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CosgaHne peructpa 60/bHbIX MyKoBucumaosom (MB) sBnsetca Heo6XOAMMbIM A/ ONpeaeseHnss anMaeMnoIorM4ecKomn
cUTyaLmMn B PErnoHe, OLEHKU 3POEKTMBHOCTM TEPANEBTUYECKMX CTPATEMMIA M KayecTBa OKa3aHWs MeAMLIMHCKONM MOMOLLM.
B SpocnaBCKOM perMoHabHOM PErnCTPe CoOAePKUTCS MHPopmaums 0 53 60bHbIX MB. CpeaHui Bo3pacT 60/1bHbiX 12,9 nerT,
KO/IMYECTBO naumneHToB cTaplue 18 net cocraBnset 22,7%, cpeqHue CPOKU NocTaHOBKU AnarHo3a 3,2 roga. O6iyas meanaHa
BbIXXMBaemMoCT Ha Hadasio 2012 roga — 26,8 net. PacnpocTpaHeHHOCTb 3ab0/ieBaHUsl CONIaCHO HeOHaTa/lbHOMY CKpU-
HuHry coctassger 1:8005 HOBOPOXAEHHbIX. Yncio 60/bHbIX, MHOULMPOBaHHbIX Pseudomonas aeruginosa u Burkholderia
cepacia,— 30,2 u 2,5%, cootBeTcTBeHHO. MyTauus F508del BcTpedyaetcs B 43,4% cayqaeB. Cnegyowmmm 1o 4actote BJisi-
toresi mytaummn N1303K, 394delT, CFTRdele2,3 (21kb) (no 4,72%), 44C10 HEMAEHTUNLUMPOBAHHbIX MyTaLmi COCTaB/IsIET /ILLb
8,49%. lNpoBeneHa cpaBHUTEIbHAsS OLIEHKA TepaneBTUYECKMX MOAX0A0B (6a3ncHoOM Tepanumu) B pociaBcKor obaactv v psae
EBponerickux cTpaH. [ToMUMO KIMHUKO-3MMAEMUOSIOrMYECKMX 3a4aY JaHHbIe PErUCTpa No3BOJISIIOT PELLINTh OPraHU3aLMOHHbIE
BOMPOCHI, NJ1aHNPOBAaThb JIEKapCTBEHHOE 06ecneqYeHne, OCyLLECTBASTL MEANKO-COLMAIbHYIO peabuantalmio.

Knro4yeBble cnoBa: MyKOBUCLMAO3, PETMCTP, HEOHATa/IbHbIM CKPUHUHI, AEMOrpadUIeCcKue gaHHble, AETH.

[Baguatb neT Hazaj MmyKkosucuugos (MB) cuyutancs,
rnaBHbIM 06pa30M, AETCKOM 60/1e3HbI0, KOTOPas nopaxaet
OPOHXONErOYHYI0 U MULLEBAPUTENBHYIO CUCTEMY W Auar-
HOCTMPYeTCA € MOMOLLbIO NOTOBOM Npobbl. B HacToswee
BpeMS NPOU30LLIM NPUHUMNNANbHBIE U3BMEHEHUS B MOHU-
MaHUKU Npupoabl 60ME3HN Ha KIETOYHOM U MOMEKYNSPHO-
reHeTUYEeCKOM YPOBHE, pacLUMpPEeH CNEKTP AMarHOCTUYECKMX
BO3MOXHOCTEN. MyKOBMUCLMAO3 NPU3HaH MHorodaKkrop-
HbIM U MYSIBTUCUCTEMHbBIM 3a601EBaHUEM.

LleHTpann3oBaHHaa NOMOLLb CMELManMCTOB npuse-
fa K ynyylweHuio nokasaTtenen BbIKMBaHWS W NpeBbicuia
B eBpOnencKux ctpaHax 40-neTHUM Bo3pacT. He ucknio-
4YEeHO, YTO BCKOpE YMCNO B3POC/bIX NaLMEHTOB NPEBbLICUT
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yucno feten. 3aboneBaHue pacLEeHMBaETCH KaK Moanop-
raHHOe C MopayKeHWeMm MpaKTUYEeCKU BCEX CUCTEM, BKIIO-
Yas KOCTHylO WM Moyernonosylo. Bce yalle KIMHULMCTaM
NPUXOANUTCS CTaNKMBATbCH C TAKUMWU OC/IOKHEHWUAMU, KaK
caxapHbli guabeT, BacKynuTbl, apTponaTuu, OCTeonopos,
a TakXe npobnemamMun B penpoayktuBHon coepe. HusHb
C XPOHMYEeCcKOM 60ne3Hbl0 BCe ocTpee TpebyeT pelleHus
NCUXONOMMYECKMUX U COLManbHbIX MPO6aeM. ITU CNOXKHOCTH
NPUBENN HE TONIbKO K MOMUCKaM HOBbIX NPEBEHTUBHbIX CTPa-
TEerMn B A4ETCKOM BO3pacTe, HO U 0BHapyKunu npobnemsbl,
CBSI3aHHblE C Jle4eHneM BO B3POCIOM Bo3pacTe. oaxoabl
K Tepanuu MeHsI0TCS ¢ CUMMNTOMaTUYeCKOro Ha pajuKasb-
Hble, BK/IOYasA FeHHylo Tepanuio U cneumduyeckue ans

