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Lienbto nccnepoBaHua aBunca aHanns pernctpa 6onbHbIx MykoBucLmao3om (MB) LieHTpanbHoro ¢penepanbHoro okpyra (LIOO) Poc-
cuiickomn ®egepauum (PO) 3a 2017r. B pernctp 60nbHbIX MB PO 2017 BKAtoueHbl faHHble 3096 naumeHToB 13 81 pernoHa — cybbekTa
P®. bonbHble MB LIOO cocTtasnsatot 6onee 30% Bcex 60nbHbIX MB, BKNtoueHHbIx B pernctp PO. B coctas LIOO BxoaaT 18 pervoHos.
[laHHble B perncTp B NONHOM o6bemMe NpefACTaBnAT 9 pervoHOB. [JaHHble OCTanbHbIX 9 PervoHOB NpefCTaBeHbl YacTUUYHO. MoKasaHo,
UTO UMEeeTCA PAL reHETUYECKIUX, KNMMHUYECKMX U MUKPOBMONOrMyecknx 0CobeHHOCTel Kak Npy CpaBHEHMM CO CpeAHMMY NoKa3aTe-
namu no PO, Tak n mexay obnactamu LIOO. MimeeTca cyliecTBeHHan pa3HuLa B KONMYECTBE B3POC/IbIX 6ONbHbIX M CpefjHeM Bo3pacTe
naLMeHToB Mo 0651acTAM, TabopPaTOPHbIX 1 MHCTPYMEHTabHbIX NoKasaTtenax. EcTb oueBMAHble pa3nuuma B nokasaTtenax MHeuumnpo-
BaHMA B OMHAKOBbIX BO3PACTHbIX Fpynnax, MMeeTca pasHuLa B NPOBOAMMON Tepanun. AHanM3 AaHHbIX perncTpa no3BoauT onTu-
MM31POBaTb NomoLLb 605bHbIM MB LIOO, 1ncnonb3oBaTh OMbIT PErMOHOB C HAWTYYLLMMU NOoKa3aTenAaMmn U Kputepmamm TedeHna MB.
KnioueBblie cnoBa: MykoBucungos, reH CFTR, peructp, LieHTpanbHbIn depepanbHbI OKPYT, cuHerHonHasa nHoekumna, MRSA, pyHk-
LA BHELLHero fblXaHus.
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The aim of this investigation was to analyse the register of cystic fibrosis (CF) patients of Central Federal District (CFD) of Russian
Federation (RF) in 2017. The register of CF patients includes data on 3096 people from 81 regions-entities of RF. CF patients in CFD
represent 30% of total amount of patients included in the register. The full data presents 9 regions. The data of the rest 9 regions
is presented partially. There is a list of genetically, clinical and microbiological peculiarities in comparison with RF in general and,
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at the same time, with other districts of CFD. The difference between adult patients and average age of patients by areas of received
treatment, laboratory and instrumental indicators. There are obvious differences in infection indicators of the same age groups,
there is difference in provided therapy. The analysis of the register data will enable to optimize aid to CF patients in CFD, to take

over the experience of regions with the best indicators and criteria of the progress of the disease

Key words: cystic fibrosis, CFTR gene, register, Central Federal District, pseudomonas

function.

infection, MRSA, external respiration
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BBepgeHmne

ykoBucnuno3 (MB) unn KucTo3HBIN GUOPO3

(cystic fibrosis) — ayTocOMHO-pelIeCCUBHOE 3a-

OoJreBaHMe, 00YCIIOBJICHHOE MYTalIMSIMU B TeHE
MYKOBHCIIIIO3HOTO TPAHCMEMOPAHHOTO PETYISTOPa IIPO-
Boanumoctu (MBTP; cystic fibrosis transmembrane con-
ductance regulator — CFTR). BcnenctBue MyTanuii B TeHE
HapyIIaoTCs CHHTE3, CTPYKTYpa U QYHKIINS OeJIKa TpaHC-
MeMOpaHHO IMPOBOANMOCTH. belok mpencTasiseT coooit
WOHHBII KaHaJI, IIepeHOCSINII HOHBI XJIOpa Yepe3 KIeTOd-
HyI0 MeMOpaHy. B pe3ynbrate MyTallmy MpOMCXOINT Ha-
pyleHue 0ajlaHca MeXIy CeKpelrei XXMIKOCTU 1 abcopo-
el MOHOB HATPUS U XJIOpa, COKpalleHne o0beMa I10-
BEPXHOCTHOM KUIKOCTH, YTO IIPUBOAUT K YBEINICHUIO
BSI3KOCTH XKUIKOTO CeKpeTa 9K30KpMHHBIX Xkenes [1]. ['ene-
TUYECKUI Oe(DEeKT IMPUBOAUT K HAPYIICHISM ITPAKTHICCKI
BCEX OPraHOB M CHCTeM opranmama 6oasHoro MB. Co Bpe-
MEHEM TTOIMOpraHHasI HeIOCTaTOYHOCTh HapacTaeT 1 MPH-
BOIWT K paHHEH MHBATMAN3AINN 1 BBICOKOI CMEPTHOCTH.

B Hacrogiee Bpemst HacuuteiBaeTcs oT 70 mo 100 ThI-
cs4 oAei B Mupe, ctpagatoinmx MB. Yacrora 3a6071eBa-
HUSI cpely eBpoIeouaoB cocTasisgeT oT 1 Ha 600 go 1 Ha
17000 HOBOpOXIeHHEIX [2, 3]. B Poccuiickoit denepannnm
3TOT TTOKa3aTelb cocTaBiigeT mpuMepHo 1 Ha 10000 HOBO-
pOXIEeHHEBIX [4, 5].

CoBepIIeHCTBOBAaHINE METOIOB TMATHOCTUKU U Te-
paImmu IMPUBENIO K YBEINICHHIO IIPOIOJKUTEIBHOCTHA U
VIYYIICHUIO KauyecTBa KU3HU OOJIBHBIX. TepalreBTHIecKe
yCIIeXH TOOTBEPXKIAIOTCS YBEIMUCHNEM YHCIa B3POCIIBIX
nareHaToB ¢ MB. OlieHKa 0OCHOBHBIX KITMHUKO-(YHKIIH-
OHAJIBHBIX TTOKa3aTesIeii OOBHBIX U UX CBSI3H C JICYCOHO-
IMaTHOCTUIECKOI TTOMOIIBIO MOXKET CITOCOOCTBOBATH pa3-
padoTKe 3(pHEeKTUBHBIX MEAULIMHCKUX CTPATETHIA 1, COOT-
BETCTBEHHO, YJIYYIIEHUIO oMol 6obHBIM MB [6, 7].
Bo MHOTHX cTpaHaX IS COBEPIICHCTBOBAHMST MEIUITH-
CKOM1 moMo1iu 60JibHBIM M B co3naHbl HallMOHAJIBHEIE pe-

TUCTPBI, IIO3BOJISIONINE OLICHUBATh Ka4eCTBO, 3(h(EKTUB-
HOCTb W OIITUMAJIbHOCTh MEAUIIMHCKOM ImoMoInu. Peru-
CTPBI C(pOpMHUPOBAHBI HA PETMOHATBEHOM, HAIIMOHATTEHOM
¥ MEXIYHApPOIHOM YPOBHSIX, UTO CITOCOOCTBYET COOPY ITOJI-
HBIX U TOCTOBEPHBIX JTAaHHBIX O OOJBHBIX IS TIOCIEAYIO-
IIIeTo aHajIn3a, CPaBHEHUST ¥ OO00IICHUST KITMHUKO-3TIH -
JIEMHMOJIOTMTIECKIX TTOKa3aTeIIeH.

