SCREENING FOR CYSTIC FIBROSIS BY THE EXAMPLE OF PATIENTS OF THE MOSCOW REGION

Study objective: comparative evaluation of clinical status of patients with cystic fibrosis (CF) 6-9 years, the diagnosis of which
was established before the start of neonatal screening (NS) for MV in the Moscow region and in same age group since the start
of the NS according to the register 2012 and 2015.

Patients and methods. The patients were divided into 2 groups: | - 45 children aged 6-9 years, diagnosed before the beginning
of the NS, Il - 86 children aged 6-9 years, identified after the start of the NS.

Results. A comparative assessment of the age of diagnosis had a significant difference between groups | and Il. The average age of
diagnosis in group | was 2.29 (£2.29) years, in group Il the average age of diagnosis - 0.66 (* 1.13) years (p = 0.0000). According to
the microbiological status diagnosed according to the NS program (group Il), chronic infection of the respiratory tract by Ps. aeruginosa
was less frequent in this group (37.78% of patients in group I vs. 14,10 % in group Il) (p = 0.0026). In the group of patients identified
by the newborns screening program directed at newborns (group Il) a statistically significant decrease of the ongoing intravenous (p =
0.0000) and inhaled antibiotic therapy (p = 0.0139) and reduced compared with group | patients receiving bronchodilators (p = 0.0322).
Conclusion. A positive impact of neonatal screening for MV at the age of diagnosis and a number of important indicators of the
disease was demonstrated.

Keywords: cystic fibrosis, neonatal screening, sweat test.

nioHs 2006 r. B page pernoHoB Poccuitckoi 3aTenen nepsoro v BToporo atanos [1-4] (puc. 1). Ans npo-

QPenepaumn (PD), B T. 4. B MOCKOBCKOM, paclumpeH

CMMCOK HACNeACTBEHHbIX 3aboneBaHuii, noanexa-
WKx 0693aTeNbHOMY HeOHaTanbHOMY CKPUHUHIY. C gHBaps
2007 r. maccoBoe obcnefoBaHME HOBOPOXAEHHbLIX Ha
(heHMIKETOHYPUIO, TMNOTUPEO3, FANaKTO3EMUIO, aAPEHOTEHN-
TaNbHbIA CMHAPOM M MyKoBMCUMAo03 (MB) npoeogutcs BO
Bcen P®. MpoTokon ckpuHuHra Ha MB Bkntoyaet B cebs 3
3Tana: [ABYKPaTHOe ornpefeneHne MMMYHOPEeaKTUBHOMO
TpuncmHoreHa (MPT) B KpOBM HOBOPOXAEHHBIX M MOTOBYHO
npoby y MnafeHues C npesbiweHnem MIPT noporosbix noka-
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BELleHWNS MOTOBOM Npobbl MCMONb3yeTcs cucTemMa «HaHoaaKT»
(Beckop, CLLA), cneunanbHo paspaboTtaHHas ans obcnenosa-
HMS HOBOPOXIEHHbIX. ITOT 3KCMPecc-MeToq, AMArHOCTUKM
No3BoASET BbICTPO MOMYYMUTb TOYUHbIM pe3ynbTaT, NpakTuye-
CKku 6e3 BMellaTenbCTBa B XM3Hb pebeHka [4-7].

3a BpeMs CyleCTBOBAHMS HEOHATAIbHOrO CKPMHUHIA Ha
MB CyLLecTBEHHO M3MEHUNCS HE TONMbKO MOAXOA K AMArHo-
CTUKe 3TOro 3a60neBaHms, HO U KIIMHWYECKas XapakTepucTu-
Ka nauMeHTOB, 0COBEHHO [AEeTCKOro Bo3pacTa. bnaropaps
CYLLLEECTBOBAHMIO perMcTpoB 6o0nbHbIx MB B psge cTpaH, a



Pucynok 1. (Cxema HeoHaTaNbHOrO CKPUHMHIA Ha
MyKOBMCUMA03 B MOCKOBCKOM pernoHe
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Jnacrasa 1, noOBTOPHbIE NOTOBbIE NPO6bI, CUKBEHC,
[ONONHUTENbHbIE METOAbI 06CEf0BaHMS

TakXXe eXeroLHblM OTYeTaM eBpOMNenCcKoro U ceBepoaMepu-
KQHCKOrO perncTpoB, MOXHO OLLeHWUTb, KAKOM CYLLECTBEHHbIM
BK/1a[, HEOHATANbHbIA CKPUHUHT BHOCKT B AIMArHOCTMKY 3TOr0O
TsKenoro 3aboneBaHus. Mo gaHHbIM perncrpa 6onbHbIXx MB
P® 2015 r.,40% 60nbHbIX, CBEAEHMS O KOTOPbIX NpeacTase-
Hbl B perucrpe, AMarHo3 OblA YCTAaHOBMEH MO pe3ynbTataM
HeoHaTaNbHOro CKpUHMHra [8].

