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MYKOBUCHHI03 KAK MOJIEJIb YCITEIITHOVI BOPHBBI C
HACIEOCTBEHHBIMH BOJIE3HAMMU B POCCHUIL.

E.K I'marep

&®I'bY MI'HI1] PAMH, Mockea

Victopus msydenusa mykoBucuuposa B Poccun gocratodno gonrad. Mbl octaHOBMMCA
TOJIBKO HA €€ HOBEJIIeN YacTy, CKaXkeM, HaduHaA ¢ 1991 r, T.e. ¢ TOro BpeMeHu, Korja
B VIHCTUTyTe KIMHUYECKON TeHeTUMKM MeIMKo-reHeTM4eCcKOro Hay4YHOro ILEeHTpa
OBIIO CO3[AHO HAyYHO-KOHCY/IBTATMBHOE OT/E/IeHNe MYKOBNCIVAO03a, KOTOpOe ObIIO
pasMeleHo Ha 6a3e Poccuiickoil ieTCKo KIMHMIecKoit 6ombHuIbL. C 60nbHNUIIEN OB
3aK/II0YeH TPEXCTOPOHHMII JJOTOBOP O COTPYAHMYECTBe (TpeTbell CTOPOHON ABJIANCA
MocKkOBCKUII TOCYapCTBEHHbI MEAVILIMHCKIIL YHUBEPCUTET).

Pucynox 1.
Poccutickas demckas KauHu4eckas 601bHUKA

Kpurepuem ycreurnoct 60psbsI ¢ MyKOBUCIM030M, 3a60/IeBaHIeM, KOTOpOe ellle
HEJIaBHO CUMTAJIOCH JIETA/IbHBIM, JO/DKHO CYMTAThCA YBEIMYEHNE IIPOJO/DKUTENBHOCTI
JKU3HMU, BO-TIEPBBIX, U YIy4IlIE€HNE €€ Ka4eCTBa, BO-BTOPHIX.

C 1991 r. 1o 2013 r. TPOROKNTENTBHOCTD XM3HY 6ONbHBIX MYKOBIUCIIM/I030M YBETNINIACh
¢ 13 mo 39 net pna permona Mocksbl u ITogMmockoBbs, a ansa Poccun B nenom — ¢ 10
mo 23-25 ner. IlpuBepeHHble IMGPBl HAIMLATHO AEMOHCTPUPYIOT YCIEXM B JICYCHUU
MYKOBMCLM/I03d, HO €CTb M JPYIMe XapaKTePUCTUKM YIy4LIEHNUA ITOMOIUM CEMbsAM, Ifie
ecTb 60/IbHbIe MYKOBUCLIU/I030M. B 4acTHOCTH, 3TO OTHOCUTCA K JOCTVDKEHVAM B 06/1aCTI
M3y4eHMs MOJIEKY/IIPHON TeHeTUKM MYKOBMCINJ03a B Poccum, chenaBIuell BO3MOXXHO
IIpEHAaTaIbHYIO0 AMATHOCTUKY IpakThdecKu AnAa 100% cemeit, rhe ecTh, Unm 6b171 6OTBHOI
MYKOBULIJIO30M PeOeHOK, a Takke BHEJpPEHUe B IIPAKTMYECKOM 3IPaBOOXPAHEHUN
HEOHATa/IbHOTO CKPUHMHTA Ha MYKOBUCLIMO3.

OAusamuka cpegHed oxugaemMol
MPOAONMHTENBHOCTH MWHIHH BonbHbLIX
MyxoBHMcUuHMao3Iom B CLUA w Poccun (Mockea)
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«Myxosucyudos y demeti u 63pocivix. Bzenso 6 6ydywee»

MbI OCTaHOBMMCS Ha HEKOTOPBIX MOMEHTAX, peajM3alysd KOTOPBIX, C Halllell TOYKU
3peHNs, MO3BOMINIA JOCTUYDb OYeBYTHBIX YCIIEXOB B IIOMOLIY 60/IbHBIM MYKOBUCIIM/I030M
U VIX CEMBSIM.

1. OcBoeHUe COBPEMEHHOIO 3apyOeXHOTO OIIbITa OpPTaHM3alLUA CUCTEMBI IOMOLIY
CeMbsIM OOIBHBIX MYKOBYCIIUIO30M.

2. PacmpocTpaHeHye 3TOrO OIBITA, a TaKXe COOCTBEHHBIX Pa3pabOTOK, IMIVPOKUM
¢poHTOM B Hay4yHO-IIpaKTUYecKoe 3IpaBooXpaHeHme Poccum - cospaHye
«IJEHTPOB MYKOBMCHMIO3A» mnpakTuyecku BO BCE€X TEPPUTOPUAIbHBIX
obpasoBaHysx (BbIe3[bl HAa MeCTa C KOHCY/IbTalMell OONBHBIX M JIEKLVSIMIL,
eXerofHble KoH(pepeHny, pabodne MecTa).

3. YcTaHOB/IEHMe TeCHOTO KOHTaKTa C MOCKOBCKMM JiellapTaMeHTOM 3[[paBOOXpaHeH,
[I03BO/IMBIEE  pelnTb IpobneMy obecriedeHyss BCeMM  HEOOXORMMBIMMU
JIeKapCTBEHHBIMI CPEACTBAMIL BCEX MOCKOBCKIIX AieTell, 60bHBIX MYKOBUCIIMO30M,
U Uenbll AR APYIMX OPraHM3ALMOHHBIX IHPOOTeM, KaK INpuUMep AL SPYTUX
TEPPUTOPUIL.

4. BblaBeHMe MOJIEKY/LIPHO-TeHeTMYeCKIX XapaKTepUCTUK MyKoBUcIMo3a B Poccun
Ha OCHOBe IIMPOKMX SIMIAEeMMUOTIOTYeCKIX UCCIeIOBaHNI (PUCYHOK 3).

5. Iupoxmit Kpyr cOOCTBEHHBIX HAYIHBIX PaspabOTOK 110 MCCIEHOBAHMIO IIATOTEHE3a
MYKOBMCLIMIO3a U €TO OCHOBHBIX KIMHWYECKVX IPOSBJICHNUII, a TaloKe IO OLjeHKe
3¢ GeKTVBHOCTY Pa3HOOOPa3HBIX JIEKAPCTBEHHBIX IIPEIIapaToB.

6. AKTVUBHOe BK/IIOYEHNUe B IIPOrpaMMy HEOHATaJIbHOTO CKPMHUHIA, HAYMHASA C €ro
IUTaHMPOBAHIUS.
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OpraHusanusa oMoy 60IbHBIM MYKOBUCLIUIO30M U X CEMbSIM MOXKET
paccMaTpmBaThCS KaK MOJIENb TOMOIIYM GOBHBIM C HAC/IENCTBEHHON ATOIOTHEN, TaK
KaK y/jaJIoCh CO3[]aTb CUCTEMY MepOIPYATHI, OXBATbIBAIOIIMX OCHOBHBIE KPUTUIECKIE
3BEHbs ITOMOIIY IIpY JTI060TT Hac/IeiICTBEHHOI aToioryu. OcoOeHHO CIefyeT BbIIEIUTD
OpraHMU3AIIOHHO-00Pa30BaTe/IbHBII KOMIIOHEHT U TECHOE COeHEeHNe HAYKI I
MIPaKTUKU.
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Child Health International.

Child Health International was founded
in 1992 - interestingly as a consequence of
a visit to Moscow by the parents of a son,
Tony, who had died as a result of cystic fi-
brosis. They arranged to see how children
with CF were treated at the Childrens Re-
publican Hospital and, frankly, felt some
changes could be very helpful. On return to
UK, they persuaded Dr Chris Rolles, then
the leading CF Paediatric Consultant at
Southampton General Hospital to under-
take an exploratory visit to Moscow — and
so a collaborative project began. This led to
many exchanges in both directions. Solvay,
now a part of Abbott, contributed much
financial support. Dr Rolles will be at this
year’s conference and will be talking about
this experience.

CHI, a small charity, based in Winchester,
has since worked in several countries -
Ukraine, Belarus, the Baltic States, Serbia ,
Moldova and has just begun a new project
in Albania.

CHT’s vision is a world where all children
with cystic fibrosis are given the opportu-
nity to benefit from good care, enjoy their
childhood and look forward to their future
as adults. Accordingly, CHI strives to im-
prove standards of healthcare for children
with cystic fibrosis. Suitable UK volunteer
clinical and other specialists (Doctors, spe-
cialist nurses, physiotherapists, dieticians,
psychologists etc) offer their expertise both
in UK and in the host country to develop
local skills. Twinning is often one long-term
form of this collaboration, eg Southampton
General Hospital with the University Chil-
dren’s Hospital in Riga. CHI also encour-
ages the development of effective parent
support groups.

Mrs Rosie Barnes is the Patron of CHI
and Dr Chris Rolles is the President
of CHI.

Mrs Rosie Barnes, OBE.

Hammu roctun

MexpyHapoHas OpraHn3anus
3mopoBbe pedeHKa.

Opranmsanust  6sU1a ocHOBaHa B 1992 romy
- nocne Busura B Mocksy popurenel, Tonu
PumxkBes, yMepuiero mu3-3a  MyKOBMCLMO03a
(MB). Tlocne mnocemenns Pecry6nukaHckoit
meTckoyi  KmmHmdeckoin  6onpauupl - (PIKB6
MockBa), rfe JeYNInch POCCUIICKUE OOIbHBIE
MB, y HuMX IOABWINCh }JE€M, KaK MOXHO
U3MEHMTb CUTYalMi0 B JIYYIIYIO CTOPOHY.
Ilo BO3BpaLeHNN B BeHMKo6pMTaHm0,
onn  ybemwmn  pokropa  Kpuca  Pomnsa,
BeAyIero KoHCynbranta OOLiero rocrmurast
r.CaytremnToHa (BemikoOpuTaHus), OTIPaBUTHCA
C O3HAKOMUTENbHOI moesnkoit B Mocksy. Tax
Ha4vanca IPOEKT COpr}IHI/I‘{eCTBa, BBUIMBIINIICS
B MHOTOYMC/ICHHBIE O3HAKOMMTE/IbHbBIC ITOC3OKI
B o0oyx HampabjeHyax. IIpuyeM, kak Bpaderl,
Tak 1 nanyenTos. Komnannsa Solvay, teneps Ab-
bott, oxasama 60/bIyI0 GUHAHCOBYIO TIOJAEPKKY
B 10 Bpems. JJokrop Kpuc Pomns pacckaxer 06
9TOM IpoekTe Ha 11 HaumoHnampHOM KOHrpecce B
Mockse.

MexpyHapopHas OpraHusanyis 350poBbe pebeHka
(MO3P) - He60mb1LOIT 671aTOTBOPUTEIBHBII POHT,
OCHOBaHHBII B BuHuectepe, ¢ Tex nop paboran
B HECKONbKUX CTpaHax - Ykpaune, bemopyccuu,
crpanax bantun, Cep6uu, Mornzose. Tonpko 4To
Ha4a/ICcst HOBBIIT IPOEKT B A/TGaHMIL.

MO3P crpemMutcs K TOMY, YTOObI /I BCEX fieTelt
¢ MB 6buta opraHnsoBaHa ajieKBaTHasi MOMOLIb,
‘{TO6bI OHI MOI/IM HAaCTaXXAaTbCA CBOVM JE€TCTBOM
U C HeTepIieHMeM >KAAaTb B3POCIOro OyAEyILero.
MO3P crapaercs mnpuBiedb ZOOPOBONIbLEB 13
Ynciaa MEeOUIMHCKUX COpr}IHI/IKOB, 7 HE TOJIbKO,
u3  BemukoOpuranum  (Bpadeir, MepcecTep,
¢dusnoTepanesToB,  AMETONOIOB,  IICUXO/MOTOB
U T.J.) TOJETUTHCA CBOMM OIBITOM PaboThl CO
CHeLMaTICTaMI STHX JKe Tpodeccuil U3 Apyryx
CTpaH.

Opranmsanumeir 61 BeflecH  TepMUH
«obparnMcTBo»  (twinning). Kax oxasamoch
II0TOM, MIMEHHO «l'[06paTI/IMCTBO» CTa/I0 ABIATHCA
OJHOII M3 JTONTOCPOYHBIX GOPM COTPYAHNYECTBA,
Harpumep, Obmero rocmutans . CayTreMITOH
(Bermko6puTaHua) M YHUBEPCUTETCKON HETCKOI
6onbauueit B Pure. MO3P moompser passnutie
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Rosie Barnes was born and educated in
Nottingham. After completing a degree in
Social Sciences and History at the Univer-
sity of Birmingham, she moved to London
in 1967 to join Unilever as a management
trainee. She eventually established her own
business in qualitative market research.

In 1987 she won a notable by-election and
became the Social Democratic Party Mem-
ber of Parliament for Greenwich, a position
she held until 1992.

Her interest in Health Policy was instru-
mental in her decision to move into the
charity sector, firstly for The Royal College
of Obstetricians and Gynaecologists and
from 1996 to 2010 as Chief Executive of the
Cystic Fibrosis Trust. Her priorities there
included the progress of research to facili-
tate Gene Therapy for Cystic Fibrosis and to
ensure that everyone affected by CF in the
UK received the best possible clinical care.

Rosie has been married to Graham Barnes
for over 40 years. They have three grown up
children and are now proud grandparents.

Dr Chris Rolles was Senior Consultant in
paediatric respiratory medicine, specialising
in cystic fibrosis, at Southampton General
Hospital. His wife, Toni, was also a doctor
- a general practitioner. They have 4 grown
up sons and numerous grandchildren.

TPYIII HOAJEP>KKI POSUTENEI.

Muccrnc Pocu Bapres (Mrs Rosie Barnes) siBistercst
Ioneunrenem, a Jokrop Kpuc Pomwns (Dr Chris
Rolles) npesunentom MO3P.

Muccuc  Pocu  bapHes, xkaBamep Oppena
bpuranckoit umnepun.

Pocu BapHes popytach 11 ony4nia 06pasoBanme
B Hormunreme. Ilocne momydenua HaydHOI
CTereHn B 0b6macTi conuanbHbIX HAYK M UCTOPUN
B YHuBepcurere bupmuHrema, oHa mepeexana B
JloupoH B 1967 ropy 1 npucoenyuumnach K Unilever
B KauecTBe CTaXkKepa yIpaBjieHus. B nocnencremm,
OHa OTKpbI/Ia COOCTBEHHBIN 6M3HEC KaYeCTBEHHbIX
MapKETVHIOBBIX I/ICCIIeHOBaHI/IﬁI.

B 1987 romy Pocu BapHes 6b11a BBIOpaHa 0T colya-
IeMOKpATIIeCKOI APTUY YIeHOM ITaplaMeHTa OT
IpuHBMYa, rpe mpopadoTana go 1992 ropa.
VHTepec K ONUTIKE B 06/1aCTY 3APaBOOXPAHEHN
ChITpal BaKHYIO ponb B pemenuu Pocu nepeiitu
paboraTb B O/NAarOTBOPUTEILHBIA  CEKTOP,
cHavama B KopomeBCKMil KOMIEMK aKyIepoB 1
TMHEKONIOroB, a ¢ 1996 mo 2010 rom B KauecTBe
I7aBel  ucronHUTeNnbHOM Bnactm @Ponma MB
(Cystic Fibrosis Trust). Ee mpuopureramn 6bumn
- COMIeJICTBME MCCNIENOBAHNAM B OOIaCTY TEHHOI
tepart MB u obecnieverne Bcex 6onpHbIx MB
BermmkoOpuTaHMM — HawIydireil — MeSMIMHCKON
TIOMOIIBIO.

Pocu yxe 40 mer samyxem 3a Graham Barnes.
BerpacTuin Tpoux fieTeil u Temepb ¢ TOPAOCTHIO
HOCAT UM 6aOYILIKI 1 e yIIKIL.

JI-p Kpuc Ponns MHOTME TOfibI paboTas CTapliM
KOHCY/IBTAaHTOM B JIETCKO/l ~ peCImpaTopHON
MeJULIMHE, CeLMaIU3NpyoImMcsa B o6macti MB,
B O6mem roctmrare r. CayrremnroH. Ero xeHa,
ToHu, mpopaboTaa BCIO )KM3Hb CEMEITHBIM BPauOM.
V HUX 4 B3pOC/IBIX CHIHOBEN U MHOTOYMC/IEHHbIE

BHYKI.

www.childhealthinternational.org

MaTepua IOArOTOB/IEH
Tony Wolstenholme, Project Manager,
Child Health International n

npod. Kaumpckoit H.IO.
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MUKPOBUOJTOTMYECKNIT MOHUTOPUHT ®/IOPBI IBIXATE/IbHBIX

IIYTEN OETEN, BOJILHBIX MYKOBUCIIMIO30M HABTIOTAIONINUXCA B
MOCKOBCKOM OTIETEHUM POCCUNCKOTI'O TEHTPA MYKOBUCIIMITO3A.
B.C.Hukxonosa, H.M.Kanpanos, E.VI.KongparbeBa, B.[l.Illepman, H.}O.Kammpckas,
A.J0.Boponkosa, JI.A.IlTa6anoBa, H.E.lllenenxeBa

@I'bY MI'HI] PAMH, Mocxksea , I'BY3 « I’ KbNe13 um. H.®. Punamosa [[3M», Mocksa

Haubonpluee BMsAHME Ha IPOFO/DKUTENIBHOCTD M KadeCTBO >KM3HM [eTell OOMbHbBIX
MykoBucuao3om (MB) oxasbiBaeT mopaxeue erkux. Cpemyu GakTepyuaTbHBIX MATOTEHOB,
BBIfIe/UIEMBIX W3 [IBIXATeNbHBIX ITyTeil Hambomee dacto Bcrpedarorcsi Haemophilus influ-
enzae, Staphylococcus aureus, Pseudomonas aeruginosa. Kak mpasuio, B mepBylo odepens
pecrnmparopHble Iyt MHGUUMPYIOTCS S. aureus, a 3aTeM 4acTo IpycoenuHsercs P. aerugi-
nosa. Ecnu Bo36yauTenb pery/sipHo 6ojee 6 MecslieB BbICeBAeTCs M3 OPOHXMATBHOTO CEKpeTa,
IPUMEHSIeTCs TePMIH XPOHMYECKOi MH(eKIi. Pa3ByTIe XPOHIYECKOV CYHETHOIHOM MHbeKIn
HIDKHMX [IBIXaTelBHBIX IyTell OOBIYHO CONPOBOXKAETCS HAPACTAHMEM PeCIVpaTOpHOI
CUMIITOMATVKM U IPOTPECCUBHBIM yXyALLIeHNeM QyHKuum erkux. IIpyu atom Paeruginosa moxer
TpaHcopMmpoBaTbCsi B MyKoupHble (crm3ucTbie) ¢opMbl. [Ipy XpOHMYECKOI CHHETHOMHO
uHpeKUVM caHauys OpOHXMAIbHOrO fiepeBa OT P aeruginosa IpakTuyeckyu HEBO3MOXKHa,
YTO HPVBOAUT K OBICTPOMY Perpeccy JerodHoi (pyHKIMM U 3HAYUTETBHO YXYALIAET IPOTHO3
3aboreBaHNA. B mocenHee BpeMs 3HAUMTENBHO BO3POC/IA PO/b TaKMX HATOTEHOB, Kak Burk-
holderia cepacia, rpamoTpuiatensoit Mukpodnopsr Stenotrophomonas maltophilia, Acineto-
bacter baumannii, Achromobacter spp.u ap., rpr6xoBsIx nHpexyit. Bombiryo 03a604eHHOCTD
BbI3bIBaeT nH(eKuysi, obycnosnenHas Burkholderia cepacia, n3-3a ee My/IbTUPe3NCTEHTHOCTH K
AHTUOMOTHKAM ¥ TPAHCMICCUBHOCTY HEKOTOPBIX €€ IITAMMOB.

Ilenn: poBecTyt MUKPOOMOIOIMYECKIIT MOHUTOPVHT (JIOPbI JBIXATENbHBIX IIyTeil ¥ OOMBHBIX
mykoBucuuposoM (MB) MockBbl 1 MOCKOBCKON 067macT Wi OLeHKM 3(GQPeKTUBHOCTY 1
ONTUMM3ALMY HPOQWMIAKTUIECKUX M TePareBTMYecKux Meporpysitiit. CpaBHUTH [JaHHBIE
MOCKOBCKOTO peructpa 3a 2010r ¢ ganubiMu 3a 2000-2006 IT 1 00111eeBPOIIEIICKUM PETUCTPOM.
Marepuansl u MeToabl: IIpoaHan3upoBaHbl JaHHbIe MUKPOOMOTIOTMYIECKIX BbICeBOB 13 407
PEeTUCTPAlMOHHBIX KapT 60/bHbIX 3a 2010 TOf, CO3TaHHBIX C y4eTOM peKoMeH/aImit EBporeiickoro
perucrpa 6ormbHbIx MB (2008, European Cystic Fibrosis Society Patient Registry). Craructudeckast
06paboTKa MOTyYeHHbIX JaHHBIX IIPOBOAMIIACH C MCIIONIb3oBaHMeM mporpamMmbl SPSS (SPSS Inc.,
Chicago, IL).

Pesynprarer: IIo [aHHBIM HPOAHATM3MPOBAHHOTO PETVCTPA, Y OOMBHBIX MYKOBUCLU[O30M
MOCKOBCKOTO perroHa B BO3pacTe [0 12 jieT IpeBamMpyeT XPOHMYECKas CTa(UIOKOKKOBas
nHek1A (75%), HaunHasA ¢ TybepTaTHOTO BO3PACTa — XPOHIYECKIIT BBICEB TPaMOTpPULIATE/TbHOM
MuKpodopst (>41%) (puc.1).

BeisbiBaeT 3HauMTENbHOE OECIIOKONCTBO smmpeMideckas Bempimka B 2000-2009rr nHbexiy,
BBI3BaHHOII B.cepacia, 4T0 IBUIOCH IPUYMHOY 3HAYUTETIBHOTO POCTa KOMIECTBA TAKMX OOTIBHBIX
B Bo3pacre oT 18 1o 22 ntet (1o 30%). ITpu cobmope N IPOTNBOSIMAEMITIECKIIX MEPOIIPYISITHIL,
COKpAIIAIOIIVX KOINYECTBO TOCIMUTAIN3ALMII B YCIOBMA CTAlMOHapa U IpyeM OONbHBIX B
aMOy/TaTOPHBIX YCIOBIMSX, a TAKKe BHEApeHMe B aMOYIaTOPHYI0 IPAKTVMKY COBPEMEHHBIX
CHUCTEMHBIX ¥ VIHTQ/LIIMOHHBIX aHTUOAKTepPHaIbHBIX IIPENapaToB, PUCK XPOHUYIECKOTO BbICEBA
TPaMOTPUIIATENIBHON MUKPOQIOpPbl B PaHHEM BO3pacTe 3HAYMTENbHO CHU3WICs (6ormee deM
Ha 30%) (puc.2).
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B rpynme maumentoB o 18 merT 6G0NbHBIE C XPOHMYECKON CTaMIOKOKKOBON MH(eEKI[yeil
cocraBwmm 78%, B rpymne crapuie 18 et — 22% cooTBeTcTBeHHO, P.aeruginosa — 20% npotus
47%, B.cepacia — 3% npotus 20% B Goree crapiueii rpymie (puc.3).

ITo aHHBIM CPaBHUTENTBHOTO aHA/IN3a MOCKOBCKOro perucrpa u European Cystic Fibrosis So-
ciety Patient Registry yacrora nHduimpoBanus S.aureus cocrasisier 60%, uto Ha 20% 60bIIe
CpeiHeeBpOIeNICKMX 3HaYeHuiT, nHuIpoBaHre Paeruginosa y 60NbHBIX MyKOBVCLMO30M
. MockBbl cocTaByseT 26%, YTO CONOCTAaBMMO CO CpPefHEeeBPOIeNCKMMM HaHHbIMU (puc.4),
XpoHuMdecKas MHGeKIMsA, BbI3BaHHaA B.cepacia B momymsAnuy 6OIbHBIX MOCKOBCKOTO PerOHa
cocrasisieT 6onee 8%, YTO 3HAYUTEILHO BbILlE CPETHEEBPOIEIICKIX TaHHBIX.
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BoiBoppl: B cTpykType MMKpOGIOpBI [bIXaTebHOTO TpaKTa IPeoOIafaloT 30/I0TUCTBIA
cTa(DWIOKOKK M CUHETHOJHasA IIaJIoYKa, KOJMYeCTBO IIOCTENHel Bo3pacraeT ¢ 4 Ho 25 JeT.
KonmdaectBo 60/1bHBIX € XPOHMYECKOI CMHETHOHOI MHpekiyeit B MockoBCKoM pernoHe 3a 2009-
2010 rr yMEHbIIMIOCH IO CPABHEHMIO C aHAJIOTMYHBIMM ITOKasarTensamu 3a 2000-2006 rr Ha 6%
3a CYeT BHEIPEeHs HOBBIX METOMOB TePaIi/ MHIA/LILVIOHHBIMY aHTUOMOTIKAMMY, IIPOBEAEHIs
BHYTPMBEHHOJI Tepanyyl B JOMAIIHUX YCIOBUSIX M PEry/ISIPHOrO aMOY/IaTOPHOrO HAaOMIONEHN.
Yacrora napmumpoBanms Paeruginosa y 60NbHBIX MYKOBUCLMAO30M I. MOCKBBI COCTABIISIET
26%, 4TO COIIOCTAaBMMO CO cpefiHeeBporelickumu faHHbIMK European Cystic Fibrosis Society Pa-
tient Registry, B pe3y/nbrare snumemmyeckoit Benbiuky 2000-2009rr nHbumpoanye B.cepacia
BCTpedYaeTcA yallle U cocTansaeT 8%.
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O HEKOTOPBIX ACITEKTAX 9H3VMMOTEPAIINN Y BOJIbHBIX
MYKOBMCIMJIO30M

B.C. bargacapsan, A.T. Kpucrocpypsn, A.C. Apytionsan, H.A.Banan
EpI'MY, ynusepcumemckas knunuxa “Mypavan’, e. Epesan PA

B nientpe MB PA mop gucnaHcepHBIM Hab/IIOffeHEM HAaXOATCS 39 OOMBHBIX B BO3PACTe OT
11 mecsanes mo 19 net. lnarnos MB ycTaHOB/IeH Ha OCHOBAHUM KIMHUYECKUX IPOSABICHMI
3abojeBaHys (Ha/mM4ye XPOHUYECKOTO OPOHXOIErOYHOrO IPOIlecca, 3aAeiCTBOBAHHOCTD
JKKT), OIOXKNUTENbHBIX ITOTOBBIX TECTOB, a TAKXKe JAHHBIX TeHEeTNIECKOTO UCCIIETOBAHNA C
ompeneneHneM MyTaluit /1 nonumopduamos rena -MBTP (82 %). IIpakTudecku y Bcex
[ALIeHTOB Ha IIEPBOM TOAY >KM3HM ObUIM OOHApY>KeHbI IPM3HAKM BHELIHECEKPEeTOPHO
HEOCTATOYHOCTH HOMPKEIYLOYHOI >Kemessl, TpeOyoliye Ha3HaYeHMsT MUKPOCheprIecKIx
HaHKpeaTn4eckKux pepMeHTOB ¢ pH-uyBcTBUTeNbHOI 060m0uKO0IT (Kpeon —10.000,—25000-
,Abbott). [lo3a 3H31Ma moxOMpaIach MHAMBIAYATbHO; 3aMeCTUTEIbHAS TEPAIINsI IPOBOANIAC
0, KOHTPO/IEM KOIIPOIPaMMBI, YaCTOTHI 1 XapaKTepa CTY/Ia, CUCTEMATUIECKUX IPprOaBOK
Beca. Ho, HeCMOTpsI Ha OTMEYEHHYIO TAKTUKY BefeHust 60nbHbIX MB, sHsuMoTepanus B 48
% HabmoeHnit okasanach HeapdekTuBHOI. C IebI0 yTOYHEHNA IPUYIMHBI HETIOAJatomericsa
TPAAMIMOHHON KOPPEKLMY 9K30KPMHHON aHKPEATHIeCKOil HeJOCTATOYHOCTH OGONBbHBIM
C COXpaHAIIIVMMICA NPU3HAKAMU CHHJIPOMa ManbabcopOnuy IpoBefeHa TacTPOCKONMA
(armmaparom Evis EXSERA II ¢pupmsr Olympus). B3siTel GuorncnitHble MaTepuabl U3 aHTpyMa
IS TUCTOJIOTMYECKOTO MCCIefoBanus ¢ c onpenenenneM Helicobacter pylori.

ITo parnupiM @ITICyBcex 06CIe0BaHHbBIX BBIAB/IEHBI pasdHble popmbl HP-acconumpoBaHHbIX
COCTOAHUIL: 3PO3UM AHTPANbHOM O6macTM OKemygka ¥ [AyofeHymMa B 42%, O4aroBblil
QHTPAJIBHBIN TacTPUT B 57% mpoleHTax; pedimokc- a30darut B 78% cirydaes, B COY€TaHUN
co ckombasiel rppokeit [1O]I - B 10%. Bcem marmenTam OplTa Ha3HaYeHa POTOKOJIbHAS
cxema JiedeHus 1-oil nuHUM, BKIOYaomas omerpason (1 Mr/kr/c, x 2), amokcuipuing (50
Mr/Kr/c, X 2), kmauug (15mr/kr/c, X2) cpokoM Ha 14 fHeit. Yepes 1,5-3 Mecsma mocie
3aBeplIeHNMs1  jledeHms opapmkanus — H.pylori onenmBamace mocpescTBOM ypeasHOro
IBbIXaTeNbHOTO TeCTa.

Kak mokasanu npoBefieHHbIE MCC/IEfOBAHMNS, SpafuKaLysa ObUIa JOCTUTHYTA Y 65% OONMbHbIX
(B OCHOBHOM, CTaplllasd BO3pACTHAs TPYIA),YTO NPOABUIOCH MOJIOXKUTETbHON JUHAMUKON
K/IVHUYECKON CUMITTOMATVKu. B 35% HabOmiomeHnil (IpeMMyIeCTBEHHO [ETH PAaHHETO W
IOILIKOTIBHOTO BO3pacTa) SpafMKaIIOHHAs Tepalus OKasanach HeadeKTUBHOIL, O 4eM
CBUMIETENIbCTBOBA/ IIOJIOKUTEIbHBINL ~ XEMUK-TeCT IpM COXpaHAMIEMCA  CUHIpOMe
Masbabcopbuym. OTMedeHHOe, TO-BUANMOMY, 00YCIOBIEHO aHTHOMOTUKOPE3UCTEHTHOCTDIO
H.pylori us-3a Heob6X0ogMMOCTM Ha3HAYEHMs POTALMOHHBIX IMKIOB aHTMOVOTHKOB IIpK
0060CTpeHNAX XPOHMYECKOlt OPOHXOJIeTOYHOI matonoruu 6ombHBIM MB. Huskuit ypoBeHb
apapukanyu H.pylori, BOo3MOXXHO, cBsi3aH u ¢ 60o/mee c1abbIM MMMYHHBIM OTBETOM B PaHHEM
U IOLIKOJIbHOM BO3pacTe, OCOOEHHO B YC/IOBUAX TECHOTO KoHTaKTa ¢ HP- HocurenbcTBOM
YIEHAMI CEMbI, @ TAK)Xe MIMMYHOCYIIPECCUPYIOLIVM BIMAHIEM CaMOro MUKpoOa.
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OOEKTUBHOCTD TPEHATATBHON IMATHOCTHUKU MYKOBUCIIUTIO3A B
PECITYB/IMKE MOJIJOBA

H.M.Bap6osa, B.B.Eropos, H.A.IllupoxoBa

Llenmp Penpodykmusroeo 300posvs u Meduyunckoii lenemuxu HVM Oxparvt 300posuvst
Mamepu u Pebenka, . Kuumunes, Pecny6nuxa Mondosa

OpauM 13 3G GeKTUBHBIX CHOCOO0B HpOoGWIAKTUKM MyKoBuciyuposa (MB) apngerca
npeHaTanbHas guarHoctrka (I1]]) B ceMbsix BBICOKOTO prcKa. MB ocTaeTcst BaXXHOI MeRUKO-
colmanbHOIT MpobeMolt B MonioBe, YTO CBA3aHO C TPYAHOCTAMMU JVATHOCTUKY, JIeYeHNS U
colyaIbHOM MOAJep KKy ceMeit ¢ MB.

Beianenne myraumit reHa CFIR y mnofa mo3BossieT ¢ abCOMIOTHON GOCTOBEPHOCTBIO
yCTaHABNMBATbh €ro TeHeTHMYeCcKuii craryc. B MongoBe Hamboee 4acTo BCTPEYarOTCs
cnepyromue myTanym: F508del (58,84%), 2789+5G>A (1,7%), G542X (1,36%). N1303 (1,36%.),
2184insA (1,36%), a 30% CFTR-myTaruit 0OCTaloTCst HEMAEHTNUIMPOBAHHBIMIL.
[TpenaranpHas JHK-grarHocTuka npeponaraeT omnpefe/ieHne reHOTHUIIA II0fa Ha PaHHUX
cpokax 6epemeHHOCTH. C 3TOII L[E/BIO MCIIONB3YIOTCS MOIEKY/ISIPHO-TEHETIYECKIIE METOLBI
uccnegoBanys B [-m wan I1-om TpuMectpax 6epemeHHOCTH. IToCTe MeIMKO-TeHETUYECKOTO
KOHCY/IBTMPOBaHMs M0 pesynbraram II]] OKOH4YaTe/nbHOE pelleHMe O IenecoobpasHOCTH
COXpaHEeHM:A WIN NIpephIBaHNA 6epPeMEeHHOCTI BCeria OCTaeTCsA 3a CYNMpyraMI.

Ilens uccnegoBaHus - oneHnTH 3P dexTnBHOCTL NpeHaransHoi [JHK-guarnoctukn MB B
CeMbSIX BBICOKOTO PUCKa.