Benenue peructpa 60apHEIXx MB PD B Poccun B co-
BpeMEHHOM BUJe 0b10 HayaTo B 2011 1., XOTg HaYajIo ero
dopmupoBanus otHocuted K 1998 r. B 2010 r. peructp
OBLI TIpeACTaBIeH TOJIBKO OOJBHEIMM MOCKOBCKOTO pe-
ruoHa. Peructp Bemercs crieinaancTaMy HaydHO-KITH -
HI4YecKoro otaena Mykopucuuno3a PITBHY «MI'HILI um
akagemuka H.I1. boukoBa» u ®I'bY «HUU mynemoHo-
norun» ®MBA Poccuu, Kypupyercst O61epoccuiickoi
oOmecTBeHHOM opraHu3auueii «Poccuiickas acconua-
1S 111 00JIbHBIX MYKOBUCIIMI030M» U Poccuiickum pe-
CITMpaTOPHBIM 06IecTBOM. B mapte 2019 r. ony6imko-
BaH 7 BBHIIIYCK HAIIMOHAJIBHOTO Permcrpa GONMBHBIX My-
koBucuumo3oM Poccuiickoit ®enepanum 3a 2017 rox [8].
3amaueil perucTpa sBiseTcs coop MHGoOpMauM 0 60JIb-
HbIX MB Poccun 1 o Bugax MeIuLHCKOM ITOMOILIM, KO-
TOPYIO OHU TIOJTy4aloT. B peructp BHOCSITCS nemorpadu-
YeCcKHe, aHAMHECTUYECKNE W JUArHOCTUYECKHE IT0Ka3a-
TeJIM, B TOM YMCJIe JaHHBIE ITOTOBOTO TECTa, ITOKA3aTelIn
naHkKpeaTtuueckoi anacrasnl 1 B cryjie, naHHbie JTHK-
IUarHOCTUKHU, JMHAMUYIECKNE ITOKa3aTeId HyTPUTUBHOTO
craTtyca (Bec, pocT, MHIeKC Macchl Tena — MMT), mmoka-
3aTenu (PYHKIIMU BHEITHETO IbIXaHUsl — 00beM (hpopcupo-
BaHHOTO BbIIOXa 3a 1nepByio cekyHuy (OPB,) u popcu-
poBaHHast éMKOCTh Jerkux (PXKEJI), madbopaTtopHbie
IaHHBIE, TaKWe KaK MUKPOOHOIOTUYSCKUM THMAarHO3 —
OaKTepHUabHBIN Teii3axk ¢ YKa3aHWeM 3HAUMMBIX I1aTO-
TEeHOB 1 0CO00 OTTACHBIX MUKPOOPTaHN3MOB, TPEOYIOIINX
KapaHTUHHBIX Meponpusitiii (Burcholderia cepacia com-
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plex —Bcc, METULIMIIJIMH PE3UCTEHTHOTO CTa(hUIOKOKKA
— MRSA, HeTyOepKye3HbIX MUKOOAKTepUit), TaHHbIE
00 ocnoxHeHUsIX M B, mepeHeceHHbIX TpaHCIUTaHTALUSIX
TMeYeHU U JIETKUX, TpUuunHax cMepTu. OTaeabHbIN 010K
KacaeTcs JIeKapCTBeHHOU Tepanuu 6ogbHbIX MB. Bce-
TO B PETUCTP BHOCUTCS U aHAIM3UPYeTCs 82 rmokaszaTes.

HeobxonumocTs BeaeHUs peructpa 6oapHbIx MB Ha
0011IeHAIIMOHAJILHOM YPOBHE OUYE€BUIHA: 5TO HAKOIUIEHUE
JAHHBIX 1 MOHUTOPUHT BaXXHEUIEH KITMHUIECKON UHDOP-
Maiuu, Kacarwonieiicst 6onbHbIx MB. B pesynbTare exeron-
HOTO aHaJIN3a JAHHBIX PETUCTPa MOSIBISETCS BO3MOXHOCTh
paccuuTaTh BaXKHbIE SMUAEMUOJIOTHIECKIE TTOKA3aTeNIN:
YUCIJIO OOTBHBIX, B TOM YKUCIIE YMEPIINUX, YUCICHHOCTD 1O
perrMoHaM CTpaHbl, BO3pacT MAllMEHTOB, UX paclpeneieHue
no 1oy [9]. CyMmMupyoomum pe3yabTaToOM 3TO OLEHKU
SIBJISIETCSI TTOKa3aTeb BBLKMBAEMOCTH (MeraHa BbKUBA-
eMoctu Kannmana—Maliepa), KOTOPYIO MOXHO pacCUMThI-
BaTh Kak MO CTpaHe B LIEJIOM, TaK U MO KaXIOMYy PETUOHY.
W MeHHO BbIXMBAaeMOCTb onpeaesieT 3Gp(PeKTUBHOCTD Jie-
YeOHBIX U OPTaHU3ALMOHHBIX MEPOIPUSTUIA, TPOBOIUMBIX
3a onpeneaeHHbI nepruon. OleHKa TMHAMUAKYA Meana-
HbI BBDKMBAEMOCTH, CPABHEHME 3TOTO TTOKA3aTesIsd MEXIY
peruoHamu, a Takke C IPYTMMM TocyaapcTBaMU MOMoOra-
€T B ONITUMU3ALIMY TAKTUKYU BeaeHus 6oapHbIx MB [10].

B cBs3u ¢ pa3BuTHEM TapreTHol hapMaKoreHeThuye-
CKOIi Tepanuu (B MUPE 3aperMCTPUPOBAHO B HACTOSIIIEE
BpeMsl 3 mpenapaTa U UAYT KIMHUYECKUE UCCIeTOBaHUS
OoJiee yeM necsaTu npenapatoB) [11] akTyaIbHBIM SIBIISIET-
Cs1 TTOBBIIIIEHNE OXBaTa O0JIbHBIX TEHETUYECKUM 00CIeN0-
BaHUEM C LeJIblo BhIsIBAeHUs MyTaluii reHa CFTR. 3Ha-
HUE FeHOTUIIA ITO3BOJIUT MalleHTaM MoJTy4aTh TAPTETHYIO
Tepanuio. Beero no naHHbIM peructpa y 60ibHb6IXx MB PO
3apETUCTPUPOBAHO 196 pa3IMYHBIX TeHETHIECKUX Bapy-
aHtoB reHa CFTR. JlaHHble peructpa yHU(UIUPOBAHBI C
EBporneiickuM perucTpom, 4To Mo3BoJIieT UHTErpUpOBaTh
coOpaHHbIe TaHHbIE B MEXIYHApOIHbIN peructp [12], ad-
(bexkTBHO OOMeHMBaThCs UH(DOPMaIIueit ¢ 3apyOeKHBIMU
KOJIJIeTaMU U UCTIOIb30BaTh MEXIYHAPOHbIE TaHHbIE, KaK
B Hay4yHOI1, TaK U MIpakKTU4YecKoi padore Poccuiickoro u
pPETMOHAJIbHBIX LIeHTpOB M B.

Llens naHHOTO MCCAEAOBaHMS: TTPOBECTH aHAN3 CO-
CTOSIHUS 3A0pOBbsI 60bHBIX MB LleHnTpanbHoro gene-
pansHOTO OKpyra (LHPO) P®D, olleHNTHh TeHETUYECKIE
U KJIMHUKO-JTabopaTopHbIe 0OCOOEHHOCTU TeueHus1 MB
y 60bHBIX PO mi1st ONTUMU3ALNNA TUATHOCTHIECKUX,
NpodUIAKTUYECKUX U TEPATIEBTUYECKUX MEPOTIPUSTUIA.

Ma‘repvnanbl n metoabl

B paboTe ucrnosb30BaHbl JaHHbIE PETUCTPa OOJIBHBIX
MB P® 3a 2017 rox. @opmat perncrpa COoTBeTCTByeT EB-
porneiickomy Peructpy (European Cystic Fibrosis Society

[12]. ITpoekT «Peructp 601bHBIX MYKOBUCIIUA030M Poc-
cuiickoii Menepannu» onobpeH KoMureToM mo atnke
®OI'bBHY «MT'HI» 20 nexa6pst 2012 roma v madeHTHI
¢ MB u/vnu ux 3aKOHHBIE TIPEACTaBUTENN 1aIu WHGHOD-
MUWPOBAHHOE COTJIACHE Ha yJYacTUe B MMPOEKTE.

B 2017 r. B perucTp BKJIIOYEHBI JaHHBIE 0 3096 maiu-
eHTax u3 81 permoHa — cyobekTa P®. B cocraB LIPO BXO-
AT 18 perMoHOB, TaHHbIE B PETUCTP B IMMOJHOM 0ObeMe
MNpeacTaBasioT 9 u3 Hux. JlaHHbIe 0 OOJIBHBIX U3 OCTaJIb-
HBIX 9 PETMOHOB TPEACTAaBICHBI TEMU LIEHTPaAMHU, TIe He-
KOTOpBIe OOJIbHBIE U3 3TUX CyOBeKTOB PM HabmogaroT-
Cs Wy ObLIM Ha KOHCYJIbTallMK. B peructp BKIIOYaIuCh
OOJIbHBIE C MOATBEPXKAEHHBIM AarHo3oM MB. IluarHos
CTaBWICS Ha OCHOBaHUHU PeKOMEHAAUi HAlIMOHATBLHOTO
KOHceHcyca « MyKOBUCIIMA03: ONpeaeieHUEe, TMarHOCTH-
yeckue KpuTepuu, Tepanusi» [ 13]. Ha ocHoBaHMM TaHHBIX,
MnpeacTaBleHHbIX B peructpe [8], aHaIu3upoBaauch aHaM-
HECTUYECKHEe TaHHbIE — BO3PACT YCTAHOBJIEHUS JUarHO-
3a, TaHHbIE HEOHATAJIbBHOTO CKPUHWHTA, HAJIMYME MEKO-
HUAJILHOTO WJieyca, MUKPOOHBIN Mmei3ax, HyTPUTUBHBIN
cTaTyc, OCJI0XHeHUs TeueHuss MB.