MyKOBMCUMAO03 (Mucus — CAn3b, Viscidus — BS3KUI), Uan
KMCTO3HbIN (pMBpPO3, — HaCNeacTBEHHOE MOHOreHHoe 3abone-
BaHME C ayTOCOMHO-pPELECCMBHBIM TUMOM HacieLoBaHMS,
pacnpoCcTpaHeHHOe B OCHOBHOM CPefy eBPOMENLLEB U XuTe-
nen CesepHowt AMepuku. B pesynbrate mytaumii reHa CFTR
(cystic fibrosis transmembrane conduc-
tance regulator - peryngatop TpaHCc-
MeMBpaHHOM npoBoaMMoCTM npu MB)

0enoK, BbIMOMHANLWMIA B OpraHuM3aMe <o
Beno - i "

HapyLleHui [4] (puc. 2). MyTaumu nepBbIX 3 KNACCOB accoLu-
MPOBaHbI C KnaccmyecknM MB, yCI0BHO CUMTAKOTCS KTSHKENbl-
MW, T. K. NPUBOLST K CYLLECTBEHHbBIM HapYLUEHUSIM BHelLHece-
KPETOPHOM MYHKLMM NOMKENYA0UHOM Xene3bl. MyTauum | 'V
KNaCccoB, NPU KOTOPbIX QYHKLMS XOPHOTO KaHana 4acTMyHo
COXPaHEHa, OTHOCATCA K «MATKUMY [4].

[lo Hayana apbl HEOHATaNbHOMO CKPWMHWHIA AMarHo3 MB
yCTaHaBAMBaNCAd B OCHOBHOM Ha OCHOBAaHWMM KIMHUYECKMX
CMMMTOMOB. 370 ObINI0, KaK NPaBMIIO, COYETaHME pecnupaTop-
HOMO M KWLUIEYHOrO CUHLPOMOB B COYETAHMM C OTCTaBaHMEM
du3mnyeckoro passutus. bnarogaps BHeApeHUIO HeoHaTasb-
HOrO CKPUHWHIa AMarHo3 MB MoxeT 1 gomkeH HbITb yCTaHOB-
NeH B nepBble Mecsubl Xu3Hu [3,4,9, 10]. Mpu 3ToM y peber-
Ka MOTYT MOMHOCTbKO OTCYTCTBOBATb NMPU3HaKkM 3aboneBaHus.
BoiseneHne MB Ha LOKIMHMYECKOM 3Tane SABNSeTCS OCHOB-
HOW Lienblo NporpaMMbl HEOHATANIbHOTO CKPUHWMHTA, MOCKOSb-
Ky N0O3BOASET NOC/e KOMMAEKCHOM OLEHKM COCTOSHMS pebeH-
Ka, Ha3HauWTb afleKBaTHY Ba3uCHyO Tepanwuio, NpeaoTBpa-
TWB MM OTCPOYMB, TAKUM 0OPA30M, PAa3BUTUE OCIOXKHEHWIA.

[ns oueHkn 3EKTUBHOCTM HEOHATANILHOTO CKPUHMHTA
NpoOBeLeHO MHOXECTBO MCCNeAO0BaHWIA. VX pe3ynbTaThbl CBU-
[LeTeNbCTBYIOT O TOM, YTO HEOHATasbHbIM CKPUHUHT Ha MYKO-
BMCLMI03 MONIOXKUTENBHO BNUSET Ha BbIKMBAEMOCTb 60/b-
Hbix [11, 12], no3BonseT npeaynpenuTb pasBUTUE THXKENbIX
ocnoxHeHu [13, 14], ynyywaeT nokasatenu busmnyeckoro
pa3sutuga [15-20], cnocobcTByeT yayyweHnio QyHKUMK ner-
kux [14, 16, 20-22], cHmxaeT noTpebHOCTb B rocnuTanmsa-
umun [14, 16], a TakkKe cnocobCTBYeT COKPaLLEeHMIO YMcna
60nbHbIX B nonyngumn. Kpome Toro, CKpUHUHI HOBOPOXKAEH-
HbIX SIBNSETCS OAHUM W3 TeX peaKMX BMEeLIATeNbCTB, OCY-
LLLeCTBNSEeMbIX OpraHaMu 34paBOOXPAHEHMS, KOTOPbIe BbIro4-
Hbl HE TONbKO MauUMeHTaM, HO U C SKOHOMMUYECKUX NO3MLUI
obLecTBy B uenom [23, 24].

B Poccun Takke mpoBoamnach oueHka 3(QdeKTMBHOCTM
HEeOHaTaNbHOro CKpMHKUHIa Ha MB. Tak, B 2012 r. Kycosa 3.A. B
CBOEM WCCNeAoBaHWW, MpoBeAEHHOM Ha 6ase Mepnuko-
reHeTMYeckoro HayyHoro ueHtpa (MIMHL), nokasana Ha rpyn-

Pucynok 2. Knaccbl mytaumin resa CFTR
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OpraHHbIA XapakTep nopaxenus [1, 4]. nonnan mpHK
CreneHb HapyweHuns dyHkunm Henka B
HEKOTOpOW CTeMeHM onpenensercs e

T™MNOM MyTauum reHa. B HacToswee
BpPEMS OKONMO 2 ThiC. MyTaUMiA YCNOBHO
NOAPa3nensoTca Ha 5 unu naxe Ha 6
KNaccoB B 3aBMCMMOCTM OT XapakTepa
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ne MOCKOBCKMX nauneHTos ¢ MB paHHero Bo3pacta, 4to Knu-
HUYeCKoe COCTOsIHME BOMbHbIX, BbISBNIEHHbIX B NepBble Mecs-
Lbl XM3HM MO MPOrpaMMe HeOoHaTanbHOrO CKPUHWHIA, Npu
CPaBHEHWMM C L€TbMW, AMArHOCTUPOBAHHbIMK B Bonee cTap-
WweM BO3pacTe, Nyylle Mo nokasaTtensm GusnMyeckoro passu-
THS, COCTOAHMIO BPOHXONErOYHOM CUCTEMbI, MUKpOBUONOrnye-
CKOMY CTaTyCy, Y1Cny 06OCTPEHNI KULIEYHOTO U pecnupaTop-
HOrO CMHAPOMOB U TAXKECTH TeueHns 3abonesanus [20].