Marepuanbl M MeToOpbl. IIpencraBiieHbl pe3y/nbTaTbl CPAaBHUTENTBHOTO aHaIM3a ClIydaeB
poXaeHusA feTell B 57 ceMbsAX BbICOKOro pucka MB 3a mepmop ¢ 2001 mo 2012 ropsl mog
koHTponeM IT]1 (9 cemeit) n 6e3 ee npumenenust (10 cemeit). B 3 crywasx IT1J] MB npoBoaunacs
¢ moMmoulbio crennanucToB u3 @pannum u Ykpauusl. Beimm mccnegoBansl 10 06pasunos
JHK, nony4eHHbIX 13 aMHMOLUTOB MM BOpcUH XopuoHa. [lo 2010 roja B Hamei cTpaHe
mopopoBas fuarHoctuka MB y mioza ocymecTssmacs Metofom npamort JHK-auarnoctikm
n B 83% cBopuack K upeHTruKanuyu myTtanyy F508del. 3a mocrenHue 2 roga mpoBopyIach
171 B cembsx, rae 6butn 60nbHBIe MB ¢ renotnnamm: F508del/185+1G>T (2 pasa) u F508del/
G542X.

Pesynbrarpl u o6cyxmennsa. Jomsa «MHPOpMaTUBHBIX» ceMeil mpu aHamuse rena CFTR
cocraBmia 63,1% (36 cemein), 33,3% (19 cemeit) peumy IPOZO/DKUTD AETOPOXK/EHNE, HO
b 15,8% (9 cemeit) Bocnonb3oBamuch MetogoM IIJI. B atux cembax B 100% ciydaes
YAAIOCh IPEeROTBPATUTh POXKAeHMe 60npHOr0 MB pebenka; y 2 nnogos CFTR-myTanun He
6bUIM OOHAPY>KEHDI, Y 6 II0OX0B OOHapy)XeHa OffHa MYTalys, B 2 CIy4asx B OFHOI U TOV XKe
ceMbe BBIAB/IEHBI 00€ MyTaluu 1 6epeMeHHOCTD OblTa IpepBaHa.

Taxum 06pa3oM, 3a UCCIeyeMblil TepMOf IO pe3ynbTaTaM mpeHaTanbHoi JHK-gnarnoctiku
MB B 9-T cembsix 6bpa 0OOCHOBaHA I1€1eCOOOPASHOCTD COXpaHeHMsE OepeMEHHOCTU B
8-mu ciy4asx u3 10-Tu. B ofHOIT ceMbe yAanmoch MpegOTBPaTUTh poXKaeHue 2 60mbHbIX MB
¢ reHotunoM F508del/185+1G>T. B ocTanpHBIX C/lydYasx PORWINCH 3HOPOBbIE HETH, YTO
HOATBEPXX/IEHO 00C/IeloBaHIeM II0CTIe POKAeHUA. B 10-Tu ceMbsix, KOTOpble OTKa3ajlCh OT
I171, poguiocs 10 pereit, 6 (60%) n3 Hux crpagam MB.

BriBop. [TomydeHHBIe pe3y/IbTaThl CBUETENbCTBYIOT O TOM, YTO IIPYMeHeHNe IIpeHaTalIbHO
JHK-mnarHoctuky B «MH(OPMATUBHBIX» CEMbsIX BBICOKOTO TIe€HETHYeCKoro pucka MB
M03BOJIsIET U36eXKaTh POXKAEHMsI 60IBHOTO pebeHKa.

LN ]
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OCOBEHHOCTY TEYEHUA MYKOBUCIIVITO3A Y OETEN B TEHUHIPAICKOI
OBJIACTU

E.B.BoiiioBa, O.B.®enoroBa, T.E.Iem6unxkas, [I.M. VIBanoBa., H.B. IlerpoBa
HUMnynvmononoeuu CIIGIMY um. axad. M.I1.I1asnosa, JIOI'Y3 «/JKb», C-IIETEPBYPI,
POCCHAL.

ITpoaHamM3MPOBaHbI 0COOEHHOCTHU KIMHNYIECKOTO TeYeHNI MyKOBUCIII/I03a B JIeHUTPafICKOI
o6mactu. JIeHMHrpazckas o6/1acTb MpeAcTaBisieT co6oil Tepputopuio 83.900 KM2, ¢ e TCKUM
HaceneHneM 246,7 thicsa4. B JleTckoi1 061acTHOM KIMHMYECKOI OOTbHMIIE COBMECTHO C OTHENIOM
TeparneBTiyeckoi mympmoHonornn HUM nynemononornu CII6 TMY um. akaz. VI.I1.ITaBnoBa
(pyxoBoputens npod. Tembunkas T.E.) Habmogaercs 20 geteit c MB B BospacTe 0T 6 Mecs1ieB
1o 18 et (ManmpunkoB 9). Bo/pHbIE TOCINTANMN3NPYIOTCS B IIY/IBMOHOTOTMYECKOE OT/IeTIeHIIE
2-6 pas B rofi. IIpy reHeTM4eCKOM MCCIEJOBAHMM MY TAllUY BBIABIIEHBI ¥ 19 113 20 60/bHBIX. Y
14 peteit obHapyxeHa myTanysi F508del B roMoSMroTHOM COCTOSTHUM 1 Y 4 - B KOMIIAYTHOM
cocroanuu (Bcero F508del - 81%), ogun pebeHok uMen 1 IMarHOCTMPOBAHHYIO MYTAIVIO,
OTHOCSILIYIOCS K TSDKE/IBIM 1 B OHOM C/Ty4ae My Tanuii 06Hapy»xeHo He 6b110. Havano 60mesHn
Ha IIepBOM TOZY >KM3HU OTMeYasloch BO BCeX CIYYasAX, [UATrHO3 YCTAHABIMBAJICA B CpeflHEM
B Bo3pacrte 11 mecsiueB (konebanus ot 0 go 36 MecsieB). B 2 cryyasix gnarHos mocTasjeH B
Iepyofie HOBOPOXK/IEHHOCTH CBSI3Y C CUMIITOMaMM MEKOHMA/IbHOTO M/IeYCa, IPUYeM Y OBHOTO
pebenka umenucy 2 mytanuy F508del, y Broporo — HemsBecTHsle MyTanuu. C BBefeHUEM
HEeOHATa/IbHOTO CKPVHUHTA IMATHOCTYKA OCYIIeCTBIAETCA B 60/Iee paHHEM BO3PacTe, OfHAKO
po6emMsl ¢ GMHAHCHPOBAHVEM U HEZOCTATOYHASI OCBELOM/IEHHOCTD O [JAHHOJ IAaTO/IOTN
MEIMILMHCKOIO IepCOHAIa B yHja/leHHBIX pajloHaX IPUBOJUT K OTCPOYEHHOII AMAaTHOCTHKE
6onesHn (B cpeHeM OT 3 10 9 Mecs1eB) 1 60/Iee O3{HEMY HadaTy edeHus. [Ipu poxpeHnn y
1 peGeHKa ObIT FMAaTHOCTHPOBAH BPOXXAEHHBII HOPOK cepaua — JIMIKII, o moBoay KoToporo
OH IPOOIIEPUPOBaH, 2-¢ AeTell HAOMIONAITCs ¢ TUAPOHePO30OM ITOUeK, Y 9 freTelt MMEITCs
MaJible aHOMA/IMM Pa3BUTHA cepAla. Y 3 fieTell paHHEro BO3pacTa AUMAarHOCTMPOBAH CUHAPOM
nceso —bapreppa. ¥ Bcex pereit nmMeercs HapyueHye QYHKLINM HOMKENTYLOYHOI JKeesbl,
HOATBEPK/IEHHOE MCC/IeoBaHMeM 37acTasbl - 1 B kajme. HopManbHble 3HayeHMsA Macco-
poctoBoro nHpekca (MPU 6onee 95%) nmeror 16 (80%) pmereit, y 4 -X feTeil B BO3pacTe
1-8 net, snayenna MPV cocrasumm 94 - 81%. ITopa>keHne GPOHXOIETOYHOI CUCTEMBI
OLIEHMBAJIVCh C IIOMOLIBI0 KOMIIBIOTEPHOIT ToMorpadmy. MHOXXeCTBEHHBIE MEIIOTYaThie 1
LWIMHApPUYecKue OPOHX09KTa3bl 06HapY>KeHbI ¥ 20% fieTeit, 061 TepupyoLuii 6p OHXMOMNUT,
IMArHOCTMPOBaHHbIl HA OCHOBAHMM PacIpOCTPAaHEHHOTO CUMIITOMA BO3AYIIHOM JIOBYLIKM
C y4acTKaMJ JIOKa/IbHOTO THeBMOG1Opo3a 11 UIMHAPUIeCKUMU OpOHX09KTasami - ¥ 70%,
B 10% cry4aeB OIpeRe/sUINCh TONBKO YTOMIIEHMsI CTeHOK OpoHXOB. HacTble o60cTpeHms
(6omee 4-5 pa3 B rox) uMenu 2 geTell B BospacTe 9 1 14 jieT, B 060uX CIy4yasx oTMevanach
XPOHMYECKast CUHETHOMHas MHQEKIs, B OXHOM CIy4ae OFHOKPATHO BhIAe/sIIach B. cepacia.
BonbumHCTBO Aeteit MMenu obocTpeHns He Gomee 1-2 pas B rop. Bee metu moukoapHOro
BO3pacTa MOCelaNnM J[IeTCKYMe [OLIKOJbHbIE YUYpeX/eHNA, IMIKONIbHMKM - IIKOTy, 3a
VCKITIOUeHeM 2 JeTell, HAXOAVBIINXCA B CBSA3U C YAaCTBIMM OOOCTpEeHMAMM Ha JOMAllHeM
obyueHnn. XpoHudeckas CHMHeTHOMHas MHGeKuus amarHoctuposaHa y 3 (15%) pereit,
TpaH3UTOpHOe BbifiesieHNe Y 3. Ilepuopndeckoe NOBbILIEHNE YPOBHA TPaHCAMIHA3 OTMEYEHO
y 5 ieTeil B paHHEM BO3PacTe, P 00C/IE[OBAHNI JAHHBIX 32 MPPOTIIECKIe ISMEHEHS He
IO/Ty4YeHo. B HemonHbIX ceMbsAX BocnmTbiBaeTcs 40% mereit, y 90% cemeit ypoBeHb JoXofa
He mpeBblmaer 15 Toic. pybreit Ha 4demoBeka B Mecsy. C 2006 ropa cpeny HabIIOFaeMbIX
IeTell He OBIIO JIETAIbHBIX C/Ty4aeB, BCe OONbHbIE IIPU HOCTIDKEHUN 18 jeT, mepefaBanch
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0, HaOJIIOfieHNe TepaneBTOB-Iy/IbMOHOMIOrOB. Bce 6GonbHbBIE MOMYy4YalOT IIy/IbMO3UM Ha
OecIIaTHOII OCHOBE, fPyTVie MEAMKAMEHTbl HeOOXORMMble [/ist 6a3MCHOI Tepanuy 60mesHn
YaCTUYHO IpuobpeTaroTca OOMBHBIMU 3a CBOM CpeficTBa. HecMOTps Ha ABHBIE YCIIEXM B
nedeHnn getei ¢ MB B JleHMHrpaackoi o6/macTyt HeoOOXOAMMO CO3/JaHNE [IeIeBOII IPOrPaMMbl
IOVATHOCTUKMY, JIeYeHM Y COLMATbHOI oMoy 60nbHBIM MB ¢ 06s13aTebHbIM OeCIITaTHBIM
06ecnequI/IeM JKU3HEHHO HeO6XOJII/[MbIMI/I ]IeKapCTBeHHbIMI/[ CpeIICTBaMI/I.

OCOBEHHOCTV ®EHOTMIIA BOJIBHBIX ITPM MO3OHEN MAHU®ECTAIIUN
MYKOBIUICHTO3A

T.E. Iem6uuxkas’, A.I. Yepmenckuit', T.9. ViBameHko>

1 - HUM nynvmononoeuu I'5OY BIIO CII6I'MY um. M.I1.I1asnosa,

2 - HUMAT um. [].0.Omma PAMH, Canxm-Ilemep6ype, Poccust.

ITpoanammsupoBaB B 1979 1. 79 cnydaeB COOCTBEHHBIX HaOMIOZEHMIT MyKOBMCLMAO3a
(MB) B3pocnbix u 232 ONMCaHHBIX B MUpPOBOI nuTeparype , P.DiSant Agnese BbIcKasasn
[IpefIIoNIOKeHNe , 9T0 B Oymymem 0 30% OOMBHBIX ITyIbMOHOIOTMYECKOTO CTAIMOHApa
OynyT manyenramu ¢ MB. BopkuaemocTh 60mbHBIX MB B IocnefHMe ABa AecATUIETUA
3HAYMTENbHO yBemmumnace. [Ipencrasnenne o MB, Kax o TspKemoM 3a60/1eBaHNM C HEYK/IOHHO
IIPOrPECCUPYIOLIVIM TE€YEHMEM IIOBEPraeTCA IEPECMOTPY.

Ilesp paboThl: aHANN3 C/ydaes mo3aHel MaHudecranym n(um) mosgHeit auarsoctukyu MB.
Marepuanst u Metonsl. IIpoananunsupoBansl fauusie 225 6onpHbIX MB B Bospacre ot 18 1o
55 net. [IuTenbHBII MOHUTOPYHT COCTOSIHMS IIPOBEEH Y 15 60/MbHBIX, [UArHO3 Y KOTOPBIX
ObIT ycTaHOBJIEH B AMamasoHe oT 11 mo 43 net. Bcem 6ompHbIM onennBanuch VIMT, OB]I,
yacToTa MHQUUVPOBAHMS CHHETHOVHON MHQeKIMell, a TaK)Ke 0COOeHHOCTM TeHOTHUIIA —
nposoaunack [P u npsmoe cekBeHMpoBaHue.

Pesynbrarel. Ilo3fHme MpOsIBIEHNMST ¥ COOTBETCTBEHHO AMArHOCTVKA 3abo7meBaHMs Obln
oTMedeHBl B 9,5% cnydaeB. CpefHUil Bo3pacT MaHupecTanym coctaBun 11,5+5,1 ner (ot
6 o 25 ser), suarHo3 MB 6bu1 ycTaHOB/IEH 3Ha4MTenbHO mosxe (28,63+10,8 roma (ot 11
mo 43 ner)). Cpeny MalMeHTOB C IO3[HeV MaHM(ecTalMell Yalle BCTPEYalnCh >KeHIVHbI
(60%). Pusuyeckoe pasBUTHME MPAKTUYECKM HE OTINYA/NIOCh OT TAKOBOTO Y 3HOPOBBIX
nrofeit: cpemHUit poct — 170,9+4,29 cM , cpegumit Bec — 66,3+5,13 KT, YTO BUAMMO OBITIO
06ycoBieHo TeM, 4TO B 93,3% ciyuyaeB 3aboneBaHMe MaHMGECTUPOBAIO MOPAKEHUSAMNU
nerkux. B nanpuerimeM B 33% ciny4daeB IPUCOEIUHMINCD Y CUMIITOMBI ITATO/IOTMY CO CTOPOHBI
[MIIeBAPUTENbHOI CucTeMbl. K MOMEHTY IIOCTAaHOBKM AMarHosa 3abojeBaHue IPUBEIO K
BBIPOXEHHOMY IIOPa)KEHMIO PAa3/INIHBIX OPTaHOB M CUCTeM: opranusma. I[Ipu uccnegosanun
(GYHKIMM BHEIIHEro [AbIXaHMsi OOCTPYKTMBHBIE IIPOSIB/ICHNS JIETKON M CPERHENl CTeleHu
TSDKeCTY OBUIY 3aperucTpUpOBaHbl Bo Beex cnydaax (OKEJI 72,03+3,74%, ODB1 54,74+4,63%,
IMIEePPeaKTUBHOCTh OPOHXOB — B 73,6% CiIydaeB, KpOBOXapKaHbe OIpee/sinoch B 26,4%
crmydaes, BbiceB Ps.aeruginosa y 53,8% maumenrtos). CaxapHbiit fuabet Habmoganca y 6,7%,
a 1uppo3 medeHn y 13,2% o6cnepoBanubix. 1o gaHHbIM pentreHorpaduu u KT merkmx
06HapyXeHbI pacIpOCTpaHeHHbIe IMINHAPUYECKIUE VIV CMelIaHHbIe OPOHX09KTa3bl ¥ BCeX
OOJIbHBIX, IBYM O YCTAHOBJIEHNs fAuarHosa MB 6bura BbimonHeHa mo63kToMust. [InarHos
MB 6511 HOATBEPX/EH C MOMOIIbI0 ONpefe/ieHNs YPOBHA XIOPU0B IIOTOBOI KUAKOCTH,
KOTOPBII1 B CpeHEM COCTaBII 86,3+5,84 MMO/Ib/ /T 11 OB IIOBBIILEH Y BCeX OOMbHBIX: OT 61 10
157 Mmonb/11. B reHoTHIe 60MbHBIX B 70% CITy4aeB BBLABIANACH «KeCTKas» MyTarysa delF508
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B KOMITayHHOM cocToAHMM (60%). Y 0fIHOTO 60/IbHOr0 0OHAPY>KEHO COYeTaHMeE ABYX PEAKIX
TsDKenbIX MyTanyit S945L n 4021insT)

BriBompl: 1)TedeHme MyKOBMCLMZO3a C TO3HHel MaHudecTanueir 6oee 61arompyuATHO,
XapaKTepy3yeTCst IPOrpecCUpPYIOIVIM ITOpaKeHUeM JIETKUX B 6o/lee MO3HIe CPOKM U 6osiee
PeaKMM MopakeHueM APYTUX OPraHOB. 2) ClefyeT HPOBOAUTDL aATOPUTM AMArHOCTUKU MB
Cpeny BCeX MOJIOfIbIX OOMBHBIX, CTPA/IAIOINX OOCTPYKTUBHBIM CUHAPOMOM MH(EKLMOHHOTO
reHe3a; IIMpe MpPUMEHATb B IPaKTMKe Bpada-NMyJIbMOHONIOra «IIOTOBBIL TeCT» [
muarHoctuku MB M reHeTmdeckoe TeCTMpOBaHUe; 3)aJieKBaTHas Tepalus B JETCTBE y
OO/bHBIX C «OPOHX0IKTa3aMM» MOXKET CYLIECTBEHHO U3MEHNUTb KITMHIUYECKYI0 KapTuHy MB 1
HOBJIeYb 32 COOOJI HENPaBUIbHYIO MHTEPIIPETALVIO;

TEHETUYECKME OCOBEHHOCTHM MYKOBVICIIMTO3A B YYBAIIINI.
O.J. Tony6uosa’, C.JI. KoxeBunkona', C.A. Kpacosckmit?, A.B. A6pykosa’, E.H.
CaBacknna’®

1 - BY «Pecnybnukanckas demckas KnuHuueckas 6onvHuya», 2. Yebokcapol, Poccust
2 - QI'Y «HUM Iynvmononoeuu PMBA Poccuu, Mockea, Poccus

3 - BY «IIpesudenmckuii nepuHamanvHoLii yenmp, 2. Yeboxkcapuot, Poccus

Llenp: ompepenuTb alIeNbHYI0 YacTOTY MYyTalWil y fieTelt ¢ MyKoBucnmposom (MB) B
Yysammm.

Marepuasibl 1 METOBI: B MCCTIEfOBaHMe BKIIOYEeHbI 29 meTert (15 ManbuYMKOB) C YCTaHOBJIEHHBIM
nuarnosoM MB, Habmogaomyxcs B I. Ye6okcapbl, KOTOPBIM OBIIO IPOBEGEHO reHeTUYECKOe
uccnefoBanne Ha nmouck MmyTtauuit MB. Onpenenenne yacteix Myranuii MB nposopunocs B
nmaboparopyuu MepyKo-reHeTdecKoro HayuHoro neHtpa PAMH (r. MockBa), ¢ HOMOIIbIO
Habopa, I03BOMAIOIIEr0 HeTeKTHpoBarh ciepyomye wmytamym: CFTRdele2,3(21kb),
F508del, 1507del, 1677delTA, 2143delT, 2184insA, 394delTT, 3821delT, L138ins, 604insA,
3944delTG,G542X, W1282X, N1303K, R334W u 3849 + 10kbC > T, S1196X, 621+1g>t. Tpem
HanueHTaM ObIIO IPOBEAEHO IPsIMOe ABTOMATUYECKO€e CEKBEHIPOBaHIe KOAVPYIOLIel 4acTu
reHa.

PesynbraTsl: CpeHmit BO3pacT obcnenyemsbix: 8,7 + 5,7net (min 0,21, max 17,9 net).
MyTanunu BbIssBIeHBI y 26 manueHToB (89,7 %), B ToM uncie obe - y 24 6onpubIx (82,8%)
oT o61ero 4ncma 06cnegoBaHHbIX 00MBHBIX HacTOTa F€HOTMIIOB MIPEfCTAB/IEHA B IIOPSI/IKE
y6siBanms: E92K/E92K - 10 maunenTos (34,5%), E92K/F508del - 7 (24,1 %), F508del/F508del
-4 (13,8 %), HemsBecTHast MyTauus/HeusBecTHas Mytauus - 3 (10,3 %), E92K/Heussectnas
myrauusa -1 (3,6%), F508del/nensBectras myraumsa -1 (3,6%), E92K/N1303K - 1 (3,6%),
E92K/W401X -1 (3,6%), E92K/ CFTRdel 1-11 - 1 (3,6%). AnmnenbHas yacrora MyTtaruit MB
mpepcraBeHa B nopsAxnke yosiBanua: E92K 53,5 %, F508del 27,6%, N1303K, W401X n CF-
TRdel 1-11 1o 1,7%. B 13,8% cy4aeB MyTaHTHBII aJl/Ie/Ib He ObUI BBIABTICH.

BoIBOABI: CIIeKTp MyTaluil MyKOBMCHMO3a B UyBammy IO CPaBHEHMIO C aHAJIOTMYHBIM
criekTpoM B Poccmu mMeeT cBoM OCOOEHHOCTH: 3HAYNMTENbHOE IIPEBAIMPOBAHNE MYTALUN
E92K, koropas BcTpedaeTcss B 06cIeqyeMoli BBIOOpKe IOYTHM B [iBa pasa yallle, 4eM caMas
pacnpocTpanenHas B Mupe u Poccun myranusa F508del. Cpenyu obcnenyemMbIx anneneit HI
pasy He BCTPETWINCh TaKue 4acTble M XapakrepHble A Poccum myraumm: CFTRdele2,3,
3849+10kbC>T, 2143delT, 2184insA, W1282X u psp apyrux. C OMOIIBI0 CEKBEHUPOBaHMSA
BepBble B Poccuy Obta ompenenena myrauuss W401X, Taxke oOHapykeHa oOLIMpHAs
menenus 3axparbiBaomiasg ¢ 1 mo 11 3K30H reHa MyKOBMCIMJ03a.
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OCOBEHHOCTV TPOMBOIIMTAPHOTO 3BEHA TEMOCTA3A YV IETEN
C MYKOBUCIINITI0O30M

ToppeeBa O.B., borsunnesa B.B., Cumonosa O.J1., Comomenko M.A.,
Jxarapkasa 1.3.

@I'BY HIJ3/] PAMH, Mockea

AKTyanbpHOCTb: yYMTBIBasA OCOOCHHOCTM UM XapaKTep TedeHNUs MYKOBUCIUO3a Yy HeTell
¢ 6OIBIION BEPOSTHOCTBIO PA3BUTHMS PA3NMMYHBIX OCTIOKHEHWIT Ha (POHE XPOHMIECKOI
BOCIIA/INTENBHON peaKLuy, YCCIefoBaHNue TPOMOLUTAPHOrO 3BeHa IeMOCTasa ABJIAETCA
BECbMa aKTYa/IbHOM 3aJjadell Ha COBpEMEHHOM 3TaIle.

Iens: onpenennts 0cO6EHHOCTH TPOMOOLUTAPHOTO 3BeHa TeMOCTa3a IPY MYKOBUCLINUIO3e
Y BeTeIt.

Marepuaner: obcnefoBano 23 pebeHka ¢ MyKoBucnuposoMm (MB) (lerouHo-kuiredHas
¢dopma), cpeHmii BO3pacT 6.5 s1eT. [eMOpparn4eckoro CMHAPOMA, a TAKXKe CHHAPOMA HOYHOTO
amHo3 (aKTMBAIMA CUMIIATUYECKON CUCTEMBI C IIOC/TeAYIolIell aKTUBalLueil TPOMOOLUTOB)
y HBaHHBIX IAIJMEHTOB 3aperiCTPUPOBAHO He 6bUT0. KOHTPONbHYIO IPYIIy cOCTaBMIN 45
3JJ0POBBIX JeTell.

Meropbl: BceM 0GO/MBHBIM IIPOBOAMIN MCCIEROBaHME KPOBU, cTabmmmsnposanHon I TA,
Ha TeMaTo/lIoTMYeKcoM aHanmaaTope Sysmex 2001 (SImoHms), a Takke C MCIOIb30BaHMEM
MMMYHOXEMO/TIOMIHECLIEHTHOTO METOOM Ha aHanmsaTtope Accesses 2 (BD, CIIIA).
OnHOBpEMEHHO CO CTAaH[APTHBIMU IIOKasaTe/sIMM OOILIero aHanmmsa KpoBM (reMOIOOMH,
IPUTPOLMTHI TPOMOOINTHI, TEMKOLUTHI) Ompenensiiu TpombouuTapaele nHpekcsl P-LCR
%, MPV, PCT%, a Taioke arperallfOHHYI0 CIIOCOOHOCTb TPOMOOIIUTOB C PasINYHBIMU
nupykropamu: tpombuHoM (TRAP) m  AJI® B uenpHON KPOBM HAa  MMIIEHAHCHOM
arperomerpe Multiplate (VD, Tepmanns). B ceiBopoTke kpou ompegpensanu yposan WVJI-6
U APYIUX MapKepoB BOCIAMUTEIBHOIO OTBETA, HAPSAAY C YPOBHsAMU (QeppuTHHA, XKeresa,
TpaHcheppuHa, PACTBOPUMBIX PELielITOPOB TPaHCpeppPUHA.

Pesynprarer: y 607bHBIX MB 1py omeHKe mapaMeTpoB, BXOAAIMX B CTAaHAAPTHBIN Habop
obujero aHammM3a KpOBU (IPUTPOLUTHI, TeMOIMOOMH, JEMKOLUTHI, TPOMOOLMTHI) ObLIN
BbISIB/IEHBI JOCTOBEPHbIE Pas/M4Msi C TPYIIION 3[OPOBBIX AeTell. MeagnaHa TPOMOOLMTOB
coctaBuia 341 Teics9a/n (329 ThICAY/N Y 3[OPOBBIX) p>0.05; arperarus ¢ TpombunoM 75U,
c AII® 43U (pecepencHble MHTEPBAbI AJIs JAHHBIX IIOKa3aTe/eil KOMeOamnch B Ipefenax
33-97 V).

IIpy MB ormevanach npsimas koppemsanya Mexay: TRAP u log deppuruna (r= 0,77); TRAP
u VJI-6 (r= 0, 73), mexpy p-TOP u VJI 6 (r= 0,99); mexpy arperauueit c AII® 1 log xenesa
(r=0,73). HapywmeHnus arperauny TpoMOOINTOB B BI/je TUIleparperamyy Ob10 06HapyKeHo
y 42,9% peteri.

TaxuM 06pa3oM, faHHbIE TIO3BOISIIOT IPEIIONIOKUTD HaTIM4ue M3MEHEH I B arperaryiOHHbIX
CBOIICTBaX TPOMOOILIMTOB, YTO MOXKET CIIOCOOCTBOBATb HAPYIIEHUIO MUKPOLMPKY/IALNY,
MIIEMIYECKVIM M3MEHEHNMsIM B OYare BOCHA/leHNs Ha (OHEe XPOHMYECKIUX BOCIAINTENbHBIX
HPOLIECCOB. YUUTBIBAsA 0COOEHHOCTY KIMHIYECKNX IPOABICHNIT Y MCCTIeNyeMbIX IAIJIeHTOB
U pasBUTHE BO3MOXXHBIX OCTIOXXHEHMII B TPOMOOLIMTAPHOM 3BEHE IeMOCTasa, BKIIOYEHIE
B TepalMi0 aHTUATPETaHTOB C PAa3NIMYHBIMM TOYKAMU IIPUIOXKEHMs, ABJACTCA Ba>KHBIM
aCIeKTOM B NpOGUIAKTUKE MUKPOTPOMOO30B U HOBbILIEHUS 3GPEeKTUBHOCTY 0asMCHON

Tepannn.
(XXX N}
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CITYYAV COYETAHVMA MYKOBUCIHHUIO3A C HAPYIIEHMEM OBMEHA
JKMPHBIX KMCJ/IOT, CEPOCOIEPKAIIINX AMUHOKNUC/IOT

Ipeuyannna 10.B., 3gp16ckasn E.II., AnoBckas A. A.

Xapvkosckuii cneyuanu3uposarHuiii meouxo-zeHemuueckuti Llenmp, Yepaura

Ilenp paGoTbl: M3y4nMTb KIMHUYECKMe M OMOXMMMYECKME OCOOEHHOCTM y pebeHKa C

MYKOBMCLIIIO30M ¥ CIO>KHBIMYU MeTa0ONMNYeCKMMI HAPYLIEHMSMH, OT 67IM3KOPOJACTBEHHOTO

6paxa.

Marepuanbl 1 MeTOAbI: 6OIBHOI C MYKOBMCLIU/J030M, KIMHMKO-TeHea/IOTIeCKuil aHaIus,

COMaTOreHeTNYeCcKoe 00C/Ie0BaHe C CUHAPOMOTIOTIIECKVIM aHATN30M.

ITpuBopuMm Hanie HabmogeHue. Pebenok C 6pin HanpasieH B XCMI'LI B BospacTe 4 Mecsiia

C AMATHO30M: CMHPOM MajnbabCcopOumy; TUIIONpOTeNHeMIIecKue otekn. [IpaBocTopoHHss

[THEBMOHNSI, CUHAPOM 9HZOT€HHOI MHTOKCUKAIIMIL.

VI3 aHaMHe3a 3BECTHO, YTO CO BTOPOTO MeCsLia )KIU3HM peOeHOK CTaJl IJIOX0 Habuparhb Bec (Ha

(doHe Hapy1LIeHNIT KOPM/IEHN), IIOSIBUINCH HAPYLIEHN CTYIIa, BAIOCTD; B BO3pacTe 3 MecsIia

ObIT TOCIUTANNM3MPOBAH B CBSI3Y C CUHAPOMOM Maibabcopbuym. CoCTostHME OBIIO TSDKETBIM:

ormevancss feduuUT Beca, ONETHOCTb, OTEYHOCTb KOXKM, TMIOAMHAMMS, BBIpaKEHHAs

MBIIIEYHAs] TUIIOTOHNS, SIM30/bI APUTMIY, AVCIIHOE; 6ecrioKoiicTBo. B Bo3pacTe 4 Mecsna

6511 06cenosad B XCMTI'1:

- [TunokapnuHOBBLIL TeCT — 156MMonb/1; 110.8MMOMIb/ 11 IOTA.

- Komporpamma — 3HaumTe/IbHOE IOBBIIIEHNE YPOBHS HENTPANbHOIO JXMPA, XUPHBIX
KVCIIOT.

- Y3W: yMepeHHas remaTOCIVIEHOMeTaMs, NMPU3HAKM ITaHKpeaTONaTHM; B IMOYKaX —
MeTabonmmdecke U3MEHEeHNsT, eAMHIYHbIE KATNKOIKTa3 1N

- AHanu3 OpraHMYecKMX KUCTOT MOYM — 3HAYUTEeNbHOE IOBbIIIEHNe MeTaboMNTOB
JKVPHBIX KVIC/TOT, METV/IMA/IOHOBOJI KMC/IOTBI.

JlvarHoCcTpOBaH MYKOBYCIIM/IO03 C TAHKPeATNYeCKOi HeLOCTATOYHOCTDIO, TSDKETI0e TeUeHE;

HapylleHMe OOMeHa J>KMPHBIX KUCIOT, HapylleHMe oOMeHa KobamaMyHa (BO3MOXKHO,

BCJIE[ICTBIE HAPYIIEHNS BCAChIBaHMs KoOaaMiHa B KuledHyKe). [IpoBoAMIOCs edeHne.

B panpHerinieM OTMEYaINCh 3afep)KKa TEMIIOB IICMXOMOTOPHOTO PasBMTHS, MbIIIeYHasI

TUIIOTOHMS, TUIIOf, IHAMMST; OfBIIIKA, MAIOIIPOAYKTUBHBII Kallle/Ib, TAXUAPUTMIST; B3LY THS,

HEYCTOIYMBBINI CTY/ C IPUMECSMY, YBeINYeHUe pasMepoB >XMBOTA. lIpy MOBTOPHOM

o6cnemoanuy B XCMTI'L B 2 ropa:

- IImnokapnuHoBbIii TecT — 152.6, 105.7 mmonb/n (o 40); cHDKeH TpuncuH Kaa (1:4).

- BO)XX aMMHOKMCIOT KpOBU: CHYDKEHBI ypoBHM MeTnoHMHa 0.015 (0.022 - 0.-43 MMonb\1),

BanmHa 0.068 (0.132 — 0.480mmonb\n), mryramusa 0.280 (0.333 - 0.809MMo7nb\11); OCTanbHBIE

AMIMHOKMC/IOTBI B IIpefieflax HOpMBL. JoMorcTenH KpoBu 7.8 MKMOTIB\T (0 5 MKMO/IB\II).

- Broxumuyecknit aHanus kposu: mosbiineHs! yposau ACT 110.5 (mo 48 En/m), AJIT 225.87
(mo 33 En/m), IOT 959.84 (mo 395 Ex/m); cHmKeHbI XomecTepun 1.32 (2.93 — 5.25 MMonb/n),
kene30 5.05 (9.0 - 2.15 mxmonb/n), Ca 1.38 (2.25 0 2.75 mmonb/n), P 0.54 (1.45 0 2.36 MMonb/1),
anpbymmH 30.93 (38 — 54 r/m); III0K03a, TPUTMLIepUAbL, 6Manpyous, I'TT, ModeBuHa, ModeBas
KICTIOTa, KPeaTHHMH, 1eouHast ¢pocdarasa, KPK, o6muit 6eox - B mpesenax HOpMBbI
- VlccneoBaHue MOYY METOIOM ra30BO XpoMaTorpaduu 1 Macc-CIIeKTPOMETPYMN: BBLIB/IEHbI
MeTabOoMNThl, KOTOPbIE MOTYT ObITh M3MEHEHBI TPV HAPYIIEHVSIX OKMC/IEHNS XUPHBIX KVCTIOT
B IIEPOKCICOMAX M MUTOXOHZPUSX, HAPYLIEHNSX B 1iuK/ie KpeGca nin B AbIXaTebHOI Leny;
pu gucbuose, geduiyre B6, HapyIIEHNAX COEAMHITENBHON TKAHN.