CocTosiHUE (DYHKIIUM JETKUX aHATU3UPOBAIH 110 IO-
kazarensam OXKEJI u O®B,. OueHky npoBoaMIU B IPO-
LIEHTaX OT JOJKHOW BEIWYUHBI (% OT AOJKHOTO) ISt
3[I0POBBIX JIIOEH TOrO Xe Bo3pacTa, IoJja, pocTa, pachl.
HMcnonp3oBaHbl HOpMaibHbIE MTOKA3aTeau — MOJKHbIE
BesmurHbI — 1o G. Polgar ¢ coaBt. (1971) mnis nereii [14]
W JaHHbIe paboueil rpynmnbel EBponelickoro coobuiecTa
craimu u yoist (ECCS, 1993) nna B3pocasix [15]. Hytpu-
TUBHBINA CTaTyC OOJBHBIX PACCUMTHIBAJICS Ha OCHOBAaHUU
JMAHHBIX MaccChl Teja, pocTa U Bo3pacta. OlLleHUBaIU HY-
TPUTUBHBIN cTaTyc 00JbHBIX MB Mo nHmekcy macchl Te-
na (MMT) — body mass index (BMI) 1o Quetelet (macca
(xr) / poct? (M)) [16]. dst B3pocibix 6oabHbIX M B 1iere-
Bble 3HaueHusTt UMT cocraBuim 22 Kr/M? JUIs XKEHIIVH 1
23 xr/m? aist myskauH [17]. O1ieHKy HyTPUTUBHOTO CTaTy-
ca geteit mo UMT npoBoauav ¢ OTHECEHUEM TMoKa3artesei
0O0JILHOTO K MHTEpBajiaM A0 25-T0 NepLeHTwIs, 25—75-10
TIePLIEHTWIS U BbILIE 75-T0 EPUEHTWIS. 3a HOpMaJIbHbIE
BEJIMYMHBI IPUHSITH 3HAYSHMST B MHTEpBajie («KOPUI0-
pe») oT 26-To 1o 75-To epueHTUIs. LleeBbIM 3HAYEHU -
eM JUTS JeTell U ToApocTKOB ¢ M B sBIsit0TCS TTOKa3arenu
50-ro mepueHTWIS 3M0POBBIX AE€TEI TOro Xe MoJjia U BO3-
pacta [17]. Pacuer nepuentuiieit mo UMT npoBonuics ¢
WCIIOJIb30BaHMEM mporpamMMm BceMupHoOil opraHu3anuu
3npaBooxpaHeHuss: WHO Anthro (mis mereit no 5 net) u
WHO Anthroplus (mst neteit crapire 5 aet) (http://www.
who.int/childgrowth/software/en/ u http://www.who.int/
growthref/tools/en/) [18]. 171 olileHKM Moka3aTesieit pocta
U Beca AeTeil paHHero Bo3pacTa (a0 2 jet) UMT He npu-
meHsercs. [Ipy MB nnsa geteit mianmiiero Bo3pacTta uc-
MnoJib3oBanu Macco-poctoBoit nuaekc (MPH) (pakruye-
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CKas Macca / uaeajibHas Macca Imo pocty 1 oy X 100%).
EBponeiickumMu 3KcriepTaMyu peKOMEHI0BaHO KOHCTaTH -
poBaTh HEMOCTATOYHOCTh MUTAHUS Y 3TOU TPYIIIIBI Mal-
€HTOB, €CJIM POLIEHT COOTBETCTBUSI MACCHhI IO POCTY WJIU
MPU <90% [16].

Hccnenosanus reHa CFTR nmpoBOAWIY ITyTeM UAEH-
TUGUKAIIAU MyTallUi U CTENIEHU «TSKECTU» TeHOTHUIa
(1S «TXKenoro» reHoTUMna 06513aTeIbHBIM ObLIO HaM-
yue mytauuu I—I1I knacca, mist «MITKOro» — XOTsl ObI
onHoit mytanuu IV—VI knacca) [19]. AHK auarHoctu-
Ky ITPOBOIWJIM COTJIACHO aJITOPUTMY KOHCeHcyca «MyKo-
BUCIUMIO3: ONpeieieHue, TMarHOCTUYEeCKEe KPUTEPUH,
Tepanus», pa3nena «['eHeTuka MykoBucluao3a. Moe-
KYJsSIpHO-TeHEeTHuYecKash JUarHocTUKa Mpu MYyKOBHUC-
uumose» [19].

Hannuure XxpoHnYecKoil CHHETHOWHOM 1 Ipyroit rpaM-
OTpUILIATEeIbHON MHOMEKIIMU ONPEaeasioch COTJIaCHO MO-

nuduurpoBaHHoMy Kputeputo Jlunca (Leeds criteria). [1a-
IIMEHT CYMUTAJICS XPOHUYECKU MH(OUIIMPOBAHHBIM, €CITU
raroreH OblJ1 OOHapyKeH 0osee yeM B 50% oGpas1ioB Mo-
KPOTHI WJIM CMBIBOB B TeUCHUE TIPEIIIECTBYIOMNX 12 Me-
csues [20, 21].

CraTucrnyeckas o0padoTKa IOJTYYCHHBIX Pe3yJibTa-
TOB MPOBOAWIACH C UCTIOJIb3JIBAHUEM IMaKeTa MPUKJIaI-
Hbix iporpaMMm SPSS(SPSS Inc., CIIIA). B 3aBucumo-
CTU OT BUJA pacHpeneeHuss MepaMu LIEHTPaJIbHOW TeH-
JIEHLIMU U pacCesiHUS CIYKUIU cpeaHee 3HaueHue (M) *
cTaHIapTHoe oTKJIoHeHue (SD) unu menuana (Me) (MH-
TEepKBapTWIbHBIN pa3Mmax). [1py cpaBHEHUY CpeTHUX 3Ha-
YEHU I MeAVaH MPUMEHSITUCH t-KpuTepuii CThIoeHTa
Wiy Kkputepuit MaHHa—YWTHM. [I7151 OLIeHKM pa3nnyuii Ka-
TErOpHAIbHBIX IIEPEMEHHBIX B IIOATPYIIIIAX UCTIOIb30BaI-
csT KpuTepuii 2. Pasanaust cyuTaay CTaTUCTUYECKU 3Ha-
yumbiMu 1ipu p<0,05

Ta6nuya 1
MAemorpaduueckue gaHHble 6onbHbIX MB no o6nacram LLOO
Pervion Hacenenue bonbHbix MB, n Yacrora, 1/100 ThIC. B3spocibix,
(B cpennem 3a 2017 1.), n* N %
JlaHHbIe BHECEHBI B [IOJITHOM 00beMe
Bpsinckas obnacte 1215756 15 1,234 2 13,33
BopoHexckast 06J1acTh 2334588 60 2,570 18 30,00
MockoBcKast 0651acTh 7463427 203 2,720 49 24,14
Ps3aHckast 061acTh 1124107 17 1,512 3 17,65
CMoueHcKast 061acTh 951274 21 2,208 4 19,05
Tamb6o0BcKast 06acTh 1036939 22 2,122 4 18,18
Tynbckast 06J1acTh 1495636 30 2,006 10 33,33
SApocnasckast 061acTh 1268210 48 3,785 18 37,50
r. MockBa 12443566 395 3,174 131 33,16
He BHOCAT 1aHHBIE B perucTp "
Benroponckast o6iactb 1551371 12 0,774 3 25,00
Biiagumupckasi o6aactb 1383968 29 2,095 12 41,38
MBaHOBcKast 06;1acTh 1018908 15 1,472 3 20,00
Kanyxckast 061acTh 1013363 24 2,368 8 33,33
Koctpomckast 06mactb 645741 10 1,549 2 20,00
Kypckas obnactb 1119065 8 0,715 0 0,00
Jlunenkasi o6iactb 1153211 15 1,301 2 13,33
OpiioBckasi 061acTh 751032 6 0,799 2 33,33
Tsepckast obacTb 1290336 18 1,395 5 27,78
UTOTO: 39260498 948 1,88 276 24,47

*JlaHHBIE TTAIIMEHTOB 00JacTeil, KOTOPbIe He TPUHUMAIOT YyJacThe B PETUCTPE, BHOCSIT, €CIM OOJIbHOM KOHCYJIBTUPOBAH MW HabII0naeTCs B APY-

rom eHtpe MB LIDO.
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Pesynbratbl