Lleneio Halwero MCCNeA0BaHWS SBMAACb CPABHUTENbHAS
OLLEHKA KNMHMYECKOro CTaTyca M aHanu3 pgaa nokasatenei
B 4 BO3pacTHbIX rpynnax naumeHtoB ¢ MB (6; 7; 8; 9 neT),
[MarHo3 KOTOpbIM Obi YyCTaHOBNEH [0 HaYana HEOHATaNbHO-
ro CKpMHMHra Ha MB B MOCKOBCKOM pernoHe v B aHanoruny-
HbIX BO3PACTHbIX FPynnax C MOMEHTa Ha4yana HeEOHATANbHOTO
CKPUHUH .

MALMEHTbBI U METOLbI

Hamu 6bliM NpoaHanuM3npoBaHbl AaHHble PerncTpoBs
2012 (petv 6-9 net, AMArHOCTMPOBAHHbIE A0 Hayana CKpu-
HuHra) n 2015 rr. (aetv 6-9 neT nocne Havyana CKPUHUHIA)
nauneHToB ¢ MB, npoxuBatowmx B MOCKOBCKOM pervoHxe,
Haxo4MBLUMXCA MoA, HabntogeHWEM COTPYAHUKOB Hay4yHO-
KnuHunyeckoro otaena (HKO) mykoeucumoosza MIHLL

CotpyaHukamn HKO mykosucumpoza MIMHLL noa pyko-
BoAcTBOM npodeccopa H.M. KanpaHosa Bnepsble B PO BHe-
[PEHO aKTMBHOE AMCnaHcepHoe HabntoneHne 6onbHbIX MB,
a Takke oTpaboTaHa Cxema BeAeHUS HOBOPOXAEHHbIX,
BbISIBIEHHbIX MO MpPOrpaMMe HEeOHATasIbHOr0 CKPWMHMHTA.
HesaBMCMMO OT Hanuuus kanob, KOMMNEKCHast OLEeHKa
COCTOSIHMS MALMEHTOB OCYLLeCTBASETCS CheunanmucTamm
LEeHTpa MYKOBMCLMAO03a HE pexe OAHOro pasa B KBapTan
nocne 1 roga xu3Hu, B 2-3 pasa valie Ha nepsom rogy. Bece
HOBOPOXAEHHbIE C YCTAaHOBNEHHbIM AMArHO30M HabnoaatoT-
€5 v 0bCcnenyrTCs UCKN0YUTENBHO B aMByNaTOPHbIX YCIOBK-
AX, rocnuTanMsaums npoBOAWUTCS TOMbKO MO KM3HEHHbIM
MOKa3aHUaM.

Bce n3yyeHHble HaMK naumeHTbl Bbinn YCNOBHO pa3aene-
Hbl Ha 2 rpynnbl: 1-9 — NauMeHTbl, AMArHO3 KOTOPbIM Obin
YCTAHOBNEH A0 Hayana nporpammbl CKPUHUHIA, — 45 yeno-
BeK; 2-9 — MaLUMEHTbI, AMarHOCTMPOBAHHbIE MO HEOHATAsIbHO-
My CKpPUHMHIY, — 86 uvenosek. Kaxpgas rpynna Bkawyana 4
BO3paCTHble noarpynnsl: 6; 7; 8 u 9 net (mabs. 1).

Tabnuua 1. Xapaktepucruka rpynn naumeHToB

6 net 4 (66,67%) 2 (33,33%) 8 (27,59%) 21 (72,41%)
7 net 8 (61,54%) 5(38,46%) 15 (68,18%) 7(31,82%)
8 ner 7(53,85%) 6 (46,15%) 14 (56,00%) | 11 (44,00%)
9 net 6 (46,15%) 7(53,85%) 7(70,00%) 3(30,00%)
25 (55,56%) | 20 (44,44%) | 44(51,16%) | 42 (48,84%)
Bcero
45 86

126 | MEAULIMHCKUIA COBET + N°18, 2017

B nccnenyembix rpynnax npoBOAWMICS aHanM3 U CpaBHe-
HWe CneaytoLWmX NoKasaTenei HaLMOoHaNbHOro perncTpa: non,
BO3paCT YCTAaHOBKWM AMArHo3a, reHoTun, YMCIO MaLMeHTOB
C HOpManbHbIM YpPOBHEM MaHKpeaTuyeckow 3nactasbl 1
(>200 MKr/r), Hanuume CTaUNOKOKKOBOW W CUHErHOMHOW
MHMEKUMM B MOCEBAX M3 BEPXHWX AbIXaTeNbHbIX MNyTel, Ana-
6eTa, MOpaXKeHWs NeyveHu, NEro4HOr0 KPOBOTEYEHMS, OCTEOMNO-
p03a, NMoMMMNo3a BEPXHUX AbIXaTeNbHbIX MyTel, aMUNOML03a,
nokasarenei QyHKUMM BHeLHero AbixaHus (PXEN, ODB,),
nokasaTenen HyTpUTMBHOrO cTaTyca (pocT, Bec, UMT B cucteme
nepueHTunen), a Takke obbeM MPOBOAMMON Tepanuu (3ame-
CTUTeNbHasg GepMeHTHas Tepanus, MyKoIMTUYeckas, aHTMbak-
TepuanbHas, NPOTUBOBOCNANMUTENbHAS Tepanums). dopMmart peru-
CTpa cooTBeTCcTBOBaN EBponeiickoMy pernctpy 60nbHbIX MB.