The register as a means of improving the quality
of mucoviscidosis patients’ treatment

The creation of a register of mucoviscidosis (MV) patients is necessary for determining the epidemic situation in the region, evaluating
the efficacy of therapeutic strategies and the quality of healthcare provided. The regional register of Yaroslavl contains information
about 53 MV patients. The average age of these patients is 12.9 years, the amount of patients older than 18 is 22.7%, the average
age of diagnosis is 3.4 years. The overall survival median is 26.8 years (by the beginning of 2012). The prevalence of the disease is
1:8005 newborns according to the results of neonatal screening. The amount of patients infected with Pseudomonas aeruginosa and
Burkholderia cepacia is 30,2% and 2,5% respectively. The F508del mutation occurs in 43,4% of all cases. The next most prevalent
mutations are N1303K, 394delTT, CFTRdele2,3 (21kb) (4,72% each), the number of unidentified mutations is only 8.49%. A comparative
evaluation of therapeutic approaches (basic therapy) was conducted in the Yaroslavl region and in a number of European countries.
Data obtained from the register allows to solve not only clinical and epidemiological problems, but also sort out organizational issues,
plan medicine provisions and conduct medical and social rehabilitation.

Key words: mucoviscidosis, register, neonatal screening, demographical data, children.



deHoTuna Bmabl neveHns. OgHaKo, HECMOTPS Ha MHOXECTBO
3 DEKTUBHBIX TepaneBTUYECKUX CTpaTernm, onTMMU3aLnio
aHTUOBMOTMKOTEPANWUK, YPOBEHb BbIXXMBAEMOCTU BO MHOIMX
pa3BUTbLIX CTpaHax «BblWwen Ha nnato» [1]. Hagexabl B ero
npeooneHMn Bo3naralTcsd Ha 06WenonynsLMOHHbIN Heo-
HaTaNlbHbI CKPUHUHI C PAaHHWM Ha3Ha4YeHWeM NPOTUBOBOC-
nanuTenbHOM M aHTMGaKTepUaabHOM Tepanuu, BHeOPEHUEM
KECTKMX METOAO0B MHPEKLIMOHHOIO KOHTPOAS KaK BHYTPM,
TaK ¥ BHEe LLEeHTPOB MyKOBMUCLMA03a, a TaKKe Co3[aHune peru-
CTPOB MauUMEHTOB AN OLEHKM 3NMAEMUOSIOrMYECKON CUTya-
LMW B pErMoHe U CpaBHEHWS KayecTBa OKa3aHWs MOMOLLM
MeXay pas3nnMyHbIMKU perMoHamMmu n ctpaHamu [2].

BbixknBaemocTb 60/bHbIX MB B Poccuu, gaxe Habntoaa-
lowuxes B Beaywmux LeHtpax MockBbl U CaHKT-lleTepbypra,
rae HaKomnneH 6oraTbl NPaKTUYECKUIM OMbIT, OCTAETCA HUXKE
€BPONENCKNX NoKaszaTtenen. 1o TpebyeT cepbe3HOoro nepe-
CMOTPa CNOMXMBLUENCS CUTyaLMKU B PErMOHAbHbIX LIeHTpaXx,
NnoucKa pe3epBoOB A1 paHHEW AMArHOCTUMKKM 3abosieBaHus,
NPOPUNAKTUKN U CBOEBPEMEHHOM Tepanuu 3aboneBaHus
NIerknx, cobntoaeHnsa CcTpornx TpeboBaHUM MHOEKLMOHHO-
ro Haa3opa, opraHn3aunn MeXAMCUMNAMHAPHOro nogxoga
K HabnoaeHuo U nevyeHnto 60nbHbIX MB.

Pernctp 60nbHbIX MB 6bin co3aaH ans 0600WeHna Kiu-
HUKO-3NNAEMMONIOTMYECKON CUTyaLlMKM B PErMOHE, OLEHKM
KayecTBa OKa3aHWs MEAMLMHCKON MOMOLLM U OonpeaeneHums
MecCTa PermoHanbHOro LieHTpa B MeAMLIMHCKOM CO06LLEeCTBE,
3aHMMatllemca npodbnemammn MB. [Ana onpeaeneHus Hau-
60/1e€e OCTPbIX BOMPOCOB B CTpaTerMm BeaeHus 60nbHbIXx MB
TpeboBanoch BbiBIEHWE OCHOBHbIX TEHAEHLMI B AUHAMUKE
3NMAEMMNONIOTMYECKUX MOKa3aTenen ¢ NpoBeAeHMeM cpaBs-
HUTENbHOM OLEHKM KayecTBa MOMOLLM MEXAY PasinuyHbIMM
LleHTpamMK 1 cTpaHaMu. BbiaBneHne GaKkTopoB, BAUSIOLLMX
Ha KaKkue-nMbo CXOACTBa W pasfinyus, MOIIM CnocobCTBO-
BaTb BHECEHWIO ONpeAeneHHbIX UBMEHEHUI B CUCTEMY OKa-
3aHWUa MEAMLMHCKON NOMOLLM NauMeHTam A8 NOBbIEeHUs
ee KayecTBa.