Jemoepaguyeckue 0aHHble
60/1bHbIX MB L{OO PO

Bcero B peructp 60mpHEIX MB B LIDO BHeceHBI JaH-
Hble 0 948 nauneHTax (468 xeHiuH; 49,36%, 480 myx-
yuH; 50,64%.), Bkmovast 18 ymepiuux B 2017 1., U3 HUX
nereii — 672 yenoseka. Ha koner 2017 . >XuBsl 669 ne-
Teit, u3 HuX 48,57% — neBouku. B3pocibix 601bHbIX ObI-
710 276 yenoBek (24,57%) (taoa. 1). Ha 31 neka6pst 2017 T.
B OKpyre HabaogaeTcst 261 B3poCiblii MALIMEHT, U3 HUX
52,1% coctaBasiioT XeHIIUHbL. KoanuecTBO B3pOCIbIX
6oabHbIX B MockBe coctaBuio 131 uenosek (47,46% ot
0011IeTO KOJTM4YeCcTBa B3pOCIbIX 001bHBIX B LIDO), B Mo-
ckoBckoit obnact (MO) — 49 venosek (17,75%), B Bo-
poHeXCKoM 1 fpocimaBcKoit 061acTax — 1mo 18 60JbHBIX
(6,52%), 10 B3pocibiX 60JIbHBIX HabmOAa0TCs B Tyib-
ckoit obmactu (3,62%).

Hawubonbliee unciio 601bHbIX HabMoaaeTcs B MOCKBE —
395 (41,6%) uenoBek, Ha 2 MecTe MoCKOBCKast 00J1acTb —
203 yenoBeka (21,4%), 6o11ee 5% nauyUeHTOB COCTABISIOT
6osbHbIe BopoHexckoii — 60 (6,32%) u SIpociaBckoii —
48 (5,06%) obnacteii.

CaMag BbICOKasl YaCcTOTa BBISIBIICHUST — 3,785 OONbHBIX
MB Ha 100 TBIC. HaceneHUs — oOHapyXkeHa B S pociaBcKoO
obmactu, camast Hu3Kast — B Pst3anckoit (1,512 Ha 100 ThIC.
HaceneHns1). Camast BBICOKAsT JOJIST B3POCIIBIX OOJIBHBIX
TaKKe OTMedaeTcs B Sl pociaBcKoif 00JIaCTH M COCTABIISIET
37,5% ot konruecTBa GOJIBHBIX B O0JIACTH.

JuazHocmuka, HeoHamasnbHsIl CKPUHUH?

M3 Bcex 60mpHbIX LHDO xuBb 930 manueHToB (669 ne-
™, 261 B3pocibie). 18 yemoBek (7 UL JKeHCKoro noja u 11
Myk4rH) ymepso B 2017 r., u3 Hux 15 B3pocnbIx, 3 neTeit
(p<0,0001 Pearson Chi-square). CpeaHuii Bo3pacT 00Jib-
Heix MB B H®PO B2017 1. coctaBun 13,58+10,23 net, Me-
nuaHa Bo3pacta 10,79 (14,69). MeaunaHa oXunaeMol Ipo-
JOJDKUTETLHOCTH XKU3HU 1151 poauBiimxces B 2017 1. cocra-
Buna 50,8 ner. CpeaHuii Bo3pacT MOCTAaHOBKM JUarHo3a
6b11 B 2017 romy 3,5 £ 6,7, (Me (IQR) 0,5 (3,9) ner. me-
€TCSI CTATUCTUYECKHU 3HAYMMOE OTJIMYME B CPEIHEM BO3-
pacTe MOCTaHOBKM AUMArHo3a B IPyMIie AeTei U B3POCIbIX:
netu 1,47+2,84 net, B3pocnbie 8,73+£10,03 ner, p<0,05
(Mann—Whitney U Test).

B PO B 2017 r. BeIsABIeHO 40 HOBBIX IMAaLiMeHTOB ¢ MB
(25,64% ot Bcex nepBUYHBIX 00JIBHBIX PD): 34 GONBHBIX U3
40 cocraswu aetH B Bodpacte ot 0 1o 16 net. Tpem mompoct-
KaM JIMarHo3 ObUI MOCTaBJICH 110 KJIMHUYECKUM ITpU3HAKaM
B Bo3pacte ctapiue 13 net. [1pyu HeoHaTaTbHOM CKPUHMHTE
BBISIBJIEHO 22 pebeHKa, 4To cocTaBuiio 57,7%. C oTpuLiaTesib-
HBIMU pe3yJIbTaTAMU HEOHATAIbHOTO CKPUHMHTA 110 KJIMHU-
YeCKUM Tpu3HakaM B 2017 I. [uarHo3 MocTaBJICH MSATEPbIM

JIETSIM, U3 HUX 2 — B Bo3pacTe A0 2 MecsieB. Bo3pacT mocra-
HOBKMU nuarHo3a coctaBui ot 0,14 roga no 8,28 ner. Y ogHo-
TO HOBOPOXIEHHOTO MaIleHTa Pe3yIbTaT HEOHATATbHOTO
CKpMHWHTA HeW3BeCTeH. VI3 BHOBb MMAarHOCTUPOBAHHEIX B
2017 r. neTeit CKpUHUHT He TIpoBeaeH 3 MaaaeHaMm. Mm qu-
arHO3 OBLT ITOCTABJICH MO KIIMHUYECKIM TIPU3HAKaM B BO3-
pacte ot 2 o 6 mec. B 2017 r. B IO camomy crapiiemy u3
BIEPBEIC BRISIBJICHHBIX B3POCITBIX TAIIEHTOB THAarHO3 ObIT
MocTaBJieH B Bo3pacte 42,79 jer.

B 2017 r. B H®O pommiock 3 meteif ¢ MEKOHHATBHBIM
WJIEYCOM, Y OTHOTO M3 HUX KUIIEYHAsT HEIIPOXOIUMOCTh
ObLTa pa3pelieHa KOHCEPBAaTUBHO, JBOE HOBOPOKIEHHBIX
OBLIH ITPOOIIEPUPOBAHEI.

CaMbIil B3pOCbIiA 00JbHOI B PErucTpe OOJBHBIX
MB PO P®D na6momaercss B MockBe B Bo3pacTe 68 et
(Tabu. 2).

CpenHuii Bo3pacT cMepTu cocTtaBua 23,518,32,
Me 26,6(7,7) ner. Cpeau npuduH cMepty 61% cocras-
JISTIOT OpPOHXOJIETOYHBIE OCIOXHEHMS, 5,5% — Mmarojaorus
neueHu, 22,2% yMepiu 1ocjie TpaHCIIAHTALMK JIETKUX,
B 11,1% ciyyaeB npu4yrHa cCMepTH He Oblia cBsi3aHa ¢ MB.

JHK duaeHocmuka 6one6Hbix MB LJOO PO

JOHK nuarHoctuka mpoBeneHa 906 manueHTaM
(95,56%), u3 HUX 06e MyTaluu onpeaeneHsl y 91,6%, y
65 marmenToB (7,17%) onpeneneH TOJIbKO OIUH FeHETH-
yeckuil BapuaHT, y 11 6onbHbIX (1,2%) MyTalliy He BbISIB-
JieHbl (Tadu. 3). 659 (79,58%) GOMBHBIX UMEIOT TSKEBII
rerorut, 169 (20,41%) — MaTkuii.

Tabnuya 2
Bo3pacTHaA xapakTepuctuka 6onbHbix MB B o6nactax LLOO

Oo6nacTh CpenHuii CpenHuii Bo3pacT
BO3pAacT MOCTAaHOBKHU
(rompr) JarHo3a (rojbl)
M+ SD M+ SD
PO 12,1£9,4 3,1£6,1
Ho0 13,4+10,2 3,5+6,7
BpsiHckas obiactb 7,95+7,55 2,99+4,07
BopoHexckasi 061acTb 13,1748,15 3.31+4,72
MockoBckast 06J1acTh 12,244+9,88 3,17£5,93
PsizaHckas ob6nactb 9,84+7,77 2.24+5.64
CMoeHcKast 001acTh 10,96+9,21 2,02+3,47
TamGoBcKast 00J1aCTh 9,5£7,91 3.55+6,99
Tynabsckast 00J1acTh 13,91£9,1 3.63+£5.47
SpocnaBckast 06J1acTh 15,5%+9,89 3,246,12
r. MockBa 14,6+11,23 4,24+8,14
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330 6ombHBIM 13 LIPO Bo3MOXKHA TapreTHas Teparisl.
Lumacaftor/ivacaftor pazpaboran mis romosuror F508del/
F508del ¢ 2-x netHero Bo3pacra [22], Tezacaftor/ivacaftor
paspabotaH aj1s1 mauueHToB ¢ reHoTunoM F508del/F508del
wu ¢ F508del u onHoit u3 mytauuit B reHe CFTR, KoTO-
pasl yKazaHa B MHCTPYKUMHU K Tipernapaty (711+3A-G,
2789+5G~A, 3272-26A~G, 3849+10kbC-T, A455E,
A1067T, D110E, D110H, D579G, D1152H, D1270N,
E56K, E193K, E831X, 1052V, F1074L, K1060T, L206W,
P67L, R74W, R117C, R347H, R352Q, R1070W, S945L,
S977F) ¢ 12 netHero Bo3pacra. 265 yenosek B LIDO saB-
nstiotest romosurotamu F508del/F508del, 65 narenTon
HWMEIOT MyTalli1, YKa3aHHbIE B MHCTPYKIIUU, U3 HUX 37 —
reHeTudyeckuit BapuaHT 3849+10kbC->T [23].