[Be rpynnbl 60NbHbIX CpaBHMBANUCb Mexay cobor no
YKa3aHHbIM Bbllle MOoKa3aTensaM B BO3PACTHOM [ManasoHe C
6 00 9 NeT BKAYUTENbHO.

O6paboTka NonyyYeHHbIX AaHHbIX MPOBOAMAACH C MOMO-
Wbt nakeTa npuknagHeix nporpamm STATISTICA. B kave-
CTBE Mep A1S OMUCaHWUS MCXOAHOM BbIOBOPKM MCMONb30Ba-
JIMCb KpUTEpun cpepHero apudmetuyeckoro (M) n ctanzapt-
HOro OTKNOHeHus (SD), B TO Bpemsa Kak WMHTepnpeTaLums
MONYYEHHbIX PE3YyNbTaToB (HE UMEKLMX HOPMANbHOMO pac-
npeaeneHns) npoBOAMNACb C WCMONb30BaHWEM MeuaHbl
(Me), a Takxke HMKHero u BepxHero keaptunen: Q1 (25%) n
Q3 (75%). B uenax conoctaBneHus NoayYeHHbIX BbIOOPOK Mo
KONMYeCTBEHHOMY MpM3HaKy wcnonb3oBanca U-kputepui
ManHa - YutHm (Mann - Whitney U-test). Pa3nuumg cumta-
JIMCb CTAaTUCTUYECKM 3HaYMMbIMK npn p < 0,05.

PE3YJIbTATbI

MccnepyeMble rpynnbl CyLLeCTBEHHO pa3Anyanncb no
KONMYecTBy naumeHToB. Tak, B 1-i rpynne (4O CKPWUHWHTA)
Hac4MTbIBaNoCb Bcero 45 yenosek, Toraa Kak B 2-M (CKpu-
HWHT) — yke 86 feTei. OTO FOBOPWT O TOM, YTO 33 ONpeaeneH-
HblA MHTEpBaN BpeMeHW, Bnarofaps CKPUHUHIY HOBOPOX-
[leHHbIX Ha MB, Bbino BbISBNEHO MOYTM B LBa pa3a bonblue
nauMeHToB, YeM 3a aHaNOrMYHbIM Nepuoa A0 Havana npo-
rpaMMbl CKpMHUHTA. Tpynnbl 1 1 2 He pa3nnyanuncb Mexay
coboit no nony, B Kaxaow rpynne 6bl10 NpUMEPHO paBHoe
KONMYeCTBO ManbymnKoB M AeBoyek (mabs. 1).

[pn CpaBHWUTENBHOW OLEHKEe BO3pacTa YCTaHOBKM Aua-
rHO3a MONy4YeHO AOCTOBEpPHOE pa3nuyme mexay | u Il rpyn-
namu. CpeaHuit BO3pacT yCTaHOBNEHNS AMarHo3sa B rpynne |
coctaun 2,29 (£2,29) ropa, a meamaHa - 1,17 (0,5-4,08)
roga, B rpynne |l cpenHuiA BO3pacT yCTaHOBNEHUS AMArHO-
3a - 0,66 (* 1,13) roga (p = 0,0000), megmana - 0,19 (0,11-
0,48) roga (p = 0,0000) (mabn. 2). o Hayana CKPUHWHIA
[MarHo3 B OCHOBHOM YCTaHaBAMBANCS MO KIUMHUYECKUM
nposiBNeHusaM, No3ToMy B rpynne | npeobnafany naumeHTbl
C «THKEeNbIMU» MyTauusmMu. [OMO3UIOTHOE HOCUTENbCTBO
Hanbonee 4acTo BCTPEYALLENCS KTHKENOM» MyTaluu BTO-
poro knacca - F508del B 3ton rpynne coctaBuno 44,4% (20
6onbHbIX 13 45), annenbHas yactota F508del - 62,25%. B
rpynne |l (nocne ckpuHuHra) reHotun F508del/F508del
BCTpeyancsa y 24,4 % 6onbHbix (21 n3 86), a annenbHas
yactota F508del coctasuna 40,7%.



Tabnmua 2.  KnuHuueckas xapakrepucTUKa naLmeHToB
rpynn | u |l B Bo3pacTHOM auanasoHe ¢ 6 po 9 net

Bo3pact ycraHoBKku
[VarHo3a, roipl
Me (025-Q75)

1,17 (0,50-4,08) 0,19(0,11-0,48) | 0,0000

[NaHkpeaTnyeckas
3nacTasa
> 200 mKr/r, uen.*

4(8,89%) 19 (22,09%)

XpoHuyeckas
CTadnNOKOKKOBAS
UH EKLMS, yen.