B 2006 r. B flpocnaBCKOM pernoHanbHOM LIEHTpe Obin
CO3[aH perucTp 60MbHbIX, Kyda Oblin BKAOYEHbI AaHHble

Ta6nuua 1. OCHOBHblE AEMOrpadUYECcKne XapaKTEPUCTUKM

53 nauueHtoB ¢ MB (10 cratMyeckux uM 20 OnHaMu4e-
CKMUX noKasartenen), Habnwogaswmxca ¢ 1990 no 2011 rr.
CraTMyecKkune noKkasaTtenu BKIOYaoT NacnopTHble U aHaMHe-
CTUYECKME JaHHble (CPOKM MaHudecTaumn, Hannyne MeKOHM-
anbHOro nneyca, NaHKpeaTM4eCKoM HeJOCTAaTOYHOCTU U T. 4.),
pesynbraTtbl UCCNEeAOBaHUS 3NEKTPONUTOB MOTa U reHeTU-
YeCKMM aunarHos. [uHamu4yeckue noKasaTteNn KacatoTcs
€XKerogHon OLLEHKN HYTPUTUBHOIO U MUKPOOBMONOrMYECKOTO
cTatyca, QyHKUMOHaNbHbIX AaHHbIX, 4acTOTbl OGOCTPEHUH,
ob6beMa Tepanum, Hannuius OCNOXKHEHNN.

3a nepmog ¢ 1990 no 2011 rr. ymepno 7 60/bHbIX, Cpea-
HUW BO3pacT KOTOpbIX cocTaBun 16,2 = 8,9 nert, 4yto conocrta-
BMMO C AaHHbIMM MoOCKOBCKKX LeHTpoB MB (16,8 = 8,4) [3].

K KoHuy 2011 r. noa AMHaMWYECKMM HabGNOOEHU-
eM B LeHTpe Haxogatcs 44 nauuveHTa: M3 dApocnaBng —
19 (43,2%) yenoBeK, U3 obnactn — 18 (40,9%), N3 CMEXKHbIX
pernoHoB — 7 (15,9%).

Pernctp no3sonunn paccyntatb OCHOBHbIE 3MMAEMMUONOMU-
YecKkune nokasatenu, umetolmecs K KoHuy 2011 r. CpeagHun
BO3pacT 60/ibHbIX (12,9 neT), KONMYEeCTBO NaLMEHTOB cTap-
we 18 net (22,7%) n cpeaHue CPOKM MOCTAaHOBKU AMarHo-
3a (3,2 roga) conoctaBMMbl C OOLWEPOCCUNCKUMU OaHHBbIMMU
(tabn. 1). MearMaHa BbIXKMBAEMOCTM MaLMEHTOB Ha Ha4vano
2012 r. coctaBnseT 26,8 net. Ha cerogHsa AOCTYNHbIMU SBNSA-
tOTCS TONBbKO AaHHbIE MO BbIXXKMBAEMOCTH 6OMbHbIX, Habnoaae-
MbIx B MockoBcKoMm LeHTpe MB 3a nepuog ¢ 2000 no 2010 rr.
(35,7 nert), roe cocpenotoyeHbl Hanbonee KBanuPUUMpPoOBaH-
Hble MEAULMHCKUE Kaapbl U HawunyyYwmm B Poccun o6pas3om
OpraHU30BaHO leKapcTBeHHOe obecneveHue [3].

CornacHo HeoHaTallbHOMY CKPUWHWHIY, 3a60/1eBaeEMOCTb
MB B Apocnasckon obnactu (A0) Ha Havyano 2012 r. cocTaBs-
nset 1 Ha 8005 HOBOPOXKAEHHbIX, AaHHble MO Poccum (K KOH-
uy 2010 r.) — 1 60nbHOM Ha 9498 HOBOPOXKAEHHbIX. BHeape-
Hue ¢ 2006 r. HeoHaTanbHOIro0 CKPUHWHIa crnocobCTBOBaNO
6onee paHHen anarHoctuke MB, yBennuunB 4ncno 60sbHbIX,
KOTOpbIM AMarHo3 6bl YCTaHOBMEH B BO3pacTe A0 O4HOro
roga, ¢ 45 go 70%, 4to, 04HAKO, HEe NMPMUBENO K MPUHLMUMKU-
anbHOMY YBEIMYEHMIO YUCa NauneHToB (Tabn. 2).