I'enetuueckuii Bapuant F508del nuaupyet cpenu
JIpYTUX BapuaHTOB, Kak 1 B P®D. I'omosurorer F508del/
F508del cocrasnsior 265 yenosek (29,24%), rereposu-
roTel — 47,9%, maumMeHTH ¢ TeHoTUIIoM «He F508del/He
F508del» cocraBisior 22,5%. OTMedeHO, UTO ajuIelTbHAsT
gactoTa F508del B BpstHCcKOit o6macty — 59,09%, 9TO BEHI-
mre, yeM B P® u LIMDO. B Pa3anckoii 06J1acTH BhISIBIEHA

camast HU3Kas ayenbHast yacrora F508del (40%), oqHa-
KO 31ech Xe caMas Bbicokas noJst Bapuanta CFTRdele2,3
(23,33%) — BToporo 1o yactore B P®. B Tynbckoii, Ps-
3aHCKOM 00J1acTsIX U B T. MocKBe Ha 3-M MecTe 1o 4acTo-
Te CTOUT reHeTudyeckuii BapuaHT 3849+10kbC->T , B TO
BpeMs Kak B PD ajjiesibHast 4acToTa 3TOr0 BapraHTa Ha-
XOIMUTCS TOJbKO Ha 5 MecTe. Bapuant E92K B uesioM 1o
Poccum 3aammaet 3 mecto 110 yactote. B LIDPO oH BcTpe-
yaeTcd B MockBe 1 MocKoBcKoit obnactu B 2,04 1 2,23%,
COOTBETCTBEHHO, M HE BCTPEYAETCsI B IPYTHUX PeTMOHAaX.

Pacnipenenenue Bapuanta F508del y 601bHBIX TTO 00-
JIaCTSIM TIpecTaBIeHo Ha puc. 1.

ITpu ananusze pesynsratoB JJHK-nccienoBanus reHo-
TUII oTIpeiesieH y 828 marmeHToB. B rpymme geteii u3 563 na-
LIMEHTOB «MsTKUe» MyTaluu uMeloT 85 yesnoBek (15,1%),
«TsTXenbie» — 478 denmoBek (84,9%). Y B3pOCIHBIX TE€HO-
TUI OMpeaesieH y 265 MalMeHTOB: «MITKHAe» MyTalluu
y 84 uenosexk (31,7%), «Tsekenble» myTtauuu y 181 veno-
BeK (68,3%). «MsITKuii» FeHOTHUII BBISIBJIEH ¥ 169 manueH-
ToB (13 HKX 50,3% cocrtaBmim aetH, 49,7% — B3pocCIBIe),
«TSIKEJbIi» — y 659 manneHToB (M3 HUX 72,53% cocra-

Tabnuya 3
AnnenbHas YacToTa BapMaHTOB HYKNEeOTUAHOI NocniefoBaTeNlbHOCTY B reHe CFTR B pa3nnuHbIx pernoHax @O
PO LH®O | Spoc- | Tymbckas | BpsH- Tam- CwMmorneH- | Psasanckas | MockoB- | Mocksa | Bopo-
JIaBCKast 001. cKast OoBcKasl | ckas 00J1. 0071. ckast 00JI. HeXcKasi
o0t o0JI. o0JI. o0
n 2860 906 46 22 11 18 20 15 196 387 58
% aJeIbHOM YaCTOThI

F508del 52,81 | 53,54 52,27 45,45 59,09 47,22 55 40,00 55,86 50,92 57,75
CFTRdele2,3 6,21 8,44 1,08 9,09 9,09 16,66 5,00 23,33 10,45 17,23 9,48
2143delT 2,15 2,81 4,34 4,54 4,54 2,77 5,00 3,82 2,23
3849+10kbC->T 2,02 2,47 1,08 4,54 3,33 2,29 3,55 1,72
2184insA 1,85 2,08 2,17 2,27 7,50 2,80 2,63 0,86
N1303K 1,54 1,91 3,26 4,54 2,55 1,84 0,86
E 92K 3,00 1,69 2,04 2,50
G542X 1.35 1,52 4,54 2,50 2,04 1,44 0,86
1677delTA 1,81 1,41 5,55 0,25 2,76 0,86
L138ins 1.24 1,35 1,08 3,33 1,53 1,7
W1282X 1,9 1,35 2,50 0,5 2,5
S1196X 2,17 2,27 3,33 0,25 1,18
WI1310X 2,17 0,5
3821delT 2,27 1,02 0,52 0,86
394delTT 5,43 1,02 0,65
He uzBectHO 7,4 4,9 1,08 15,90 18,18 5,55 20 13,33 3,06 2,23 19,82

Hpnmeqalme: PpEACTaBICHBI TCHETUYCCKME BApUAHTEI C gacroroii 6osnee 1% mo OKPYTY U OTACJIBbHBIC TCHETUYECKUE BAPUAHTBI, 3SHAYUMBIC JIJIs1 KaXK-

oI 00J1aCTH); N — KOJIMYECTBO 00CIEI0BAaHHBIX OOJIbHBIX B 00JIACTH.
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BUIU neTu, 27,47% — B3pocCibie). Y OCTalbHBIX OOJBHBIX
TEeHOTHII He OTpenesicH. BBISIBIEHBI CTaTUCTUYECKU 3HA-
YUMBIE Pa3Inursl MeEXIy TeTbMU 1 B3pOCIbIMU (pHC. 2).
Pacmipenenenue reHoTuIioB B obacTsax LIDO mpen-
cTaBJIeHO Ha pHC. 3.
Haub6onbiiee yuciio MALIMEHTOB € «MSITKUM» TeHOTH -
oM Haxonutcsi B MOCKBe, Tak Xe JTOCTaTOYHO OO0JIbIIIoe

fipocnaeckas o6n
Tamb6oBCKasn 06n
Tynbckas o6n
CmoneHcKasa obn
PsasaHckas obn
MockoBcKas 06n
MockBa
BopoHexckas 06n

BpsiHckan obn

KOJIMYECTBO MSITKMX TE€HETUIECKMX BAPUAHTOB OTIPEIeIIsi-
ercs B ApocnaBckoii, Tynbckoii, Ps3aHckoit 1 MocKoB-
cKoil obnactsx. B atux ke obnactsax, Kpome PszaHcKoi,
HabI01aeTcsT HanbobInask OJIST B3POCTbIX OOJBHBIX.
B bpsiHcKoit 00J1aCTH HE BBISIBIEHO HUA OJHOTO «MSITKO-
ro» TeHeTUYEeCKOro BapruaHTa, 3[eCh Ke caMblii HU3KHUI
cpenHuii Bo3pacT 6osbHbIX (M + SD 7,95+7,55). B Tynb-

0 20 40

B F508del/F508del [ ]

F508del/nonF508del =

60 80 100 120

nonF508del/nonF508del

Puc. 1. Yactota romo- 1 reteposurot F508del u reHotunos 6e3 F508del B pervnioHax LIOO.

90 8%
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40 - 67

30

p<0,0001
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0 -

«TsKenbl»
reHoTun %

m [letT m B3pocnblie

«Markuin
reHoTUN» %

F508del/F508del %

Puc. 2. OcobeHHOCTN pacnpeaeneHnsa «MArKNX» N «TAXenbIx» reHoTMMNoB y 6osbHbiX MB B LIOO B 3aBucumocTy oT Bo3pacTa (p<0,0001 Pearson Chi-

square).
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ckoit, bpsiHckoil, CmoneHckoi 1 BopoHexkcKoit 061acTsIxX
BBISIBJICH CaMblii OOJIBIIION MIPOLIEHT OOJIBHBIX C HE UIEH-
TUGhUIMPOBAHHBIMY TeHETUIECKUMU BapyuaHTaMU.