38 (84,44%) 69 (8023%) | 0,5252

XpoHuyeckas
CMHErHoMHas
MHDEKLMS, Yen.

17 (37,78%) 11 (12,79%) 0,0026

WHTepMUTTMpYIO-
LIas CMHErHOMHas
UH EKLMS, ven.

6 (13,33%) 12(13,95%) | 0,6662

[lnaGer, uen. 1(2,22%) - 0,1797

[NopaxeHue

3 (6,67%)
MeyeHun, ven.

7(8,14%) 0,6954

[Monnno3 BepxHux
[JbIXaTeNbHbIX
nyTen, yen.

12 (26,67%) 15 (1744%) | 0,2579

OXEN, %

Me (01-Q3) 86,00 (74,00-98,00)

88,00 (79,00-100,00) | 0,4311

008, %
Me (01-03)

87,00 (65,00-93,00) | 89,00 (78,00-108,00) | 0,2667

Poct, nepueHtunb

Me (01-03) 49,75 (17,80-74,00)

52,80(30,70-79,10) | 0,2377

Bec, nepueHTunb

Me (01-03) 24,00 (20,00-29,00)

23,50 (20,95-25,85) | 0,3952

WMT, nepueHtnb

Me (01-03) 43,15 (11,50-65,00)

37,30 (17,30-68,10) | 0,6749

”ﬂOCTOBePHOCTb He paccymMTbiBasiaCb B CBA3U C Ma/IOYMUCIEHHOCTbLIO rpynnbl.

[lo nokaszatensM HYTPUTMBHOrO CTaTyca (Macca, pocT,
NMT) mexay rpynnamu | 1 Il B Lenom n mexay AeTbMu 13
QHaANOMMYHbIX BO3PACTHbIX MOArPYMMN HUKAKMX Pa3numii
YCTaHOBNEHO He Obino. [daHHbIM (HaKT MOXHO OOBACHUTb
M3HayanbHO OONbLWMUM KOAMYECTBOM MALUEHTOB C KMSTKM-
MU» MYTAUMAMU U COXPAHHOM (YHKLMEN MOLKENyLOYHOM
xene3bl BO |l rpynne. MaHkpeaTuuyeckas snactasa 1 6onee
200 mKr/r kana (Hopma) 6bina obHapyxeHa y 4 (8,89%) netei
B rpynne Ao ckpuHuHra u y 19 (22,09%) 6onbHbix nocne
CKPWHWHIa (mab. 2).

Ocoboe BHMMaHWe 6bINO YAENEHO U3YYEHUIO Pa3NnUMii
nokasatenei GyHKUMM BHellHero abixaHus (PBL) kak ogHoM
M3 BaXKHEMLIMX XapaKTePUCTMK TeyeHns 3abonesaHnsa n ero
nporHo3sa y 6onbHbix MB. MauneHTbl, AMarHo3 KOTopbIM Obin
YCTaHOBNIEH MO MpOrpamMMe CKPWHWMHIA, HE OTAIMYANUCh MO
nokasatenam OXEJ1 (bopcrpoBaHHas XM3HEHHAs eMKOCTb

nerkmx) n OB, (06beM GOpCMPOBAHHOIO BblAOXa 3a nep-
BYIO CEKYH[Y) OT CBOWMX CBEPCTHWMKOB, BbISIBAEHHbIX MO KU-
Huyeckn cumntomam. CpeaHuii nokasatens OXEJ1 B rpynne
| coctasun 82,96 % (*+ 17,99), 8 rpynne Il - 87,71% (* 19,47)
(p = 0,4311), cpeaHunit yposeHb O®B, 8 rpynne | - 77,95%
(*22,20), 8 rpynne Il = 87,13 % (* 23,03) (p = 0,2669) (mabn.
2). DanbHeiune MccnefoBaHus Ha OAHOPOAHbBIX MO Knaccy
MyTauui rpynnax MoryT BHECTU KOPPEKTMBbI B MONMyYeHHble
pe3ynbTathl.