[AemorpaduyecKne xapaKTepucTuku fipocnaBckas o6nacTtb PO
PacnpocTtpaHeHHocTb MB no gaHHbIM HEOHATaNbHOIr0 CKPUHMHIA 1:8005 1:9498
CpefHuit Bo3pacT 60/bHbIX (roabl) 12,9 10,97
KonunyecTtBo 60nbHbIX cTapwe 18 net, % 22,7 18,73
MeanaHa BbIXXMBaeMOCTH 26,8 35,7 (MocKoBCKui LieHTp MB)
CpeaHui Bo3pacT NOCTaHOBKM AnarHo3sa MB 3,2 3,49
Yucno HengeHTMOUUMPOBaAHHBLIX MyTauni, % 8,49 21,2
XpoHuyecKasa nHbekumns Ps. aeruginosa, % 30,2 40,1
XpoHuyecKas uHodekuus B. cepacia, % 2,5 3,2

Ta6nuua 2. Cpoku noctaHoBKM AnarHo3a MB o v nocne BHeApeHUst CKPUHUHIa

CpOKM NOCTAHOBKU AUArHo3a 10 CKPUHUHra
NMokasatenu

po 1lropa 1-3ropa 3-7 net 7-10 net 10-16 net Utoro
Konnuectso 18 7 7 2 6 40
GonbHbIX 45% 17,5% 17,5% 5% 15% 100%

CpOKM NOCTaHOBKM AMarHo3a nocjie CKPUHMHra

Konunyectso 7 1 2 - - 10
GonbHbIX 70% 10% 20% - - 100%
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B npaKTUKy neguartpa

lMpoBeaeHne NOToBOro Tecta 60/ibHbIM U3 FPYMnbl pUcKa
no MB He yTpaTuio CBOEW aKTyaflbHOCTU. Takow noaxon
NOMOr YCTaHOBWUTb AMarHo3 elle TpeM O0/bHbIM, Habsto-
[LaBLUIMMCA C OWMOBOYHBIMU MArHo3amMu (B ABYX Clydasx —
C 6pPOHXMaNbHOM acTMOW, B OAHOM — C XPOHWUYECKUM PUHO-
CMHYCUTOM), Ha OCHOBaHWW XapaKTePHbIX CUMMTOMOB.

ANTOPUTM CKPUHUHIA He OTIM4YaeTcs OT TaKoBOro, Mpu-
HAToro B Poccun. 3a nepuog ¢ 2007 no 2011 rr. o6ene-
poBaHo 56035 HOBOPOXAEHHbIX. [MONOXUTENbHbLIM TecT
Ha MMMYHOPEAKTUBHbIN TPUMCUH MoflydeH B 218 cnyvasix,
NONOXMUTENbHbIN peTecT — B 26. [10TOBbIN TECT 6bi BbINO-
HeH 25 (96,1%) 60/bHbIM, U3 KOTOPbLIX B 6 cay4asx 6bin
yCTaHOB/EH AMarHos «MyKkoBucungos». Cnegyet noHMMaThb,
4YTO B CAy4ae OTCYTCTBMS OOLLENONYNALMOHHOIO oxBaTa
HOBOPOX/AEHHbIX CKPUHUHI HEMWHYEMO YTPaTWUT CBOE Mpo-
dunakTnyeckoe 3HavyeHue. Tak, B 2010 r. Ha OCHOBaHUKU
pecnupaTopHbIX U KIMHUYECKMX CUMMMNTOMOB Manbabcopob-
umMn amarHos MB 6bln ycTaHOBNEeH pebeHKy B Bo3pacTe
1 roga 3 mec, KOTOPOMY He 6b1/10 NPOBEAEHO UCccnefoBaHNe
CbIBOPOTKM KPOBWM Ha WMMMYHOPEAKTUBHbLIA TPUMCUH M3-3a
OTCYTCTBUS PeaKTUBOB. [blxaTenbHble NyTH yxKe Obln KOMo-
HU3KpoBaHbl Staphylococcus aureus.

Pernctp 60bHbIX MO3BOASET BbIABAATL CUMMTOMBI,
C KOTOpbIX MaHudecTMpyeT 3abonieBaHne, onpeaenss rpymn-
Nbl BbICOKOro pucka rno MB (puc. 1).

Puc. 1. KnvHnyeckue cumnToMbl Npu MaHudecTaumm 3aboneBaHuns
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B F508del/F508del O F508del/apyrue

B [Opyrue/npyrue B He nsecTtHo

MoMUMO TPaAMUMOHHBLIX PECNMPATOPHbLIX MPOSBAEHWUH,
NPU3HaKOB MaNibabcopbLMK U aCCOLIMMPOBAHHOIO C HEN HN3-
KO0 HYTPUTMBHOIO CTaTyca HeNnb3s YNycKaTb M3 BHUMaHMUS
XPOHUYECKME, OCOBEHHO MOIMMO3HbIE, PUHOCUHYCUTBI (8%),
a TaKXKe TakKon CUMMNTOM, KaK nponanc npsimMon KUWKK (14%).
Y peten paHHero Bo3pacTta BO3MOXHO Pa3BUTUE HKU3HEYIPO-
alolWMX 3MIEKTPONUTHBIX HapylweHUn (2%), M3BECTHbIX KaK
cuHapom nceBpo-baptrepa, «wkapoBoKn Konnancr», NposiBasio-
LUMXCA CHUKEHWEM YPOBHS Kanus, HaTpus, XI0pnaoB. Y Bcex
HOBOPOXAEHHbIX C MEKOHWanbHbIM uneycom (12%) cnepyet
NpPoOBOAUTb NMOTOBbLIM TeCT. B cnyyae o6HapyxeHUss Heobbsc-
HMMO MOBbILEHHOr0 YPOBHS TpaHCaMWUHa3 WU renatomeranuu
(4%) y peten paHHero Bo3pacrta TakKe 060CHOBaHHbIM 6yaeT
uccnegoBaHue 3NeKTponuMToB noTa. CywecTBYIOT [aHHble,
CBUAETENbCTBYIOWME O TOM, YTO B MEpBble ABa rofja XW3Hu
y 601bHbIX MB MOryT BbISBAATbCA GUOXMMUYECKNE U3MEHE-
HWS, CBUAETENbCTBYIOWME O HapPYLEHUU OYHKUMKU NEeYeEHM,
KOTOpble 06bI4HO CMOHTAaHHO HOopManuaytoTes [4]. Bee Bbile-
yKa3aHHble COCTOSIHUSI TPeOBYylT BHUMAHWA MPAKTUYECKOro
Bpayva B nnaHe anddepeHumanbHom agnarHoctukun MB.