- Y3U: nevyens +6 — 8 cM, YIUIOTHEHa; Celle3eHKa He yBelndeHa; cepAlie — QYHKIMOHUPYeT
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OBa/IbHOE OKHO, TIeperpysKa MpaBbIX OT/E/OB.
- Hy}IbMOHO}IOI‘Z HpaBOCTOpOHHHH IIHEBMOHNS, aTe/IeKTa3 HM)I(HeI}‘[ oonmn HpaBOFO JIETKOTIO.
ITHeBMO(MOPO3 B HYDKHUX OTHE/NAX JIETKUX. [ bIXaTeNnbHas HeJOCTaTOYYHOCTD 11cT.
JuarHos: MyKoBuCIMA03, C NaHKPEATM4eCKOil HeNOCTaTOYHOCTBIO, TsDKeNnoe TedeHue;
HapylleHye oOMeHa JIIMHHOLEIIOYeYHBIX KUPHBIX KUCIOT, BTOPUYHAS MUTOXOHZIPMAIbHAA
AuchYHKIS; HapylleHre 0OMeHa CepoCOofiepKaIliX aMUHOKICTIOT.

BriBopbI: MpUBeieHHOE HAOMIOfIeHNEe JeMOHCTPUPYeT GpeHOMEeH CUHTPOINM - COYeTaHNe y
OgHOro 6ONMBHOIO HECKONbKMX 3a0oneBaHuii. HabmomeHne mokasbiBaeT HEOOXOOMMOCTD
TIOMCKA COYeTaHHOI MAaTOJIOTUM Y NAIMEHTOB C HOMMOPTaHHBIMY HaPYIIEHNAMHU, B CEMbAX C
KPOBHOPOACTBEHHBIMN Opakamy Kak AjIsl IPOTHO3a B CeMbe, TAK I /LS TOFO0Pa afeKBaTHO
Tepanuy U peabuInTaunmn.

LGN ]

OCOBEHHOCTY ITOPAYKEHVISI OPTAHOB IBIXAHVA YV TETEV C
MYKOBUCIIVIJIO30M B UYBAIIICKOV PECITYB/IIKE

C.JI. KoxxeBuukosa', O.1. lony6nosa’, C.A. KpacoBckmuir®

1 - BY «Pecnybnuxatckas 0emckas KauHuueckas 6onvHuya» Munsopascoypaseumus
Yysawuu, 2. Yeboxcapuot, Poccus,

2 - OI'Y «HayuHo- uccnedosamenvckuti uHCmumym nynvmoxonozuu Munucmepcmea
30pAsooXpaHeHUs U coyuanvHozo pazsumus Poccutickoti Qedepayuu», e. Mockea

Llenp MccmemoBaHus: BBIABUTD KIMHUKO-TEHETUYECKIE OCOOEHHOCTI MOPaXKeHNsI OPTraHOB
AbIXaHVsI Ipy MyKoBucypose (MB) y gereit B Uysauuckoit Peciy6rmxe (UP).

Marepuansl u Metombl. O6cmenoBan 31 pebenok: 16 MambumkoB (51,6%), 15 meBouex
(48,4%) B BO3pacTe ot 2 MecsueB fo 18 net (cpemHuit Bospact 8,7+5,7 net). KomiuiekcHoe
o6crefoBaHue BKII0YA/IO B e0s1: TOTOBYIO TPOOY, MOTIEKY/IAPHO-TeHeTYeCKoe UCCIIeIOBaHIE,
peHTreHOrpauio OpraHoOB TPYAHON KIETKM, MCCIEKOBaHMe (YHKIMY BHELIHETO [bIXaHMs
(®B[I), xoMmmbIoTepHYI0 TOMOTrpaduio opraHos rpyaHoit Knetkn (KT), 6akreprnonorndecknit
aHa/IM3 MOKPOTBL. MOJIEKY/IIPHO-TeHeTMYeCKIe MCCIef0BaHue poBefeHsl 29 getsam (93,5%)
B maboparopun JHK grarnoctuxu I'Y MI'HIT PAMH, (r. Mocksa).

PesynbraTsl. IlepBble CHMITOMBI ITIOPa>KEHNST OPIaHOB [BIXaHMS Y BCEX JeTeil HaOMoanmch
Ha [IepBOM TOZy KM3HU (B cpefHeM ¢ 6,012,8 mec.). B nebroTe mopakeHnst OpraHOB AbIXaHNS
HAO/IIOfA/INCh C/IEAYIONe CUMIITOMBI, BBISBJIEHHBIE IIPY OOBEKTMBHOM OOC/IEOBAHMI:
punuT (93,5%), ManOmpOAYKTMBHBIN Kamenb (96,8%), sarpymHeHHoe pbixaHue (80,6%),
oppiika (74,2%), AUCTaHIMOHHDIE XpUIIbI (74,2%), y4acTue BCIOMOTaTe/IbHOM MyCKY/IaTyPhl
(80,6%).

IIpn reHeTmdeckoM O0OC/IEHOBaHMM HOJSI BBIABIEHHBIX aj/Ulenell cocTaBmma  86,2%.
[eneTnyeckoe obceoBaHMe IMOKasano, 4To 69,0% 6onbHbXx MB YyBammm sABmAwTCA
Hocurenssmu E92K, B To Bpems kak myrtauyu F508del - 41,4%. ITokasarenu cnyupomeTpun
(OXKEJTu ODB1) y o6ceoBaHHBIX [leTell HAXOAVIINCH B ITpefieiax HOPMBI B 77,8% cy4yaes, B
22,2 % oTMevaInch ferkas Ui yMepeHHas 6poHxmanbHas 06cTpyKums. CpenHue HoKasaTem
O®BI no rpymne coctaBuau 84,5+14,7% ot gomkHoro, a GIKEJI 98,0£20,1% ot fomkHOro. Y
O6CII€JIyeMI>IX netett Ha KT opraHoB rpyqHOI K/IeTKY BbIAB/IEHDI: YBeIYeHe KOPHell TeTKIX,
pebepHo-uadparManbHble CIANKY, arenekTas, sMmduseMa, CIM3UCTbe TPOOKU B OPOHXAX,
OPOHX09KTa3bl, THEBMOCK/IEPO3, MHeBMODNOPO3, fedpopmarust 6poHXOB. Y GONBIINMHCTBA
0ONbHBIX OTMeYanach MOHOKYIbTypa S. aureus m16o Paeruginosa, y 7 6ompHbIX (22,6%)

-17-



Coopnux mesucoe XI Hayuonanvrnoeo xonepecca

BBICEMBA/IACh MUKCT-MH(EKIVA BHIIEYIOMAHYTHIX MIUKPOOPTaHM3MOB, ¥ 9 60/MbHBIX (29 %)
oTMeyascs BbiceB rpnboB poga Candida. Y manmeHTOB cTapiiei BO3pacTa 4acTOTA BBIETIEHNS
rPaMOTPULIATEIbHOI (IOPBI JOCTOBEPHO BBILLIE, YeM Y feTell pAHHEro BO3pacTa.

Hp]/[ CPaBHUTENIPHOM aHaIN3€ IIOPa’XE€HUA 6POHXOHeFO‘IHOﬂ CUCTEMBI B 3aBUCUMMOCTU OT
FeHOTHIIA BBISIBIEHO GOJIee IMy6OKOe MOpaKeHMe OPraHOB [bIXaHWs B CPYIIIe KOMITAyH-
reteposuroT E92K ¢ F508del o cpaBHeHnmIo ¢ romosuroramu o E92K. Hecmotpst Ha 10, 4TO
062 TaHHDBIX COYETAHVS MYTALUII OTHOCATCA K «MATKMM» T€HOTUIIAM, B CBS3M C U3BECTHBIM
HoMMHMpOBaHNeM (G eKTa «MATKOM» MyTalMU Hajl «TXKENO», MOXKHO HPENNOIOKNUTb,
410 GoNlee BBIPOKEHHOE HOPAKEHUE JIETKUX y TFeTePO3UrOT OOYC/IOBIEHO HANMUYMEM U,
COOTBETCTBEHHO, BIMAHMEM «TsDKenoi» Myrauym F508del B koMmayHA-reTeposuroTHoM
cocTosiHMY Ha 3 ekt «MsArkoi» myTtarym E92K. Takum 06pasom, Haliy aHHbIE IOKA3BIBAIOT,
4qTo 6p0HXOTIeI‘O‘IHO€ IIOpa’XeHME NIPpU HAIMYMN B TEHOTUIIE IBYX MATKNX MyTallill MEHEe
BBIP)KEHO, HEKEJIN [IPU COYETAHNY «TSDKEION» U «MATKON» My Talimii.

Brisopsr: Knmuangeckas u KT - kapTuHa mopakeHMsa OpraHOB IBIXaHMA ONPeNeNAeTCA y BCeX
JieTeil C MyKOBUCLIAO30M, IIPY TOM, YTO JAHHBIE CIIUPOMETPUL HYKe BO3PACTHBIX 3HAYEHNIT
HOPMBI TO/IPKO Y Y€TBEPTU 6OHbeIX. Hanuune B «MATKOM» T€HOTUIIE «TSKETON» MyTanunmn
F508del onpenensier 60ree TsKeoe IMOpaXkeHte 6POHXONIETOYHOI CUCTEMBI IIO CPABHEHUIO C
TOMO3UTOTaMMU 110 «MATKNM» MYTalVIsAM.

HAYYHOE OBOCHOBAHUE U ITPAKTUYECKOE PEINEHWE PAJA ITPOB/IEM
MYKOBVICIOVITO3A B P® (OnsIT SIpocnaBcKOro pernoHanIbHOTO IEHTPa)
N.K.Ameposa,H.VI.Kanpanos

QI'BY MI'HI] PAMH, Mocksa

Myxkosuciupo3 (MB) (Cystic Fibrosis) — Hambomee wacras Hac/lefCTBEHHAs AaTONOTH,
o6ycmoBieHHas MyTanueit reda MBTP (MyKoBUCIIMIO3HOTO TPaHCMEMOPAHHOTO peryisaTopa
IIPOBOAMMOCTH ), BBI3bIBAIOIIEN HAPYILeHVIe TPAHCIIOPTA MOHOBX/IOPA, HATPUs M OMKapOOHATOB
B SMUTEMAIBHBIX KJIETKAX, YTO BBI3bIBAET IPOTrPeCcCUpYIOLlee MOBPEXX/eHIe 9K30KPUHHBIX
JKe/le3 SKM3HEHHO Ba)XKHBIX OPraHoB. B HacTosiuiee BpeMsi MPOM3OLUIM IPMHIMIIMAIbHBIE
M3MEHEHVs B IOHMMaHMY IIPUPOJBI O0/IE3HY Ha KIETOYHOM U MOJIEKY/LIPHO-T€HEeTUYeCKOM
ypoBHe. CucreMHas AMCQYHKLIMA SK30KPUHHBIX XXeI€3 IPUBOAUT K MY/IbTUOPTaHHOMY
nopaxeHuo. IIpoOO/DKUTENPHOCTD XU3HM GOMBHBIX B Pa3BUTBIX CTpaHax mpeopornena 40
JeTHUIT py6ex. Beé yalije KNIMHUIMCTaM IPUXOANUTCS CTATKMUBATHCS C TAKMMI OC/IOKHEHVSIMU
KaK caxapHblil ;abeT, BACKY/INTHI, apTPOIIATHH, OCTEONIOPO3, IPOOIeMaMy peNpOfYKTUBHO
cepsr. MyKoOBUCII03 TIPV3HAH MHOrO(AKTOPHBIM U MY/IbTUCHCTEMHBIM 3a00/IeBaHMEM.
HecmoTpst Ha MHOXecTBO 3 eKTMBHBIX TepaleBTUYECKMX CTpAaTeruii, ONTUMMU3ALNIO
aHTMOMOTHMKOTEPAIINY, YPOBEHb BBDKMBAEMOCTU BO MHOIMX Pa3BUTBIX CTPaHAaX BBILIET Ha
wiato. Hafie>xibl Ha eTo Impeofo/ieHye BO3/IaraloTcsl Ha OO eIIONy/IALMOHHBII HEOHATAIbHBII
CKPVMHHT C PaHHVIM Ha3Ha4YeHeM IPOTUBOBOCIIA/IATETBHON 1 aHTMOAK TepYaIbHOI TEPATIN,
BHeJIpeHIe XXECTKIX METOOB MH(EKIMOHHOTO KOHTPOJIsI KAK BHYTPH, TAK 11 BHe IIeHTPOB MB,
CO3[aHIe PETMCTPOB NALMEHTOB [/Is1 OLEHKY PETMOHA/IbHOI AU IeMUOIOTIeCKON CUTYaLNN
U CpaBHEHMA KaueCTBa OKa3aHVsI IIOMOIIM MeX/Y Pas/IMIHBIMI LIEHTPaMI 1 CTPaHAMIL.
TpebyeTcs cepb€3HOe IepeOCMBICTICHNE CTIOKMUBILENCSA CUTyallny B PETMOHA/IbHBIX LIEHTPaX,
HOUCK pe3epBOB [/l PaHHEl AMaTHOCTUKY 3a60/IeBaHsA, TPOPUIAKTUKY 1 CBOEBPEMEHHOI!
Tepammy HOpaKeHMs JIETKUX, OPTraHM3ALMM MEeXAVCLUIUIMHAPHOTO MOAX0AA K PeLIeHNI0
po6yeMbl.
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Hamy 65171 cO3[jaH peTMOHAIbHBLI PETUCTP OONBHBIX, KY/a BHECEHBI JAHHbIE 53 fieTelt, 60IbHbIX
MB (10 crarnyeckux u 20 [UHAMIYIECKNX [TOKa3aTeIell), OTpaKaroiye NHPOPMALNIO KaK 06
OCHOBHBIX AMarHOCTIYECKIX KPUTEPUAX U IEePBbIX CUMITOMAX 3a00/IeBaHus, TaK U TeKyIue
[TOKa3aTelyt HYTPUTMBHOTO ¥ WH(QEKIMOHHOTO CTaTyca, JETOYHON (QYHKIUM, YaCTOTY
obocTpennit, 06béM 6a3UCHOI Tepamny, Ha/IM4Me OCTOXKHEHWIL.

ITo maHHBIM perucTpa, OCHOBHBIE SMUAEMMONOTMYECKME MOKa3aTeNnn, TaKyMe KaK CpegHuil
Bo3pacT 6onmpHBIX (12,9 7meT), KOMMYeCTBO MauMeHTOB crapire 18 met (22,7%), cpemHmit
BO3PACT ITOCTAHOBKM AmarHosa (3,2 roga), mpesbimaior obuepoccuiickue (10,97, 18,73 u
3,49 roga cooTBeTcTBeHHO). OO1IIas MenMaHa BEDKMBAEMOCTH 3a mepuof ¢ 1990 — 2011 rombt
cocrasnser 26,8 netr. K coxaneHnio, JOCTYIIHBIMY ABJIAIOTCA MMUIIb JaHHbIe IO MOcCKBe 1
MockoBCKOI1 06/1acTH, Iie BBDKMBAaeMOCTD 3a mepuof ¢ 2000 -2012 rogsl cocTaBisieT 38 fer.
Crnenyer yd4ecTb, 4To B MoOCKOBCKuMit IleHTp MB sBnsieTcA crenmanusmMpoBaHHBIM, 37eCh
COCpeflOTOYeHbI Hambomee KBaM@UIMpOBaHHbIE KaIpbl ¥ Hamly4dmmuM B Poccun obpasom
OpraHM30BaHO JIeKAPCTBEHHOE 0becIedeHne.

Ba>kHOI XapaKTepUCTUKOI SIUAeMMOTOTIMYECKOIl CUTYAIUM SAB/IACTCA KOMNYECTBO OOIbHBIX
¢ xpoHmdeckoil mHexuueii, obycnopnenHoit Ps. aeruginose m B. cepacia, ¢ koTopsiMu
CBSI3BIBAIOT HEO/IArOIPYSATHBI IIPOrHO3. YNcIo Takyx 60/IbHBIX, HAGMIONAIONIVXCS B LIEHTpe
HIDKe, 4eM B 1jertoM 1o Poccun (30,2% u 2,5% mipotus 40,1% u 3,2% COOTBETCTBEHHO).
BHempenne ¢ 2006 ropa HeOHATaIbHOTO CKPMHUHIA CIOCOOCTBOBalo Oojee paHHeil
pyarHoctuke MB, yBenm4nB 41cio 60/IbHBIX, KOTOPBIM AMATHO3 OBUT yCTAHOBJIEH B BO3pacTe
mo ropa ¢ 45 o 70%, 4To CcOBIafaeT C JAHHBIMU Psfia perMOHaNbHBIX LeHTpoB (Kemeposo,
Yebokcaos! 1 fip.). [IpoBefeHe TOTOBOTO TecTa 6ONMBHBIM U3 TPy pycKa 1o MB He yrpaTno
CBOEIl aKTya/lbHOCTU. Takoll IOAXOf IIOMOT YCTAHOBUTb [AVATHO3 ellé TpéM OObHBIM,
HaO/MIOaBUIMMCS € OIIMOOYHBIMU [YaTHO3aMM (Xp. PUHOCMHYCUT ¥ OpOHXMaIbHasA acTMa
-2), Ha OCHOBAHUV HAJINYVA XapaKTePHBIX CUMIITOMOB. BONBIIMHCTBO GONBHBIX C IIO3HO
IOVMAarHOCTMPOBAaHHBIM MB, MMenu reHOTHUII, Cofep Kaluii MATKMe MyTauyuyu. ITO MO3BOJIAET
PEeKOMEHIOBATb IIPOBefieHe IOTOBOTO TeCTa BceM OOMbHBIM C OPOHX09KTa3aMU, IIOCKOIbKY
6OJIbHBIE C «MATKMMM» MYTALVSIMM, Y KOTOPBIX OOBIYHO OTCYTCTBYeT MaHKpeaTHIecKas
HeJJ0CTaTOYHOCTD, BCTPEYAIOTCA BO B3POC/ION momysanuu [1].

3a nepuop ¢ 2006-2011rr o6cnefoBaHo 60047 HOBOPOXKAEHHBIX. [10TIOXIUTEIBHBIIT TECT Ha
VIMMYHOP€aKTUBHbIJ TPUIICMH IONy4YeH B 328 chydaeB, NOTOXKUTENbHBI peTecT — B 37.
IToToBbIit TecT 6511 BBIIOMHEH 34 (91,9%) 60/IBHBIM, 3 KOTOPBIX B 6 C/Ty4asix ObUI yCTAHOB/IEH
AMarHO3 MyKoBUcIMHo3a. COITTaCHO CKPUMHMHTY, 3aboneBaeMocTb MB Ha Hawano 2011 ropa
cocrapnseT 1 Ha 7663 HOBOpOXJeHHBIX, B Poccun 1 Ha 10498 [2]. B ciyuae oTcyTcTBUSA
OOILIETIONY/IALMOHHOIO OXBaTa HOBOPOXKIEHHBIX, CKPMHMHT HEMUHYeMO YTPaTUT CBOE&
npodurakrideckoe sHadeHne. Tak B 2010 rofy Ha OCHOBaHMM PeCIMPATOPHBIX CYMIITOMOB
U KIVHUKU Manbabcopbuym fuarHo3 MB 6bi1 ycTaHOBIeH pe6€HKY B BodpacTe 1 roja 3x
MecsleB, KOTOPOMY He ObITIO NPOBENEHO MCCIeNoBaHMe ChIBOPOTKM Kposu Ha VIPT us-sa
OTCYTCTBUA peaKTUBOB. [IbIXaTelbHbIe IYTH Y>Ke ObIIM KOTOHU3MPOBAHBI St.aureus.

Peryctp 6GONBHBIX IO3BO/SIET HPEACTABUTh Hambojee SHAYMMBbIE CUMIITOMBI, KOTOPBIMM
MaHubecTupyer 3aboneBaHue. IIoMUMO TPaAMIIOHHBIX pPeCIMPATOPHBIX HpPOSBICHUIL,
[IPU3HAKOB MaibabCcopOLmM U aCCOLMMPOBAHHOTO C Heil HM3KOTO HYTPUTUBHOTO CTAaTyCa,
He/Ib3A YIIyCKaTb M3 BHUMaHIA XPOHNYeCKIe, 0COOEHHO MONMUIIO3Hble, PUHOCUHYCUTHI (8%),
TAaKOJ1 CUMIITOM, KaK BbIIafieHue mpsiMoit Kuiuku (14%), a7eKTponnTHble HapyLIeHNs y AeTell
paHHero BospacTta (2%), IpOAB/IAIONIMEC CHIDKEHVMEM YPOBHsA KajndA, HaTPMs, XJIOPUJOB.
Bce HOBOpOXX#€HHBIE ¢ MeKOHea/bHbIM mieycoM (12%) mopmeXxar MpOBEJEHNI0 IIOTOBOTO
TecTa. B clyuae HeoOBACHMMOro OOHApyXKeHMs IOBBIIIEHHOTO YPOBHA TpaHCaMUHA3 U
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remaToMeranmuu (4%) y meTeil paHHETo BO3PacTa, MCCIeNOBaHNe EeKTPOIUTOB II0Ta TAKoKe
SIB/ISIETCSI 0OOCHOBAHHBIM.

Tenetnyeckoe mucclefoBaHNe BBIABUIO BbICOKYI0 TreTeporeHHoctb CFTR MyTanmii B
nomysayy. B 106 M3ydeHHbIX ajienelt 53 HaleHTOB 00 Hapy XeHO 34 pas3IuuHbIX My TaLNN, U3
KOTOpBIX Hanbosee yacTo BcTpevaetcs F508del (43,4%), xapaxkTepHas i/ AL eBPOIIEIICKOTO
IIPOMCXOXKIeHNA. B To >ke BpeMs:, OHa BCTpedaeTcs CYIeCTBEHHO pesKe, YeM B Lies1oM 1o Poccun
(55,9%). Bo3aMOxHO, 3TO 0OYCIIOB/IEHO He MCTMHHBIM YMEHBIIEHIEM PaclpOCTPaHEHHOCTU
MyTallM B PErVOHA/IbHOMN IMONYIALNY, 2 OTHOCUTEIbHBIM, 32 CYET 3HAYMTE/ILHO MEHDbIIETO
4MCTa HeMAEeHTUPUIMPOBAHHBIX MyTanuit (8,49% mnpotus 21,2%). JloCTIDKeHUE TaKOTO
YPOBHS CTa0 BO3SMOXHBIM O/1arofjapst IpPOBEGEHNI0 CKAHMPYOLINX/CEKBEHUPYIOIINX
METOIMK B /1ab0OpaTOpuUy MOJIEKY/IAAPHON TeHeTMKM MHCTUTYTa buorenetmku (r. Bpecr,
QpaHUMA) NP OTCYTCTBUU MOTOKUTENBHOTO Pe3y/IbTaTa MCCIENOBAHUA B OT€YeCTBEHHBIX
nmaboparopyax. CHKBEHC TeHa ITO3BOMINI BBLABUTD «MATKME» MYTalliy, K KOTOPBIM OTHOCATCS
3849+10kbC>T, E92K, 3272-16T>A, xoropble 00yC/IaBIMBAaOT COXPAHHYIO (YHKIMIO
HOKETYLOYHOI JKeye3bl 11 60lee MO3AHIO0 MaHN(ECTANI0 CYMIITOMOB.

Mytanusa F508del B HamreM permoHe BcTpedaercs B 2,5 pasa dallle B TeTepPO3SUIOTHOM
COCTOAHUM, YeM roMo3urorHoM. ITommmo myTanuu F508del emmé 7 oTHOCHTENTBHO YacThIX
MyTalnuii BcTpevaloTcs B 22,7% anenei reia MBTP, npusopstx k MB. Cpepy Hux My Tanmu
N1303K, 394delTT, CFTRdele2,3(21kb) - no 4,72%, 2143delT - 2,83%, del3849G>A, G542X,
W1310X, S1196X, 2144delT - mo 1,89%, ocranphbie MyTanuu — 0o 0,94%, T.e. B eAMHIYHBIX
cayyasx. Pemkme mytanmuym W1310X u del3849G>A 6butM BBIABIEHBI B TOMO3UTOTHOM
COCTOSIHMM, 4TO MOXKET CBUJETeNbCTBOBATh O OONbIIell X pPACIPOCTPAHEHHOCTH B
CTaBAHCKOJ TOMY/IALNY, B PAfie CTy4aeB 0OBACHACTCA POACTBeHHbIMU 6pakamu. HeBbicokoe
YMCIO HeUeHTU(UIVPOBAHHBIX MYTALMil IIO3BOMMIO CPaBHUTb [JAaHHBIE TE€HETNIECKOTO
aHa/lM3a HAIIUX OOJIBHBIX C pe3y/IbTaTaMM, IpefCTaBIeHHbIMU B €BPOIEIICKOM perucTpe
(ECEFS Patient Registry Report 2007 data). Tomosurorst no myraunu F508del BcTpegarorcs
B 2 pasa pexe, 4eM B cTpaHax 3amajgHoi EBpomnsr (Tepmanuy, Opanunn, Aurnmnu, Janun),
34TO YNC/IO TeTEPO3NOT II0 APYTMM MyTanusM 6osee dem B 2,2 pasa 6onbiue. B 910l cBs3U
MOXKHO IPEANONOXNUTb, 4TO B P® umcio «MATKMX» MyTalMil CYyI[eCTBEHHO OOJblle , O
4éM CBUJETENbCTBYIOT ,HapuMep AaHHble u3 UyBammy, yKasblBaroliye Ha IpeobafaHme
myraunu E92K (53,5%), B To Bpems kak F508del Bctpewaercs ¢ yacroToit 29,3% [3].

910 TpebyeT 60sIee TIATEIBHOTO aHA I3 M CIIeLM YK PACIPOCTPAHEHHOCTI My ALl Cpean
607bHBIX Ha TeppuTopyy PO, Ij1a MX BKIIIOYEHMA B 00A3aTeIbHBI CIIEKTpP T€HETUYECKOTO
uccIenoBaHysa MyTanuii reaa MBTP.

CpaBHeHUe O00béMa M XapakTepa O0asMCHOM Tepamuy C €BPOIENCKIMMHU LeHTPaMHu,
[EeMOHCTPUPYOLIMMY 00/lee BBICOKYI0 BBDKMBAEMOCTDb IIAIMIEHTOB, ITO3BOJISIET BBISIBUTD
OCHOBHbIEe TEHJIEHIIMM U CMabble CTOPOHBI B cTpaTermu jedeHus MB. OxBar 6ONbHBIX
3aMeCTUTE/IbHOI Tepamyell IMaHKpeaTudeCKUMMu (epMEeHTaMU COOTBETCTBYET KOMMYECTBY
6OJIBHBIX C HEJIOCTATOYHOCTDIO 9K30KPUHHOI (PYHKIIUY HOMKETyTOYHO >Kenesbl (92,7%).
CymecTBeHHO 6o0/lee LIMPOKOE HA3HAYEHME IPENapaToB YPCOLE30KCHMXOMIEBON KICTOTHI
(YOXK) o6bscHAeTCA MHBIMU KpuUTepuAMU Jid eé HasHadeHMsA. COITIaCHO OOJBIINHCTBY
MeXYHapoaHbIX pexoMmenpaumit, YIXK mokasaHa mpum oOGHapyxeHum AByX wim Oonee
SMM30J0B IIOC/IEOBATENIbHOTO IIOBBINIEHMA TpaHcaMmHa3 [4,5]. Mbl mpupepxuBaeMcs
PpeKOMeHflalMil OTe4YeCTBEHHbIX YY€HBIX pAaHHEr0 HAa3HAYeHUdA IIperapara, Jaxe IIpu
OTCYTCTBMM KIMHUKO-TAOOPAaTOPHBIX IIPM3HAKOB IMoOpaxkeHUs ImedeHu [6]. ITomo6HbI
HIOfIXOf], K&XKETCsI HaM OIIPAaBIAaHHbIM, TIOCKO/IBKY Y Psifia OOMBHBIX, JaXKe IIPU OCTIOKHEHHOM
HOPTa/NbHOI TUIIepTeH3Nell LUppo3e, Mbl He HAaOJTIOfja/Iy MOBBIIIEHN YPOBHA TPaHCaMIHA3.
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ITokasanmem i1 HasHadeHmst YJXK sBisiercsi oOHapy>keHVe IepBBIX YIbTPa3BYKOBBIX
IIPM3HAKOB XO/IeCTa3a, a MMEHHO IIOBBIIIEHNME 3XOT€HHOCTM IIapeHXMMbI INedeHu [7,8].
HecMoTpst Ha, HaOmiofaeMblli HaMU M OIMCBIBAeMbII B JIUTepaType, 06paTMMBIl (IIOf
BIMSHMEM TepalMM) XapaKTep TaKMX M3MEHEHWil, KaK >KMPOBOIl TelaTo3 M XOJecTas,
paHHee HasHaueHue Y]IXK He mpuBeno K CHIDKEHMIO YMC/Ia OOBHBIX C IIMPPO3OM IIeYeHN B
nonynauun. LInppos nedeHn nuarHoctuposaH y 9,4%(5) 60/IbHBIX, YTO HECKOIBKO OOIblIIe,
vyeM B Poccun B 1ienom (7,5%) 1 110 3apy6e)KHBIM TUTEPATYPHBIM JaHHBIM (6-8%).
Vcnonp3oBaHme WHIAMIALNMOHHBIX AHTMCMHETHOVMHBIX aHTHMOMOTMKOB B CHUIy Ipo6ieM
PErMOHaIbHOTO MEAVKaMEHTO3HOTO OOecIiedeH)s B IIeHTPe He COOTBETCTBYeT KOMMYECTBY
6O0JIBHBIX C XpOHMYIECKOIT nHpeKImelt, 06ycmoBneHHoIT Ps.aeruginosa u ob6ecriednBaeT TOIbKO
2/3 morpebHOCTM. MeXAy TeM CTpaTeruss aHTMOAKTEpPUAIbHON TepamMy B OTHOIIEHUU
BBDKMBAEMOCTM [jIsi 6o/bHBIX MB nMeeT mepBOCTelleHHOe 3HadeHMe, 4TO Tpebyer
KOHIIeHTPALlMy YCUINIL Bpadell U oOIeCTBeHHbIX OpraHM3aLuil Ha 9TOi1 IpobieMe.
BxitoueHue B 6asyuCHYI0 Tepalmio MaKpOIMAOB B CyOTepalieBTUYECKIUX 033X, B YACTHOCTHU
asUTPOMMLVHA, IPOAMKTOBAHO, MpEeXAe BCEro, €ro IMPOTUBOBOCIANUTEIBHBIM U
MMMYHOMOJYIMPYIOLIMM feiicTBYeM. Ero BimsHMe Ha 4acTOTy 060CTpEeHMII XOPOLIO JOKa3aHO
[9,10]. ASMTpOMUIIMH B MHTEPMUTTUPYIOLIEM PeXNMe PeKOMEH[YeTCs BCeM IaljyieHTaM
C XPOHMYECKOil CUHETHOVHOI MHQeKINell, OfHAKO ero 6ojee IIMPOKOE MCIIONb30BAHNUE
OTpaHMYEHO HU3KOJ KOMIIAEHTHOCTBIO B CBSI3M C OTCYTCTBUEM OBICTPOrO, CyOBEKTMBHO
OTYET/IVBO OLyTMMOTO 3 deKTa.

BBICOKMIT TPOLIEHT MCIIONb30BaHNA TOPHa3bI-aIbda (89,5%) cBA3aH C BBICOKOI JOCTYITHOCTBIO
mperapata 3a c4€T cpefcTB (emepanbHoro 6romxera. HexenmaTenbHble SIBIEHUS y ABYX
HaI[MeHTOB B BUjje OpOHXOCIa3Ma ABWINCh IIPUYMHON OTMEHBI TIpernapara. [10/10KUTeTbHbII
OIBIT NIPUMEHEHVsI YIbMO3VMa Y JieTeil ¢ 2X MeCIYHOro Bo3pacTa B POCCHMIICKOM LieHTpe
MB u paHHbBIe NUTEPATYpbl MO3BOMWIM PACUIMPUTh BO3PACTHbIE PaMKMU IIpUMEHEHMN
IIperapara 1 ¥ICIIONb30BaTh ero y 60/IbHBIX, BbIABICHHbBIX B XOfl¢ HEOHATA/IbHOTO CKPUHMHTA
[11]. Cronp mmMpoKoe ¥ paHHee HasHaueHUe HOpPHa3bl-albda IO3BOMUT B JAaTbHENIIeM
OLIeHNTD 3P PEKTUBHOCTD AINUTETBHOTO IpYMeHeHMs pekoMOuHaHTHOI DNase B OTHOIIEHNN
OOBIYHOTO CHIDKEHUA JIETOYHON (QYHKIMM, TPOPMIAKTUKYM KOJTOHM3AIUM CUHETHOIHOI
nH}eKInY, yMeHbIICHNS Y1CIa 000CTPEHNIT B CPaBHEHNUM C LIEHTPaMy, Iie JOpHasa-anbda
He HaXOJUT CTOJIb IIVPOKOTO PacpOCTPaHeHNU .

BponxonuTUdecKue IpernapaTsl B COCTaBe 6a3MCHON TepaINy IIPefCTAB/ICHBI B CYI[eCTBEHHO
MeHbIIleM 00béMe B CpaBHEHUM C eBpOIlelickuMy IieHTpaMu. Hamra TakTuka 6asupyercsa Ha
MCITO/IBb30BAHNY 6P OHXOMMTUKOB TOIBKO Y 6OTBHBIX C 00PATVMBIM KOMIIOHEHTOM 00 CTPYKI{IN
WIN Y TeX , KTO MCIIBITBIBAET CyOBEKTUBHOE YIy4llleHIIe Op OHXMATBHOI IIPOXOAUMOCTY IOCIIe
MHTaIALUN (2-aTOHUCTA KOPOTKOTO e CTBIA.

XapakTep MUKpoOMoOnOrMyeckoit ¢propel 3a IOCIefHee HAeCATHIETHE IIpeTepIieN
CyllecTBeHHble u3MeHeHM. HensMeHHoIT ocTaéTcs Bemyas ponb St.aureus u Ps.aeruginosa, ¢
HEYK/IOHHBIM POCTOM HO/H ToCcef el ¢ 31 10 49% GObHBIX, YTO 0OYCTIOBIEHO YBeTNYeHIIeM
IIPOROKUTEIBHOCTY YKMU3HY OONIbHBIX.