XpoHMYeckas MHOEKUUS HWXKHUX LblXaTeNbHbIX NyTen
(HAM) - kntoyeBor npusHak y 6onbHbIX MB [4]. OHa gBnseT-
€S BedoylWMM GaKTOpOM, ONpefenstowmM TIHKECTb KIMHUYe-
CKOro TeyeHus M nporHo3 3abonesaHus. [pu m3yveHun
mMukpodnopsl HAM B pasnnMyHbiX BO3PaACTHbIX rpymnnax
netent, 6onbHbIX MB, nccnenoBatensMm pasnuMyHbIX CTpaH
YCTaHOBMIEHO, YTO OCHOBHbIMM BO3OyAMTENAMU WMHDEKLMM
nerkux y 6onbHbix MB saBngatotca P aeruginosa, S. aureus u
H. influenzae. B nepBble rofbl x13Hu y 60nbHbIX MB fOMWUHK-
pYeT 3010TUCTbIN CTadUNOKOKK, @ 3aTEM OCHOBHbIM BO36YyAM-
Tenem CTaHOBMTCS CMHErHOMHaga nanoyka [8]. Mo pesynsratam
OLIEHKM M CPaBHEHWS MMKPOBMONOrMYECKOro cTaTyca (Hanw-
4ymMe XPOHWMYECKOM KOMOHM3ALMM BEPXHUX [AblXaTeNbHbIX
nyTei 3010TUCTbIM  CTAaUIOKOKKOM, XPOHMYECKOW WK
MHTEPMUTTUPYIOLLEN CMHETHOMHOM WHbeKumm) rpynna
NauMeHToB, ANAarHOCTUPOBAHHbIX MO MPOrpaMMe CKPUHWMHIA
(rpynna Il), LOCTOBEPHO pexe nmena B NOCeBax OTAENSIEMO-
r0 M3 BEPXHUX ObIXaTeNbHbIX MyTel M MOKPOTbl XpOHMYe-
CKYK MHbekunto Ps. aeruginosa (37,78% WHOUUMPOBAHHbIX
CMHerHonHom nanoukow B rpynne | npotus 14,10 % B rpyn-
ne ll) (p = 0,0026) (mabs. 2). 3Tv faHHblE COBNAAAT C NONy-
YEHHbIMW paHee y AeTelt mepBbiX 3 neT xu3Hun [20]. MNpu
aHanu3e CUTyaLMmn C XPOHUYECKOM CUHErHOMHOM MHMbeKLM-
ell B BO3pacTHbIX NOArpynmnax, 3aperMcTpMpoBaHo Hanbonee
3HauMmoe pasnuume B rpynnax geter 9 net. Tak, yactoTa
XPOHWYECKOr0 MHPUUMPOBAHMS CUHETHOMHOW Manoykon B
rpynne Il (nocne ckpmHuHra) coctauna 10% npotus 61,54%
B rpynne | (no ckpunuHra) (p = 0,0208). B 3To¥ e BO3pacT-
HOM nOArpynne nauMeHTbl, BbISIBNEHHbIE MO MNpOrpamme
CKPWHUWHIA, [OCTOBEPHO pexe Monyyanu BHYTPUBEHHYIO
aHTnbakTepuansHyto Tepanuio (10% B rpynne |l npotvs
76,92% B rpynne I) (p = 0,0030).

B obwei rpynne 60nbHbIX, BbISBAEHHbBIX MO NPOrpamMMe
CKPUHWHIA HOBOPOX[AEHHbIX (rpynna ll), oTMeyeHo cTatu-
CTMYECKM 3HAYMMOE yMeHblleHue obbema BCeM NpOBOAM-
Mol BHyTpMBeHHOM (p = 0,0000) M MHraNAUMOHHOM aHTU-
6akTtepuanbHoi Tepanun (p = 0,0139) u cHuxKeHne no
CPaBHEHUIO C rpynnoi | ynMcna nauMeHToB, NMPUHUMAIOLLMX
6poHxonutunkm (p = 0,0322) (mabs. 3). 3T0 MOXHO 0OBIACHUTD,
KaK CHMXEHMEM Yncna 60nbHbIX C CUHETHOMHOM MHBEKLMEN,
TaK ¥ COOTBETCTBEHHO MEHbLIMM YMCNIOM ODOCTPEHMIA XPO-
Hunyeckoro GpoHxoneroyHoro npouecca. B rpynne Il naumeH-
TaM pexe Ha3Hayanucb CUCTEMHblE CTEPOU[bl, YTO MOXET
YKa3blBaTb Ha MEHbLUYIO TSXKECTb TeYeHns 3aboneBanus.

Hamu He 6bl10 NMONyYeHO HUKAKUX LOCTOBEPHbIX pas-
nMynii Mexay naumeHtamu rpynn | m Il no yacrore noauno-
33 HOCa M nopaxeHus neyeHn. B obenx rpynnax 6onbHbIX
NPaKTUYecku He Bbl10 OTMEYEHO CyYaeB Pa3BMTUS OCNOXK-
HeHuin MB (MykoBMCLMA03-aCCOLMMPOBAHHOIO CaxapHOro
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Tabnuua 3. 06bem Tepanuu B UCCAeAYEMbIX Fpynnax
60N1bHbIX

| (o ckpuHMHra Il (nocne ckpuHMHra

Tpynnbi (n) (n (ES) ) ( 86p )
WHranaumm runep-
TOHMYECKOTO 17 (37,78%) 62 (72,09%) 0,0000
pacteopa NaCl
WHransumoHHble
AHTHBMOTHKM 26 (57,78%) 28 (32,56%) 0,0139
BHyTpuBEHHbIE
AHTUBMOTHKN 17 (37,78%) 5(5,81%) 0,0000
TabneTupoBaHHble
AHTUBMOTHKM 40 (88,89%) 67 (7791%) 0,2693
BpoHxonutuku 35 (77,78%) 47 (54,65%) 0,0322
WHransumoHHble
Crepowsi 2 (4,44%) 4 (4,65%) 0,8895
CucteMHble
Crepouab * 4(8,89%) 1(1,16%) -
[NaHkpeatnyeckue
(epMeHTSI 44 (97,78%) 71 (82,56%) 0,0546

nmabeTa, NEroYHOro KpOBOTEYEHMS, MHEBMOTOPAKCa, aMu-
nounpo3a, octeonoposa) (mabs. 2), 4to BNofHe obbacHaeTC
BO3PaCcTOM MaLMeHTOB. BONbLIMHCTBO M3 yKa3aHHbIX OCNOX-
HEHUWI pa3BMBaeTCs, Kak NpaBwo, y NOAPOCTKOB W B3pOC-
NbIX 60NbHbIX [8].