BayKHOW xapaKTepUCTUKOM 3NUAEMMUONOTMYECKON CUTya-
UMK B LieHTpax MB ABASeTCS KOMYECTBO NaLMEHTOB C XpoO-
HU4YeCKon WHbeKuunen, obycnosneHHown Ps. aeruginosa w
B. cepacia. Y1cno Takux 60/bHbIX, HABNOAAOLWMXCS B HALLEM
LLeHTpe, HUXKe, YeM B uenom no Poccuu (30,2 n 2,5 npotus
40,1 n 3,2%, cootBeTcTBEHHO). OgHaKko, cam ¢daKT nosB-
NneHus B. cepacia B CNUCKe NaToreHoB, KOJIOHU3UPYIOLLINX
ObixaTenbHble MNyTM 60/bHbIX MB,— TpPeBOXHbIA CUrHan,
yKa3blBaloWM Ha 3NMAEMUONornyeckoe Hebnaronony4yue.
B aton cutyaumnmn nonuvTuUKa CTpPOroro pasobleHus nauueH-
TOB NPMOGPETAET KMSHEHHO BaXKHOE 3BYy4aHMe.

[eHeTMYeCcKoe uccnegoBaHWe O6GHapPYXKUIO0 BbICOKYIO
reTeporeHHoCcTb Mytauum reHa MBTP (MyKOBUCLMAO3HOIO
TpaHcMeMb6paHHOro perynatopa nNpoBOAMMOCTM) B MOMNyns-
umn (puc. 2). U3 106 13y4eHHbIx annenen y 53 naumeHToB
06HapyKeHOo 34 pa3nnyHble MyTaLnK, N3 KOTOpbIX Hanbosnee
yacTto BcTpedvaetcs F508del (43,4%), xapakTepHas ans auy,
€BPOMNENCKOro NpomncxoxaeHus. B 1o e BpeMs oHa BCTpe-
YyaeTcs CylWeCcTBEHHO pexKe, YeM B Liesiom no Pocecun (55,9%)
[5]. Ckopee Bcero, ato 06ycn0OBAEHO HE UCTUHHBLIM YMEHb-
WEeHWEM pPacnpoCTPaHEHHOCTM MyTauuu B pervoHanbHowm
nonynaunmn, a OTHOCUTENbHbLIM, 3@ CHET 3HAYMTENIbHO MEHb-
lero ymcna HeumaeHtTMdUuMpoBaHHbIX MyTauun (8,49 npo-
TMB 21,2%). JOCTUKEHME TAaKOro YPOBHS CTano BO3MOXKHbIM
6narogapsi MCNONb30BaHWUIO CKaHUPYOLLMX/CEKBEHUPYIOLLMX
METOAMK B NabopaTtopum MONEKYNSPHON reHeTUKK LleHTpa
6uoreHeTnkn (r. bpect, ®paHuus) B cny4yae OTCYTCTBMUSA
OBHapYKEHUS MyTauMih B OTEYECTBEHHbIX flabopaTopusXx.
MyTtauma F508del BcTpeyaetcs B 2,5 pasa 4yalle B retepo-
3UFOTHOM COCTOSIHWUM, YeM FOMO3WUIOTHOM. [ToMUMO MyTaumK
F508del ewe 9 oTHOCKMTENBHO YacTbIX MyTaLMi BCTpeYvatoTcs
B 22,7% annenen reHa MBTP, npuBogawux K MB. Cpeau
Hux mytauun N1303K, 394delT, CFTRdele2,3 (21kb) —
no 4,72%, 2143delT — 2,83%, del3849G > A, G542X,
W1310X, S1196X, 2144delT — no 1,89%; ocTanbHble MyTa-
umm — no 0,94%, To ecTb B €AMHUYHbIX cnyvasx. Peakune
mMyTaumn W1310X n del3849G > A 6binv BbISIBJIEHBI B FOMO-
3UrOTHOM COCTOSIHMW, 4TO CBUAETENLCTBYET O POACTBEH-
HbIX OpaKax. HeBblCOKOE 4YMCNO HEWAEHTUPULMPOBAHHbBIX
MyTauui NO3BOMWAO CPABHUTL JaHHble FEHETMYECKOro aHa-
33 Hawwux 60MbHbIX C pe3ynbTataMu, NPeACTaBAEHHbIMU
B €BponencKkom pernctpe. lomosurotbl no mytaummn F508del
BCTpeYaloTca B 2 pa3a pexe, YeM B CTpaHax 3anagHow
EBponbl (fepmanunn, ®paHumu, AHruun, aHuun), 3aTo YUCNO
reTepos3unroT no Apyrum Mytaumsam — 6onee 4yem B 2,2 pasa
[41]. Yncno HEN3BECTHbBIX MyTaL Wi CONOCTaBMMO C TaKOBbIMMU
B CTpaHax EBponbl, Npnyem K 3ToKn rpynne oTHocaTcs 60/b-



Hble, reHeTu4yecKoe o6cnefoBaHNe KOTOPbLIX OrpaHUYMaIoCh
pPOCCUUCKUMM TabopaTopUamMu.