St.aureus sABIfAeTCA ZOMMHMPYIOIIVIM IIATOTEHOM JO IIeCTMIETHETO Bo3pacTa. St.aureus
6b11 06HapyXeH B 43% cnydaeB y Hammx 60mpHBIX B 2010 rogy, Kak B MOHOKY/IBTYpE, TaK
U B coyeTaHMU C HedpepMeHTMpPYOIMMU IpaMM OTpUIATeNTbHBIMU MMKPOOPTaHU3MaMIU.
MuKpoopraHusM COXpaHseT CBOI0 YyBCTBUTENBHOCTb K OKCaUWUIMHY, x0T 8,85% (7)
u3071ATOB U3 80 06pa3I[0B OKA3a/INCh METULIV/UIMHPE3UCTEHTHBIMU. B CBA3M ¢ OTCYTCTBMEM
CeTIeKTUBHBIX aHTUCTA(VIOKOKKOBBIX HpernapaToB ((rykIoKcalInH) edeHne 60MIbHbIX
C XpOHMYECKOI KOJOHM3anlMell St. aureus y HAac OTPaHMYEHO JIeYeHVEM OOOCTpeHMil U
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IpPYTOil pecIMpaTOpHON cyneprHGeKIuu. B IpoTUBHOM cTyYae BO3pacTaeT PUCK paHHel
KOJIOHM3AIMJ CHETHOIHOI ITano4uky u gpyroit HOTOM [12,13].

B crpyxrype HOTOM Benymas ponb NpUHAAIexuT Ps.aeruginosae, KoTopas cOCTaBisgeT
78,8%. 15,3% cocraBnsanu pyryie BU/bI IICEBJOMOHA/I, KOTOPbIE HE ABJAIOTCA ATOr€HHBIMU
nns genoseka (Ps.putida u Ps.fluorescens). YiiopcTBo ux BbiceBa B psfie ClTy4YaeB MIPEAIIONarano
HaJIM4YMe XPOHMYECKON MHQEKUMM, OFHAKO IHOBTOPHBIE WMCCIENOBaHMSA B pedepeHCHO
nmabopaTopuu CBUAETENbCTBOBAMM 06 ommbouHoit npeHTndmkanuu Achromodacter.xy-
losoxidans (A.xylosoxidans) 9to TpebyeT peryaspHOro HpOBeleHUsI KOHTPO/S KadecTBa
PpernoHaIbHBIX Tab0PaTOPUIl M UCHOMb30BaHNA pedepeHCHbIX TabopaTopuit Bo n3bexaHme
IVIATHOCTUYECKUX OIIMOOK.

Ps.aeruginosae B 28,8% ciyuaeB BbiceBa/Iach B KOMOMHaIum co St.aureus. B ogHOM 06pasie
MOKPOTBHI UeHTHUIVPOBAIOCH O 3X MOP(OTHIIOB, PA3IMIAIOIIMXCS [0 YYBCTBUTEIBHOCTI
K aHTUOVOTVKAM: INTAHKTOHHBII, MUKPOKO/IOHMA/IbHBII BAPUAHT ¥ MYKOUHbIL. MyKOUIHBIE
mwraMmbl  (27,4%) OT/IMYANO OT IUIAHKTOHHBIX 6ojlee BBICOKAs YYBCTBUTEIBHOCTb K
aHTUOMOTHKAM, YTO, TeM He MeHee, He CIIOCOOCTBOBANIO 9 GEKTUBHOCTY IpAfUKALIVIOHHOI
tepamuy. PocT aHTMOaKTepUaNbHOJ PE3UCTEHTHOCTH SABJAETCA XapaKTepHOI 4epToil
nocnenHux jeT. Jinmb 47,4% Bcex mTaMMOB Ps.aeruginosae 6bIIM YyBCTBUTEIBHBI KO BCEM
aHTMOaKTepUaNIbHbIM IIpemaparaM, 15,5% OKasaauch ITaHPEe3UCTEHTHBIMU, OCTajIbHBbIe
XapaKTepU30BaINCh MHOXKECTBEHHO Pe3MICTEHTHOCTDIO. Y CMHETHOMHOI Ma04Ky IMPOKO
pacnpocTpanéH (eHOMEeH «aJalTMBHON PesVCTEHTHOCTI», MPOSIB/LIOMUIICSA CHIDKEHUEM
aHTMOAKTEpUANTbHOM YYBCTBUTENBHOCTM B IpOLieCCe IIPOBEEHNs aHTVCUHETHONHO
TepaIuy ¢ MOCeAYIOLUIM BOCCTAHOB/IEHEM YYBCTBUTE/IbHOCTH K IIpeIapaTaM.

B xome mccrnenoBaHMs OBIIO YCTAaHOB/IEHO, YTO YPOBEHb PE3MCTEHTHOCTU CMHETHOIHOIN
[AJ0YKM K IIperapaTraM 3aBUCUT ¥ OT MUKDPOOMOIOIMYECKOrO CTaryca IIAIVIeHTOB
(mepBUYHBIT BbICeB MM XpoHmdeckass mHpexys). CpegHuit Bo3pacT KolmoHm3anum Ps.
aeruginosa cocrasisin 10,4 roga (ot 1,2 mo 17 met). BbicoKasi 4yBCTBUTEIBHOCTD IITAMMOB
IIpM TIEPBMYHOM BbiceBe Ps. aeruginosa ¢ BBICOKOJ CTENEHbIO BEPOATHOCTM IO3BOJAET
IIpeJII0/IaraTh KOJIOHM3a1IMI0 BHEIIHECPe[JOBBIX MUKPOOPTaHM3MOB, B OT/INYME OT XPOHMYECKI
MHOUIVPOBAaHHBIX IAIIMEHTOB, Y KOTOPBIX Pe3VICTEHTHOCTDb BO3pacTaeT C Te4eHVeM BpeMeH!
1 00 BbEMOM NIPOBOJVIMOJ aHTVCMHETHOMHO TepaNN.

HaMu 6bla ycTaHOB/IeHa IIpsAMas CBA3b CPOKOB IIEPBUMYHOTO BbICeBa Ps. aeruginosa oT
MIOCEIIeHNA JeTCKUX YUPeXK/eHMI, a TAK)Ke OT YaCTOTBI M JINTE/TbHOCTU TOCHUTANIN3ALINIA,
YTO TI03BOJIAET C/leNIaTh OJHO3HAYHbIE BBIBOJbI OTHOCUTENBHO Y>KECTOYEHM TIOKa3aHMIl 171
HaXOXX/IeHNA B CTAllMIOHApaX M BOCIIMTAHM A leTell MIaJIlero BO3pacTa B Je TCKUX KOJIEKTUBAX.
IIpsiMas KopperALMs pe3UCTEeHTHBIX IITaMMOB Ps. aeruginosa, 0OHapy>KeHHBIX Y OOIbHbBIX
IIPY IEPBIYHOM BBICEBE C YaCTOTOI M AINTENbHOCTBIO IPEObIBAHN B YCIOBUSIX CTAIMIOHAPA
JMIIHKI pa3 yoexaaeT o HeOOXORMMOCTH 60/Iee B3BEIIEHHOTO IO/X0/ K Tepaliiy IIal{ieHTOB
¢ KO/IOHM3a1yeit St. aureus ¥ onpefeneHns MOKa3aHUI K TOCIUTATN3ALINNA.

Y O6ONbHBIX XPOHMYECKM MHUIMPOBAaHHBIX Ps. aeruginosa ypoBeHb pe3UCTEHTHOCTHU
CYILLIeCTBEHHO 607Iee BBICOK M IIPOJO/DKAET PAcTy CO BpeMeHeM. 1o Bcell BepOsSTHOCTH 3TO
CBSI3aHO C MacCUBHOI M IIPOTIOHTMPOBAaHHON aHTUbOaKTepuanbHOit Tepanueir. C 2006 ropa
YYBCTBUTEIBHOCTD K Ile(a/loCopyHaM ¥ MMUIIEHEMY BO3pOCIa B ABa pasa u boree, He
TOJIPKO K IIMPOKO MCIIONb3YeMbIM IperapaTaM, HO M K aHTMOMOTHKaM, KOTOpble BOOOIIe
OTCYTCTBOBA/IN B IjeHTpe (a3TpeoHaMm).

B. cepacia B 2011 roxy upnentudunyposana B 4,3% cnydaen. KomoHnsamys He 3aBucena oT
TSDKECTV OPOHXO/IETOYHOTO IPOLiecca, HO Bce GO/IbHbIE MIMEV XPOHNYECKYI0 CHHETHOMHYIO
uHdekyoo. Y OONbIIMHCTBA MALMEHTOB OTMEYA/JCs WHTEePMUTTUPYIOLINMII BbICEB
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MUKpoopranusma. XpoHndeckas uHekuusa B. cepacia koHcTaTMpoBaHa y OfJHOTO 60/IBHOTO.
Unentnduxaiys MMUKpoOpraHusMa B 2X C/Iydasx IIOC/e KypCOB B/B aHTUCHHETHOIHOI
Tepamuy ybexjaeT B TOM, YTO OMONIOTMYecKas HMIIA CBOOONHON He OBIBaeT M He BCerna
3TO 3aMelleHue OblBaeT OAarONPUATHBIM A OONbHOTO. AHAaIN3 YYBCTBUTETBHOCTH K
aHTMOAKTepUaIbHBIM IpelapaTaM YKasblBal Ha IOMMPE3UCTEHTHOCTb 50% IITaMMOB
MUKpoopranusMoB. Hamm oTmedeHa 3¢ ¢eKTMBHOCTD MHTQ/IALMOHHOTO THaMQeHMKoIa
(«prynmyma-aHTHOMOTHUK» ) IPY IIEPBIYHOM BbIceBe B.cepecia B Teuenne 4x Hepenb. Yncno
HabrofeHnit (4) ewé HeOCTATOYHO /IS TOTO, YTOOBI [IE/IaTh CepbE3HBIE BHIBOJBL, ¥ TPEOYIOTCS
Ja/lbHeNIINe UCCIefOBaHNsA B 3TOM HampapiaeHuu. CaefyeT OTMETUTDb, YTO aHaJTOTMYHBIE
JaHHbIe ObUIM MONTYYeHbI ¥ B PsAfie APYTMUX PerMOHAIbHBIX LieHTpoB PO.

Cpepu HedepMmeHTUpYOIMX [paMM OTpHUIIATEIBHBIX MMKPOOPraHM3MOB Stenotroph-
omonas maltophilia B 2010 ropy ompenmensiack B 15,8% ciny4aeB. IIATHMKpaTHBII poOCT
pacnpocTpanénHocTy naTorena c 2001 roga (3%) 3acTaBuI 06paTUTb Ha 3TOT MUKPOOPTaHU3M
6ornee npucranpHoe BHMManye. [l St. maltophilia 6p11 XapaKTepHBIM MHTEPMUTTUPYIOLINIT
BBICEB I BOOJIBLIMHCTBE C/Ty4aeB CIIOHTaHHasA 9pafgnKamysa. OTCYTCTBYE BIUAHNA Ha KITUHIKO-
(byHKIMOHA IbHBIE IIOKa3aTeNy He Tpe00BasIo IPOBeieH s 9paiYKalMOHHO Tepanuit. OfHaKo
CITIOCOOHOCTD BHI3BIBATH XPOHMYECKYIO MH(EKINIO TPeOYeT TIaTeTbHOTO MOHUTOPUPOBaHMA
JIETOYHON (byHKuMM C OLIEHKOV BIMAHMA MMKPOOPIaHNM3Ma Ha BOCIIA/INTE/IBHBIN NPOLecC B
AbIXaTe/IbHBIX My TAX. CrieninMKoil KIMHIYEeCKNX MITAMMOB 3TOTO BUJa AB/IACTCA IIPUPONHAs
YCTOMYMBOCTb K OOJIbIIMHCTBY COBPEMEHHBIX aHTMMMKPOOHBIX IIpelapaToB LIMPOKOTO
criexkTpa gerictByA. Cunraercs, 4To 60mpHbIe MB nHQUIPOBaHbI YHUKATbHBIMY IITAMMaMMU
St. maltophilia u mepegasa mx OT manyeHTa K MALMEHTy HEBO3MOXHa [14]. B Hamem
MCCTIeOBaHNM MHOTOIETHNI BhICeB Y cubcoB St. maltophilia co cxopHoI aHTH6aKTepUaIbHOI
4yBCTBUTEIBHOCTDIO, laXKe HPY OTCYTCTBUM MOJIEKY/LIPHO-T€HETUYEeCKOTO TUIMPOBAHMA
HOJBepraeT COMHEHNIO 9TO YTBEPKIeHNeE.

Achromobacter xylosoxidans mmentnduiupyercs B uerrpe ¢ 2000 roga. B 2010 Bbices
nmatoreHa coctaBun 10,5%. OcOOEHHOCTbIO MUKPOOPraHW3Ma ABJIAETCA TPYRHOCTU
ero (eHOTMIMPOBAHVSA, HEPENKO OTMeYaeTcss OLIIMOOYHAss MMCHTUPUKALUA [PYIUX
npepncrasuteneit HOI'OM ocobenHo B pamkax Burkcholderia cepacia complex, uto Tpebyer
9CKaJIalM Mep 10 KOHTposo Hax nHpexuumeit [15]. TpynHocTu nneHTHUKAUN TUKTYIOT
HeoOXOfIMOCTD JVICTIONb30BaHMs pedepeHCHbIX naboparopuit. B HamieMm mccnemoBaHum
Bcex 60/MbHBIX C BbICeBOM A. Xylosoxidans oTimyana TsKecTb TedeHMs OPOHXONETOYHOTO
Hpolecca C JeTaTbHBIM MCXOJIOM B OJHOM CTy4ae. XpoHudYecKas KomoHusanus A. xylosoxi-
dans conpoBoyanack OBICTPBIM MafieHIeM TETOYHOI QYHKLMM. DTI JaHHbIE COITIACYIOTCA C
pesy/IbTaTaMy JaTCKOTO VICCTIeOBaHMA, YKa3bIBAIOIIEr0 Ha BBIPQXKEHHBIN BOCHAINTENbHBII
OTBET M YXYAIIeHNMe KIMHMKO-(QYHKIMOHATbHBIX IOKa3aTeslell, CXOHble C TaKOBBIMI
IpM XPOHMYECKO! cuHerHoiHoil nHekiuyu. CrocobHocThI0 (PopMupoBaTh 610GUIBM
OOBSICHIOTCS HEYAauu pafuKanuy Ha GpoHe aHTHOaKTeprabHOI Tepamuu [16,17].

O6uyM 1A 060MX MUKPOOPTaHU3MOB ABJIAETCA VX BBICOKMIT YPOBEHb PE3UCTEHTHOCTH K
aHTMOaKTepyaNIbHbIM IIpeIapaTaM 1 0OHapy KeHe II0C/Ie KYPCOB B/ BEHHOI aHTUCHHETHOIHOI
Tepamuy, MPOBeJeHHbIX B YC/IOBUAX cTaluoHapa. [TocneqHee 06CTOATENBCTBO MOCTYXKIIO
IIPUYMHONM IOMCKAa HO30KOMEaJIbHBIX MCTOYHMKOB WMHpuuuposaHysa. CTOKM pPaKOBMH
U TyaleThl ABUWINCH Cpefoil oOuTaHuA HedepMEHTUPYIOINX TpPaMM OTpPUIIATETbHBIX
MUKpooprannsmMoB. He sABummIoch uckiodeHeM o60pyoBaHye B 3aje i KMHe3UTepanm
(>Kmyet [1A BBICOKOYACTOTHON OCUM/UIALIMYU TPYAHON KJIeTKU) U PYKM HepcoHasa. BakKHBIM
AB/AETCA TOT (AKT, YTO 3a00p CMBIBOB OCYIIECTBIIA/ICA MOCTIe 06paboTKM 060pyROBaHMA
B coorBercTBuM ¢ mnpepgmucanuamyu CAHIIVIHa m MpITb pyK HIpPOTOYHON BOHON C
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mbioM. OO6Hapy)eHMe B 2X CIyd4asdX CXONHON aHTMOAKTepMAaTbHON YYBCTBUTEIBHOCTH
MMKPOOPraHM3MOB, MAEHTU(UIMPOBAHHBIX y IAIJMEHTOB M B CMbIBaX C TOCIMUTAaIbHOTO
000pyfiOBaHNsA,  II03BOAET  IIPEAIIONOXNUTb  BO3MOKHOCTb  BHYTPUOOTBLHMYHOTO
uHuuupoBanusa. OTCYTCTBME MOJIEKY/IAPHO-TEHETUIECKOTO THUIIVPOBAHNUS BO30ymuTeneit
He II03BOJIIET CUMTATD 3TO IIONI0)KEHNE JJOKa3aHHBIM, OJJHAKO U He YMasIAeT HeoOX0mMMOCTI
yXKecToueHMs: Mep MHQEKIMOHHOr0 KOHTPO/IA B OTHOMIeHUM 601bHBIX MB. Vicnonb3oBaHnue
3ama JIOK He TONBKO /11 COBMECTHBIX 3aHATMII OONbHBIX, HO ¥ VMHJVMBUYalIbHBIX 6e3
COOTBETCTByIOLIEl OOpPabOTKM IOC/e KaX[Oro OOIBHOrO, SB/SETCS HEOMYCTHMBIM.
JKuners! a1 IpoBeneHNA SKCTPAITY/IbMOHANIBHOI HEPKYCCUM TAKXKe JO/DKHBI ObITh CTPOTO
VMHAVBYAYaTbHBIMU.

O6Hapyxenue St. maltophilia u A. xylosoxidans B rocnmTanbHBIX MCTOYHMKAX ¥ WX
UAeHTUUKALYA B MOKPOTe IIOC/e IPOBENEHHBIX KYPCOB aHTMOAKTepManbHON Teparmu
B OTHOIIEeHMM Ps.aeruginosa mO3BOMAIOT IpPEANONOKNTb BHYTPUOONIBHMYHBIA MyTb
MHQUUMPOBaHUA U TPpebOyeT IepecMOTpa TUIMeHNIeCKUX CTaHIapTOB.

Vudopmanuy o sHaYeHNN HeTYOepKYIE3HbIX MUKOOaKTepuit Ay 60nbHbIX MB focTaTouno
MHOTO, B TO JKe BpeMs JaHHbIe NUTepaTyppl o TybepkynésHoil unbexuuy npu MB
Ype3BBIYAITHO CKyHHbIe. MBI CTONKHYMNUCh C ONMCAHMEM JIMIIb eAMHWYHBIX CTydaes [18].
Bonee ToOro, CyljecTByeT MHeHME O TOM, 4TO 6o/nbHbIe MB pe3ucTeHTHBI K 3a60/IeBaHUIO
TyOepKyn€30M. DTO CBA3BIBAIOT C IIOBBIIIEHHBIM COflEP)KaHMEM TMaTypPOHOBON KMCIOTBI
B C/IM3UCTON 000TI04Ke OPOHXOB y reTepo ¥ TOMO3MIOTHBIX HocuTeneit reHa MB. B to >xe
BpeMsA Haju4uue O4eBUHBIX (HAKTOPOB PMCKa JUIA PasBUTHUA TyOepKynésa, mpexje BCero,
HapyIIeHHbII MyKOLJIMAPHBII KIMPEHC, 4YacTas HeoOXOAMMOCTb HpyMéMa CUCTEMHBIX
KOPTUKOCTEPOUJIOB, CaXapHBII InabeT, S1nieMIonornieckas cuTyarya B Poccun sactasumm
Hac ymenuTb 6ojiee IpUCTaIbHOE BHMMaHMe 3TOMy Bompocy. Kpome Ttoro, mmaHoBoe
eXKeKBapTa/lbHOE MCCIeoBaHMe MOKPOTBI OONbHBIX Ha cpefiax JIeBeHINTaliHa B IieHTpe
BBUBIIO TPEX IOAPOCTKOB — Oakrepuosbimermmreneii M. tuberculosis. EpuncTBeHHOI
BO3MOXXHOCTbIO IIPECTaBUTb CUTYALVIO IO TY6epKy/€3y y 60nbHBIX MB 65171 oIpoc BemyImux
COTPYAHMKOB POCCUIICKMX PETMOHAIBHBIX LIeHTPOB. Tak Mbl HOTyY1/IM MHPOPMALNIO eIé O
nATH manyenTax. IIpuyém B 4eThIpEX caydasx OOnbHbIE MMeNN APKYI0 KINHUKY TAXKEIOTO
060CTpeHNs, a PeHTTeHOIOINYecKas KapTHa XapaKTepu3oBanach AUCCUMMHALEI. B aByx
CITy4asaX MCXOJ, ObIT /IeTanbHbIM. MuKo6aKTepyy 6b11 0OHapYKEeHbI TPY MUKPOCKOIINY YKe
Ha ayrorcyy. OfHOBPEMEHHO Mbl IOy YI/IM MHPOPMALNIO 0 TpEX 60nbHbIX MB, 3a60meBImx
TyOepKyné3oM oT (HpaHIy3CKMX KO/Ier. Bo BceX cydasx ObUI IONMydeH IOMOKUTENbHbII
pesy/IbTaT IpOoTUBOTYOEPKYIE3HOI TepaTL.

O606111as MOTy4eHHbIe [JAHHBIE, CIEfYeT OTMETUTD, YTO TyOepKy/I€3y MOfBEeP)KeHbI, IPeXe
BCETO, IOAPOCTKY ¥ MOJIOZible B3pOC/Ible NanyeHThl. CpeiHMit BO3pacT cOCTaBIAN 18 + 5,5 f1eT.
Y 6ompIuIMHCTBA 60IBHBIX MIMeTa MECTO TMIepepriyecKas YyBCTBUTETbHOCTD K TYOepKY/IMHY.
Hu B omHOM ciy4ae AmarHo3 Tybepkynésa /ErKuX He ObII OCHOBAaH Ha KIMHMYECKUX
CUMIITOMAaX, HM Ha PEHTTeHONOTMYECKMX IIPM3HAKAX BBUAY MX MaoOi CIeIMpUIHOCTH.
Ompepe/AOMYM BO BCeX CIydYasX sBWIOCh 3aK/IIOYeHME MUKPOOMOTIOrMYeCKOil
nmaboparopyu. Oco6eHHOCTBIO POCCUIICKMX GONIBHBIX (B OT/INYYE OT GPAHIIY3CKIX) ABIAETCA
MY/IbTUPE3MCTeHTHOCTD IITaMMOB BBbIIEJICHHBIX MMKOOaKTepuil. BepoATHO, 9TO cBs3aHO C
MHOULMPOBAHMEM IIATIOYKAaMM OT OO/IbHBIX, IIO/TyYaBIINX JIedeHNe IPOTUBOTY OepKy/IE3HBIMM
npenaparamu. Hembssi MCKIIOYUTD POJIb BBICOKON pacrpocrpanéHHocty BUY-nndexunn,
6O/bIINX SMUTIPAIVIOHHBIX IOTOKOB C JedMIMTOM afiIeKBaTHOIO JedeHN:A. BepoarHa n
pOJIb [UINTENBHOrO NpuéMa aHTMOAKTepUaIbHBIX IIPENapaToOB C IPOTMBOTYOEpPKYIE3HOI
AKTUBHOCTDIO (aMMHOITIMKO3M/bI, QTOPXMHOJIOHDI). B HalIyX c/ryYasx BO3MOXKHA 3HAYMMOCTD
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HeaJIeKBaTHOJI Tepaluy IATeHTHOI TyOepKyIEé3HON NH(EKIN.

Taxym 06pasom, CiefyeT NpU3HaTh, YTO TYOEpPKy/Ié3 JEeVICTBUTE/IBHO He YaCTO BCTPEYAETCs
pu MB, offHaKO OH MOXXeT ObITh IIOTEHIIMAIBHO ONMACHBIM OCTIOXKHEHUEM 1 B 9TOI CBS3M,
IpeHebperaTb 6aKTepUONIOrMYeCKUM UCCTIeloBaHIeM MOKPOThI Ha M. tuberculosis, oco6erHHO
y IOAPOCTKOB B CTpaHaX SHUEMMOTIOTMYECKM HeOIaromoNy4YHbIX, IPeCTaBIACTC I
OIIPOMETYVBBIM.

[Tatomornyeckue M3MeHeHU, ABJIAOLINECS CIECTBMEM MyTallUy TeHa MYKOBMCINO033, B
PaBHOII CTEIIEHN 3aTPArMBAIOT U CIM3UCTYI0 0O0TI0YKY HOCA C OKOIOHOCOBBIMI ITa3yXaMIl.
ITo faHHBIM pasINMYHBIX aBTOpOB MaTosnorus JIOP opraHoB y 6onbHbIXx MB BcTpeuaercs ot
33 5o 100% cnygaes [19,20]. B Haeit momy/siumy 50% MaIeHTOB MMENN [IEPCUCTUPYIOLIe
CYMIITOMBI XPOHMUYECKOTO PUHOCMHYCUTA B BUJIe PUHODPEN, 3a/I0KEHHOCTY HOCA, TOMOBHbIX
6071€e11, TOCTHA3A/IPHOTO CMHAPOMA, HOYHOTO Xpala, HapyLIeHVs: OOOHSIHMS, M3BpalljeHue
BKyca. Y OCTAIbHBIX OONBHBIX Te WM VMHBIE CUMIITOMBI OTMEYaslCh SIMU3OAUYECKU. B
42,5% cnyyaeB YCTaHOBJIEH JMAarHo3 XPOHMYECKOTO pUHOCMHYcuTa. VIHorma mpossneHus
XPOHUYECKOTO PUHOCHHYCUTA CTO/Mb BBIPA)KEHBI, YTO ABJAIOTCA BeNyLIMMHU B K/IMHUKE,
MOTYT [OMMHUDPOBAaTb ¥ HAa OIpEENEHHOM 9Tame OBITb eNUHCTBEHHBIM IIPOSIBICHIEM
MYKOBUCIVI03a. XPOHNYECKMIT afleHOUAUT BbiABNeH y 20% 60nbHBIX, B 22,5% crydaeB
06Hapy>KeHbl Hada /IbHble IIOJINIIBL, y 7,5% MalIeHTOB JMArHOCTIPOBAH a//IepriYeCKUil PUHUT.
JInurb y 17,5% GOMbHBIX ITATOTIOTMU CO CTOPOHBI BEPXHUX JIbIXaTe/TbHBIX MTyTeil 0OHApY>KeHO
He ObT0. B TO >Xe BpeMsi peHTreHOTOMOrpadMIecKoe MCCIefOBaHNe OKOJIOHOCOBBIX I1a3yX
0OHAPYXXWIO MATOMOTMYeCKUe M3MeHeHMsA IPaKTU4ecK! y Bcex obcmenoBaHHBIX (95,5%),
HauMHasg C MPUCTEHOYHOTO YTONLIEHMS CAM3JCTON BEpPXHEUYeTIOCTHBIX I1a3yX, KOHYas
HOJIMIIO30M HOC3, KOTOPBINI B MNETCKONM IONyIALMY fABJIeHUE YHUKaabHOe. DTOT (aKT
AB/IAETCA TAaK)Ke OCHOBaHMEM [JIA BK/IIOYEHMs Ha3a/IbHBIX ITOJIMIIOB B CIMCOK ITOKa3aHMIt
I IpoBefeHNA OONbHBIM MCCIENOBaHNA /MeKTPOIUTOB IOTa M ucKmodeHnsa MB. Ilo
JIMTEPATYPHBIM HAHHBIM YaCTOTA BCTPEYAEMOCT) Ha3a/IbHBIX IIOTIMIIOB KO/mebeTcs ot 32 [o
45% [20]. B HameM ciyvae monumbl 661N 06HAPYXKEHBI B 22,7% (5) 601bHBIX. BO3MOXHO, 3TO
00YC/IOB/IEHO TeM, YTO Hallla TPYIIIa ManeHToB Obina Mornoxe (8,6 net). Crnegyer OTMETUTD
CKJIOHHOCTb Ha3aJIbHBIX MOJIMIIOB K pelANBY. B HalleM HabMOfeHUN U3 IIATYU MAIVEHTOB C
TIO/IMIIO3HBIM PUHOCUHYCUTOM, B 3X CTTy4asX IOC/Ie ITO/IMIIOKTOMMIN, B TeYeHe ITOC/IeNYIOLIX
2-3 71eT OTMeYasIcs peluanB. Y OFHON MallMeHTKY IOMIUISKTOMMA IIPOBOAMIAC 6 pas.
XapaKTepHBIM U TPYAHO OOBACHNMBIM IPU3HAKOM MB sB/IsIeTCsl areHe3us Wy IUImoIasus
no6HbIX masyx (y 20 us 22). Kpome MB TOnmbKO IepBUYHAsA LMIMAapHAs HESOCTATOYHOCTD
acconmMmpyeTcst ¢ HefopasBuTieM (QPOHTAIBHBIX IIa3yX. B 340pOBOIl mOMy/IALMM areHe3ns
JIOOHBIX ITa3yX peructTpupyercs B 10% cmydaes, 4TO CYIIeCTBEHHO HIDKE, YeM Cpefyt 60TbHBIX
MB [21].

Cnomolnbio iepegHeit ak TuBHOM pHOMaHoMeTpun (ITAPM) mpoBefieHa O1leHKa {bIXaTe/TbHOI
GbYHKIMM HOCa OCPeCTBOM U3y4YeHMs CyMMapHOro o6bémuoro nortoka (COII) B eguuuLy
BpeMeHN 1 cymmapHoro compotuienusa (CC) momoctu Hoca. IlonmydeHHBle HaHHBIE
cpaBruBanuch co cpepHumu sHadeHnAMMU COIT u CC B pasnuyHbIX BO3PAcTHBIX TPyMNIIax
3[JOPOBBIX JieTell ¥ B3pOCIBIX, YCTAaHOB/IEHHBIX B XOfie IMOMY/IALIMOHHOTO MCCIeNOBaHMs,
nposenénHoro B.B.Ilnnenkosoit u JIJI.[lepxaBuHoit B 2003 ropy [22,23]. B pesymprare
UCCTIeiOBaHNA 0OHAPY>KEHO, YTO B TPyIIIIe 60IbHBIX MB OTCyTCTByeT BO3pacTHas IMHAMMKA
[TOKasaTesie’l CyMMapHOro 06bEMHOTO ITOTOKA U CPeHEro COIPOTUBIICHISI XapaKTePHasI Is
3[JOPOBBIX JieTell. VIMeeT MeCTO 3HaYUTe/IbHOE U IOCTOSHHOE YTHEeTeHe HOCOBOTO JIbIXaHMA.
Hapyurenne npixaTenpHOI (YHKIMI HOCA COMPOBOX/AETCS CHIDKEHVEM MYKOLMIMAPHOTO
K/IMpeHCa, YMeHbIICHNeM YacTOThI OMeHMs PeCHUTYATOro SIUTeNuA, 0O0pasysd 3aMKHYTbII
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kpyr. CrefyeT OTMeTUTb, 4TO (YHKIMOHA/IbHbIE HApPYIIEHUSA CO CTOPOHBI HOCOITIOTKM
OIIepPeXXAI0T TAKOBBIE CO CTOPOHBI OPOHXOIETOYHON CHUCTEMBIL.

ITpu uccnemoBaHUM ABUTATETbHOI aKTUBHOCTH LVJIMAPHOTO alnmapara y 60mbHbIX MB 65110
00HApY>KEHO CHIDKEHMe YacTOThl OueHMs pecHudek Basoe (3,43+ 0,43I11) mo cpaBHEHMIO C
rpymnmoi koHTpons (6,95+2,36 Iiy).

Hapymenne uwavapHoil yHKUMM, HecKBaMalus SIUTEINSA, €r0 MeTaIIa3us HOCAT
BTOPUYHBIN XapaKTep ¥ OOYC/IOB/IEH XpOHUYeCKMM BocmaneHueM []. Bomee Huskme
BEIMYMHBI 4aCTOT ¥ 60/bHBIX MB MOryT OBITb OOYC/IOB/IEHBI M3MEHEHUSMHU B CIOSX Teflb
U 307Ib HAa3aJIbHOTO CeKpeTa (yMeHbLIEHVE TOMIIMHBI CTOS 30/1b HMpY OOLIeM yBeTMYeHUN
KO/IMYeCTBa MOKpOTHI). [laHHBle HapylleHWs, CKOpee BCEro, CBs3aHbl C BHEIIHUMMU
BO3JIEIICTBUAMM Ha pabOTy PECHUYKY MepIiaTelIbHOTO SIUTEMNA: IOBPeXIeHNe BCIIeICTBIE
BBIP2)KEHHOT'O BOCIIAJIEHNA B OPOHXMA/IbHOM JiepeBe. MepliaTebHblil SINUTE/INII B TedeHue
JUTNTETBHOTO BpeMeHM BBIHY>K/IeH paboTaTh B KpaliHe HeO/TaronpuATHDIX AJIA HETO YC/IOBUAX:
60/IbIIOe KOMMYECTBO BA3KOTO HAa3a/lbHOIO CEKPeTa, YacThle 000CTPEHNUs BOCIATUTEIBHOTO
Ipoliecca, arpeccuBHas MUKpodopa u T.f. PaboTa pecHIYeKk B TaKMX YC/IOBUAX C TedeHUEM
BpeMeHN MOXKET IPMBeCTM K (QYHKI[MOHA/IbHBIM HapyLIeHUSAM (aBTOMAaTM3Ma, HapylleHue
KOOPAMHALY OVIeHVsI PECHUYKY B LIeJIOM).

B pesynbrare OfHOMOMEHTHOTO 6aKTepMOIOTMYeCKOr0 MICCIEOBAaHMSA CMBIBOB 113 HOCOIJIOTKM
Y MOKPOTBHI 22 TaLIIEHTOB B 72,7% (16) cly4aeB 06HAPY»XeHO CXOfICTBO MUKPOOMOIOTYeCKO
(IOpBI BEpXHUX U HIDKHUX ABIXaTe/lIbHBIX yTeil. OTCYTCTBUE MONEKY/IAPHO-TeHETUIECKOTO
TUNMPOBAHUA MUKPOOPTaHM3MOB He IIO3BOMAET YTBEPXKAATb O HAIMYMM UAEHTUYHBIX
IITaMMOB Ha Pa3HOM YPOBHE PeCIIMPATOPHOrO TPAKTa, OfHAKO CXOJHAsI B IOJIOBUHE CTydaeB
YyBCTBUTENIBHOCTb K aHTMOAKTepMa/lbHBIM IIperapataM IOJO3PUTeNIbHa B OTHOIIEHUM
OIpelie/leHNsI HOCOITIOTKY, KaK BO3MOXXHOTO pe3epByapa /I KOTOHM3alLM IaTOTeHOB B
HIDKHIX JIbIXaTe/lTbHBIX Ny TAX 601bHBIX MB.