3AKJTIOYEHUE

Takum o0bpazom, ¢ 2006 . B MOCKOBCKOM perMoHe OCHOB-
HOV rpynmnow noucka/pucka 60bHbIX MyKOBMCLMA030M SBNS-
t0TCS HOBOPOXAEHHbIE C MOBbILLEHHbIM ypoBHEM MPT (aBaxabl
Ha NepBOM Mecsille >XW3HW). HeoHaTanbHbIii CKPUHUHI Ha
CErofHAWHUMA OEeHb — BaXXHEMWWN U eOMHCTBEHHbIA MEeTof,
BbISIBNIEHWSI MaKCUMAbHOMO Yncina 60obHbIX MB Ha paHHeM
LOKMHKMYeCkoM 3Tane. Kak nokasano Halle wccnenoBaHue,
CKPVHWHT NMO3BONSET BbIIBUTb NPaKTMYeckn B 2 pa3a bonblue
60bHbIX, YEM [MArHOCTMKA MO KAMHUYECKMM MpM3HaKaM 3a
TOT )K€ NPOMEXYTOK BpeMeHW. [1pu1 3TOM yCTaHOBUTbL 3a6onesa-
HME MOXHO M Y HOCUTENEW «MSArKMX» MyTaLMK, y KOTopbix MB
MOXET MPOTeKaTb NIerye 3a CYET COXPaHHOW yHKLMKM noaxe-
NYA0YHOM Kenesbl, HO MpW 3TOM OHW BYAYT HYKAATbCS B KOM-
MNEKCHOM Tepanuu 1 NPOMUNAKTUKE Pa3BUTUS OCIOXKHEHMN.
MeToamka HabniogeHs HOBOPOXAEHHbBIX, BbISIBAEHHbLIX MO
nporpaMMme CKpWHWHIA, paspaboTaHHas cotpyaHukamm HKO
Mykosucumaosa MIHL, npogemoHcTpupoBana ceow 3ddek-
TUBHOCTb. Tak, paHHee BbisiBNeHUEe 6GOMbHbIX, aMOynaTopHas
cucTeMa AMCNaHCepHOro HabnoaeHWs, perynspHbli KOHTPOsb
MMKPOBMONOrMYeckoro Cratyca no3BonstT 40OUTLCS B rpynne
NaUMEHTOB, BbISBNEHHbIX MO CKPUHUHTY, CHUXKEHWS 4acTOTbl
XPOHUYECKOr0 MHDUUMPOBAHMS CUHETHOMHOM NaNOYKOM U1, Kak
cnencrtsme, NOTpebHOCTM B aHTMOAKTEPWANbHOW Tepanuu.
Mokazatenu ®BLL n HYTPUTMBHOIO CTaTyca He NMPOAEMOHCTPU-
pOBaNM AOCTOBEPHbIX PA3MUMiA B rpynnax, YTo MoxeT ObITb
00YyCNOBNEHO rEHETUYECKOW Pa3HOPOAHOCTLIO rPynn BOMbHbIX
1 TpebyeT fanbHENLUNX UCCIEA0BAHNUIA 1 HABNKOAEHWIA.

NINUTEPATYPA adults: Cystic Fibrosis Foundation consensus first 10 years of life: A registry-based longitudi-
report.J Pediatr, 2008, 153(2): S4-S14. nal study. Pediatrics, 2001, 107(2): 274-9.
1. Mykosucumnaos. MoHorpadus. Mop pen. H.N. 10 European cystic fibrosis society standarts of care 19 Siret D, Bretaudeau G, Branger B, et al.

Kanparosga, H.t0. Kawwupckoit. M., 2014.

2 LepmaH B.A., Kawwnpckas H.H0., KoHapaTbesa
E.N., BopoHkoBa A.t0., KanpaHos H.M., AMennHa
E.JI. v ap. HauMoHanbHbI KOHCEHCYC. 1
MyKOBWCLMAO03: ONpesLeneHue, AnarHocTmye-
CKW1e KpUTepUM, Tepanus, pasaen «anarHocTuka
MyKoBUCUMA03a». [Teduampus, 2017, 2: 90-98.

[N

Roelse J, Duff A, Farrell M, et al. European best

practice guidelines for cystic fibrosis neonatal

screening.J Cyst Fibros, 2009, 8: 153-73. 1
4. KoHnppatbeBa E.W., Kawupckas H.K0., KanpaHos H.W.

HaumnoHanbHbIN KoHceHcyc «MykoBMUCLMA03: onpe-

[leNeHue, IarHoCTMYeckue KpUTepum, Tepanmsis».

M.: «Komnanwus Boprecy, 205 c.

W

sweat conductivity measurements in 2664

patients: relationship to age, arterial blood gas,

serum electrolyte profiles and clinical diagno-

sis.J Clin Med Res, 2013 Feb, 5(1): 34-41 1
6 Langen AV, Dompeling E, Yntema JB et al. Clinical

evaluation of the Nanoduct sweat test system in

the diagnosis of cystic fibrosis after newborn

screening. Eur J Pediatr, 2015 Aug, 174(8): 1025-34.

w

Conductivity determined by a new sweat analyzer
compared with chloride concentrations for the diag-
nosis of cystic fibrosis./ Pediatr, 2005, 146: 183-8.