CpaBHeHVe ob6bemMa M XxapaKkrepa 6a3ucHOM Tepanuu
C €BPOMENCKUMU LIEHTPaAMK, AEMOHCTPUPYHOLWMMU Bonee
BbICOKYIO BbIXXKMBAEeMOCTb MaLMEHTOB, NMO3BONSET BbISBUTb
OCHOBHbI€ TEHAEHUMKN K cnabble CTOPOHbI B CTpaTernun neve-
Hus MB (puc. 3). OxBaT 60/1bHbIX 3aMECTUTENbHOW Tepanuen
naHkpeaTUyecKnmMn GepmMeHTamm COOTBETCTBYET KOTMYECTBY
60/IbHbIX C HEAOCTATOYHOCTbIO 3K30KPUHHOW YHKLMK Noa-
Wenyao4yHon enesbl (92,7%), 4TO OTparkaeT KAMHWUYECKYIO
KOMMEHCaLuo, MOATBEPKAEHHYIO OTCYTCTBMEM CTeaTopeu
M CMMNTOMOB ManbabcopbLUMM CO CTOPOHbI XKENYAOYHO-
KWLIEYHOro TpaKTa.

CylLLLeCTBEHHO 60Mee WMPOKOE NPUMEHEHWE NpenapaToB
ypcogesokcuxoneson kucnotbl (YOXK) B ApocnaBcKon obna-
CTN OGBACHAETCH MHBIMU KPUTEPUSIMMU AN €€ HAa3HaAYEHUS.
CornacHo 6O0MNbLUIMHCTBY MEXAYHapOAHbIX PEKOMEHAaLnn,
YOXK nokasaHa npu o6Hapy*KeHUU ABYX MK Bonee 3anu3o-
[10B nocnegoBaTe/ibHOro NoBbIWEHWS TpaHcamuHas [4]. Mbl
NPUAEPKMBAEMCA PEKOMEHAALMIA OTEYECTBEHHbIX YYEHbIX
no 6osee paHHEMy Ha3HaYeHWIO MpenapaTa, daxe npu
OTCYTCTBUW KIMHUKO-NabopaTopHbIX MPU3HAKOB NOpParKeHUs
neyexu [6, 7]. NokasaHnem ana HasHadyeHusa YOXK (B gose
20 Mr/Kr B cyT) aBnsieTca O6GHapyXeHue MnepBbiX YynbTpa-

3BYKOBbIX MPU3HAKOB Xx0fiecTa3a, a MMEHHO MOBbIEHNE
3XOr€HHOCTU NnapeHxuMMbl neyveHun. OCHOBaHWEM Ans 3TOro
NOCNYXKMUNO OBGHapyXeHWe B Xo4e KOMMIEKCHOro obcneno-
BaHusa 110 geten ¢ MB (M3 HUX 32 — C UMPPO30OM MEYEHH)
He TO/IbKO XONEPETUYECKMX U XONEKMHETUYECKMX CBOWCTB,
HO U LUMTOMPOTEKTUBHOIO Y @aHTMOKCUAAHTHOIO AEUCTBUM [7].
HecmoTpsi Ha O4YEeBMAHYIO NIOTMKY TaKoro noaxopa, paHHee
Ha3HaveHue YOXK He NnpMBeNo K CHUXKEHMIO Yncna 60/bHbIX
C UMpPPO30OM NeyeHu B nonynsumu. LiMppos neveHn gua-
rHocTupoBaH y 5 (9,4%) 6ONbHbIX, YTO HECKOJIbKO 6osblue,
yeMm no Poccun B uenom (7,5%) v OaHHbIM 3apybexxHon
nutepatypbl (6—8%). Heobxoanm AanbHENLWWN MOUCK NpU-
YMH OTCYTCTBMS OXKMAAEMOro NpeBeHTUBHOro addpekta YOXK
B pPasBUTUKU LMPPO3a NeyYeHu, HECMOTPSA Ha HabnogaeMbln
HaMu 1 ONUCbIBAEMbIN B nuTepaType obpaTumbli (Moa BAUS-
HUEM Tepanuu) xapaKTep Takux U3MEHEHWUM, KaK XWPOBOWM
renatos 1 xonectas [8].