TakuM 00pa3oM, 3aMHTEPECOBAHHOCTb BEPXHNUX [bIXaTeNbHbIX IyTell Y OONbHBIX
MYKOBUCIIJIO30M fB/IAETCS XapaKTepHbIM IIPM3HAKOM 3a00/IeBaHN. YCTpaHeHMe Ha3aIbHO
00CTPYKIMY CIIOCOOHO He TOMbKO YIYYLINTb COCTOSIHME BEPXHUX JAbIXaTe/bHbIX ITyTell, HO 1
HO3UTUBHO BIMSET Ha PECIMPATOPHYIO PYHKIMIO B [JeIOM. DTO JOKA3bIBAET HEOOXORMMOCTD
npuBIedeHns K pabore ¢ 6ompapIMI MB JIOP Bpaueit.

Bspocnyro momynAnuio 60mbHBIX MB xapakTepmsyeT poOCT 4YMClIa KaK JIETOYHBIX, TaK
Y BHETETOYHBIX OCTIOXHEHWI. B 4MCIO HOCTEIHMX BXOGUT OCTEONOPO3, CYIIECTBEHHO
ycyrybnsisi TedeHme 3abormeBaHms. Beskas mMMOOMIM3aIys, CBSI3aHHAsl C IlepeloMaMi,
IPYBOANT K HAPYLICHNIO K/IMPeHca OPOHXMAIBHOTO [iepeBa, BOSHMKHOBEHNIO 000CTpeHMs
O6POHXONIErOYHOrO IpOIlecca, YTHKEICHMIO IbIXaTeMbHON HeJoCTaTOYHOCTH. COITTacHO
MEX/YHApPOJHbIM PEeKOMEHALMSM II0 3XOpPOBbI0 M OonesHsM Koctelt npu MB «Guide to
Bone Health and Disease in Cystic Fibrosis”, ot 50 5o 75% B3poc/bIX 60TbHBIX MMEIOT HUSKYIO
MIHEPaIbHYIO INIOTHOCTD KOCTHOI TKauy (MIIKT) i BBICOKYIO 4acTOTY mepesioMoB [24].
BonbHple MB  pacronaraloT MHOTMMU M3BeCTHBIMM ~ (aKTOpaMM pPUCKA pasBUTUA
ocreonoposa. K HMM OTHOCATCA MambabcopOuyss, XpOHMYECKMIT OpPOHXOIETOUHBbII
Ipolece, CHIDKeHNe GpU3NIecKoil aKTUBHOCTH, TUIIOTOHA/IVI3M, HEOOXOMMOCTD B JIeUeHUN
IJIIOKOKOPTUKOCTEPOU/IAMIA.

PacnpocTpaHéHHOCTb OCTEONIEHMM ¥ OCTeOIopo3a B JETCKOil MomynAumu 6onbHeIx MB
OKasanmach B cpepe MHTEPECOB OTEYECTBEHHBIX YYEHBIX. [laHHBIE 110 PACHpPOCTPAHEHHOCTH
CHIDKEHHOI MUHepaIbHON INIOTHOCTU KOCTHO TKaHM (Z-KpuTepuit MeHee < -1) HaxopATcA
B AmamasoHe oT 53% no manabiM T.JO.Kamyctmuoit [25] u go 62,5% mo pesympraram
uccnenosanysa T.B.Cumanosoit [26] n A.M.Oxerosa [27] B Yamyprckoit Peciybnuke. Bo
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B3pocioil monynsanyu no gaHHeIM C.A.Kpacosckoro cHmkenue MIIK (Z-xpurepmit <-1)
oTMevanocb y 77,4% OonbHbIX [28,29]. B HamieMm ucclnemoBaHMM paclpOCTPaHEHHOCTb
OCTEOIIeHNM IIPY e€ OL[eHKe B COOTBETCTBUY C Z-KpuTepueM coctasyana 50%.

OpHako OIeHKa PacIpOCTPaHEHHOCTY OCTEOIICHNN B IIOIY/LAUY BO MHOTOM OIIpefie/sIeTCs
METOJIONIOTHEN OIIpefie/ieHs] KOCTHONM MMUHEPaIbHOM II0THOCTU. COI/IAaCHO peKOMEeH/JaIAM
BO3, onieHka ypoBH: MIHepaIu3alyy cKejieTa IpOM3BOANTCA C MCIIO/Ib30BaHMEM [TOKa3aTeNns
Z-score. Z-KpuUTepuii XapaKTepusyeT MIHepaIbHYI0 INIOTHOCTb KOCTHO TKaHM 00CTIefyeMoro
peOeHKa II0 OTHOLICHMIO K CpeJHEBO3pacTHOIl HOpMe pedepeHTHON 6asbl mpubopa, u
BBIp@XKAaeTCsA B eAMHNIIAX CTAHAAPTHOTO OTKIOHeHNU:A (SD). MeTox He y4nThIBaeT STHUYECKIE
ocobeHHOCTH, pasbpoc ¢uanmyeckoro 1 OMOMOTMYECKOrO PpasBUTMA HeTENl B PasHBIX
reorpagu4yecknx, IpUPOFHO-KIMMATHYECKUX U COLMAaTbHO-9KOHOMUYECKIUX YCIOBUAX. [Ipn
MCITONb30BaHNM PedepeHTHOI 6ashl IPNOOpa YyCTAaHOBJIEHO, YTO U B IO Y/ISIL{MI IPAKTUYECKN
30poBbIX feTeli 10-16 net B Poccuiickoli monyniALyy 4acToTa OCTEONEHNY COCTaBAeT 55,5%
(JI.AIllenisirmua). B TO XKe BpeMsi, €10 YCTaHOBJIEHO, YTO IIPUMEHEHE CTAHAAPTU30BaHHBIX
10 Bo3pacTy 1 AyuHe nokasareneit MIIK B cpefHeM Ha 40% yMeHbLIAeT YaCTOTY OCTEONEeHNM,
IIOJTy4eHHOI IPY UCIIONIb30BaHMM pedepeHTHOI 6asbl mpubopa (Z-score) [30,31].

IIpn ucnonb3oBaHMM CTAaHAAPTU3VMPOBAHHBIX IO IJIMHe INoKasaTeneir BMD ux cHibkeHne
OTMeYeHO B 34,6% city4aes, T.e. He 6071bl1Ie, 4eM B 3{0pOBoI nony/siuuu. Hu'y ogHoro 60npHoro
He ObI710 3a(PUKCUPOBAHO NATONOTMYECKUX ITEPEIOMOB, T.€. MO>XKHO OBIJIO TOBOPUTH O HU3KOI
KOCTHOJI IVIOTHOCTY JAJIsI XPOHO/IOTMYECKOTO BO3PacTa, a He 00 ocrteonopose. Ha mepsbiit
B3IVIA, MOXKET ITOKA3aThCs, 4TO MpobIeMa 0CTeonoposa npu MB AB/sgeTcs MpeyBenyeHHO,
OJIHAKO, C/IEAyeT YYUTIBATD, YTO CPEFHIMIT BO3PACT 00C/IEOBAHHBIX HAMI OOTBHBIX COCTABIIA
11,6 51eT, a, KaK M3BECTHO, MMHEPa/IbHAA INIOTHOCTD KOCTH KECTKO KOPPENIUPYeT C BO3PACTOM.
KiroueBbIM (13MOTOIMYECKYM MOMEHTOM, OIPEe/AIINM IPOYHOCTD KOCTH SIB/ISIETCS
dbopMupoBaHe TMKOBOI KOCTHON MaCcChl, KOTOPO€ IPOUCXOANT B Bo3pacTe 10-14 yteT. B aToT
ep1of 0CO6EHHO BaXKHO CBOEBPEMEHHO AMATHOCTUPOBATH ¥ KOPPUTMPOBATh OCTEOIIEHNIO,
HOCKOJIbKY BCe JajbHeifllie COOBITHA, XapakTepusyloljue TedeHue MB croco6cTByloT
eé IpOTrpeccCUpOBaHMIO. B CBA3M C 3TMM, COITTACHO MEXIYHAPORHBIM PeKOMEHAlVIAM,
meHcutoMeTpua y 60mpHbBIX MB pekoMeHpyeTcss ¢ 10 yeTHero BO3pacTa, KpPaTHOCTb e
IIPOBEJieHNsA B la/IbHENIIeM ONIpefieNiAeTCss UCXOMHBIM yposHeM MIIK.

B HamieM MccnemoBaHMM CPaBHUTENbHBIN aHAINM3 MOKas3asa, 4TO OGONbHBIE CO CHUKEHHOI
MIHEPa/IbHOM ITIOTHOCTBIO KOCTHO TKaHU MMe/y 60ree HU3Kie MacCO-POCTOBbIE 3HAYEHMS
(MPI) mo cpaBHeHMIO C malueHTaMy 6e3 mpusHakoB ocTeomeHuu (p<0,02), FOCTOBEPHO
OT/INYAINCh GOJee TSKENBIM TeYeHMeM 3a007IeBaHMs, OLIEHMBAEMBIM B COOTBETCTBUM CO
mkanoit 6anpHoit onenku IIBaxmana-Bpacdunma (p<0,01). boia BblsABNIEHa B3aMMOCBS3b
BbIceBa 13 MOKpoTsl HOI'OM B TedyeHme ABYX 7leT U Oojee cO CHIDKEHMEM MMHEPaIbHOM
IVIOTHOCTBIO KOCTM. DTM HAl[MeHTHl Yallle TpeOoBanIu IpoBefeHNs KYPCOB BHYTPUBEHHOI
aHTHOAKTePMaIbHON TePAINM IS JIe9eHsl OpPOHXOMErouHoro nporecca. CpaBHeHue o01eit
¢busmyecKort paboTOCIIOCOOHOCTI IeTelt ABYX IPYI BBLABUIIO €€ JOCTOBEPHOE CHIDKEHME Y
meteit ¢ ocreomnenueit (p<0,01). B rpymme 60IbHBIX ¢ IPU3HAKAMIU OCTEOIEHNUM ITOKA3ATe/N
O®BI (p<0,05), xnsuennoi émkoctu nérkux (FKEJI) (p<0,01) Ob11y HIDKe, @ OCTATOYHOTO
06béma nérkux (OOJT) (p<0,05) Bbl1ie 10 CPaBHEHNIO C TALIIEHTAM, Y KOTOPBIX ypoBeHb BMD
He OT/IMYaJICS OT HOPMBL. Bc€ BblllleckasaHHOe CBUIETENbCTBYET O TOM, UTO TSXKECTh Te4eHM
OPOHXO/IETOYHOTO IIPOIIECCa, A MIMEHHO, BBIPAXXEHHOCTD CYICTEMHOTO BOCIIA/IEHNSI OpefiesisieT
CHIDKEHME MUHEpPAJIbHOM IVIOTHOCTH KOCTHU. C ApYroil CTOPOHBI, MOJKHO YTBEPXK/ATb, YTO
camxkenne MIIK siBisieTcst emmé OfHON XapaKTePUCTUKOI TSHXKeCT 3a00/IeBaHMsL.

Y 300pOBBIX HeTeil MPOLecChl KOCTHOTO PEMOLEMMPOBAHNS, OCTEOCUHTE3 U pe3opbums, B
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OCHOBHOM cOa/TaHCUPOBAHBI € TpeodIagannueM GOPMUPOBAHNUA KOCTH. Y HAIIMX OOTBHBIX MBI
06HapyXWIK AucOaaHC STUX [TOKa3aTesIel], YKa3bIBAIOLINIT HA IIPEeBaTMPOBaHIe IPOLeCCOB
pesopbuuu Hajy ocreoobpasoBanyeM. [IpuyéM MOBBIIEHME Pe30pOUMM KOCTHONM TKAHU
He COIPOBOX/A/IOCh KOMIIEHCATOPHOI akTuBanyert ¢popmmpoBanus koctu. bonee Toro, y
16/22 (72,7%) 60/MbHBIX BbIABIEHO MOBbIIIeHNEe C-KOHIEBBIX TEITONENTUIOB B COYETAHUM CO
CHIDKEHIeM YPOBHS OCTeOKaJIbLIHA y HOJIOBUHBI 13 HYX (r=-0,46, p<0,05), 1 HOpMaIbHBIM
ero cofiepxanueM y 4/22 6onbHbix (18,1%).

XapakTepHOI 0COOEHHOCTHIO HAIINX ITALMIEHTOB sIB/ISI/ICS TUIIOTOHAIV3M ¥ ITO3FHMI [Ty bepTar,
0 4éM CBUJeTeTbCTBOBAJIO CHIKEHIE YPOBHA TECTOCTEPOHA Y 61% Ma/TbYMKOB U COflep>KaHNA
9CTpajino/ia B CBIBOPOTKe Y 57,1% pmeBodek. Ito eimé onuu dakTop pucka cHipkernsa MITK.
MBbI DOy YN MpAMYI0 KOPPeJIALNIO ToKasaTeell TeCTOCTEPOHa C ypOBHeM KOCTHOI MacChl
(r=0,90, p<0,001) 1 MuHepanpHOIT ITOTHOCTY KOCTH (r=0,88, p<0,001). OBHAKO JOCTOBEPHOTO
npeo6agaHns HU3KUX 3HaUYeHWIT TeCTOCTEPOHA ¥ GOBHBIX C OCTEOIeHell He OOHAPYKEHO.
CBsA3M ypOBHA 3CTPafMoia Y [eBOYeK C IOKasaTelsAMM MMUHEPAIbHON IUVIOTHOCTY KOCTH
TaK>Ke BBISABIIEHO He ObIIO.

HecmoTpst Ha IpOTHBOpeYNBBIe AaHHbIE OTHOCKUTENBHO abCOPOLIMI 1 9KCKPELY HY TPVEHTOB,
BIMSIOLIVX Ha COCTOsIHME KOCTHOTO MeTabo/I13Ma, BCe MICCIIENOBATEIN CXOIATCSA BO MHEHN,
4TO BCacbiBaHue BUTaMyHOB D, K 1 Kanpuus HeafileKBaTHO HOTPeOHOCTAM ManyeHToB ¢ MB
[32,33].

B Hamem ncciefoBaHUM y BCeX OOMBHBIX OBUIO BBLIB/IEHO CHYDKEHNE YPOBHS COREpPIKaHMs
25(OH)D B cootBetcTBUM ¢ KpuTepyamu MakKeHHa (<40 Hr/M), HeCMOTpPA Ha OTCYTCTBHUE
K/IVHUYECKUX [IPOSIB/IEHNIT IIAHKPEATNIeCKO) HEOCTATOYHOCTY Ha QOHE 3aMeCTUTENbHON
Tepamuy Mukpochepudeckumm Pepmentammu. B 83,3% (20) crydyaeB OBUIM BBIABJICHBI
TUIIOBUTAMIHO3 ¥ HELOCTATOYHOCTb BUTaMyHa D, y 16,7% (4) 60/mbHBIX OOHApy>XeH ero
meduiut. IIpy 3TOM B IpymIle KOHTPONA, KOTOPYIO COCTaBWIM OONbHBIE XPOHUYECKUMMU
HecrenyuyeckuMy 3aboneBaHMsAMy TETKUX B 16,6% (4) cnydaeB yposes 25(OH)D
COOTBETCTBOBAT HOpMe, y 83,4% (20) meTell OTMe4YarnoCh e€ro CHIDKEHNe PasHOil CTeleHM
BeipaxxeHHOCTH. [lepunyr 25(OH)D BbLaBreH y omHoro 6onbHoro. Bormee BblpakeHHOe
CHIDKEHMe YPOBHA BUTaMIUHa J| B CBIBOPOTKE MOXXET OBITh 0OYCIIOBIIEHO PsAOM (aKTOPOB.
BcacpiBanme BuramyHa D, Kak >XKMpOpacTBOPMMOIO BMTaMMHA B TOHKOM KUIIEYHIKE,
TpebyeT HamMuMs B IMUIe afleKBaTHOTO KOMMYECTBA JXVMPOB, YCBOEHNE KOTOPBIX CTpajaeT
npu MB. JJoctaTouHas cekpeulus >Xemuy, IaccaX KoTopoit mpum MB HapymieH, Taxoke
ABIIAETCA BaXKHBIM YCTIOBMEM BcacblBaHMA BuTaMMHa D. Hapyiuenne rufgpokcunnpoBaHus
IIpelIIeCTBEHHUKOB BUTaMMHA D B IeYeHM, yCKOpeHHas OKCKpeuMss B pesy/nbTraTe
SHTEPOIIeYeHOYHO! PpelMPKYIALINM, CHIDKEHMEe BUTaMUH D-cBA3bIBalOIeTo IPOTENHA,
OTCYTCTBME IOCTATOYHOTO KOTIMYECTBa ITOIKOXKHO->KMPOBOJ K/IeTYATKM A71A HeMOHNPOBaHMA
BuTamyuHa D, doroceHcmbumusanya npu npuéMe psafa aHTUOMOTYKOB, NPEATCTBYONIas
IpeOBIBaHMIO HA COJMHI[E TAK)Xe IIPENATCTBYIOT IIOAJEePXKaHMI0 HOPMAaJbHOIO YpPOBHS
BuTamrHa [l B chiBOpoTKe [32].

JJocToBepHO pasnInyanuch U CpefHMe 3Ha4eHNA cofiep>Xanns BuTaMmHa D B 3aBucuMocT OT
BpeMeHM rofia B Kot rpyiime. Yposenb 25(OH)D B rpynme MB 6511 Hudke, 4eM y 60/TbHBIX
XH3JI, kaxK B /IeTHNE, TaK i B 3VIMHIE MECSIIbl, XOTS 3TI PA3IN4ysl He ObIIN JOCTOBEPHBIMIL.
CopneprkaHne BUTaMyuHa D He 3aBycernIo OT cTeneHu TshKecT MB, orleHnBaeMoii B 6aiax mo
mkase llIBaxmana-bpacdunga, Bospacra, mona.

CBsA3M CTeNeHN TaHKPeaTNYeCKOl HelOCTaTOYHOCTY (YPOBEHbAACTa3bI-1),a COOTBETCTBEHHO
U «TSDKEoro» reHoTHIa ¢ KoHueHTparuert 25(0OH) D B chIBOPOTKe KPOBYM, HAMI BBISB/IEHO
He 6bI710. BO3SMOXHO, 5TO MOXKET CBUMETENbCTBOBATh 06 afeKBAaTHOCTY 3aMECTUTEIbHOM
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TepaIuy IaHKpeaTniecKuMu GpepMeHTaMMI.

B Hamrem mcciegoBaHMM CHIDKEHIE COfEpKaHys 001ero KanpLys B KpoBu y 60nbHbIx MB
ObITO BBIABIIEHO B 33,3% cTy4aes, B TO BpeMs, Kak B KOHTPO/IbHOI rpyIIie B 8,3%. Baumocsa3n
CoflepXKaHus KanbLysi ChIBOPOTKM ¢ ypoBHeM 25(OH)D BbisiBeHO He 65110, [I1s1 60/IBHBIX
MB 6b11a XapaKkTepHa TMIIOKANTbIUYpHs, KoTopas 6blIa o6HapyKeHa B 54,2% (13) crydaes.
CHIDKeHIe SKCKpelmyu Kaabliysi C MOYOM MOIZIO OBITh OOYC/IOBIEHO HEOOXORMMOCTBIO
HOJfiep>KaHUsA HOPMaTbHOTO YPOBH:A Ka/IbLs B CBIBOPOTKE IIPU CHIDKEHHOIT ero abcoporym
B KkuievyHnke. Comepxanne ¢pocdopa B CBIBOPOTKE KPOBM COOTBETCTBOBATIO BO3PACTHBIM
HOpMaTVBaM. YpOBeHb IeloYHOl (ocdaraspl ObUI HOPMATbHBIM y HaOMIOGaeMBbIX HaMMU
OOTIbHBIX.

B Hacrosimiee BpeMsi Koppekiys fedunnTa ButamMmuHa D B poccuitcKux LeHTpax y 60/IbHbIX
MB mpoBoOyTCS SMIUpPUYEcKy, 6e3 y4éTa COfepIKaHNUs ero B CBIBOPOTKE, YTO He II03BOJISET
KOHTPO/IMPOBATh €T0 KOMIIEHCAIIMIO U CBOEBPEMEHHYI0 KoppeKiyio. CUTYyaIs OCTOXHAETCA
emté ¥ TeM, YTO crienugudecKie KIMHIIeCKIe CUMIITOMBI, JaKe TPV Ha/IMYMY BBIPaKEHHOTO
meduiuTa, OOBIYHO OTCYTCTBYIOT, B TO BpeMfA KaK BCe MeX[JYHapOgHbIe PeKOMeHIAIUN
[0 [O3MPOBAHMIO BUTaMMHa D Ha CErofHs OCHOBBIBAIOTCSI HA €ro CHIBOPOTOYHOI
KOHIIeHTPaLUIL.

B pyTuHHOI IpakTyKe, IPU OTCYTCTBUM BO3MOXKHOCTH €XETOJHOIO MOHMUTOPUHIA YPOBHS
BuTaMyHa D B CBIBOPOTKe, OTIIPAaBHBIMM TOYKaMU AJIS IOA00pa HO3BI ABIAIOTCA BO3PACT U
BpeMs rofa. Ycumus, HanpasyeHHble Ha yBenmudenne MITKT oco6eHHO BakHBI B Ipoljecce
pocTa B geTcTBe M IOHOCTH. ITOAXOABI, HalpaBlIeHHbIe Ha MaKCMMM3ANUIO (U3MYECKUX
YIpaXXHEHMII, YBeM4IeHre KOMNYeCTBa YIOTPeb/IsIeMbIX MOTOYHBIX IIPOJYKTOB, SIB/ISIOTCS
BITO/IHE ONIpaBIaHHBIMU. B 3 heKTMBHOCTY ITOCIeHel peKOMEH/JaLlNY Mbl He Pa3 ybex/jamich
Ha MpUMepe [ieTell C HelepPeHOCHMMOCTbI0 Oellka KOpoBbero Mojoka. Ilocie BBemeHus B
PalOH MOJIOYHBIX IPOAYKTOB Yepes 2-3 rofja y HUX OTMevasics cyllecTBeHHbIi poct MITKT.
OueBMAHO, YTO HECMOTPsI Ha OTCYTCTBNME KIMHUYECKMX IPOSIBIEHMII MaHKpPeaTNIecKoil
HeJJOCTaTOYHOCTH, 6ormbHbIe MB TpeOyloT momomHMTeNnbHON AoTauuy Buramuua [I. [lna
YTOYHEHNS BBIPQKEHHOCTH €ro AednuuTa TpebyeTcsi KOHTPO/Ib €r0 YPOBHS B CHIBOPOTKE.
Taxum o6pasom, MB sBnsAeTca 3aboneBaHNeM, BIMAOIMM Ha IIPOLECCHl MUHEPaIM3alun
KOCTHOJI TKaHJ, BBUIB/ICHNUE €€ CHVDKEHVSI MOXKeT CBUAETE/NTbCTBOBATD O TSDKECTV TEYeHNs
npolecca. BKiIIoueHMe OCTEOlEeHCUTOMETPUM C IOAPOCTKOBOTO BO3pacTa B aATOPUTM
06cmenoBans 60IbHBIX ABIAETCA 0O0OCHOBAHHBIM.

VIsMeHeHMUsT CO CTOPOHBI JKeMyHOYHO-KMIIEYHOro TpakTa npu MB MHOroo6pasHsL.
Omnpepernsifomeil ¢ paHHEro BO3pacTa SIB/SETCS BHEIIHECEKPETOPHAas HENOCTATOYHOCTD
HOMKeTYZOYHOI JKee3bl, 00yC/IOB/IeHHasA IIepBUYHBIM TeHeTudecKuM jedexToM. OleHKa
(YHKIVMOHAIPHOIO COCTOSIHMSI OpraHa Ha CETORHSIIHWI AeHb IPOBOAUTCSI HA OCHOBAHUM
oIIpefie/ieHNs YPOBH: IaHKpeaTndeckoit JmacTassl -1 (91) B cTyre. BonbHbBIe ¢ BEIpaXKeHHOI
[TAHKPEATNIeCKOil HefoCTaTouHOCThI0 (< 100 Mkr/r) cocraBmsimm 90,3%, ¢ yMepeHHOI
u jerkoyl cremeHbio (100-200 Mmkr/r) - 2,4%. B 7,3% cinydaeB 91 mpesbiurama 200MKr/T,
KOTZla K/IMHMYECKMe MPU3HAKM AeuIyTa IaHKpeaTndecKnx (pepMEeHTOB OTCYTCTBOBAIINL.
Bce 6onbHble 3if TPYIIIBI ABIAMUCH TeTEPO3UTOTAMU IO MEPBBIM ABYM K/IaccaM MYTaIiuil
(F508del, N1303K), xoTopble 651N B COYETAHNN CO CIEAYIOLMMIU «MATKAMI» MYTalMsAMMU:
3849+10kbC>T B 2x cimyuasx, a Takxe E92K m 3272-16T>A. Dror ¢dakT mumHUi pas
[IOATBEPXKAAET KOPpe/situio (EeHOTUIIA COXPAHHON (YHKIMM ITOMKETY[OYHON KeIesbl
C OIpefe/IéHHBIM T€HOTUIIOM, @ TaKXKe C BBICOKOI CTENEeHbI0 BEPOATHOCTY IO3BOJAET
OPMEHTHMPOBATb F€HETUKOB Ha [IOVCK OIIPEeE HHBIX MATKIX MY TAIlVii B C/Iy4ae Ipeobnajanms
B KJIMHUKE PeCIMPATOPHBIX CUMIITOMOB. B TO >ke BpeMsA 3T1 60/IbHbIE He 3aCTPAXOBaHBI OT
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MeJIIeHHOTO pasBUTUA XPOHMYECKOTO MaHKpeaTnTa [34].

YactoTa M TSKECTb M3MEHEHNIT B IedeHU y OonbHBIX MB HapacTaloT ¢ yBenmdeHneMm
IPOJO/DKUTEIBHOCTY XXMU3HI. PaHHSS MX AMArHOCTHKA MproOpeTaeT 0co6yI0 aKTyaIbHOCTb,
T.K. MMEIOTCS JIMTepaTypHble HaHHble 006 0OpaTMMOM XapaKTepe TAaKMX M3MEHEHUII, Kak
JKMPOBOJI I'eIIaTO3, X0/IeCTas, TOfl BNMAHMeM Tepanuu [35,36]. I1o ZaHHBIM pa3IIHbIX aBTOPOB,
MY/IBTUHORYAAPHBI IUPPO3 IeYyeHN pasBuBaeTca B 5-20% ciydaes. B Hamell nomymauum
uppo3 chopmupoBanca y 9,4% OONbHBIX IOZPOCTKOBOTO BO3pacTa. Bce Mal[eHTHI —
Ma/IbuMKy, ABJAIIMECS TOMO3UTOTAMM IO MyTauMsaM IepBBIX ABYX Kraaccos. Cremyer
OTMETUTb, YTO BCe OONbHBIE IIUTENBPHO IPVHUMAIM Iperaparbl YpCOLe30KCUXOMeBOI
KUC/IOTBI, YTO, OfHAKO He IpefoTBpatiwio QopMupoBaHme OWINAPHOTO UMpPpO3a.
OC06OeHHOCTBIO BCEX CITy4aeB SBNAETCA AIUTENIbHOE OTCYTCTBUE IOBBILICHN MeYEHOYHBIX
TpaHCaMMHa3 Jake Hpy (GOpMMpPOBaHMU IOPTAIBHON TMIEPTEH3NUM, TMIEPCIVICHU3MA U
BBIPa)KEHHOT'O BaPMKO3HOTO PACIIMPEHMs BeH NNIIeBOAA. ITO CBUAETENbCTBYET O TOM, UYTO
¢dyHKuMs remaronura y 6onbHeIx MB annrensHo He cTpagaet. I109T0My OpueHTHPOBAaThCS
B Ha3HAueHU! IperapaToB YPCOHEe30KCUXOMNEBON KUCIOTH Ha YpOBeHb TpaHCaMMHA3 He
IpuxoauThes. IlepBble IPU3HAKY XONIECTATUYECKMX MISMEHEHNI 110 JAHHBIM y/IbTPa3BYKOBOTO
UCCTIeOBaHMsA, ITIpeBbIllleHMe pedepeHCHbIX 3Ha4eHMIl ILIeMovHoil ¢ocdaTasbl ABIAeTCA
OCHOBaHMEM JiId HasHa4deHNS IPEIapaToB YPCOHAE30KCUXOIEBON KUCIOThL. KnmHmdeckux
IPU3HAKOB IIeY€HOYHOIT HeOCTATOYHOCTY MBI He HaO/IOfa HU y OFHOTO GO/IBHOTO.
Cpeny [pyrux HATONOTMYECKUX M3SMEHEHMUI >KeTy[JOYHO-KMUIEYHOIO TpaKTa He MeHee
3HAUMMBIMM SIBJIAIOTCA MEKOHEaJIbHbII WIeyC M CUHAPOM JMCTa/JbHON MHTECTMHA/IbHOI
00CTPYKLMY, SB/ISIOLINIICSA 9KBYBAJIEHTOM MEKOHEaJbHOTO WJIeyca B CTapllieM BO3pacTe.
MexoHuanbHbIA UIEYC, KAaK NepBbiii cuMmnToM MB, nmen Mecto B 12% ciy4daes, 4TO COInacyeTcs
¢ pmaHHbIMU jmTeparypbl [37]. CremyeT OTMETMTb, UTO AMHAMMUYECKOe HaOMIONeHNE 3a
STVMMU IeTbMU He BBIABIIO KaKVX OBl TO HY ObIIO OTKJIOHEHMII HU B HYTPUTUBHOM CTaTyCe,
HM IIOKa3aTe/lAxX JETOYHON (YHKLUMM II0 CPaBHEHMIO CO CBEPCTHUKAMM C OTCYTCTBUMEM
9K30KPMHHOV QYHKIMM MOMKETYJOYHON Ke/Ie3bl.

CHHPOM [UCTANIbHOM MHTECTUMHA/IBHON OOCTPYKUMY y HAIIMX OOJbHBIX (BCE Ma/IbYMKN)
BcTpevasncsa B 7,5% (4) cmydaes, uTo coortBercTByeT maHHbIM H.IO.Kammpcxoitr (8%), rre
TAaKOKe IpeobIafany MayeHTsl My>KCcKoro mona [8]. Bce 60/1pHbIe SBIAIOTCS TOMO3UTOTAMU
10 BTOPOMY K/IacCy MyTallMit.

TacTpossodareanbHbli pedIIIOKC 10 HALLIVIM JAHHbIM AB/IAETCS HabojIee pacIpoCTpaHEHHBIM
HaTO/IOTUYECKUM COCTOSHYEM XeNyJOYHO-KUIIeYHOTo TpaKTa y 60mbHbIX MB 1 cocTaBnser
48,1%. JTO CyLIeCTBEHHO BBIIIE, YeM II0 HAaHHBIM MockoBckoro meHtpa MB (11%).
B03MOXHO, MOOOHbIE Pa3MN4Ms ONPeRe/AITCA PasINYHbIMU KPUTEPUAMU AUATHOCTUKM
cocrosiHMA. B cBoeit paboTe Mbl ONMpalNcCh Ha KIMHMYECKNE CUMITOMBI M MNaHHBIE
YIbTPa3BYKOBOI'O MCCIENOBAHNA C BOOHON Harpyskoit. CyTO4HOTO MOHUTOpUpOBaHuUA PH
IUILEBOfIa HE IPOBOAMIOCh. B TO >Xe BpeMs, JaHHbIE IUTEPATYPhl TAKXKE OYEHb PA3HATCH,
yKasbIBas Ha pacpocTpaHéHHocTh TIP ot 26,8 o 80% [38,39]. C apyroit CTOPOHBI, BEICOKA
pacnpoctpanénnocTs I'DP BrionHe 06bsICHNMA, T.K. HOCUT B OCHOBHOM BTOPMYHBIIT XapaKTep
13-32 HAJIMYUA XPOHMYECKOTO KalllIA, CIIOCOOCTBYIOIErO MOBBIIICHNUIO IaB/IEHNA B OPIOIIHOI
II07I0CTH, TIpoBouypyoero I'DP.
Bsax/moyeHneceyeTcKas3arh, YTOCUCTEMHAA AUCHYHKINAIK30KPIHHBIXKeES, ABJLAIOAsACA
pesynbraTtoM MyTanuii B reie MBTP, mpuBoguT K MynbTNOPraHHOMY IOPaKEHMIIO OPTaHN3Ma,
TpelyolieMy MeXXIUCIVIIIMHAPHOTO TOIXO0/Ia K OIIpe/ie/IeHNI0 TAKTUKY U CTPaTer JIeYeHN s
HaleHToB. PaHHAs AMarHOCTHKA, 3¢ deKTUBHbIe TPOdIIaKTUIeCKIIe Mepbl, HAlIpaBIeHHbIE
Ha Iofiiep>KaHye Hy TPUTUBHOTO U PeCIIMPaTOPHOTO CTATYCA, IpeAYyNpesKAeHIe OC/IOKHEHN,
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KOHTPpO/Ib I/IHCbeKHI/IOHHOFO IIponecca IObIXaTETbHbIX r[yTe17[ IIO3BOIAT AOCTUYb YPOBHA
TIPpONOJDKUTENTPHOCTH JKM3HN 60nbHBIX MB 1 e€ kauecTBa B Pa3BUTBIX CTPpAaHAX.
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OCHOBHBIE CUMIITOMbBI MYKOBUCIHVIO3A, CBA3AHHBIE C KNITEYHBIMI
HAPYUIEHVSMMN.

H.IO. Kampckas', B.[I. lllepman?, H.J. Kanpanos'.