«TstKesble» TEHOTHUITH TTPe00IaIaloT BO BCEX BO3pacT-
HBIX TPYIIIax, OMHAKO MX YHCJIO CHIXKAETCS C BO3PACTOM.
B 1esiom o P® nonst «<Msirkoro» reHoTuna y 601bHex MB
10 12 netHero Bo3pacra cocTaBisieT 16,4%, a y GONBHBIX
crapuie 36 et — 75,6%. [8]

Xapakmepucmuka MUKpobuosioau4ecko20 cmamyca
60/16HbIX MB LIOO PO

B LIDO 616 601bHbIX (66,25%) HabIIOAAIOTCS C XPO-
HUYecKuM poctoM MSSA, 67 (7,2%) ¢ MRSA. 265 (28,4%)
OOJILHBIX UMEIOT XpOHUUYECKUI pocT Pseudomonas Aeru-
ginosa (PA). Cpenu neteli pacpoCTpaHEHHOCTb CUHET-
HOWMHOM IMajo4yku coctaBiseT 22%, y B3pocibix 44%
(p<0,0001). ¥ 60 6onbHBIX (6,45%) oTMedaeTcsT POCT
Achromobacter spp, y 51 (5,48%) — poct Stenotrophomonas
Maltophilia, 50 maumenTos (5,37%) — poct Bee (13% cpe-
I B3pOCHIbIX, 2,3% cpenu neteii (p<0,0001). Y 6 mammeH-
TOB BBISIBJICH POCT OaKkTepuii MuKoOakTepro3a. I1o cpaB-
HeHu1o co BceMu 00bHBIMY P®, B LIDO Gosnblire 60JbHBIX
¢ uHounmpoBanueM MRSA, S. Maltophilia, Achromobacter
spp, Ho MeHblle ¢ PA. KomnyecTBo O0JIBHBIX C BRICEBOM Bece
B H®DO conocraBumo ¢ PD. I'pamoTpuiiareabHast gopa
MPEBAIMPYET Y B3POCIBIX OOJIbHBIX, C BO3PACTOM YBEIUYM -
BaeTcsl MHOuLUMpoBaHue Achromobacter spp, Bcc, MRSA.

fipocnaBckas o6n
TamboBCKasA 061
Tynbckas obn
CmorneHcKas obn
PsizaHckas obn
MockoBcKasi 06n
Mocksa

BopoHexckan 06n

BpsHckas obn

V neteii ripu olieHKe MH(pUIMpoBaHUsT PA TipeBaaupyeT
WHTEPMUTTUPYIOLINIA POCT.

Haubonpliiee KOIMYECTBO OONTBHBIX C XPOHUYECKUM
WH(PULIMPOBAaHMEM CUHETHOMHON najgoukoit B Apocias-
ckoii, TamboBcKoit, CMoIeHCKO#1 061acTsIX 1 B MockKBe,
HO UMEHHO 3/IeCh OTMEYAeTCsl CaMbIil BBICOKUI MPOLIEHT
B3POCJIBIX OOJIbHBIX.

Haubonee BoICOKUI POCT SNUAEMUOJOTMYECKU 3HA-
YUMBIX MUKPOOPTraHU3MoB oTMedeH B 2017 1. B TyabcKoit
obyactu 3a cueT Bee — 10,34%, a B BpsiHckoii obactu
BBISIBJIEHA BBICOKAS YACTOTa O0JIbHBIX, MHGOUIIMPOBAHHBIX
MRSA. Boicokas nonst uHGUUUPOBaHHBIX S. Maltophilia
BBISIBJIeHA B SIpocitaBcKoit oomacTtu (Taou. 4, 5).

ObecrneuyeHHOCTDb 0OJIbHBIX C UHTEPMUTTUPYIOIIUM U
XPOHUYECKUM BbICEBOM CHETHOWHOM MaJIOYKU MPOTUBO-
CHHETHOWHOI Tepanueii mpeacTasicHa B Ta0I. 6.

Camoe 00JIbII0e KOTMYECTBO MHTTSLIMOHHBIX aHTUOWO-
TUKOB ITpUMeEHsIeTcsl B BopoHexXcKoit 001acTH, 31ech ke ca-
MBbIi1 HU3KMI TTPOLIEHT UH(PULIMPOBAHUS CUHETHOMHOI Ta-
JIouKoii. Pexe Bcero mpuMeHsII0TCSI MHTISIIIMOHHbIE aHTU-
o6uoTuku B CMOJIeHCKOI 00J1aCTU, a MPOLIEHT MPUMEHEHMS
BHYTPMBEHHOI aHTUOAKTEPUATLHOM Tepany COOTBETCTBY-
€T KOJIMYECTBY MH(UIIMPOBAHHBIX CHHETHOMHOM MaJTOYKOMN
MauyeHTOB. ABUTPOMULIMH B CYOUHTUOUPYIOIIMX JO3UPOB-
Kax, COIIACHO HAIIMOHAJIbHOMY KOHCEHCYCY M0 TUarHOCTUKE
U JleueHnio M B, pekoMeHI0BaH K MPUMEHEHUIO Y BceX 00JIb-
HBIX C XpPOHWYECKOI CMHEeTHOMHOI nH(ekuuei [24, 25]. On-

T T T
0 20 40
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B "Taxenbin" reHotun

Puic. 3. PacnpepeneHue «MArknx» 1 «TsKenblx» reHoTMnoB B obnactax LO.
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Hako B TaMOOBCKOIi 00/1aCTV a3UTPOMMIIMH He MPUMEHSIET-
cs1, HecMOTpsT Ha 28,57 % TallieHTOB C XpPOHIYECKOM CHET-

HoliHo nHbek1ein. B To BpeMs kak B TynbcKoil 00acTi
MPAKTUYECKU BCE OOJIbHBIE C THTEPMUTTUPYIOIITM 1 XPOHU-
YyecKrM BbiceBoM PA monyuator cyoTepaneBTHYECKUE 1031

a3UTpOMMIIMHA. dakr TIPpUMEHCHMA a3UTPOMUIIMHA B BOpO—

HEeXCKOi 061acTh y 95% Bcex O0JIBHBIX 3aCTABIISIET YTOUHUTD
9TU MOKAa3aTeNIu PErMcTpa AaHHOI 001acTy.

PecnupamopHasa ¢pyHkyusa 6oneHeix MB OO

CaMbIM BaxKHBIM METOIOM OLIEHKM (bYHKHI/II/I pecnm-

paToOpHOTO TpakTa y 60JbHBIX M B sIBIsIETCS cCrTMpOMETpHSI.

Tabnuya 4
PacnpepeneHune oCHOBHbIX MUKPOGHbIX NaToreHoB cpeau AeTeil u B3pocbix B LLOO no cpaBHeHuio ¢ PO
I'pynma PO He0 Hetu Bspocibie p
P® H®DO (1) P® H®dO (2)
n 3096 930 2406 659 690 260
MSSA 57,1% 66% 58,4% 68,6% 52,4% 60% p=0,016
MRSA 4,0% 7,2% 3,3% 6,16% 6,6% 9,96% p=0,03
PA uHTEpMUTUPYIOLIUIA POCT 14,9% 15,69% 16,7% 18,48% 8,3% 7,27% p<0,0001
PA xpoHuveckuit poct 32,4% 28,49% 26,4% 22% 53,4% 44,82% p<0,0001
S. maltophilia 3,5% 5,48% 3,5% 4,9% 3,5% 6,89% p=0,22
B. cepacia complex 6,2% 5,37% 4,3% 2,39% 12,9% 13% p<0,0001
Acromobacter spp 4,6% 6,45% 3,4% 3,7% 8,8% 13,4% p<0,0001
Tabnuya 5
CpaBHUTeNbHAA XapaKTepuCTrKa MUKpo¢opbl pecnmpaTopHOro Tpakta 6onbHbix LIOO no o6nacram
Oo6nacTb n PA PA MRSA S. maltophilia Bcee Achromobacter spp
WHTEPMUTTUPYIOIIAs | XpOHMYECKast
Bpsinckast 15 28,57 7,14 14,28 0 7,14 0
BopoHnexckast 60 10,0 16,0 5,0 8,3 1,6 6,6
MockoBckast 203 19,5 26,0 4,0 2,5 4,5 7,5
PsizaHckast 17 5,88 23,5 11,76 0 0 5,88
CMouteHcKast 21 4,7 33,0 9,52 0 4,76 0
Tamb6oBcKast 22 4,76 28,57 4.76 4,76 4,76 0
Tynbckas 30 41,37 24,13 3.44 6,8 10,34 3,44
SpocnaBckast 48 25,53 34,04 6,37 27,65 2,12 4,25
Mocksa 395 13,7 30,74 9,4 5,68 4,9 7,75
Tabnuya 6
AHTn6aKTepnanbHaa Tepanua 60/bHbIX C UHTEPMUTTUPYIOLWM U XPOHNYECKUM BbICEBOM CMHETHONHO NasiouKn
Oo6sacTh n B3apocinbie PA PA AHTHOMOTHKU AHTHUOMOTUKHU Azutpo
00JIbHBIE MHTEPMUTUDPYIOLLUIA XPOHUYECKHUIA UHT B/B, MULIVH,
% pocr, % pocr, % % % %
bpsiHckas 15 13,33 28,57 7,14 42 35 14
BopoHexckas 60 30 10,0 16,0 98 51,66 95
MockoBckast 203 24,14 19,5 26,0 49 31 18
Psizanckast 17 17,65 5,88 23,5 47 58,84 52
CMoJieHcKast 21 19,05 4,7 33,0 23 38 23
TamOoBcKast 22 18,18 4,76 28,57 28 14 0
Tynbckast 30 33,33 41,37 24,13 68,96 68,96 65,51
SIpocnaBckast 48 37,5 25,53 34,04 55,31 63,82 29,78
Mocksa 395 33,16 13,7 30,74 49 38 17
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CriupomMeTpust TIPOBOIUTCS O0IbHBIM cTapiiie 5 jiet. B 2017 .
70,1% GoapHbIXx MB PO crapine 5 jieT mpoluv JaHHOe 00-
caenosanue. B LIDO crimpomerpust nmposeaeHa 63,1% mna-
LIMeHTaM cTapie 5 et (Tada. 7).