Mcnonb3oBaHUe WMHIanfLMOHHbIX aHTUCUHETHOMHbIX
@HTUOBMOTMKOB B CUy NPO6AEM PErMOHaNbHOrO MEANKAMEH-
TO3HOro obecnevyeHuss B LleHTpe He COOTBETCTBYET Konnde-
CTBY GO/bHbIX C XPOHUYECKOW MHPEKLMEN, 0BYCNTOBNEHHON
Ps. aeruginosa, n MOKpbIBaeT TONbKO 2/3 NoTpebGHOCTMU.
Mexay Tem, cTpaTerus aHTMOGaKTepuanbHOW Tepanuu Ang
6051bHbIX MB MMeeT nepBoCTENEHHOE 3HAYEHUE, YTO TpebyeT

Puc. 3. basuncHasa Tepanusa 601bHbIX MyKOBUCLMAO30M — CPaBHEHWE YacToTbl NPUMEHEHUs NpenapaToB GpepMeHTOB NOLXKENYA0YHON
enesbl (A), ypCOAE30KCeHxoneBom KUenoThl (B), MHransaumnoHHbIX aHTMBMOTUKOB (B), makponungos (), agopHa3sbl anbda (1), 6poHxonutnkos (E)

]92,3

sp

Cnos
AB

Ben

JaH
®p

96

92,2

81,6

73

78,8

89,9

fip

Cnos

40 60 80

100

Sp

] 89,5

Cnos

52
60,3
55,1
25,5
28,8

41,5

pil 0 20

40 60 80
%

100

| 84,6

b 0 20 40 60 80 100

50

100
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B npaKTUKy neguartpa

KOHLEHTPaLWUK yCUNn Bpadyen n ob6LLECTBEHHOM OpraHu3a-
LMK Ha aToKn npobneme.

BritovyeHne B 6a3uCHYO Tepanuio MakponuaoB B cybTe-
paneBTUYECKMUX A03aX, B YACTHOCTU a3WTPOMMULMHE, NPOAMK-
TOBaHO MPOTMBOBOCNANMUTENbHLIM M MMMYHOMOZYMPYIOLWMUM
nenctBMeM. Ero cBf3biBalOT €O CMOCOBHOCTbIO BAMATH Ha
XEMOTaKCUC HEeWTpPoduIoB, BO3AEMCTBOBATb Ha BblipabOTKY
NPOBOCMNANNUTENbHbIX LMTOKMHOB, GaKTOp HEKpo3a Omnyxo-
M «, UHTepnenknH 8 (IL 8), MHriMbupoBaTb CUHTE3 anbruHa-
Ta, CNoco6CcTBOBaTh NMPOHUKHOBEHUIO GTOPXMHONOHOB BHYTPb
MUKPOGHOW KNETKWU, MHIMOUPOBATb PaKTOpbl BUPYNEHTHOCTH
Ps. aeruginosa v yBenm4mMBaTb 3HLOMEHHYIO NPOAYKLUMIO TTHOKO-
KopTuKkocTeponaoB. B pa6ote L. Saiman n coaBT. noKasaHo
yMeHblUEeHWe Yncna oboctpeHnt Ha 50% B rpynne aetewn, npu-
MEHSIBLIEN a3UTPOMULMH [9]. ABUTPOMULIMH B UHTEPMUTTUPYIO-
LLEM peXMMe PEKOMEHYETCS BCEM MaLMeHTaM € XPOHUYECKON
CUHErHOMHOM MHbEKLMEN, OAHAKO ero NCrnosib30BaHMe OrpaHu-
YEHO HU3KOM KOMIMIaeHTHOCTbIO B CBA3MU C OTCYTCTBMEM ObICT-
poro, NOMOKUTENBHOIO, CY6bEKTUBHO OLLYTUMOro addeKTa.

BbICOKMI MPOLIEHT MCMONb30BaHKs AopHa3bl abda (89,5%)
CBSi3aH C BbICOKOW AOCTYMHOCTbIO NMpenapaTa 3a CYeT CpeacTs
depepanbHoro 6toaketa. [opHasa anbda ([ynbMo3nm,
. XobdmarH-J1a Pow J1ta.) o6nagaeT MOLWHbIM MYKOIUTU-
YEeCKMM W NpoTMBOBOCManMTENbHbIM AenctBuem [10, 11].
Cnoco6HOoCTb AopHa3bl anbda MNpensaTcTBoBaTb YBEINYEHUIO
yncna HewTpodunoB M ypoBHSA IL 8 B naBarKHOM XKUAKOCTU
60nbHbIX MB M03BOASIET KOHTPONMPOBATb BOCMHANUTENbHbIN
npouecc B ApixatenbHbix nytax [12]. Ecnn yyvecTb, 4TO BOC-
nanuTeNnbHbIA NPOLLECC B PECMMPATOPHOM TPAKTE MPOUCXOAUT
[ake B OTCYTCTBME KIMHMYECKMX CMMMTOMOB W COXPaHHOWM
JIErO4HON QYHKLMK, TO paHHee NpUMeHeHKe AopHas3bl anbda
OKa3blBaeT NPEBEHTUBHOE AENCTBME B OTHOLUIEHUMU MOBPEK-
LeHUs Nerkux. MonoxuTenbHbIM ONbIT NPMMEHEHWS NpenapaTa
y AeTen ¢ 2-mecsiyHoro Bo3pacta B Poccuickom LeHTpe MB
W [aHHble NUTepaTypbl MO3BOMMAW PaCLUMPUTL BO3PACTHblE
PaMKM U UCMONb30BaTb €ro y 60/bHbIX, BbIIBAEHHbIX B X04€e
HeoHaTanbHOro CKpuHuHra [13]. AnutenbHoe MpUMEHEHUe
[opHa3bl anbda crnocobCTBYET YMEHbLIEHMIO YMcna 0b6oCcTpe-
HUMN N 3aMEQJIEHUIO CHUMKEHUS nerovyHon ¢yHkumm [14, 15].
HepaBHWe nccneaoBaHUs NOATBEPXKAAOT AaHHble 06 addeK-
TMBHOCTU M 6€30MacHOCTM MCMNOSb30BaHWUs AOpPHa3bl anbda
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Ha ntobon ctagum 6one3Hun. B pabote P. George v coaBT. NoKa-
3aHO yNyyleHWe BbIXKMBAEMOCTH THXeSbIX NaLMeHTOB C 00b-
eMoM (GOpPCMPOBAHHOIO BbiJOXa 3a MEPBY CEKyHAy MeHee
30% OT JOMKHbIX 3HAYEHUN, UMEIOLLIMX B COCTaBe Ga3UCHOM
Tepanuu gopHasy anbda [16].