1- ®I'bY MI'HI] PAMH, Mockea

2-TBY3 «ITKbNel13 um. H.®@. Qunamosa JI3M», Mocksa

MeKOHMeBBbIIT WIeyC IpU POXAEHUM, CMHIPOM JUCTAIbHOM MHTECTMHAIBHON 06CTPYKIUN
(nnm 3KBUBANEHT MEKOHMEBOTO WMJIeyca B CTAaplieM BO3pacTe) 1 3allOpbl BOSHMKAIOT P
MmykoBuciyaose (MB) B pesynbTaTe HOBBIILIEHHOI BA3KOCTU KUIIEYHOTO CeKpeTa U HU3KOI
CKOpPOCTUIIPOJBIKEHM A KUIIIEYHOT O COIep>KMMOTro. VIMeeTcs OncaHMe HaTN YA MEKOHIEBOTO
nIeyca y HOBOPOXX/IeHHBIX C COXPaHHOI (QYHKIIVelT ITOIKeTyJOYHON JKe/le3bl, YTO YKa3bIBaeT
Ha HapylIeHNe CeKpeluy B KMIIEYHOI CTeHKe KaK IepBOIPUYNHY BOZHUKHOBEHNA IaHHOTO
COCTOAHUA y IUIofa. IIpy TMCTOMOTMYECKOM WCCIOBAaHMM OOHAPY>KMBAIOTCA KUIIEYHBIE
KPUIITHI, pacllypeHHbIe U1 3aIl0/IHEHHbIE CIM3bI0. DTY XKe MeXaHN3MBbl IPUBOJAT K 3allopaM
y 60nbHBIX MB. CHHIpOM [AVICTaIBHOI MHTECTUHATBHOI OOCTPYKIMM M 3aII0p MOTYT MIMETh
MeCTO OJHOBPEMEHHO.

EBpormeiickuM 00IIeCTBOM HETCKMX TaCTPOIHTEPO/IOrOB, TeMaTonoroB u Aueronoros (ES-
PGHAN) B 2009 rogy 6bu111 BbIpabOTaHbl OT/IMIUTENbHBIE IPVU3HAKY CUHAPOMA JUCTAIBHOI
MHTECTHHAIBHON 0OCTPYKIMY ¥ 3aII0POB, Y 60NbHBIX MyKoBucugo3oM (Ta6m. 1, 2).

Tabnuuya 1.
Kpumepuu ouaznocmuxu cunopoma oucmanvHoil unmecmunanvroti oocmpyxyuu (CMO)
y 60nbHbIX MYKOBUCHUO030M

1. ITonHas TOHKOKMIIEYHAs HEIIPOXOLMMOCTD, COITPOBOXK/Ia€Mas PBOTOM € XKEMYbI0 W/ UK
YPOBHAMM >KUJKOCTY B TOHKOJ KMIIKe Ha PeHTTeHOrpaMMe OPIOIIHOI MOI0CTH

2. ®eKanbHbIE MACChl B MJIEOL|€Ka/IbHOM Iy

3. A6goMuHabHBIE 60N 1/WIY B3LYTHE XUBOTA

[Monusut COVIO: xpurepuu 1,2 u 3; Henomusnit CIVIO: xpurepun 2 u 3, 6e3 1
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Tabnuya 2.
Kpumepuu duaznocmuxu 3anopos npu myKosucyuoose

1. AbpommHaIbHbIE OO/ /WK B3y THE KUBOTA

2a. CHIDKeHHe 9acTOTBI fedeKalun B HOCTefHIe HeCKOIbKO Hefle/Ib WM MeCsIeB

26. IToBbllIeHNe IVIOTHOCTY CTY/IA B IIOC/IE[HIIE HECKOIBKO Hefle/Ib Y/IM MeCsLieB

3. Pasperuenne kputepues 1 1 2 npy IpuMeHEeHNN CTaOUTETbHBIX CPELCTB

3anop: kpurepyn 1 v 2a v 26 u 3

Cpenu 60npHbIX MB, HabmogaeMbix B MOCKOBCKOM IieHTpe MyKoBucIposa B 2011-2012
rogax (aHamms Kaprt 250 meTeit B BospacTe 7o 18 jieT), MEKOHMEBBI MIEYC OTMeYascs B
aHamHese Y 4,8% OO/NbHBIX, IPUYEM Y TPETH U3 HMX YAATOCH CIPABUTHCS C MEKOHMEBBIM
U7IeyCOM KOHCEPBAaTUBHBIMYU METONAMMU.

3a aHaIM3UPYEMBINl IIEPUO, K/IMHNYECKasd CUMITOMAaTMKa CUHAPOMA JVCTAIbHOM
MHTeCTHHANbHO! obcTpykuun (mo kpurepuam ESPGHAN), ormeuanmach y 7 perei,
npudeM y 3 ObUIa BBISIBIEHA [TO/IHAsI TOHKOKMIIEYHAst HermpoxoaumocTs (monusii CIIVO),
noTpe6oBaBIIas XUPYPIUIECKOTro TeYeHN L.

KimHndeckas KapTuHa CMHAPOMA AVCTATbHON MHTECTUHAIBHOM OOCTPYKLMM OYeHb 4acTO
IIPMHMMAETCA 33 KIMHMKY OCTPOrO amNeHAuINUTa. Y Hac MMeeTCA NATb JOKYMEHTaTbHO
MO/ TBEPXK/IEHHBIX C/Ty4aeB HEOOOCHOBAaHHO IIPOBENEHHON OIlepanyy alMeHAIKTOMIN.
Crenyer HOMHUTD, 4to npu CHAVIO He 6bIBaeT MOfbeMa TeMIEPAaTypPhl, M HET IIOBbILICHNS
JIEMIKOLIUTOB B KPOBIL.

[/ KOHCepBaTMBHOTO paspeleHnsa MeKoHueBoro nieyca u CIVO B Poccun TpaguimoHHO
ucnonb3yerca 20% pactBop N-amermnamucrenmHa per rectum. Taxoil ke Hmopxom M A
tepaniuu CIOVO, ¢ panbHeliuieit Koppekuyeil [o3bl MaHKpeaTMIeCKUX (GepMEeHTOB U
OJIHOBPEMEHHBIM IJIMTENbHBIM Ha3HAYeHMEM JIAKTYI03bl. 3apyOeXXHBIMMU CIIELMANNCTaMI,
HapsAy C TaKTY/I030i1, B TOC/IefHee BpeMs C YCIIeXOM UCIIONb3yeTCs IIOIMATUICHITINKOND (per
0s, B BUJie K/IM3M VY KMIIIeYHOTO JIaBaXka), 3HAUNTE/IbHO peXke — MEeTIIOMIH AuaTpusoar. Ot
npuMeHeHMA N-alleTM/ILMCTeNHA HAalllM KOJUIETY ITPaKTUYeCKY ITOTHOCTBIO OTKa3anuch. [Ipn
3a[0pax TAK)Ke PEeKOMEHAYeTCs JAKTY/I03a, TIATeTbHBIN IOAO0p /O3Bl ITAHKPeaTHIeCKIX
dbepmMeHTOB, Ha3HaYeHMe OMETHI, 6OTaTO KIeTIaTKON (HeTsAM crapiie 3 jieT), ajeKBaTHBII
BOJIHBIN PEXUM, U C/IeKEHNE 32 PETY/IIPHBIM ONTOPO>KHEHMEM KMIIeYHMKa.

XAPAKTEPUCTUKA MYKOBUCHIVIO3A Y IIOOPOCTKOB

Konpgpatsesa E.J1.!, Kanpanos H.I.", KpacoBckuit C.A.%, Kammpckasa H.10.!, Illepman
B.[I1.!, Hukonosa B.C.!

1 - Hayuno-knunuueckuii omoen mykosucyudosa PI'BY MI'HI] PAMH, Mockéa, Poccust

2 - ®I'BY Poccutickas lemcxas Knunuueckast Bonvnuya Munsopascoypaseumus PO,
Mockea, Poccus

3 - OI'Y HUM Ilynomononoeuu @PMBA Poccuu, Mockea, Poccus

AKTyanbHOCTD. IIOfpOCTKOBBIN TIEPMOJ XapaKTePU3YeTCA BBICOKMMM TeMIIaMM DOCTa
pebeHKa ¥ BCceX OPraHOB, IIOJIOBBIM CO3PEBaHMEM, MHOTOUVC/IEHHBIMM HCHXOTOTMYECKMMIM
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npob6sieMaMI, YTO IPUBOAUT K YaCTOM MaHU(ecTaly 3ab0IeBaHNUII B 9TO IIePUOJ, U YCUTIEHUN
TSOKECTY IMEIOIIXCSL.

IMenpro mccnefoBanus ABUIOCh M3Y4YE€HME XapaKTePUCTUKM KIMHUYECKOTO TeYeHMs
MYKOBMCIVI/I032 Y TIOIPOCTKOB.

Marepuanbl u MeTofbl. KnyuHudecko — mabopaTtopHble 0COOEHHOCTY U XapaKTep Tepamnnu
U3y4asai Ha OCHOBe aHamu3a 359 ucropuit 6omesHn u /1nm aMOyIaTOPHBIX KapT MAlMeHTOB
¢ mykoBucuugosom (MB), mpoxuBasumx B Mockse 1 MockoBckoit obmactu B 2010 roxy,
u3 HuX gereit - 107 demoBex (o 1 ropa 26 60mpHbIX, ¢ 1 50 3 et — 61 pebeHok, ¢ 8 go 10
net — 35 pereit, ¢ 11 yet o 14 - 38, mogpocTkoB (15-18 ymeT) — 42 yenoBeka u 99 B3POCTIBIX.
BonbHble HabmORamICch B MOCKOBCKOM LIEHTpe MYKOBUCIMAO03a Ha 6ase JleTCKOI TOpOJiCKOil
knHmYeckon 6onpaub M H. ®. ®unarosa, B Poccuiickoit Jetckoi Knnanyeckoi bonpunie
(POKB) u ®I'Y HUM ITynsmononoru PMBA Poccyn. MyKoBUCIIMIT033aBUCUMBIIL CAXapHBbIi
nnabet u HebOmaronpusaTHele mobouHble peakiyy (HIIP) nsyyann Ha ocHOBe BBIGOpKM 499
manueHToB (206 MasbIMKOB 1 293 IeBOYKIL) OT 3 MeCsilleB [0 17 jeT, HOMyYaBLINX JIeYeHNE B
PIOKD us pasnuuHbix pernoHoB PO B 2012 ropy. ety pasaenunnuch 0o IpynnaM caefyoImum
obpasom: 10 3-x netT - 84 pebenka, ¢ 4 5o 7 - 93 6onbHBIX, ¢ 8 Ko 14 et - 229 gereit , C
15 o 18 net - 93 nmoppocTKa. [ nccnefoBaHus MUHEPAIbHON IIIOTHOCTY KOCTHOM TKaHU
MCITONB30BaIN UCTOpUM 607e3HN BeI6GOpKM 60mbHBIX 2006 roga - 128 maunentos ¢ MB - (60
MasIbYMKOB U 68 leBOUeK) B Bo3pacTe 5-18 yeT, HaxoguBLIMXcs Ha medeHuu B PIIKB.
Pesynbrarel. 110 [aHHBIM MOIY/IALMOHHON BBIOOPKM GONbHBIX MB MOCKOBCKOTO permosa
2010 rogma, mompocTku coctaBunu 11,7 % (42 yenoBeka), us Hux 22 6sUT0 IoHOIIEH U 20
meBymiek. KomudecTBo yMepumx B IpyIIe IIOAPOCTKOB cocTaBuwio 12,5% ot obiero
KondecTBa cMepreli B 2010 rofgy 1 coBnajjano ¢ 4acTOTOi cMepTelt B rpynne ¢ 1 1o 3 seT, B
APYTUX JeTCKMX BO3PACTHBIX IPYIIAX AaHHbIN II0Ka3aTenb OblT paBeH - 0.

BospacT HoCTaHOBKM 1arHO3a B JaHHOII IPyIIIie cOCTaBMII 3,9 + 1,6 JIeT ¥ 6B 3HAYUTENTBHO
BbIIlle, YeM B PYTUX BO3PACTHBIX IPYIIIAX JeTell, HO HIKe B 2-5 pas, yeM B IPYIIIaxX B3POC/IbIX
(c 19 net o 30 ner - 6,5 £ 2,9 net u B rpyme crapie 30 et 18,7 + 8,7 1eT COOTBETCTBEHHO).
B rpynme nompoctkoB romosurorsl F508del BcTpewamnch Heckonbko pexe (26,2%) mo
CpaBHeHMIO ¢ feTbMu fio 14 net (32,1%). Tereposurors! (F508del - 1 myranus, 2 - gpyras
win F508del - 1 myTammus, apyras HeusBeCTHa) Cpeay HOAPOCTKOB cocTaBmmy 50% IpoTHB
36,7% B rpymne feteit no 14 net. Mytanyu CFTRdele2, 3 u G542X vamie perncTpupoBammch B
TIOAPOCTKOBOM IIepMOfie 1 Y B3pOoc/bIX. IIokasaTeny MoToBOro TecTa y IOPOCTKOB B II€PUO],
MIOCTAHOBKY [1arHo3a (IO JaHHBIM PErucTpa OONBHBIX MOCKOBCKOTO PEruoHa) COCTaBUIN
84 (68,25 - 105) Mmonb/n 1 6BUIM HIUDKE, Y€M Y [ieTeil B0 1 roga B MOMEHT JUAarHOCTUKI
3abonesanud — 107,5 (10- 113,5) monb/m.

XpoHndeckass HaHKpeaTnIecKask HeJOCTATOYHOCTh Menta MecTo y 40 mogpocTkos (95,24%),
B TO BpeM: Kak B IpyIIIe JIo 7 JIeT oHa peructpuponanack B 100% cnyyasx. B to xe Bpemsa
YCTQHOBJIEHO, YTO CpPeAy B3POC/BIX OOMBHBIX B rpyime mocie 30 eT — MaHKpeaTNIecKyo
HeJIOCTaTOYHOCTDb MMenn 71,4%, a B 0611eit rpyme B3pocnsix (¢ 18 met)- 88,9% manneHTOB,
YTO, BEPOSATHO, CBSA3aHO BBICOKONM YacTOM «MATKMX MYTaIMil» Yy B3POCHBIX, KOTOpPbIE
aCcCOLIMMPOBAHBI C COXPaHEHMEM 9K30KPUHHON GYHKINU MOMKETYA0YHOI JKeTe3bl.

K 15 rogam xommdectBo pereit ¢ Pseudomonas aeruginosa Bospacrano go 40 %, xorga B
IOILIKOTBHOM BO3pacTe [eTu, MHUIMPOBAHHBIE 9TUM MUKPOOPTaHM3MOM, BCTPEYANUCh B
eAVHNYHBIX cny4dasx. OFHOBpEeMEHHO BO3PacTano Komn4ecTBo OobHbIX (1o 10%) ¢ Burk-
holderia cepacia comlex. ITpu aTOM CHM>Kanack JOJA fieTeli ¢ BbICEBOM B MOKpoTe Staphylo-
coccus aureus. B 90% ciy4aeB B MOKPOTE BBIABIANN aCCOLMALIMK 2-4 MUKPOOPTaHM3MOB.
AHanu3 JaHHBIX perucTpa OOIbHBIX MOCKOBCKOTO peryoHa (2010 r) BBIABUI 0COOEHHOCTHU

-35-



Cooprnux mesucoe XI Hayuonanvrnoeo konepecca

Tepalmuy MYKOBUCI[U[I03a Y HOAPOCTKOB. IIOApPOCTKM 4dalje MONyYanyu MOCTOSHHYIO
aHTMOaKTepUaTbHYIO MHIAALMOHHYIO Tepammio: 59,5% (25 n3 93 mopgpocTkos) npotus 18,8%
(41 u3 406 peTeit) B Bo3pacTe oT 0 0 14 €T ¥ He OTIMYANKCH OT B3POCIBIX (56,6%). IIpu aTom
110 JaHHBIM aHamm3a 499 ucropmit (2012 r), yacToTa HEOTATONPUATHBIX TOOOYHBIX PEAKIVII
[Py HasHAYeHN! aHTMOAKTEPUATbHOI TePaluyl YBEIMIMNBAETCS C BO3PACTOM U COCTABIISET
19,4% B MOZPOCTKOBOM IIEPMOfiE, YTO HAPAMY C YBEIMYEHMEM YacCTOTBHI XPOHMYECKON
nH(peKUMM Terkux oOyc/IaBnIuBaeT NOTPeOHOCTh B MHIA/ALMOHHON aHTMOGAKTepUanbHOI
Tepanuy y JaHHOJ BO3PACTHOJ IPYIIIIbL.

Yucno metell, MONMy4YaBIINX OPOHXOMUTUKU B HOJPOCTKOBOM IIepHOfe, COCTABUIO 66,7% 1
ObL/I0 BbIIIE B 2 pasa 4acTOThl MX IPMMeHeHMA B BospacTe jo 14 ner (34,4%, p <0,05), HO
MeHbllle, 4YeM y B3pocibix (82%). ITynbMosuM (mopHasa anbda) IMoaydany Bce IMOAPOCTKY B
otTmuue ot mereit no 7 et (80 -83%).

Hapyiuenne yrieBogHoro o6MeHa usydaan Ha OCHOBaHMM BBIOOPKM 499 meTeil ¢ TsKeIbIM
TedeHyeM 3a60/IeBaHus, M OBUIO AMarHOCTUPOBaHO Y 29 (5,8%) 6ompHbIX. Yalle HapyLIeHMA
YI/IEBOZHOTO OOMeHa OTMeYalich y MOJPOCTKOB - 86% (25 4eoBeKk) OT 0OLielt IPyIIIIbL
OO/NbHBIX C HapyLIeHMEM YITIeBOZHOro obMeHa, p<0,05. Ilpum sToM YacToTa HapylIeHWit
YITIeBOHOTO 0OMeHa B TPYIIIIe IOAPOCTKOB (93 4yemoBeka) cocraBuia 27% (25 malmeHToB),
a B 0061weit rpyme geteit go 14 net(406 gereir) — 0,98% (4 yemoBeka). B rpymme mopgpocTkos
C HapyllIeHMeM YIIeBOFHOro 0OMeHa yacToTa BbiceBa Pseudomonas aeruginosa, Staphylococ-
cus aureus, Burkholderia cepacia complex He pasnmuamace u cocrasisima 50% HIst KaX[Oro
Bo30ymauTen:. CrnegyeT OTMETUTD BHICOKYIO YAaCTOTY Cpeyt MUKPOOUOIOrNYecKOro Ipoduis
neixarenbHbIx myTeit Burkholderia cepacia complex B rpyiie 60/IbHBIX C CaXapHBIM JY1a0€TOM,
B TO BpeMs Kak foins nHunyposanus Burkholderia cepacia complex B MOCKOBCKOM peroHe
B 2012 ropy cocrasnsna 8,7 % (p<0,05).

J71si TORPOCTKOB OBUTO XapaKTEepHO CHIDKEHME MUHEPAIbHON ITIOTHOCTU KOCTHOM TKaHU
U [O3[IHee BCTYIUIEHMe B IybepTar (1o pesyabraTraM aHanmsa muctopuit 6omesHu 128 pereit
¢ MB B 2005 - 2006 r.). Macco-pocToBOI MHAEKC Y HOAPOCTKOB ¢ MB cocraBun 87+1,6%.
3ajiep>KKa II0/I0BOTO pasBUTUA OTMeYanach y 68% noppocTkos ctapiue 13 net. HopmanpHas
MIIKT (Z<score meHee —1) ycraHoBeHa Yy 47%, y 27% obcnenoBanHbIx geteit MITKT 6b11a B
AmamnasoHe o Z<score - 6onee -1, Ho meree -2,0. Cumxerne MIIKT ycranosneHo y 35 (27%)
meteit (Z<score 6omee -2,0), (IIpy CTaHAAPTU3ALUY 110 POCTY - Y 19%). IIpu aTOM IOAPOCTKM
¢ Z<score 6onee -2,0 cocraBumy 38% (25 4enoBek) B BO3pacTHOI! IPyIIIe OONBHBIX CTapIle
13 stet (66 yenoex) mpotus 10 peteit (16%) B rpynme mo 13 net (62 pebenka). Ilpu oreHke
(akTIIecKOro mUTaHus feuImUT MoTpebneHNns KaabLys C NIIIel OTMedacs y 65% peteit.
3akmioyeHne. B mOpOCTKOBBII IepUOJ, TP MYKOBUCI03€ BO3PACTaeT YMUCIO OOMbHBIX
C XPOHMYECKON TIPaMOTPUILATE/IbHON WMHQEKIell, OTMEYaeTCsl YBEeIMYeHMe YacTOTHI
OC/IOKHEHMII 3a007IeBaHMA U €T0 TKECTH, YTO TPeOyeT NOMOMTHUTETbHBIX AMATHOCTUYECKIX
VICC/IE[OBAHMIL, PACLIMPEHVsI KPyra Bpadeil — CIIEI[MaJiCTOB PV OKA3aHWUM MERMIIHCKO
IIOMOIIM HOJPOCTKAM, a TaK >Xe paclypeHus O6asuUCHON Tepammum ¥ paspaboTKu
IpodUIaKTUYECKIX MEePOIPUATHI IO MPOPUIAKTIKE OC/IOKHEHMIL.
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OCOBEHHOCTY HAPYIIEHUW YITIEBOJTHOTO OBMEHA V TETEN

C MYKOBUCIOUIO30M

Konpgpatbesa E.J1.', Kanpanos H.J1.!, Cembikun C.10.% llepman B.]JI.! , KpacoBckmii C.A.?
1 - Hayuno-knunuueckuti omoen myxosucyuoosa PI'bY MIHL] PAMH, Mockea, Poccust
2 - ®I'BY Poccutickas Jemckas Knunuueckas bonvruya Munsopascoupassumus PO,
Mocxksa, Poccus

3 - ©I'Y HUM Ilynomononozuu PMBA Poccuu, Mockesa, Poccus

AxryanbpHoCTb. HapyleHus yrieBogHOro o6MeHa y ieTeit ¥ MOAPOCTKOB € MyKOBUCLIUIO30M
(MB) BcTpeuaetcst ot 5% 0 12,6%, 3HAYMTENBHO BO3pacTas B MOAPOCTKOBBI mepuop. C
BO3PACTOM YJIC/IO MAI[IEHTOB C HapYIIeHeM YI/IeBOJHOT0 0OMeHa 3HaYMTe/TbHO ITOBBIIIAETCS
(Management of Cystic Fibrosis Diabetes Mellitus, 2004) zo 24-50% . PacipocTpaHeHHOCTD
HapyIIeHWiT YI/IEBOFHOrO 0OMeHa B POCCUIICKON OMY/ISILNY He N3yYeHa.

Ilenbro McCIeROBaHMA SIBIUIOCH M3YYEHNME YaCTOTBI U XaPAKTEPUCTUKY CaXapHOro puabera
(CH) n Hapyumenysa Tecta TonepaHTHOCTM K yrmeBopgam (HTTT) mpu mykoBucumpose Ha
npumepe momymsanyy MockBel 1 MOCKOBCKOJ 06/1acTyt 1O JAaHHBIM MOCKOBCKOTO LieHTpa
MYKOBMCL[103a U JAHHBIM IefiuaTpuyuecKoro otaenenns Poccuitckoii Jetckoit Kmmanueckoit
Boneuunst (PIIKB) 3a 2010 rop.

Marepuansl u MeTopbl. [IpoBesieH aHanu3 499 ucropuit 601e3HN MAlVEHTOB, MOTYYaBIINX
neyeryie B PIIKB B 2010 ropy mMx pasaM4HbIX pernoHOB PO u aMOyn1aTOpHBIX KapT HeTei
MocxkoBckoit obmacty 107 yenoBek 1 . MockBsl -189 wenosek. [leTy, momydaBiine nedeHne B
PIIKB B 2010 rofy pasmemiInch IO IPyIIaM CIeAyoluM o6pa3om: 1o 3-X /et - 84 pebeHka,
c4 107 - 93 60nbHBIX, ¢ 8 0 14 neT — 229 perelt , ¢ 15 o 18 net - 93 mogpocTka. B peructp
60mpHBIX MB MockoBckoro perroHa (2010 r) BOIIIN C/Iefyolye BO3pacTHbIE TPYIIIBL: [0 1
roga- 26 60/mbHBIX, ¢ 1 10 3 71eT - 61 pebeHOK, ¢ 8 mo 10 net — 35 mereit, ¢ 11 et go 14 — 38
metelt, mogpocTkoB (15-18 net) — 42 yenoBeka m 99 B3pocibiX. BompHble HabOMIO[AMICDH B
MOCKOBCKOM IIeHTpe MYKOBUCIIMT03a Ha 6ase JleTCKOI TOPOICKOI KIMHIYECKO OObHUIIbI
uM H. ®@. Ounarosa, B Poccuiickoi derckoit Knuunueckoi bonpuue (PIKB) n ®TI'Y HUN
ITynemononorun ®MBA Poccym.  O6cnefoBaHue YIeBOZHOrO OOMeHa IMPOBOAWIN IIO
[TOKa3aHMsIM U BceM AeTsiM nocie 12 mer (Management of Cystic Fibrosis Diabetes Mellitus,
2004) cormacHo pekomeHpganysim BO3.

Pesynbrarpl. B MockoBckoil momynAnum feteit m noppoctkoB ¢ MB B 2010 ropy
YacTOTa HapyLIeHMIl YIIeBOGHOro obMeHa cocraBwia 3,3%, mpu atom wactora CI 2%
(nHCYMMHOMOTpEOHDII caxapHbIi inabet — 1,4%). HapyiieHne yrineBogHOro 06MeHa BbIABICHO
y 5,1% (29 mereit), nonyuasumx nedenue B PIKB, mpu atom yacrora CJI coctaBuna 2,8% (14
HeTert), TPy 9TOM MHCYINHOIIOTPEeOHBIIT CaxapHbIii AyabeT nmen Mecto y 2,2% nereit, a HTTT
- 3% (15 mereit). Yale HapylleHNA YITIEBOJHOTO 0OMeHa OTMeYaIuch y MOAPOCTKOB 86% (25
4es1oBeK 13 29 moppocTKoB). leBoukn cocTaBmnm 83% n mpeobnamany Hag Manbankamu (17%).
Bce metn (100%) nmenu myTanuio F508del, mpu sToM B 30% B TOMOSUTOTHOM COCTOSTHUML.
B MockoBckoit momy/sinyy OONbHBIX [JaHHAs MyTanys B TOMOSUIOTHOM COCTOSTHUM
3apeructpuposanay 32% peteit 1o 14 net n'y 26% moppoctkos. To ecTb Bce ocTanbHble (70%)
JieTeil C HapylleHJeM YITIeBOJHOTO 0OMeHa sABJIAIOTCS reTeposuroraMu B otHourennu F508del
U pa3BUTHE IuabeTa y HUX OIpefe/AeTCs BIUAHIEM APYTUX My TaIVIL.

BeisiBlIeHBI 0COOEHHOCTH KIMHIYIECKOIT KapTUHBI MB y 60/1bHBIX ¢ HapyIeHMEM YITIEBOJHOTO
obMeHa. [lepunnt Maccel Tema oTMedeH y 60% gmertell, 3amepkka pocta - y 40%. Ilpn
nccnefoBanuy GyHkuym BHeurHero abixaHus O®PB1 Hike 50% sapermcrpupoBat y 30%
meTelt (Bce meTV MoTyvanu MHCYINH Ha dpoHe CJI), Bbire 90% - y 2% meTeil, y OCTanbHBIX 68%
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HanueHToB ObUT B mpepenax 50 -90%. LIuppos neyeny umen Mecto y 45% gereit npotus 5,2%
B MOCKOBCKOI1 nomyysinmyu 60mpHbIx MB. CrcteMHbIe ITIOKOKOPTUKOUAD! (J/INTENBHO WM
BpeMeHHO) nony4anmu 30% feTeil ¢ HapylLIeHVeM yITIeBOJHOTO OOMeHa.

B 90% cmy4aeB B MOKpOTe BBIABIANM acCOUMauyuyu 2-4 MMKPOOPTaHM3MOB, YacTOTa
BbiceBa Pseudomonas aeruginosa, Staphylococcus aureus, Burkholderia cepacia com-
plex He pasmmuamace m cocraiasma 50% mas Kaxporo Bosobypurens. CrenyeT OTMETHUTH
BBICOKYI0O ~YaCTOTy Cpef¥l MMKPOOMONOTMYECKOrO0 IpOQuIA  AbIXaTelbHBIX  IyTell
Burkholderia cepacia complex (50%) B rpyIme OONBHBIX C CaXapHBIM A1abETOM, B TO BpeMs,
Kak pons mHuumpoBanmsa Burkholderiacepacia complex B MockoBckoMm pernone B 2010
ropy cocrasmsma 8,7 % (p<0,05), mo [AHHBIM eBPOIENICKMX PerncrpoB - 3-7%. Yacrora
Pseudomonas aeruginosa B MOHOKY/IBTYpe WIN B codeTaHmu ¢ Staphylococcu saureiis B MOCKOBCKOIL
nomysinyy B 2010 rogy cocraBmia 27,8%, a B rpymie maryeHToB ¢ CJJ -50% (p<0,05).
InmuxemMys HaTOIAK HAXOMIACH B TIpefenax 4,1 — 7,9 MMonb/ 11, 4epes 2 yaca 1ocjie efibl In B
XOJle CTaHJAPTHOTO IMI0K030 — ToepanTHoro Tecta (CI'TT) - 6,3-24,4 mmons/n. HbAlc 6611
BbIIIIe 7% - y 25% feTelt (MakcuManbHoe 3HadeHne 10,5%), B 75% cy4yaeB OH He IpeBbIIIa 7 %.
Wucynuu nonyyamu 11 nogpoctkos ¢ ClI B Busie JIaHTyca (MHCY/INH ITIApIVH - 6 TALIUEHTOB),
JleBemmpa Ilendmmna (1 6ompHOI), kombuHanuy JlaHTyca ¢ HoBoPammpom Ilendumiom
(nHCYMMH actapt) myn XyManoroM (MHCYIVH IM3IPo) - 3 denoBeka. O61as cyToyHas fo3a
konebanace ot 4 EJI no 48 EJI. ITpu aToM 8 malMeHTOB MONTyYaay CYTOYHYIO 03y MeHee
0,5 Ell/xr, 1 pebenok 0, 7 Ex/xr u 2 mogpoctka 6onee 1 EJl/xr maccsl Tena. [lorpebHOCTD B
MHCY/IVHE TOBbIIIaNach Ha GoHe 06ocTpeHMs 6POHXO-JIETOYHOTO Ipoliecca u Yy 30% meTelt
Ha (OHe TOPMOHA/IBHOI TePANNy IIIOKOKOPTUKOMAAMIL M MMeTa 00paTuMblii xapakrep. Bee
[eT MOTyvaau 3aMeCTUTENbHYIO TePaIliio TaHKpeaTNndecKuMy pepMeHTaMu, mpu sToM 30%
fieTeil IPUMEHAIM MUHUMUKpocephbl MaHKpeaTndecKux ¢pepMeHTOB B fo3e 6omee 10 000
EJI/xr Macchl Tena B CYyTKU.

3akmouenne. TakyuMm ob6pasom, ompemeneHa vactotra CJ] ¥ HapylleHMit YITeBOZHOTO
ob6MeHa B MOCKOBCKOIl TomynAnuyu 60mbHbIX MB. YcTaHOBIEHO, Y4TO B IMOAPOCTKOBOM
BO3pacTe, y [ieBodeK, BbiceBe Pseudomonas aeruginosa, Burkholderia cepacia complex n3
MOKPOTBI, IpM 060CTpeHN OPOHXOIETOYHOTO Mpoliecca U IpyeMe ITIKOKOPTUKOCTEPOUIOB
HApYLIEHWs YITIEBOGHOTO OOMEHa OTMEYaloTCs 9allje, 4YTO C/IeAyeT Y4NUTBIBATh IIPK
JledeHnu 1 gucnancepusanyy peteir. Hasnayenne nucynuHa npu CII 'y 6onbpHbIXx MB HOCKT
nu¢epeHIPOBAHHBII XapaKTep.

YACTOTA M XAPAKTEPUMCTUKA HEB/JIATOIIPMATHBIX IIOBOYHBIX
PEAKITUI HA AHTUBAKTEPUAJIbHBIE CPE[ICTBA Y IETEN C
MYKOBHMCII1TO30M

E.M.Kougpateena', M.H. Kocteinea*?’, C.10. Cempikun?®, C.C. IlocTHUKOB>?,
Boponkosa E.}0.}, JI.B. ABakan’?, [I.A. Makaposa®

1 - HKO myxosucyudosa ®I'BY MI'HI] PAMH, Mockea, Poccus

2 - Kagpeopa rnunuueckoti ¢apmaxonoeuu I'BOY BIIO Poccuiickozo HAUUOHANbHO20
uccnedosamenvckozo meduyumckozo ynusepcumema um. H. M. Iupozosa Munsopasa Poccuu
3 - ®I'BY Poccuiickas demckas KnuHuueckas 6onvHuya Munsopasa P®, Mockea, Poccust

AxtyanpHocTh. Hecmorps Ha O6ofblune ycIexm B CO3LAHMM BBICOKOI(h(EKTUBHBIX
aHTUOAKTePUA/IbHBIX IIPeNapaToB, JTeYeHHe TKEeNbIX (GopM OaKTepuanbHBIX MHQeKILuiL,
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0C06EHHO C TPYFHOIOCTYIIHOI [/IA JIeKapCTBa JTOKaIMu3alyelt mporecca, 1o CUX IOp OCcTaeTcs
OJ{HOVI M3 CJIOKHBIX IIPO67IeM Tede Hus MH( eKIVIOHHOM TAaTOIOI MM JIETKMX I[PV MYKOBUCIII03€.
Janeko He Bce aHTMOaKTepMalbHble IpeHapaTbl YAOBIETBOPSIOT HEOOXOAVIMBIM /I
mepmarpuy TpeOOBaHMAM - HUSKOJM TOKCMYHOCTM M XOpouleil mepeHocuMmoctu. Iloatomy
HeOOXOfYIMBI [leTa/IbHOe WU3y4YeHMe ¥ IOApOoOHas MHQOpPMALMA O TOKCUMKOTOTMYECKMX
CBOJICTBaX TaKUX IIperaparoB, aHA/IM3 YaCTOTBbI ¥ XapaKTepa BO3MOXKHBIX HeXKe/TaTe/lTbHbIX
peaxkumi.