Ha puc. 4 nipeacraBieHbl cpeqHHMe TOKa3aTeaun
(M £ SD) ®B/I 60bHBIX CTapilie 5 JIET pa3IUIHBIX 00-
nacteit HDO.

HympumugHsiti cmamyc 6oneHeix MB LJOO PO

B LI®PO y meteit B Bo3pacTe ot 2 1o 18 J1eT cpemHee 3Ha-
yenue nepueHTt UMT (M £ SD) cocrasisteT 38,91+29,7.
Cpennee 3HaueHne MMT y 60bHEIX cTapiire 18 et cocra-

MockBsa
fipocnaBckas o6n
TamboBcKas 06n
Tynbckas o6bn
CMoneHcKas o6n
PazaHckas o6n
MockoBckas 06n
BopoHexckas 06n

BbpsaHckan 06n

BuJ0 19,242,9 xr/m?, ipu neneBoM UMT 22 (23) kr/m? co-
OTBETCTBEHHO ISl KEHIIMH ¥ MyXX4KH (Ta0.1. 8)

OcnoxHeHusa MBy 6onbHbix 8 LJOO

Y 20 OONBHBIX BBISIBJIEH aJUIEPTUYECKU OPOHXO-JIe-
rounbiii actieprmunie3 (ABJIA) (2,15%), mHeBMOTOpakc— y
6 601bHBIX, 14 (1,5%) HAOIIOOAIKCH C JIETOYHBIM KPOBOTE-
yeHueM, iuppo3 neyenu (LIIT) ¢ u 6e3 mopranbHO rumnep-
tensueit (I1I') Habmonaincs y 7,09%. KonmnuectBo 6071b-
HBIX C MyKOBHUCIII03-3aBUCUMBIM CaXapHBIM IMa0eTOM
(M3CJ) cocraBuio 36 (3,87%). 240 nauureHTOB HaOJIIO-
JAJIMCh C TIOJIMIIO30M I0JI0CcTH Hoca (25,8%).

T T T

0 20 40

B O0B1%D

60 80 100 120

B OXEN%D

Puc. 4. MNokasatenu (M + SD) ®BJ] 605bHbIX cTapLue 5 neT pa3nuuHbix obnactein LOO.

MpumeuaHme: * — B pernctpe BopoHexckoin obnact nokasatenu ®BJ] BHeceHbl TONbKO y 0aHOro 60nbHOro 13 60.

Tabnuua 7

CpaBHUTeNbHaA XapaKTepucTuKa nokasareneit ®BJl y geteii crapiue 5 net n B3pocsbix 60nbHbiX OO n PO

DXKE ODB,
M £ SD, % M £ SD, % P
Tpymma M Whitney U Test
ann-Whitney es
Heru (5-18) (1) B3spocibie (2) Hertu (5-18) (3) B3spocinbie (4) JlocTosepHocTs npi p<0,05
PO 88.8%+21,6 75.7£23,7 82,2+21,2 61,2+26,3
j1{0]6] 90,82+17,46 80,831+22,78 82,08+19,04 60,3+25,84 P ,<0,0001
P, ,<0,0001
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19 6oabHBIX, U3 HUX 3 AeTeii, HabmogaoTes B LLDO
MocJjie TpaHCIUTAaHTAIUiA: 3 GOJIBHBIX MOCTIe TPaHCIIaHTa-
LMY TTeYeHU, 16 OONBHBIX ITOC/Ie TPAHCIUTAHTALIUM JIETKUX.
B 2017 r. npoBeneHo 4 TpaHCIUTAHTALIMM JIETKUX (Ta0I. 9).

C BO3pacToM HapacTaeT KOJMYECTBO OCIOXHEHU,
YTO YTSDKEJISIET COCTOsIHME OOJbHBIX. Y neTeil mpeobJa-
JAIOT CUHIPOM ITOTEPU COJICH 1 TTOJIMIIO3 MOJIOCTH HOCA.

O6cyxaeHue

M3BectHo 60see 2000 MyTaluii UM BapuaHTOB HY-
KJICOTUIHON MOCIeN0BaTEIbHOCTU (T€HETUYECKUX Bapu-
aHToB) reHa CFTR. Ha caliTe MeXIyHapOIHOTO MpOeKTa
CFTR2 (https://cftr2.org) Ha 11 maprta 2019 r. ecTb UH-
dopmariusg o 346 BapuaHrax, Bei3bIBaronx MB, 37 Ba-
pUaHTax, IPUBOISIIMX K PA3TUYHBIM KIMHUYECKUM TIPO-
SIBJICHUSIM, 8 BapUaHTaX C HEM3BECTHBIM 3HaUeHUueM U 21
BapuaHTe HYKJICOTUIHON MOCIeN0BaTEIbHOCTH, HE UMe-

XJIOPHOTO KaHaJIa, M OTHOCITCS K «TSKEJIBIM» BaplaHTaM,
Torna kak npu BapuanTax IV, V u VI ki1accoB coxpaHsieT-
¢S ocTaTOYHAas (PYHKIIMS XJIOPHOTO KaHalIa, YTOo ITO3BOJISIET
WX O0BETUHUTE B TPYITITY «MSTKHUX» BAPUAHTOB HYKJICOTHI-
HO TTOC/IeMOBaTEILHOCTH. « TSKeCTh» BapraHTa OIpeie-
JIIEeT CTeTIeHb HapyIlIeH!sI BHEIITHECEKPETOPHON (hYHKITUN
MOIKETyIOUHOM XKene3bl. « Msirkue» BapuaHThl reHa CFTR
JOMUHUPYIOT HaJl «TSKEJIBIMU» B OTHOLLIEHU U TAHKPeaTH -
YeCKOI HEJOCTaTOYHOCTH [26].

B P® yacrora myrammm F508del cocrasseT 52,8%. lons
romosurot o F508del cocrasuna 29,6%, reTepo3urot —
46,4%. B LIDO sta nosisd He OTIMYAETCs OT A0 TOMO3H-
TOT B LIEJIOM 10 cTpaHe. Pexxe Bcero qaHHbIN reHeTU4eCKUit

Tabnuya 8

CocTosiHNe HYyTPUTUBHOTO cTaTyca AeTeir, 6onbHbIX MB,
B pa3nunuHbix o6nacrax L®O (UMT, nepueHTunb M + SD)