Haw onbIT cBMAETENbCTBYET O XOPOLLIEN NEPEHOCUMOCTH
npenapara, B TOM 4ucne y geten paHHero Bo3pacrta. CTonb
WMPOKOE M paHHee Ha3HavyeHwe npenapata [lynbMO3nM
No3BOMUT B AafibHENIIEM OUEHUTb 3QPEKTUBHOCTb €ro AJiu-
TENbHOMO MPUMEHEHUSI B OTHOWEHWW CHUMEHUS NIErOYHOM
QYHKLMK, NPODUNAKTUKN KONOHMU3AL MU CUHETHOMHON UHODEK-
LMEN N YMEHbLLEHUS Yncna 0BOCTPEHNUIK B CPAaBHEHUU C LIEH-
Tpamu, rae fopHasa anbda He MPUMEHSIETCS CTOMb LUMPOKO.
ExxegHEBHOE MNOXW3HEHHOE MpUMEHEeHMe AopHa3bl anbda
MOHO CYMTaTb «30/10TbIM CTAHAAPTOM» MYKOIMTUYECKON Tepa-
nuM MyKoBMcLMAO3a. ExxefHeBHble WHranauuu npenapata
MynbmMo3uM ynydiaoT GYHKUMIO BHELWHErO AblXxaHWs 60/bHbIX,
CHMKALOT YacTOTy 060CTPEHUIN 3a CHET NOBbIWEHUS MYKOLIMK-
apHOro KIMPEHCa M MPOASIEBAIOT U3Hb ITUX BOMbHBbIX.

BbpoHxonuTuyeckmne npenapaTtbl B coctaBe 6a3WCHOM
Tepanuu npeacTaBneHbl B CYLECTBEHHO MeHblleM o6beme
B CpaBHEHWW C €BPOMEWCKMMM LEHTpamu. Hawa TaKTu-
Ka 6a3upyeTcsa Ha MCNofib30BaHUU GPOHXONUTUKOB TOJSIb-
KO y nauueHToB C 06paTMMbIM KOMMOHEHTOM OOGCTPYKLMHK
MAK Yy Tex B6O0NbHbIX, KOTOPblE UCMbITbIBAOT CYGbEKTUBHOE
ynyyweHne 6poHXManbHOM MPOXOAMMOCTH MOCNE UHIaNALUm
[3,-aroHncTa KOPOTKOro AENCTBHUS.

Takvm 06pa3oM, Hanbosniee 3Ha4nUMbIM Pe3yNbTaTOM BHe-
LPEHUS perncTpa aBAseTca HaKomnIeHne gaHHbix 06 nucxodax
3aboneBaHMa Ha OGYHKUMOHANbHOM, HYTPUTUBHOM, MUKPO-
6GMONOMMYECKOM YPOBHSIX, YPOBHE BbIXKMBAEMOCTU MNaLMEHTOB
C MOCNeAyrLWMM MX UCNONb30BaHWEM AN CPaBHEHUS Tepa-
NeBTUYECKUX cTpaTerMin. BoiiBneHne TPEBOXKHbIX TEHAEHLMM
Cnoco6CTBYET CO34aHWMI0 anropuTMOB AEWCTBMM B onpejae-
NEHHbIX KIMHUYECKUX CUTyauMsX. OAUTEeNbHbIA MOHUTOPUHI
OCHOBHbIX K/IMHUKO-QYHKLIMOHANbHbBIX NMapamMeTpoB B Aaslb-
HeMnleM NMOMOXKET OnpeaeNuTb OCHOBHbIE NMPOrHOCTUYECKME
daKTopbl TeyeHns 3aboneBaHus. JaHHble pernctpoB 60/ib-
HblX MO3BOASIOT NOAyYaTb AeMorpaduyeckne nokasatenu,
Heo6XoAMMble 415 YNy4lEHUS CUCTEMbl MOMOLM GONbHbIM
MB, BblpabOTKW KOHCEHCYCHbIX PELLEHNN N PEKOMEHAALINN.
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