Ilenbro MccnemoOBaHMA SIBUIOCH M3y4eHMe YAaCTOTHI ¥ BMAA HEONArOIPVSATHBIX IOOO0YHBIX
peakuMsx IpM HasHaYeHUM AaHTUOAKTepUanbHON Tepammy HAeTIM UM MHOJPOCTKAM C
MYKOBUCIYIJO30M Ha OCHOBE M3y4eHIsI aHaMHe3a U aHHBIX VICTOPUIT 6OIesHL.
Marepuains u MeTogsl. [IpoBenen ananus 499 ucropuii 60me3un nanyeHTos (206 MaTbIMKOB
u 293 peBoukm) OT 3 MecsineB po 17 jer, momydaBumx jedenne B PIIKB n3 pasmmaHbix
pernonos P® B 2012 ropy. [letn paspenmnnch IO TPyIIaM CAEYIOLIIM obpasom: 10 3-x
net - 84 pebeHka, ¢ 4 5o 7 - 93 6onbHBIX, ¢ 8 g0 14 et - 229 pmeteit , ¢ 15 go 18 ner - 93
MOJPOCTKA.

Pesynprarpr. Yactora HIIP Ha aHTMOaKTepMaabHYIO Tepammio Cpefyu HAeTell M3ydaeMoil
TPYIIIBI COCTaBUNIA 74 ciydas y 64 6onbHbIX (12,8 %) Ha 499 peteit. Ilpu atom B 31 crydae
peaxuuy BO3HUK/IN y 25 nanmeHToB (5%) B 2012 roxy, y 39 60/1bHBIX OTMeYa/IICh B aHAMHE3e
(mo 2012 ropa). YacroTa HIIP yBenuumBamach ¢ BO3pacToM 1 cocTaBuia 3,6% (3 dermoBeka)
B rpymrte go 3 net, 10,8% (10 manmenTtoB) B rpymime oT 3 5o 8 meT. Y HOZPOCTKOB 4acTOTa
HIIP Bospactana go 19,4% (18 mereit). JeBouku cocTaBunm 66% (42 demoBeka) oT 061iero
kommyectBa nanyentos ¢ HITP Ha anTmbakTepnanpHble mpenaparsl. OgHaKo cpeny obieit
TPYIIIBI IeBOYeK peaKlny BO3HUKanu y 14,3% neBovek, a cpeny oOIIell TPYIIIB MaTb4MKOB
-y 10,7%.

HIIPy 64 pereit, umesiunx HIIP B anaMHe3e 1 pasBuBIINECs BO BpeMsA rocnuTanmusanum s 2012
TOfy, PErMCTPYPOBAIIICH B BUJie IIOPAXKEHNS KOXKI I ee IIPOM3BOAHBIX — 6 manyeHToB (9,2%),
nopaxkeHns xenygouHo-kuureyHoro tpakra (KKT) y 10 6ompHbIX (15,3%), paccTpoiicTs
IBIXaTe/IbHOI CHCTeMBl — 7 4emoBek (12%), mopakeHms KpoBu (TpoMOOLMTONEHMYECKast
nypmypa) y 1 pebeHka, Tokcumdeckue 3¢ deKTsl B Bujie JT€KapCTBEHHON IUXOPAfiKM — y
3 pmereit (4,7 %), HapyllleHUs1 B MeCTe BBefeHMs IIpelapara MMenyu MecTo y 10 60mbHBIX
(15,6%), HapymeHue GyHKIVM HEPBHOI CUCTeMBI y 6 denoBek (9,2%).

ITony4yeHHbIe pe3ynbTaThl 0OYCIOBIEHBI TEM, YTO C BO3PACTOM YBEINYMBAETCS KOMNYECTBO
KyPCOB M IINTENbHOCTb aHTUOAKTEPUaIbHO TePAIMM IPY BO3PACTAHUY YUC/Ia 000CTpeHNI
OPOHXO/IETOYHOTO IIPOL[ECCa M YACTOTHI XPOHMYECKOro MHGMUMpoBaHus. HacToTa HopakeHns
KOXU, TOKCHYeCKUX 9(QeKTOB, pacCTPOICTB CO CTOPOHBI MABIXATENbHOIN CHUCTEMBI IIO
BO3PACTHBIM I'PYIIIaM ITPAKTUYECKN He pasmrdanack. [Topaxenne JKKT, Hapymenns B MecTe
BBeJIeHIIA ITpeTapaTa, HapylleHye GYHKIMU HepBHOI CUCTEeMBI BO3PACTa/IN K TOIPOCTKOBOMY
TIepUOTY.

3akmoueHne. YKa3aHus Ha HeOMaronpusTHble TOOOYHBIE peaKkluNy Ha aHTUOAKTepUaTbHbIe
CpenCTBa OTMeYaloTCsi B aHaMHese Y 12,8 % 60/bHBIX ¢ MyKOBJCLIMO30M, Yallle y IIOAPOCTKOB,
npeo6mnagaroT HITP B Buje mopaXkeHNs KOXMI, )KeMyJOYHO — KUIIEYHOTO TPAKTa, AbIXaTe/IbHOII
VI HEPBHO CYICTEMBI.
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HEBJTATOITPVIATHBIE TIOBOYHBIE PEAKIIVM ITPVI AHTUBAKTEPUAIBHON
TEPATIMM YV JETEN C MYKOBUCIINTO30M

M.H. KocteireBa?, C.I0. Cembikun®, C.C. IloctHukos"?, E.JI.KongpaTtseBa?,

JI.B. ABaksau®?, [I.A. Makaposa®

1 - Kageopa xnunuueckoii gpapmaxonoeuy I'BOY BIIO Poccuiickozo HAUUOHAIbHOZ0
uccned08amenvcko20 meOunuHckoeo yHusepcumema um. H. Y. ITupoeosa Munsopasa Poccuu
2 - HKO myxosucyudosa ®I'BY MI'HI] PAMH, Mockea, Poccust

3 - ®I'BY Poccuiickas demckas KnuHuueckas 6onvHuya Munsopasa P®, Mockea, Poccust

AKTyanbHOCTb. AHTMOAKTepMaIbHAS TePAIINA IPY MYKOBUCIMIO3€ IMeeT PsL 0COOEHHOCTEI,
CBSI3aHHBIX C XapaKTepoM 3a00/1eBaHsl, B BUfle Ha3HAUeHMsI aHTUOMOTIKOB B MAKCUMaIbHbIX
[03ax Ha JINTENbHBIN CPOK (KypcoM He MeHee 2 Hefelb), KPaTHOCTIO 1 pas B 3 mecsna
[PV XPOHMYECKUX MMKPOOHO-BOCIIAMUTENbHBIX IIpolieccax OPOHXO-IETOYHOI CUCTEMBI C
y4eTOM BMfa MUKPOOHOTO areHTa. ITu 0COOEHHOCTH SABTSIOTCA (PaKTOPOM PUCKA PA3BUTHS
He6/IaronpusATHBIX IIOOGOYHBIX PeaKI[UIL.

Ilenpro MCCIEROBAaHNUS SIBUIOCH M3ydeHMe YAacTOTHI M BMAA HEOIArONpUATHBIX MOOOYHBIX
peakumit Tpy HasHaYeHUM aHTMOAKTEPMANBHON Tepamumyu [eTsAM U TMOHPOCTKaM C
MYKOBMCIJI030M B YCIOBMAX cneluanusuposannoro otaenenusa OI'BY Poccuiickas feTckas
KIMHUYecKas 6onpHuna Munsapasa PO (PIKB) B 2012 ropy.

Marepnanbr u Meroapl. IIpoBesen aHamms 31 wu3BelleHMit O IOJO3peBaEMbIX
He6/TaronpuATHBIX 10604HbIX peakuuAx (HIIP), BOSHUKIINX y TALIMeHTOB C MYKOBYCIIMT030M,
TOCIIUTA/IM3MPOBAHHbIX B cllenuanusupoBaHHoe otaenenne POKD B 2012 r. Ananus HIIP
IIPOBOIM/IM COIJIACHO METOAMYECKUM peKOMEHIAlVAM, BbIIylleHHbIM Poc3ipaBHagsopoM B
2008 r.

Pesynbrarbl. B 31 usBeujeHnu cofep>xanuch cBefeHnsa o 11 aHTuOMoTHKaX, 60/IbIIast 4acTh
(n=17) xacanacp mmpenaparos 13 IPyIIbl TakTaMoB. OMHAKOBO YaCTO PeaKIV/ BO3HUKAIN
Ipy NpuUMeHeHUM LedTasuamMma ¥ MeTpoHmpasona 19,3% (n=6), yyTb pexxe MMMIIEHeMa
16,1% (n=>5) n nedennma 9,7% (n=3), 1o 2 u3BeLIEHNS TOTYIEHO Ha TNHE3O/II], MEPOIIEHEM,
7eBOGIOKCAIMH ¥ KO-TPUMOKCA30JI, MO 1 M3BelleHMI0 Ha BaHKOMUIIVH, MUIMEPAlVUINH\
TazobakTaM 1 TMaM(EeHNKOIA INIVHAT.

HeBouku cocraBuwmm 71% (n=22), manbuuku 29,0% (n=9). Yacrora HIIP yBemnmuusamach
¢ Bo3pacToM 1 cocraBuna 3,2% (n=1) B rpymme 1-3 1; 6,4% (n=2) B rpynme 3-6 ner, 32,2%
(n=10) B rpynme 7-11 neT, MakcuManpHO B rpymme 12-18 ner yacrora cocrasmia 58,1 %
(n=18). B nByx Bo3pacTHbIX rpymnmnax (7-11 net n 12-18 net) HIIP npeo6nafanu y geBodek B
75% cry4aes.

B 4 cnygasx HIIP pasBuBamuch 6osee ogHOro pasa 3a rog. Y 1 IaumeHTKVM peakijuu
pasBUBAINCh TPIWDKABI HA aHTMOAKTepMa/lbHble IIpeHaparbl PasHbIX TPYII, BCe OHU
Kaca/ich HapyIIeHUI, BOSHUKAIOMINX B MeCTe BBEMIEHMA U PasBUBAIUCh BO BpeMs OJHOI
FOCIUTANN3ALNN. YCTAaHOB/IEHO, YTO Yy TpeX MAlMeHTOK peaKklMM pasBUBANUCH JBAKIbI B
TedeHue 1 rofa, HO B pa3Hble TOCINTAIM3ALNIL M 3aTParuBaIy pa3Hble OPTaHbl M CUCTEMBL.

B 6 cny4aax HIIP Hocula momucucTEMHBIN XapaKTep, OXBaTbIBasd OGHOMOMEHTHO OT 2-X IO
3-X cucteM.

Hapymenus B MecTe BBefileHMA (0ONIe3HEHHOCTD, JOKEHMe, TUIIepeMUsA IO XORY BEHBI) 1
nopaxkeHyst Koxu (celmb, 3yA) cocrtaBwin mo 32,2% (n=10); B 25,8% (n=8)-mopaxenne
JKETyJOYHO-KUIIEYHOTO TpaKTa (TOLIHOTA, pBOTa, Auapes), B 19,3% (n=6) cnyuyasax 6bra
3aTPOHYTA [ibIXaTeNbHasl cucTeMa (yCUIeHMe Kalyls, OfbILIKA); TeKapCTBEHHAs! TMXOPALIKa,
Hopa)keHe HepBHOI CUCTeMBI (TOTIOBHAs 60J1b, TOTIOBOKpYXKeHMe) 0 6,4% (n=2), HopakxeHne
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KpoBYU (TpoMboLuTONeHNYecKas mypuypa)-3,2% (n=1).

Cpenn  ¢dakTopoB pucka, Impexpge Bcero, obpamaer BHUMaHME OTATOLEHHBII
aJUIeproyIoTMYecKuil aHaMHes: B 61,3% ciayuaeB (n=19) B u3BelleHMAX ObUIM YKasaHUA
Ha HEIEPEeHOCHMMOCTH JIEKAPCTB B HPOLUIOM, B 9,7% (n=3) oTMevanach JeKapCTBEHHAs U
nuieBas amaeprun, B 3,2% (n=1) monmuBaneHTHas (IeKapCTBeHHas, MUIeBast, IOINHO3).
40,0% (n=4) usBelenmni1, Kacalluxcg gerei 7-11 net umenu YKa3aHue Ha JIEKAPCTBEHHYIO
annepruio u B 72,2% (n=13) u3BeleHMIt, KaCAIOUINXCS TOAPOCTKOB.

3akmouenne. Cpefyi IpyIIIbl aHTHOaKTepuaIbHBIX IIpenapaTos daie Bcero HIIP BbisbiBasm
HpernapaThl U3 IPYNIBl jTaKTaMoB. Hanbosee 4acThIMM IPOABIEHNAMY HellepeHOCUMOCTH
OBV KOKHBIE PeaKIMyl ¥ HapYLIeHs, BO3HUKIINE B MeCTe BBefeHIst. Bexyinm dakropom
pUCKa, KpoMe caMOro 3a0o0/ieBaHMsl SAB/SETCS OTATOLIEHHBIN — a/lIeprOJIOTMYeCKMil
anamHes. OTMeyaercsa HapacraHme yactorel HIIP oT mmajiero mKonpHOTO BO3pacTa K
HOJPOCTKOBOMY.

LGN ]

9OOPEKTMBHOCTDb BHYTPMBEHHOTI'O ITPUMEHEHWA A3TPEOHAMA
B MOHOTEPAIIVY TP OBOCTPEHUY THOVHO-OBCTPYKTUBHOTO
BPOHXMUTA Y B3POC/IBIX BOJTbHBIX MYKOBICHIO30M.
Kpacosckmii C.A., Amenuna E.JI.

oIy HUM Ilynomononozuu ®PMBA Poccuu, Mocksa, Poccus

A3TpeoHaM OTHOCUTCSI K OeTa-TaKTaMHBIM aQHTUOMOTMKAM, SIB/ISACH €NVHCTBEHHBIM
[IpefiCTaBUTeNIEM IIOATPYNIBl MOHOOakTamoB. bBakrepuiupsent 3¢¢exkr mpemapara
TOCTUTaeTCs 3a CUeT BIMAHUA Ha KJIIETOYHYIO CTEHKY 6aKkTepuit. B MHCTpyKIuM K Ipenapary
3asBeHa addexTrBHOCTD MpoTuB P.aeruginosa, 0CHOBHOrO IIaToreHa OPOHXMAIBHOTO fiepeBa
Y B3pOC/IBIX 60/IBHBIX MyKOoBHCIVT030M (MB).

Ilesp0  KPaTKOCPOYHOTO, HEPAHAOMMSMPOBAHHOIO, HECPABHUTENIBHOTO IIPOCIEKTUBHOIO
uccnenoBanna MASS ( Monotherapy Aztreonam Stas Study) siBumach olieHka 3¢ HeKTUBHOCTI
BHYTPMBEHHOTO BBEJEHNs a3TPeOHaMa B MOHOTepalyMy B KYIMPOBAHMU OOOCTpEHMs
OPOHXOJIErOYHOTO0 IpOlecca y B3pOCIbIX 60/IbHBIX MB.

B uccnepoBanme BKIIOYEHO 5 B3pOCHBIX ManyueHToB ¢ MB. Kpurepum BxmodyeHus B
UcCIeioBaHye ObUIM CIeHYIOMMMN: COITlacue OONBPHOTO Y4acTBOBaTb B VCCIENOBaHMUU,
XpoHMYecKoe HMH(QUIMPOBaHME [BIXaTeNIbHBIX IyTeil Paeruginosa B COOTBETCTBUM C
KpurepuaMmuIieHTpaMBr.JInzc, kKapTHHA060CTPeHNAXPOHIYECKOTOTHOIHO-00CTPYKTUBHOTO
Oponxnra (HapacTaHMe VMHTEHCMBHOCTM KAlUIs ¥ OABILIKY, YBeludeHne obbeMa THOIHOI
MOKPOTBI ¥/ VIV TOBBIIIEHVE TeMIIEPATyPHl TeNla) M OTCYTCTBYE aHAMHECTUYECKUX JAHHBIX O
HeIepeHOCUMOCTY OeTa-TaAKTaMHBIX aHTUOMOTIKOB.

OpraHm3aiys UCCIefoBaHNA BKIIOUNIA B cebs OLIeHKY J0 HepBoit MHQY3UU aHTUOMOTHKA 1
B IIOCTIEAHMII [IeHb TepaIiy CIIeRYIOIX oKasaTeseit: ypoBHs C-peakrtusHoro 6enka (CPB)
CBIBOPOTKM KPOBMU, OABILIKY 11O IKae MRC, ypoBHA HachIIIeHNA TeMOITIOOMHA KUCTOPOJIOM.
Tarxoke mpoBOAMIACH CIUpOMeTpMs, e oleHmBamuch nokasatremn OIKEJI, OOBI, u
IICB. BakTepunonorn4eckmii aHaau3 MOKPOTBI OCYLIECTB/IA/ICA C IIOMOIIbI0 CTaHNAPTHBIX
MUKPOOMOIOrMYeCKIX METONOB, OLIeHIBA/IACh IVIOTHOCTh 0O6CEMEHEH VST MOKPOTBI U BUOBasI
NPUHAMIIOKHOCTb BBIfleNiAeMbIX INTaMMOB. Jccmenyemsbnit mpemapar — A3TPEABOJT (
¢upma npoussoanrtens ABOJImen, Poccust) mpuMeHsICS B COOTBETCTBUY C MHCTPYKIIMeE
HpousBOgUTENs B fo3e 7,5 - 9T/CyTKM B Tpy BBefeHUs B MoHoTepammu. Kakoe-mn6o
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u3MeHeHMe 6a3UCHOI Tepanny, yCuaeHye POTUBOBOCIIATUTETbHOTO, 6POHXOMUTUYECKOTO 1
OTXapKMBAIOLIETo JIeYeHMsI He IOIYCKaIoCh. [IIMTeTbHOCTD Tepanuy cocTaBuia 13-14 gHeit.
Pe3ynbTaThl IpefcTaBAeHbl B Tabmuie. Y TPOMX MAalMeHTOB HOCTUTHYT HPUPOCT IO
TI0OKA3aTeIAM CIIMIPOMETPUN Y HACBIIIEHNA I‘eMOI‘II06I/[Ha KICIOPOAOM, CHIDKEHVE YPOBHA
CPB, u yMeHbllleH/e WIM He M3MeHeHUe TsDKeCTM OfBIIKM (maumeHTHI Ne 2,4,5), cpemu
HJIX TOJIBKO y IanueHTOB Ne 2 u Ne 4 mpupocCT IoKasareneil ClMpoOMeTPUM COCTaBua 5% u
6omnee. Y 6ompHOro Ne 3 HecMoTps Ha Hekotopoe yBenudenue OOB1 u OIKEJI, cHusuaach
IICB u Hapoc/ia BOCHa/IUTeNbHAas peakuus KpoBU. Y BceX OONBHBIX He OBLIO JOCTUTHYTO
MMKpOOuonorndeckoro sddexra, 3aKkIIOYaONErocss B 9pajuKaluy IATOTEHOB WM
YMEHbIIECHNN CTEIIEHN VX KOJIOHM3al .

3akmouenne. IIpoBefileHHOe MCCIefOBaHNe Ha HeOONMBIION TPyIIle B3POC/IbIX IOKA3aao y
pAfa HalMeHTOB JOCTaTOYHYI0 9()(eKTMBHOCTD BHY TPUBEHHOTO IIPYMEHEHN S MOHOTEpaIum
asTpeoHaMa B KYIMpPOBaHMHU 060CTpeHNs1 OPOHXOMIETOYHOTO MpoLiecca Py MYKOBICIIMIO3€E.
OpnHako, He6OMbIIIOE YMC/I0 YIaCTHIKOB TMMUTIPOBAIO afIeKBAaTHbI CTATUCTIYeCKIIT aHAINS,
4TO TpebyeT faIbHeliIero u3ydeHus appeKTuBHOCTI a3TpeoHaMa Kak B MOHOTEPAIINM, TaK
” B COCTaBE KOM6I/IHI/Ip0BaHHOI‘O JICYCHUA.

Tabnuya
ITameHTHI Nel-II.1. Ne2-B.II. Ne3-H.b. Ne4-J1.11. Ne5-J1.B.
Bospact, 22,4 19,8 25,5 21,8 44,7
rOfibI
VIMT, kr/m2 18,0 16,8 22,1 19,1 20,3
F508del/
F508del/ F508del/ F508del/
Tenetuxa F508del/--- 3849
R334W CFTRdele2,3 +10kbCST S1159P
Cyrounas
no3a 127 mr/kr 173 mr/xr 180 mr/kr 147 mr/xr 145 mr/xr
asTpeoHaMa
OIKEJI 2,81 n 2,051 2,73 11 3,64 n 3,79n
MCXOJHO (48 %) (38 %) (70 %) (63 %) (92 %)
2,5n 2,49 n 2,98 n 4,36 n 3,96 n
OJKEJI nocne (43 %) (46 %) (76 %) (76 %) (96 %)
ODB1 1,331 0,83 n 1,74n 2,14 n 2,16 n
MCXOHO (27 %) (18 %) (52 %) (45 %) (66 %)
O®B1 mocre 1,14 n 1,04 n 1,821 2,38 11 2,22n
(24 %) (23 %) (54 %) (50 %) (67 %)
I1CB 7,39 n/c 2,71 n/c 4,92 n/c 3,95 n/c 4,71n/c
MCXOHO (71%) (28%) (70 %) (38 %) (63 %)
6,87 n/c 4,0 1/c 4.8 n/c 497n/c 50n
TICB mocre (65 %) (42 %) (68 %) (48%) (67 %)
CPBb ucxogHo 16 mr/n < 5mr/n 8 15 19
CPb niocrne 20 mr/n < 5wmr/n 24 <5 <5
SpO2 92% 85% 94 93 96
MCXOIHO
SpO2 nocne 88% 92% 95 95 97
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OgppIika
mo MRC 2 3 1 2 1
MCXOIHO
Oppilika 10
MRC nocne 2 ! ! ! !
P.aeruginosa Paeruginosa
IMoces Paeruginosa 1107, P.aeruginosa . ' g7
; . . 8 P.aeruginosa 1107,
MOKPOTBI 107, Candida | Paeruginosa 10%, 7 .
s ; p 10 P.aeruginosa
JICXO[HO krusei 10 I 107, S.aureus | S.aureus 10 S
" 1110
10
P.aeruginosa I
. 107, Paeru- . P.aeruginosa
Iloces P.aeruginosa . p P.aeruginosa . 5
S . ginosa IT 10, > Paeruginosa | 10°, St. malto-
MOKPOTBI 107, Candida . 107, . i 1ns
Krusei 10° S.aureus 107, S.aureus 10° 10 philia 10
fioce Kypea Candida albi- ’
cans 10*
o000 00

OIIBIT ITIPMMEHEHW ITPEITAPATOB XTTOPAM®EHVMKOJIA I TUAMOEHNKOJIA
ITINMIIVHATA AIETVTUINVICTEMMTHATA y B3POCJIBIX bOJIbHBIX
MYKOBUCHIO30M.

Kpacosckumii C.A.

OI'Y HUM Ilynomononozuu ®PMBA Poccuu, Mocksa, Poccus

Iens wmccnemoBaHUA: OLEHUTb 35GQEeKTUBHOCTD X/IOpaMpeHNKona M TUaMQeHNKoIa
IJMLVHATA  AUEeTWINVMCTEMHATa Ipu  00O0CTpeHUy OPOHXONErOYHOro Ipolecca y
B3POCHBIX OOMBHBIX ~ MyKoBMcHMAO30M (MB), MHOUUIMPOBaHHBIX TI'PaMOTPULATENTbHOIN
HeIICEeBJOMOHALHOM MH(DEKIIMerL.

Marepuanbl ¥ METOJBI:

1. mpoBefeHaHAMM3KYPCOBIIEPOPATbHONAHTNOAKTEPUATBHOV TEPANINI XTIOPAaM(EHNKOIOM,
KOTOpBIe OBbUIM IpOBeneHs! 15 60mpHbIM ( 13 manmeHTaM — OFHOKPATHO, U 2 MaljyieHTaM
- IBYKPAaTHO), B o3e 2r/cyTku ( y 12 60/IbHBIX — MOHOTepaIINs, y 3 — KOMOMHMPOBaHHAs
aHTHbOaKTepuanbHas Tepanus). Kypcel mpopgomxanics 7-18Heit.

2. TpoOBefieH aHaIM3 KypCOB BHYTPMMBbILIEUHON aHTMOAKTEPMa/NbHON  Tepammu
THaM(EHNKO/IOM IJIMLIMHATOM aleTUILICTeMHATOM, KOTOpble OBUIM HpOBEHEeHBl 6
60mbHBIM ( 3 manMeHTaM — OZHOKPATHO, M 3 TAIjMeHTaM — TPIDKABL), B gose 1-2 1/
CYTKM. 5 OOJBHBIM HPOBOAWIACH MOHOTEpAINMs M Yy OFHOTO — KOMOMHMPOBaHHas
aHTMOaKTepyanpHas Tepanus. JIuTebHOCTh KypcoB cocTaBmaa 5 -12 nHeit.

XnopaMmbeHUKoN 1 TMaM(peHNKoIa IIMIMHAT aleTIIIMCTEVHAT Ha3HAYaINCh TOJBKO IIPU

Ha/IMYUM 9yBCTBUTENBHOCTH K X/IOpaM(eHMKOITY B IIOCeBe MOKPOTHI. BOIBIIMHCTBO 60MBHBIX

6110 nauumposano Burkholderia cepacia, menbiuee uncio — Achromobacter sp. u Tonbko

OfiMH mareHT — Stenotrophomonas maltophilia.

PesynpTarhl: UTOr0 6bIIO IPOBENEHO 17 KypCcoBXIOpaMQpeHIKOIOM, 3 HUX TOIBKO B 2X CTy4Yasax

ObII ZOCTUTHYT KOCTATOYHBIN KIMHIIECKMIT 3 PeKT: HOpMaTM30BaIaiCch TEMIIEpaTypa Tena,

YMEHBIIVIUCh NIPOSIBJIEHNS THOMHO-00CTPYKTUBHOTO OPOHXNUTA, CHUSUIACH BBIPAXKEHHOCTD

IBIXaTe/IbHOI HEZOCTATOYHOCTY, YAYYIIWINCh IIOKa3aTenu CIMpoMeTpun, B 4x — addexT

OT JIe4eHMsI OKa3ajCsl COMHUTENbHBIM, T.e. HapsAAy ¢ HOpMa/lu3alyeil TeMIepaTypbl Tefa,
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COXPaHSIaCh IPEXHSIS MHTEHCUBHOCTD THOMHO-06CTPYKTUBHOTO OPOHXIUTA U BBIPRKEHHOCTD
[BIXaTe/IbHOM HEJOCTATOYHOCTH, B 91 C/IyYasiX HY KIMHWYIECKOTO HY (PYHKI[MOHATBHOTO
addekra OT Tepanuy KOCTUTHYTO He 6bUI0. IIpy mpoBeneHun 12 KypcoB TaM$peHNKOmIOM
IJIMIMHATOM aLeTVILUCTENHATOM B 91 C/Ty4asiX ObII ZOCTUTHYT ZOCTATOYHBII KIVHIYECKII
3¢ dexT, B 3X - OTCYTCTBME OHOTO.

3ak/mroYeHne: OIBIT KIMHWYECKOTO JVCIIONb30BAHMSA XIopaMeHnKona u TruamgeHnKona
DIMLMHATA aleTWINUCTeNHaTa ¥ 00nbHbIX MB MHOMIVMPOBAHHBIX IPaMOTpPULIATENBHOI
HEIICeBJOMOHA/{HOI (IOpOIi He BHEC SICHOCTH B OLEHKY 3(PeKTUBHOCTY FAHHOI TPYIIIIbI
npenaparoB. ORHAKO, JOCTATOYHBIN KIMHIYECKNI 3G QeKT ObIT JOCTUTHYT B OCHOBHOM
y 6ompHbIX, wHOUUMpoBaHHBIX Achromobacter sp. ¥ TONBKO Yy OFHOrO OOMBHOTO C
nndexkiyert Burkholderia cepacia. ¥ 6onpmmHcTBa 601bHBIX MHUIMpoBaHHBIX Burkhold-
eria cepacia addekt OT nedeHMs XIOPaMPEHNKOIOM MM TUAM(EHNKONIOM IIMIIMHATOM
ALeTM/ILNMCTENHATOM TOCTUTHYT He OBUL.

IIIUTEIBHAS DOMAIIHSAA HEMHBA3SUBHAS BEHTWISITU S TETKUX
Y B3POCJIBIX BOJIBHBIX MYKOBUCIIMIO30M C XPOHUYECKOM
TUITEPKAITHNYECKOM OBIXATE/IBHOM HEJOCTATOYHOCTBIO
Kpacosckmit C.A., baiimakanosa I.E., Asgees C.H., Camoiinenko B.A.,
Awmenuna E.JI., YcaueBa M.B., KapueBckas H.A.

QOI'Y HUM Iynemononozuu PMBA Poccuu, Mockea, Poccus

Henn: onpenenuTdb BAMAHME IJINTEIbHON [JOMAIIHE!l HEMHBA3VBHON BEHTVWIALMM JETKUX
(HBJI) Ha BBDKMBAaEeMOCTb B3POCTBIX OONbHBIX MyKoBUcIMZO30M(MB) ¢ xpoHmdeckoit
TUIEPKAITHMYECKOM JbIXaTeIbHOM HEJOCTATOYHOCTBIO.

Matepuan 1 MeTOABI: B PETPOCIEKTUBHOE MCCIENOBAHNE «CTy4Yali-KOHTPO/Ib» BK/IIOYEH 31
607pHOI MB ¢ XpOHIYECKOI! TMIIEPKAITHNYIECKOI ABIXaTeNbHO HeffocTaTouHOCThI0 (PaCO2
> 45 MM pr.cT. ¥ PaO2 < 60 MM pr.cT.). OCHOBHYIO Ipymmy cocTaBumy 18 60mpHbIX (10
MY>K4MH), KOTOPbIM IpOBOAMIAch B TedeHye 2005-2013 r.r. HBJI Ha oMy He MeHee 14 yacoB
B cytkn (pexxum S/T, PCV; IPAP 22,1 + 4,1 cm H20, EPAP 4,3 + 0,6 cm H20). B rpynmy
MCTOPUYECKOro KOHTposst (1997-2005 rr) BkmodeHs! 13 manueHToB (8 My)X4MH), KOTOpbIE
6bUIM Ha JIMTENBHOI KIUCIOPOLOTEpAalMy. BBDKMBAeMOCTh IAL[MEHTOB OLleHMBAnach ¢
nomouibio KpuBoit Karrana-Maiiepa, pasnndns Mexy rpynmamu ¢ momornsio log rank test
Pesynprarbl: XapaKTepuCTHKa TPYII OONBHBIX INpeficTaBleHa B Tabmuue. OCHOBHas 1
KOHTPOJIbHAS TPYIIIbl OOMBHBIX OBUIM COIIOCTABMMBI 110 JEMOrpapuIecKyM IOKa3aTensm,
YPOBHIO T'MIEPKAIlHUM, MUKPOOMONIOIMIECKOMY IIpOGUII0 PeCcIMpaTOpPHOTO TpaKTa U
¢yukuym nerkux. Ha MOMeHT aHanmsa B TpyINIEe MCTOPUYECKOTO KOHTPOJIS YMepIu Bce
TaLMeHTh: IepHUOJl OT Havasla TUIIEPKAITHUA 0 CMepTU cocTasuil 6,4 + 5,1 Mec. B ocHOBHOI!
TpyILIIe yMep/Io 8 4e/loBeK, epyoJ, XpOHMIECKON IMIepKaHum 65U paBeH 5,9 + 5,2 Mec., a
cpeny BBDKMBIINX - 9,1 + 8,3 Mec. [IBOMM IallMeHTaM OCHOBHOII TPYIIIbI ObINa IpOBefieHa
TPAHCIUIAHTALMA JIETKMX. MefuaHa BbDKMBAeMOCTI B OCHOBHOJI TPyIIIe OblIa BBIIIE, YeM B
TpymIe ucropuyeckoro koHTpons [12,0 mec. (95% ON: 7,4-16,6 mec.) mpoTus 6,0 Mec (95%
IIV: 2,6-9,5 Mec.), COOTBETCTBEHHO, log rank test, p=0,033].

BeiBopbl: mimTenpHas jgomamHAAa HBJI mpuBoguT K JOCTOBEPHOMY  YAYYILIEHMIO
BBDKIMBAEMOCTI B3POC/IBIX 60MbHBIX MB ¢ XpOHMYECKOI IMIIEPKATHIYIECKOI JbIXaTeNTbHO
HeJ0CTATOYHOCTDIO 110 CPABHEHMIO C IOMAIIIHE KMCIOPO0TepaIyei.
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Tabnuya
XapakTepucTuKa rpynn nanuesros MB
ITapameTpsl OcHoOBHasi rpyIma Ipynma ucropmyeckoro
n=18 KOHTpO/A n=12 P
Bospacr, net 24,1 +43 23,6 £5,1 0,75
o, M/ 10/8 8/4 0,81
PaCO2, MM pT.cT. 58,3+7,7 57,4+7,9 0,76
UMT, xr/m2 16,2 +2,8 15,0 £ 1,5 0,18
ki ot 37,7 £12,7 349+ 12,9 0,57
AL 203 + 6,4 22,5479 0,41
S.aureus, n 0 1 1,00
P.aeruginosa, n 12 7 0,64
B.cepacia, n 6 5 0,87
o000 0O

BO3PACTHEBIE OCOBEHHOCTM PACIPEJEJIEHVS MYTAITUI
MYKOBUCHNUIO3A CPEIV BOTbHBIX MOCKOBCKOTI'O PETMIOHA.

Kpacosckmit C.A.', Ilerposa H.B.?, CremanoBa A.A.?, Hukonosa B.C.?, Amemnna E.JL.),
Camoiinenko B.A.!, Ycauesa M.B.}, ITonakos A.B.?

1 - @I'Y HUM Ilynemononoauu PMBA Poccuu, Mockea, Poccus

2-TI'Y MI'HI] PAMH, Mockea, Poccus

Ilens: omnpenennTh a/UIeNbHYI0 4acTOTy MyTaumii MykoBucumposa ( MB) cpeay 60mbHBIX
MockBbl ¥ MOCKOBCKOI 06/1aCTH, BBISIBUTh 3aKOHOMEPHOCTY paclpefe/ieHNs MyTalyil B
3aBUCHMOCTH OT BO3pacTa.