IOIIEM KJIMHUYECcKoro 3HadyeHus1. [laToreHHble BapruaH- 0671acTh n VIMT per
Tl TeHa CFTR npensarctBytoT cuHTe3y 6eyka CFTR, ero or2 g0 18 et M+ SD
TPaHCIIOPTY K anMKaJIbHOU MeMOpaHe KJIETKU WIX Hapy- Bpsnckas 10 41,04%39,54
LIA0T ero MYHKIMIO B KaYeCTBE KaHasa JJis1 aHUOHOB XJI0- Boporexckas 2 38.3931.13
pa [26]. B 3aBUCUMOCTH OT BIUSIHUS Ha (I)yHKLllxIKz oen- Mocronexan 133 T ETYPTRY:
ka CFTR BbIIENAIOT 6 OCHOBHBIX KJIACCOB MyTalLlUii reHa
CFTR. OnuH ¥ TOT e BapuaHT MOXKET BbI3BaTh HECKOJIb- Przanckas 10 34,46+34,09
KO BUJOB HapylleHus padoThl 6enka. He mis1 Bcex Bapu- CmorneHckast 15 31,03£31,4
aHTOB HYKJIEOTUJIHOM mocjiemoBaTebHOCTU reHa CFTR TamGoBCKast 17 38,66+35,85
ompeziesieH Knacc [27]. ) Tynscxas 18 320842604
renssoons rema CFTR T, 11w 11 Knaccon Moot x| 2Pociass 1 25 5142374
MOJIHOMY WM MOYTHU MOJHOMY TMpeKpalleHU0 GyHKIUN Mocksa 21 40,23+29,78
Tabnuya 9
OcnoxHeHuna y 60nbHbix MB B LLOO B 3aBMCMMOCTY OT BO3PacTHOI Fpynnbi
OcnoxXHeHus1 Hetu, n (%) Bspocasie, n (%) p — Pearson Chi-square
n =666 n=259

ABJIA 13/1,95% 7/2,7% p=0,48

C/I ¢ eXXeTHEBHBIM ITPUMEHEHNEM MHCYIMHA 9/1,35% 27/10,42% p<0,0001

ITHeBMOTOpaKc MOTpeOOBaBILINIA IPEHUPOBAHUS 0/0 6/2,32% p<0,0001

LITT 6e3 TIT 56/8,43% 16/6,3% p=0,28

LIl c Il 38/5,72% 10/3,94% p=0,28

Jlerounoe kpoBoTeueHEe 3/0,45% 11/4,2% p<0,001

[MceBmo-baprrep cuHIPOM 22/3,29% 1/0,38% p<0,0001

IMonumos Hoca 196/29,3% 44/16,86 p<0,0001

Ocreomnopos’ 7/2,03% 41/23,98% p<0,0001

Kucnoponorepanust 7/1,05% 32/12,31% p<0,0001

TpaHCIUIaHTALIKS JIETKUX 0/0% 16/6,13% p<0,0001

IIpumeuanue: *00CiIeNOBaHbI IO MTOBOY OcTeonopo3a 344 pebeHka u 171 B3pociblit
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BapuaHT BcTpevaeTcs B Psg3aHckoit 061acTy U Yailie BCero B
Boponexckoit — 57,75%. Ha 2 MecTe 110 4acToTe CTOUT My-
tauust CFTR del2,3, ee yactora kone6nercs ot 1,08 B SIpoc-
J1aBcKo¥# obsactu 1o 23,33 B Pa3anckoii obnactu. B omim-
qpe OT JaHHBIX 1To PD, roe yacToTa MaTOreHHOTO BapyaH-
Tta E92K Haxonmuted Ha 3-eM Mecte, B LIPO oHa 3aHMMaeT
JIMIITb 7 MECTO W BCTpedaeTcs Toiabko B Mockse u [loamo-
ckoBbe. B Tynbckoit, bpstHckoit, CmoseHckoi u BopoHex-
CKOW 00J1acTsIX BbISIBJIEHA camasi OOJIbIlast 1OJIsT OOJIbHBIX C
He WICHTU(UIMPOBAHHBIMIA T€HETUIECKMMI BapyaHTaMM,
YTO TUKTYET HEOOXOMUMOCTh TOOOCIEAOBaHUS 3TOTO KOH-
TUHTeHTa OO0JIbHBIX.

PazHooOpasue BapuaHToB reHa CFTR B pa3iuuHBIX
oomactax LIPO cormoctaBUMO, TOJIS «MITKUX» MyTaLWiA
Jinb B CMoJieHCcKoi U bpsitHcKko# 061acTsIX HUXKe, 4eM B
OCTAJIbHBIX peruoHax. TeM He MeHee, UMeeTCsI CYIleCTBEH-
Hasl pa3HUIla B KOJMYECTBE B3POCBbIX OOTBHBIX U CPETHEM
BO3pacTe MaleHTOB 10 00JIaCTM, MTOJTyJYaeMOU Tepanuu,
JTabopaTOPHBIX U MHCTPYMEHTAIBHBIX TTOKa3areisax. EcTb
OYEBHUIHBIC OTIMYMS B TTOKA3aTeIsIX WHOUIINPOBAHWS B
OIMHAKOBBIX BO3PACTHEIX TPYITIAX, YTO, BO3MOXKHO, CBSI3a-
HO ¢ TIpo0GIeMaM MICHTU(PUKAITTI MIKPOOPTaHU3MOB Jia-
GopaTOPUSIMH PETHOHOB, UMEETCS pa3HUIIA B TIPOBOIMMON
Tepanvu, 0COOEHHO B OTHOIIIEHNY TPUMEHEHISI WHTaJISTIIH -
OHHBIX ¥ BHYTPUBEHHBIX aHTHOAKTepHAIBHBIX ITPEIIapaToB,
CYOMHTMOMPYIOIINX 103 a3UTPOMULIMHA ITPU XPOHNIECKOMN
CHUHETHOWHOI MH(beKIMU. B KoHCeHcyce Mo Je4yeHUIo 00Jb-
HBIX, MTHQUIIMPOBAHHBIX CHHETHOWHON ITaJIOYKOI, B Kaye-
CTBE METOAOB 3paguKallii ¥ KOHTPOJIST XPOHTIECKOM MH-
(bexumm ripemaraeTcst IpUMeHEHIE MHTATISIIMOHHBIX TIPO-
TUBOCUHETHOMHBIX aHTUOAKTepUaTbHBIX TTperapaToB [28].
IIpu neyeHuun oOOCTpeHUIT OPOHXOJETOYHOTO Mpolecca
PEKOMEHIyeTCsl BHyTPUBEHHOE BBeJICHUE He MeHee 2 aH-
THOAKTepUATHLHBIX IIPOTUBOCUHETHOMHEIX ITPETIapaToB, IT0
rnoka3aHusiM OoJiblie. Beicokast 1051 00JbHBIX, MHDULIU-
poBaHHbIX MRSA, B BpsiHckoit u PsizaHckoii oonactsix, u
nH@uuMpoBaHHbIX Bee, B bpsiHckoit u TynbcKoii 061acTsax
JIVKTYeT HEOOXOMUMOCTb ITEPECMOTPa CTPATErMU OKa3aHUS
TIOMOIIM OOJIBHBIM B 3TUX PETMOHAX, CTPOTOTO COOTIONEHNS
BMUIEMUOIIOTUYECKUX HOPM, Pa300IIeHUsI OOJIbHBIX U pa3-
JeJIEHYsI TIOTOKOB TTallMeHTOB. B CBSI3M ¢ 3TMM aKTyalbHa
pa3paboTKa eINMHBIX METOIOB TMArHOCTUKM, JedeHnsT MB
M OpraHu3aly OKa3aHus oMol 001bHBIM M B, npuHsi-
THE MPOTOKOJIOB U CTAHAAPTOB IO 0OCIENOBAHUIO U Tepa-
MUY TAUEHTOB U HEYKOCHUTEIBHOE WX COOTIOIEHUE.

3ak/ouyeHmne

BollensnoxeHHOE TUKTYET HEOOXOAUMOCTD ONITUMM-
3a1u paboTHI IO MPaBUIBHOMY 3aMOJTHEHUIO PETUCTPA C
LIEJIbIO MOBBILIEHUS JOCTOBEPHOCTH BBOAUMBIX JaHHBIX,
YTO aKTyaJbHO JIJISI TIOJHOLIEHHOTO aHaI13a COCTOSTHUS

oosbHBIX MB 1 oka3piBaeMoii UM nmomornu. Heobxonn-
MO CTPEMUTHCS K MOJHOMY FreHETUYEeCKOMY 00Cea0Ba-
HUIO OOJIHBIX, BKJIIOYasl TMTOJHOT€HOMHOE CEKBEHUPO-
BaHue, MLPA, npu HeoOX0OMMOCTHU, MPOBEACHUE TECTa
KUILIEYHBbIX MOTEHUMAOB OOJbHBIM, Y KOTOPBIX HE BbI-
SIBJIEHBI TTaTOreHHbIe BapuaHThl TeHa CFTR cTaHIapTHBI-
MU METoAaMH, HO 1uarHo3 M B He BBI3BIBAET COMHEHUI.
Heob6xonuMsbl paboThl 1O aKTUBU3ALUU pabOThI B perv-
OHax, KOTOpbIe HE YYaCTBYIOT B 3alIOJTHEHUU pEeTUCTpa,
OopraHu3alMy B HUX LIeHTpoB M B.
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