8  Peructp 60/1bHbIX MyKOBMCLMA030M B Poccuii- 17 Sims EJ, McCormick J, Mehta G, Mehta A. Neo-
natal screening for cystic fibrosis is beneficial
even in the context of modern treatment.

Journal of Pediatrics, 2005, 147(3 suppl.): S42-S6. 27 Kpacosckuit C.A. Octeonopo3s y B3poc/bix 60mb-

ckoit @epepaumn. 2015 roa, Mog pen. EN. Kona-
patbeBoit, C.A. Kpacosckoro, A.F0. BopoHkoBo#,
E.J1. AMenuHow, A.B. YepHsika, H.10. Kawwmpckoit.

working group. Best practice guidelines. B
penakumu Alan R Smith u Scott Bell (httpy//www.
ecfs.eu/ecfs-standarts-care/introduction), 2014.
Grosse SD, Rosenfeld M, Devine OJ, et al.
Potential impact of newborn screening for cystic
fibrosis on child survival: a systematic review 20 KycoBa 3.A. 3pdeKTUBHOCTb MPOrpaMMbl MacCoOBOrO
and analysis. J Pediatr, 2006, 149: 362-366.
3 Castellani C, Southern KW, Brownlee K, Dankert 12 Dankert-Roelse JE, Mérelle ME. Newborn
screening for CF: published evidence from 21 Merelle ME, Schouten JP, Gerritsen J, Dankert-Roel-
Europe. J Pediatrics, 2005, 147(3Suppl): S15-20.
Koscik RL, Lai HJ, Laxova A, et al. Preventing

early, prolonged vitamin E deficiency: an
opportunity for better cognitive outcomes via 2
early diagnosis through neonatal screening. /
Pediatr, 2005, 147: S51-6.

5 Sezer RG, Aydemir G, Akcan AB et al. Nanoduct 14 Accurso FJ, Sontag MK, Wagener JS.

Complications associated with symptomatic
diagnosis in infants with cystic fibrosis. Journal 2
of Pediatrics, 2005, 147(3 suppl.): S37-S41.

Farrell PM, Lai HJ, Li Z, Kosorok MR, Laxova A,

Green CG, et al. Evidence on improved outcomes 24 Grosse SD, Thompson JD, Ding Y, Glass M. The
with early diagnosis of cystic fibrosis through
neonatal screening: Enough is enough! Journal

of Pediatrics, 2005, 147(3 suppl.): S30-S6.

7 Barben J,Ammann RA, Metlagel A, Schéni MH. 16 Sims EJ, Clark A, McCormick J, Mehta G, Connett G, 2
Mehta A, et al. Cystic fibrosis diagnosed after 2

months of age leads to worse outcomes and requi-

res more therapy. Pediatrics, 2007, 119(1): 19-28. 26 Sermet-Gaudelus |, Bianchi ML, Garabédian M, Aris

Comparing the clinical evolution of cystic
fibrosis screened neonatally to that of cystic
fibrosis diagnosed from clinical symptoms: a
10-year retrospective study in a French region
(Brittany). Pediatr Pulmonol, 2003, 35: 342-9.

06CN1ef0BaHNs HOBOPOXKAEHHBIX H3 MYKOBMCLIMAO3.
AsTopedepat Auc. ... KaHA. Mes, Hayk. M., 2011. 23 c.

se JE. Influence of neonatal screening and central-
ized treatment on long-term clinical outcome and
survival of CF patients. Eur Respir J, 2001, 18: 306-15.
Lai HJ, Cheng Y, Cho H, Kosorok MR, Farrell PM.
Association between initial disease presenta-
tion, lung disease outcomes, and survival in
patients with cystic fibrosis. Am J Epidemiol,
2004, 159: 537-46.

Carroll A.E, Downs SM. Comprehensive cost-
utility analysis of newborn screening strate-
gies. Pediatrics, 2006 May, 117(5 Pt 2): S287-95.

N

w

Use of Economic Evaluation to Inform Newborn
Screening Policy Decisions: The Washington
State Experience. Milbank Q, 2016, 94: 366-91.
Report of the UK Cystic Fibrosis Trust Bone
Mineralisation Working Group. Bone minerali-
zation in cystic fibrosis. Cystic Fibrosis. 2007.

]

RM, Morton A, Hardin DS, Elkin SL et al. European
cystic fibrosis bone mineralisation guidelines. Jour-
nal of Cystic Fibrosis, 2011, 10(suppl 2): S16-S23.

M.: M, «Mennpaktuka-My», 2016, 72 c. 18 Wang SS, Fitzsimmons SC, O’Leary LA, Rock MJ, HbIX MyKoBUMCLMA030M. ABTOpPedepaT auc. ...
9 Farell PM, Rosenstein BJ, White TB et al. Cystic Gwinn ML, Khoury M. Early diagnosis of cystic KaHa. Mea. Hayk. M., 2012
fibrosis foundation. Guidelines for diagnosis of fibrosis in the newborn period and risk of 28 Kelly A,Moran A. Update on cystic fibrosis-related

cystic fibrosis in newborns through older

128 | MEAULIMHCKUIA COBET + N°18, 2017

Pseudomonas aeruginosa acquisition in the

diabetes. Journal of Cystic Fibrosis, 2013,12: 318-331