YuacTHuku uccnemopanuA: ¢ sAHBapa 2003 roga mo sAHBapb 2013 roga B MOCKOBCKMX
neHtTpax MB mabmiomanmocs 405 6ompHbIx (220 Myx)uumH - 54,3%), KOTOpPBIM OBLIO
[IPOBeeHO reHeTnYecKoe uccnenosanne. Ha MomeHT obceoBanus 47 yMepro, u3 Hux 44
TeHOTUNMPOBAHbL IIOMCK MyTaluil MOfAB/AIIEMY OOMBIINHCTBY OONBHBIX MPOBOAUIOCH
B naboparopusix Mennko-reHetndeckoro Hayunoro Ilentpa PAMH wncnonbsys Habop
I ToMcKa 4acTeix MyTauuit MB. He6onmbinoil fosme manyeHTOB IPOBOAMIOCH HpsMOe
aBTOMaTMYeCKOe CeKBeHNpoBaHue reHa MB.

PesynbraTel. AjtenbHas 4YacTOTa IpefcTaBleHa B nopsanke yoObianus: F508del 52,7%,
CFTRdele2,3(21kb) 9,8%, 3849+10kbC>T 3,1%, 2184insA 2,1%, W1282X 2,2%, 2143delT
2,0%, G542X 1,4%, NI1303K 1,2%, 1677delTA 1,2%, L138ins 1,1%, E92K 1,2%, S1196X
1,0%, R334W 0,7%, S466X 0,5%, 394delTT 0,4%, 3821delT 0,4%, W1282R 0,4%. [IBa>kmbl
oIpefeAnnCh crenyouye Mmytanyn: 604insA, R1162X, 4015delA, G85E, Y569H, ogHOKpaTHO
- K710X, S1159P, 3677insTCAA, G461E, D572N, D579Y, R553X, 2789+5G>A, R117H, 56241,
2183AA>G, Q493R, 3272-16T>A. Vtoro 673 amnens (83,1%) uneHTnduLnpoBaHo, a KOs He
BBISIBJIEHHBIX cOocTaBmia 16,9 %.

Pacnipenenenne MyTanmii B 3aBMCYMOCTY OT BO3pacTa: yactoTa MyTtauuy 3849+10kb C>T'y
metett 1,0 %, y B3pocnbix 6,5 % (p<0,05), mytaunu R334W y pereit 0,4 %, y B3pocnbix 1,9 %
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(p<0,05), E92K y pereit 0,4 %, y B3pocnbix 2,6% ( p<0,05). CyMMapHas a/leNbHas 4acToTa
«MATKVX» MYTaLuil y feTeit coctaBmnia 2,2%, a y B3pOC/IbIX MAIMeHToB - 12,7% (p<0,05).
3akaoyeHme: KaXABIL IIECTOV a/le/lb OCTAe€TCA Hepaclmo3HaHHBIM. OTMedaeTcs
3HAYNTENbHOE IIPEBAIMPOBAHME «MSTKMX» MyTaluil, Takux Kak 3849+10kbC>T, E92K,
R334W cpenu B3pOC/IbIX TALIUEHTOB, YTO, BEPOATHO, 0OYC/IOB/ICHO JTy4IlIell BBDKMBAEMOCTBIO
U TIO3[{HEI [UArHOCTHKOI OOIBHBIX C «MATKMMM» MyTarysiMu. Myrtanym W1282R n S466X
OBV BBIABIEHBI HEOJHOKPATHO B Pe3yJIbTaTe IPSMOT0 CeKBeHMPOBaHMsA reHa Ha HeOO/IbIIO
BBIOOpKE TAIEHTOB, HO a/UlelIbHAsi YacTOTa KCTPAIIONMPOBAaHA HA BCIO OOCIEHOBaHHYIO
BBI6OPKY. TakVM 06pa3oM, MOXKHO ITPEIIONIOKUTD JOCTATOYHO BHICOKYIO TOJTI0 STUX MY TaIVIi
B BbIOOpKe 60/bHBIX 13 Poccuu, uTo popMupyer HeOOXOAMMOCTb BKIIOYEHNS UX B CIHEKTD
PYTMHHO 00CIeyeMbIX My TaIUIL.

MYTAIIVIN I KTACCA TEHA MYKOBUCHNIO3A "1 PMICK PA3BUTIA
CAXAPHOTO IMABETA.

Kpacosckuii C.A.

QOI'Y HUM Iynemononozuu PMBA Poccuu, Mockea, Poccus

CaxapHblit fuabeT — JOCTaTOYHO YaCTOe OCTIOKHEHIIE y B3POCTIBIX OOTIBHBIX MYKOBUCIIU/{O30M
(MB), accolumpoBaHHOe C HaINMYMeM Y IIAIMEHTOB «TsDKeIoro» reHoruma. OpHako,
«TsDKeJIble» TeHOTHUIIBI — JOCTATOYHO TeHeTNYeCK) reTepOreHHas TpPYIIa, 00yClIoBIeHHAs
pasnu4HbIMM BapyaHTamu codeTanuy MyTanuii I-I1I kmacca.

Ienbro 0fHOMOMEHTHOTO MCCIEOBAHNA ABUJICS ITOMCK BO3MOYKHOI B3aMIMOCBSA3M Pa3/IM4HbIX
TeHeTUYeCcKMX KoMOVHanuii MyTanuii rena MB 1 popmupoBaHms caxapHoro anabera.
Marepuansl 1 MeTofbI. Kprtepun BKIIOUeHNS B MICCTIe[OBaHMe: B3pOcibie 6ombHble ¢ MB, y
KOTOPBIX BBLAB/ICHBI B TeHOTHIIE [IBE «TsDKeTIble» MyTaluy. Ha oCHOBaHMM reHOTHIIA BBIJ|e/IeHbI
TPY TPYILIBI MAIMEHTOB: 1 rpynma — 60/bHbIe, HOCUTEMN ABYX MyTaruit I kmacca, 2 rpynma
- NAIMeHTHI C TeHOoTUnoM: MyTtanys I kmacca/ Mmyraumsa He I xmacca, 3 rpymnma - 60JbHbIe,
B T€HOTHUIIE KOTOPbIX HeT MyTauuii I kmacca. Mexxy rpynmnamu nposefieH CpaBHUTETbHBIN
aHa/IM3 YacTOTHI AuabeTa. 3a Mepy pycKa IPMHUMAJIOCh OTHOIIeHNe maHcos (OLID).
Pe3ynbrarbl IpefcTaBleHbl B Tabmmme. 192 manmeHTa COOTBETCTBOBAIN KpUTEpUAM
BKJIIOYEHU:A, B 1 TpymIy BbifieNieHO 18 60MbHBIX, BO 2 — 71 manueHT, B 3 — 103 4emoBeka (
HIOfjaB/IsIIOIee YNCIO TeHOTUIIOB B aToit rpymne F508del/F508del). B 1 rpymme gocroBepHO
607b1I1asA [OIA GONBHBIX U BBIIIE PUCK PasBUTUA ArabeTa 10 CpaBHEHMIO €O 2 Tpymoi (x2=
4,074, p=0,044, OIII = 2,987 ( 95% IM: 1,004 - 8,887)) u mo cpaBHeHuIo ¢ 3 rpymmnoit (x2=
11,943, p=0,001, OII = 6,067( 95% OV 2,004 - 18,363)).

3akmroyenne. Takum 06pasom, Hamdre My tauuy [ Kacca B CTPYKTYPe «TsKEIOro» reHOTHIIa
HOBBIIIAET PUCK Pa3BUTHUA CAXapHOTO AMabeTa y B3POCTBIX OOBHBIX MYKOBUCIMTO30M.
Hanbompumit puck pasButust guabera y TeHOTUIIOB, BKIIOYAONINX B cebs aBe MyTanym 1
KJIacca, HaMMeHbUINII y TeHOTUIIOB, HE MMEIOIIMX B CTPYKType MyTanuii I Kacca, B 9aCTHOCTHU
y romosurot 1o F508del.
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Tabnuya
Pesynbrarbl MccIegoBaHUA
Tenetnueckne I kmace/ I kmacc (n I xmacc/ ne I xkmacc He [ xmacc/ He I
KOMOVHAIMM =18) (n=71) KJ1acc
(n=103)

A6COMIOTHOE YCTIO
1 107151 6O/IbHBIX 8 (44,4) 15 (21,1) 12 (11,7)
¢ nuabetom, n (%)

KIMHUKO-TEHETMYECKUE ITAPAJIJIEJIN Y B3POCJIBIX BOJIBHBIX
MYKOBVICIIMIO30M

Kpacosckuit C.A.!, Camoitnenko B.A.!, Amennna E.JI.!, Ycauesa M.B.!,
ITerposa H.B.%, CremanoBa A.A.% ITonsakos A.B.2

1- @I'Y HUM Ilynomononozuu ®PMBA Poccuu, Mocksa, Poccust

2-I'Y MTHI] PAMH, Mocksa, Poccust

IlenbIo MpOBEIEHHOTO OfHOMOMEHTHOTO VCC/IeOBAHNA ABUIOCD BBIABIIEHNE OCOOCHHOCTEN
KIMHMYECKOTO TeyeHMs 3abo/leBaHMsA y B3POC/IBIX OONMBHBIX MyKoBucumposom (MB) B
3aBMCUMOCTH OT «TsDKeCTU» TeHoTuna. VccaenoBanoch BAMAHNE TeHOTUIIA Ha IMATHOCTUKY
MB, mnokasaTenu peCHMPATOPHOrO U HYTPUTUBHOIO CTATyCa, MUKPOOMOIOTMYECKOTO
poduIA 6pOHXMATBHOTO flepeBa, HaIMIle U YaCTOTY PAa3IIIHbIX IETOYHBIX U BHE/IETOYHBIX
OC/IOXKHEHNI], & TAK)Ke Ha BBDKMBAEMOCTD OOJIbHBIX.

Matepuansl M MeTOABL. B mcciefoBaHMe IPUHAIO ydacTue 273 B3pOCIBIX OONBHBIX
MB, cocrosamux B perucrpe HUM IlynbMoHOmormy, y KOTOPBIX Oblla BO3MOXHOCTD
UEHTUDUIMPOBATD «TDHKECTh» T€HOTHNA (I «TDKEIOro» - 0fsi3aTelbHOE Hanumuue B
reHoTune AByx myrtaumit I-III kmacca, A «MATKOro» - XoTs Obl ofHOI Myrtaumu IV-V
kmacca). OlleHMBanoCh: BO3pacT Ha MOMEHT aHaln3a, BO3PAcT YCTAHOBJIECHMA [JUarHo3a
u MaHudecTauyu OGPOHXUTA, XIOPUABL [TOTA IIPY IIPOBEfEeHNUM IIOTOBOTO TECTA, XapaKTep
IIaTO/IOTYECKON MUKPOQIOPHI AbIXaTebHBIX IyTel, Halau4uMe HEKOTOPBIX JETOYHBIX U
BHE/IETOYHBIX OC/IOKHEHMIL: JIeTOYHasA TUIePTeH3Ms, TUIIOKCeMMYecKas JblXaTe/IbHas
HE[JOCTAaTOYHOCTb, CaxapHblil AmabeT C TIUIEpPINMKeMMeil HATOLIAK, LMPpPO3 IIeYeHU C
[IOPTA/IbHOI TUIlePTEHsMel, XKelTueKaMeHHas: 60/1e3Hb, HM3Kasi KOCTHAs Macca, KMUIIedHas
HenpoxonuMocTh/CIVO). PaccunTriBamich mokas3artenb MHAeKca Maccel Tena (VIMT), cpenn
nokasateneit cnupomeTrpun oneHmpanuch: OIKEJI u OPBI. Vsmenenue mnm coxpaHeHue
(YHKIMM TOMKeTYTOYHO JKelesbl HMOATBEPKAAaNoCh Ha OCHOBaHMYU KIMHMKM (Hamndme
MWIN OTCYTCTBUE CTEATOPeN), MCCIeNOBAHNUS KOIPOrpaMMbl 1/uiy (peKaabHOI S71acTasbl.
Craructunyeckass o6paboTKa [JaHHBIX HPOBOAMIACH C IOMOIIBI0 IaKeTa IIPUKIAJHBIX
nporpamm SPSS (SPSS Inc., Chicago, IL).

Pesynbrarsl. 86 OOIBHBIX MMEN «MATKUIT» TeHOTHII, 187 — «TsDKernbli». MenuaHa Bo3pacrta
YCTAQHOBJICHNS JMarHO3a CPefy «MATKMX» eHOTHUIIOB cocTaBmma 14,6 (9,9) jet, 4To Bbilre
(p<0,001), yeM cpepu «TsKENBIX», e OHa cocTaBmna 1,9(6,4) rona. 34,9 % 60NbHBIM C «MSITKIM»
TeHOTUIIOM [IMaTHO3 YCTaHABIMBA/ICA BO B3POCIIOM BO3pacTe, B TO BpeMsA KaK y «TsKeJIbIX»
TONbKO B 5,9% (p<0,001). X7opuabl Ipyu MpOBeReHNUM ITOTOBOTO TeCTa CPefyl «MATKUX» U
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«TSDKeTIbIX» TeHOTUIIOB cOCTaBmn 87,2 22,11 102,0 £ 30,8 MMonb/ 11, cooTBecTBeHHO ( p=0,03).
17,4 % «markmx» u 3,2 % «TsXKeIbIX» TeHOTUIIOB XapaKTePM30Ba/INCh OTPUILIATEIbHBIMU W/IN
COMHUTENbHBIMU XyTopugamu mora (p<0,001). MenuaHa Bo3pacTa MaHU(ecTaly OPOHXNUTA
Cpeny «MSTKMX» TeHOTHIIOB cocTaBuia 3,5 (13,1) net, yto gocroBepHo nosxe (p=0,02) gem y
«TsDKEJIBIX», TMie OHa cocTaBma 1,0 (3,6) net. Cpenyt OC/IOKHEHNUIT OTMEYeHO BOSHUKHOBEHNE
caxapHOro namabera ¢ TIMIepIIMKEMHUell HATOI[AK, LMppo3a IIeYeHM C IIOPTA/IbHOI
rumnepTeHsuelt ¥ MeKoHeanbHoro maeyca/CIVIO TONbKO B IPYIIIIe «TsKeNbIX» TeHOTHUIIOB, ITe
MX Y9acToTa cocTaBmiaa 22,5 %, 6,4 % u 7,0 %, coorBeTcTBeHHO. YacToTa pa3BUTHA JIETOYHOM
TUIePTeH3UY, TUTIOKCEMIYECKOTT AbIXaTe/IbHOI HeIOCTaTOYHOCTH, XXeT4eKaMeHHOIT 60J1e3H,
HM3KOi1 KOCTHOJ MacChl U COIYTCTBYIOLIEH OPOHXMA/NIbHOI acCTMBl HE Pas/Indyanach MeXIy
rpynmamu. Kax u He 6b110 oTmunmii B mokasarenax VIMT: 18,99 + 2,91 kr/m2 vs 18,38 + 2,57
Kr/M2 u B nokasarensax cnupomerpun: OOB1 60,3 + 31,4 vs 58,5 + 26,7 % OT [JO/KHOrO,
OXKEJT 78,5 + 26,6 vs 77,4 + 22,7 % OT MODKHOTO TSI «MATKUX» U «TSDKEIbIX» T€HOTUIIOB,
cooTBeTCTBeHHO. IlaHKpeaTnyeckas HeEOCTATOYHOCTb pasBunaach y 10,5 % «MATKux» u
99,5 % «Ts>KeNbIX» TeHOTUIOB. He OBIIO MOMy4eHO pasnnumii B 4acTOTe MHQUIMPOBAHMA
IbIXaTeNbHBIX IyTell S.aureus, B To BpeMsA Kak B.cepacia BcTpeyanach y 11,7 % «MATKMUX» U
28,9 % «TspKenmbix» reHoTUIOB (p=0,02). AHaAN3 BBDKMBAEMOCTH IPOLEMOHCTHPOBAJ, YTO
MefjiaHa BBDKVBAEMOCTHU Cpefyt GONBbHBIX C «MATKMM» TeHOTUIIOM cocTaBmma 40,2 1, 4To
BBIIIIe YeM cpean «TsDKenbix» -31,0 r (Log rank test, p=0,028).

3akmouenne. « TsDKecTb» FeHOTHIIA 6€3YCTIOBHO OKa3bIBaeT OIIpefie/IeHHOE BIMAHYE Ha CPOKHI
YCTaHOBJ/IEHWsI [MArHO3a, pasBUTIE HEKOTOPBIX OCTOXKHeHMil 3aboneBaHus. B wactHOCTH,
Ha/JIM4ue «MATKOrO» TEHOTUIIA IPENYNPEXTAeT PasBUTHE TaKMX TSXKEBIX OCTOKHEHMI
CO CTOPOHBI OPTaHOB INIeBapeHMsA KaK CaXapHblil fuabeT, UMPPO3 MedeH U KULIeYHYIO
HENpOXOAMMOCTb. HyTpUTMBHBIN CTaTyc KaK M TAXXECTb HOPAKEHUA OPraHOB JbIXaHMS
HE 3aBUCUT OT «TSDKECTM» TeHOTMNA. «MATKMe» TeHOTUIIBI MMEIOT JIydllle II0Ka3aTeln
BBDKMBAEMOCTH, BEPOATHO, B TOM 4YMC/IE€ UM  IIOTOMY, YTO HE IIOGBEP)KEHDBI TSXKEIBIM
OC/IO)KHEHUAM CO CTOPOHBI OPTaHOB NMUILEBApEHMs U B MEHBbIIIell CTelleHM MH(UIVPOBaHbI
B.cepacia.

BbBIKMBAEMOCTDB B3POCI/IbIX BOJIbHBIX MYKOBUCHONIO30M, TEYEHUE
KOTOPOTO OCIOKXHMIOCDH PASBBUTUEM CAXAPHOTO IMABETA.
Kpacosckmit C.A., Camoiinenko B.A.

oIy HUM Ilynemononozuu ®PMBA Poccuu, Mocksa.

Caxapubit auabet (C]I) - OfHO M3 CaMbIX YacCTBIX BHETETOYHBIX OCTIOXHEHMIT Y B3POCTIBIX
60/1bHBIX MyKoBMCIA030M (MB), ero yacTora CMMMETPUYHO BO3PAcTaeT ¢ yBelNMYeHNEM
BO3pacTa OOJIbHBIX.

Ilenb: BBIABUTD BIMsAHNE PasBUTHA CaXapHOTO [yabeTa Ha IIPONO/DKNUTENBHOCTD >KU3HU
B3pOC/BIX 60/bHBIX MB.

Marepuanbl 1 MeTopbl. IIpoaHanu3upoBaHsl faHHbIE 362 60/1bHBIX MB, HabmogaBUIMXCsA B
LlenTpe MyKoBMCLHMEO03a B3pocnbix B H/V mynsmononorun ( r.MockBa) ¢ ceHTa6ps 2004 mo
sAHBapb 2013 royja, cpefy KOTOPBIX Ha MOMEHT aHanu3sa ymepio 67 (18,5%) uenoek. Boieneno
IBe TPYIIbl MalyueHToB: TedeHuMe MB koropbix ocnokHmnocb CJI ¢ rumnepraukemueit
Hatoiak (40 60mbpHbBIX - 11,0 %) 1 60nbHBIX 6€3 CIT (322 60/1bHBIX - 89,0 %). BbDK1BaeMoCTh
OlLleHMBaach C MoMoliblo Kpupoll Kamtana-Maiiepa, JOCTOBEpHOCTb pPasiIuMumMit MeXIY
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rpymnmnamu ¢ moMoieio Long Rank Test.

Pesynprarsr. B rpymie c CII c ymepnu 13 nmanyentos (32,5 %) co cpefHIM BO3PacTOM CMEPTH
24,6 = 3,5 r (min - 20,0 7eT, max - 31,5T), 27 6OIBHBIX XUBBI CO CPETHUM BO3PacToM 24,3
+ 5,5r (min - 17,9 ner, max - 43,7 r). B rpymne 6e3 C[I ymepmn 54 maumenra (16,8 %) co
CpenHMM BO3pacToM cMepTH 23,6 + 4,51 (min - 17,6 neT, max - 40,2 1), 268 60IbHBIX )KMBbI CO
cpenHuM BospactoM 25,0 = 5,5 ¢ (min - 17,6 e, max - 63,1 r). BbiAB/IeHO, YTO HOMA yMEPIIMX
B rpymre ¢ CII gocroepHo Bbite ( 32,5 % vs 16,8%, chi-square = 5,8, p=0,016). Menuana
BbDKMBaeMocTy B rpymme ¢ CII cocrasumma 29,0 r ( IV 25,6-32,4) , 9TO JOCTOBEPHO HIDKE
(Log Rank Test, p=0,019), ueM aHaJOrMYHBIiT II0OKa3aTendb B rpymme 6e3 ClI, rie BEIYMCIUTD
MeIVaHy He IIPefCTaB/IsgeTCsS BO3MOXKHOI B CBA3Y C HM3KOI CMEPTHOCTBIO B 9TOII rpymie (
KpUBasi BbDKMBAEMOCTH He TepecekaeT 50% MepLieHTnb)

3akmrovenne. IlonydeHHbIe pe3y/IbTaThl AEMOHCTPUPYIOT OO/lee HU3KYI0 BBDKIBAEMOCTb
607mpHBIX MB, TeueH1e KOTOPOTro OCIOXXHUIOCH pasButeM ClI. YUuThIBasi, 4TO OCHOBHOI
[IPUYMHOI CMepTH 60/1bHBIX M B sIB/IsIeTCSs TOpaskeHNe OPTAHOB AbIXAHIISI, 9TO MOXET TOBOPUTD
0 BEpPOSITHBIX OOLINX TeHeTUYECKUX MeXaHM3MaX, KOTOpbIe CBsI3bIBalOT popmupoBanue CII u
6o7ee rmybokoe nopaxeHue nerkux. bonpupie ¢ CJI fOMKHBI OBITH BBIETIEHBI B TPYIITY PYCKa
IJ1s1 IpOBefeHNs 60jiee aKTUBHBIX TPOMUMIAKTUYECKNX 1 Te4eOHBIX MEPOTIPYUSTHIL.

LGN ]

HOYHAA ITYIbCOKCUMETPUA Y B3POCJIbIX BOJIbHBIX
MYKOBMCHIIO30M

Kpacosckuii C.A., Camoiinenko B.A., YcaueBa M.B.

OI'Y HUM Ilynomononozuu PMBA Poccuu, Mocksa, Poccus

Ilens: oleHKa HACBIIEHNS F€MOITIO0MHA KICTIOPOJOM B HOYHOE BpeMsl y B3POC/IBIX O0/IBHBIX
MykoBuciyupozom (MB).

Marepuanbl 1 MeTOAbI. B nccnefoBaHny y4yacTBOBajo 53 (27 My)KqMH) B3POCIIBIX 60/IbHBIX
MB B BospacTe oT 18,4 fio 44,9 nteT, koTopble Habmopatorcsa B HVIN ITynmbMoHonornu (r.
Mocksa). Bcem 60/1pHBIM B JHEBHOE BPeMsi B COCTOSIHIY OOPCTBOBAHMS IIOCTIE FOCTATOYHOTO
OT/[bIXa IIPOBOIMIOCH MI3MEepPeHNe HACBIIeHNA FeMOIIO01HA KYCIOPOJIOM ITyIbCOKCUMETPOM
Nonin 9500 n nccnegoBanace ¢yukuys BHeurHero apixanus ( OOB1 u ®XKEJ). Taxke
U3MepATIOCh HaChIIleHVe FeMOITI00MHA KUCTIOPOfa CIefyIoleil HOYbIo Ha BCeM MPOTKeHUN
CHa ¢ nomMombio mynbcokcumerpa Nonin Wrist Ox2, mogens 3150. Kputepuem BKII0OUeHMA
B UCCTIeIOBaHMe SABWICSA YPOBEHb caTypanuu B JHeBHOe BpeMs 90 % u 6onee. B mporokorne
HOYHOJ Iy/IbCOKCMMETPUI OLIEHMBAIICh CIeAYIOLye [TOoKasaTemy: OasanpHas caTypauns,
BpeMs ¢ caTypalueit MeHee 88% 1 MMHMMasIbHas caTypauus. IIpoBefieH KOpperALOHHBIT
aHa/IM3 MeXJy IOKasaTelAMM CIMPOMETPUM M IHEBHON caTypanuyu C IIOKa3aTensaMu
HOYHOTO M3MePeHNs HAChIIeHNsI TeMOITIO0MHA KPOBY KICITOPOROM. Mepoit pycKa sIBUIOCh
otHouenue mancos (OIII).

Pesynprarpl. O61mas XapakTepuCTUKa TPYIIbL: Bo3pacT 24,6 + 5,51, OOB1 44,4 + 18,5 (
min 17, max 90) % ot momknoro, ®XXEJI 67,3 + 19,7( min 23, max 115) % oT JO/DKHOTO,
IHeBHas carypanus 95 + 2 ( min 90, max 98) %. ITokasaTenu HOYHON ITyITbCOKCUMETPUM:
Bpems mccmefgoBanus 7,3 + 2,1 (min 2,1, max 11,3) daca, 6asanpHas carypauns 91,2 + 3,1 (
min 78,6, max 96,6) %, Bpems c caTypanueit MeHee 88% 33,4 + 71,8 ( min 0, max 396) muH,
MUHMMaJIbHas carypauns 82,7 = 5,7 ( min 63, max 92) %. Y 18 (34%) 60npHbIX 6a3anbHast
catypanus — MeHee 90 %, cpenut Hux 'y 6 (11,3%) - Menee 88 %. KoppenAlvoHHBI aHanu3
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HOKa3aJl B3aMMOCBA3b HOYHOII 6asampHOl catypanunu ¢ O®BI1 ( R = 0,412, p = 0,002), ¢
@XEJI (R = 0,366, p = 0,007), gHeBHOII carypauueit ( R = 0,6, p < 0,001). Puck cHiDKeHns
6asanbHoII carypanuy MeHee 90 % Bbiule y nanyenToB ¢ OOB1 meHee 35 % oT HOMKHOTO (
Ol =2,1;95 % [IV: 0,67-6,72).

3axnouenue. IIpoBefeHHOE UCCIeOBaHMe II0KAa3alo, YTO 3HAYMTEIbHAA MO/ B3POCIIBIX
6O/IBHBIX MYKOBMCLMZO30M MMEET CHVDKEHNMe HACBIIEHMsI TeMOIZIOOMHA KIUCIOPOLOM B
HOYHOE BpeMs1, HeCMOTPs1 Ha HOPMaJIbHBII KUCTIOPOHBIN cTaTyc fHeM. HouHas fecarypanusa
TECHO B3aMIMOCBsI3aHa CO CHIDKEHVEM CIIVPOMETPMYECKNX IoKasareneil. JlaHHas mpobiema
TpeOyeT AanbHeNIIero N3yYeHn.

9HJIOBACKY/ISIPHASI SMBO/IM3AIIMS BPOHXMAJIBHBIX APTEPUN Y
B3POCJIbIX bOJIbHBIX MYKOBMCIIM[JO30M

Kpacosckuii C.A.!, Camoiinenko B.A.', IllunoBckuii B.H.

1 - @I'Y HUM Iynemononozuu ®PMBA Poccuu, Mockea, Poccus

2 - I'OY BIIO PHUMY um H.J.ITupozosa, Mockea, Poccust

Ilens pa6orbl: oueHUTh 3((PEKTUBHOCTb MPOBEHEHNA SHAOBACKYIAPHOI 9SMOOIM3AIUM
6poHxmanpHbIX aprepuit (O9BA) B medeHN IETOYHOTO KPOBOTEUEHNUS U KPOBOXapKaHbs y
B3POCIIBIX OOTIBHBIX MyKOBUCIU030M (MB).

Matepuanbl M MeTOAbI: PETPOCIEKTMBHOMY aHa/NINM3y IOABEPTHYTHI CIy4ay IpOBefeHM:
939BA y B3pocibIx 601bHBIX MB rocnyranisypoBaHHBIX B TY/IbMOHO/IOTMYECKOE OT/ieIeHNe
T'KB Ne 57 ¢ uronsg 2003 o uronb 2012 ropa.

O1eHNBaNnoCh: YacTOTa pELyIMBOB, IPOO/DKUTENBHOCTD IIEPUOJiA OT BPEMEHM IIPOBEeHI S
99BA o peuniMBa KpOBOTEUEHNMA/KPOBOXapKaHbsA ¢ NOMOIbI0 aHamu3a Kannana Maiiepa.
Pesynpratbl: 16 manyenrtam (8 my»xunH) ¢ MB npoBeznena 21 mpouenypa 93BA ( 14 60n1bHbBIM
— OJfHOKPATHO, OXHOMY ITALMEHTY — ABAX/bI 1 OFHOMY — IIATh pa3). [IpumMensmics cnepyrorye
9MO60MU3UpYyIOlIMe MaTepyabl: Te(pIOHOBBIII BEIOp, ClMpany JI>KaHTypKO, MUKPOIMOOJIbI
U3 NOIMBUHIIAIKOTOMS. B 16 mporjenypax sMbonusupoBaHa ogHa OpOHXMaIbHAS apTepus,
B 3 - fiBe, B 2- 6osee 1ByxX. CpeqHMII BO3pacT Ha MOMeHT npoBefeHnsa 99BA cocraBun 26,8 +
5,21, ODBI1 41,8 + 16,8 % ot momxuoro u ®KEJI 62,0 + 19,6 % ot momkuoro. Ha MomeHT
aHammsa 6 (mposeneno 7 mpouenyp 99BA) us 16 6onpHbIX ymepno. Bpems ¢ mMoMeHTa
nposefieHnsA DIBA o MoMeHTa cMepTu cocTaBuio 7,2 + 5,0 Mec. 3a 3TOT Ilepuof, cpeau
yMepIIMX KpOBOTedeHIe/KpOBOXapKaHbe B IpeXXHeM 00beMe PelMAMBUPOBATIO B OTHOM
CIIy4ae, He SIB/ISIOCH IPUYMHON CMEPTH ¥ IOTPe6OBaIO IIOBTOPHOII IIPOLIEAYPEL, B MEHbIIEM
ob6beme — y 2 nmanyeHToB. Cpenu 10 XMBBIX OOBHBIX y 7 KpOBOXapKaHbe PelUAMBIPOBAIO:
B 4 cly4asx B oObeMe 3HAYMTE/IbHO MEHbIIeM, 4eM Ho nporenypsl 99BA, y 3 6onbHbIX
peuMaMBBL  KPOBOXapKaHbsI/KPOBOTEUEHNs COIMPOBOXKAAMUCH MPEXHUM WIM OONbLINM
06 5EMOM KPOBOIIOTEPH, YTO MOTPEOOBAIIO Y OFHOTO 6ONMBHOTO IIPOBEEHN ellle 4X IPOLeRyp
93DbA. Mepguana BpeMeHu oT nposefieHNs DOBA 10 penyanBa cpefm XXUBBIX cocTaBuia 3,5
(8,5) mec.

TakuM 06pasom, y 4 60/mbHBIX (25%): 3 )KUBBIX M 1 yMepllero KpoBoTe4eHne/KpoBoXapKaHbe
PeLMANBIPOBAJIO B IIPEeKHeM WM 6oibliieM o6beMe, y 6 (37,5%): 4 >KUBBIX 1 2 YMepLIVX - B
OLIYTUMO MeHbIIeM 06beMe, 1 Y 6 (37,5%) BO30OHOB/IEHME KPOBOXapKaHbs He OTMEYaIoCh.
Amnanuns Kanrana-Maitepa nposefeHHbI i1 21 cnydasa 93BA, rie nop peuanBoM IIOHMMAIN
MIpEeXHMIT MU 6O/BLINIT 06beM KPOBOIIOTEPH IPOLEMOHCTPUPOBAT, YTO MeAMaHa BpeMeHNU
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OT MOMeHTa nposefieHns 93BA fo passutua peumpusa (T.H. Iepuopa «CBOOOJHOrO» OT
KpOBOXapKaHbs1/KpoBOTeueHNs) coctasua 12 mec ( [IV1: 0,0 - 47,6Mec)

3akmouenne. JHJOBACKYIApPHasA SMOOMM3alyUA OpPOHXMANIbHBIX apTEPUil y B3POC/BIX
0O/bHBIX MYKOBYCIIM/IO30M IIO3BOTISAET ¥ 75% OONBHBIX IIPEJOTBPATUTD PELIU/NB JIETOYHOTO
KpPOBOTeYeHMsA/KPOBOXapKaHbsd B INpeXHeM WM OomblieM o0ObeMe, 4YTO MO3BOMAET
peKoMeHIoBaTh HoJlee MMPOKOe IIPYMeHeHNe TaHHOI IPoLeaypsl cpeny 60mbHbIX MB.

BBIDKMIBAEMOCTD bOJIbHBIX MYKOBMCIIMTJO30M B 3ABICIMOCTU
OT XAPAKTEPA TPAMOTPUIIATE/IBHOT'O MTHOUIINTPOBAHMA
IBIXATEJIBHBIX IYTEN

Kpacosckmii C.A.

oIy HUM Ilynomononozuu PMBA Poccuu, Mocksa, Poccus

B mocnemHme Tombl B HAIlell CTpaHe YBEMWYWIOCH YMCIO OOMBHBIX MYKOBUCIY030M
(MB), nndunmposanusix Burkholderia cepacia complex (B.cepacia). 3apybexxHble gaHHbBIE
U COOCTBEHHBIN OMbIT ITOKAa3bIBAeT, YTO HaHHAs MHQEKIMs COINPOBOXKAAeTCs Hamboree
HeO/IaronpusATHBIM IIPOrHO30M /1 BBICOKOJI TI€Ta/IbHOCTBIO.

Ienn: oueHntdb BBDKVMBAaeMOCTb OOMBHBIX MB B 3aBUCHMMOCTM OT XapakTepa
IPaMOTPULIATEIBHOTO NHPUIMPOBAHIIS bIXaTeIbHBIX Ty TEIL.

Marepuanbl ¥ MeETOAbL: IPOaHA/NM3MPOBAHBI JIaHHBIE B3POCTBIX 6ompHBIX MB,
cocrosmyx Ha ydere B HMI Ilympmononormu ¢ Hosbpss 1992 mo sHBapp 2013 ropa.
Toukoit Hayama WHQUIMPOBAHMA CYUUTANOCh BpeMA IOABICHNUSA TI'PaMOTPULATENTbHOIN
MUKPOQIOPBL B  IIOCEBE MOKPOTBI C IOCIEAYIOIieil  XpOHM3auumeil MHQPEeKIun
B COOTBETCTBUMM C KpuTepusamu uUeHTpa MB 1 JImpc. IlaumeHTs, XpOHMYeCKM
MHQUIMPOBAaHHbIE TOMBKO S. aureus u MMEIOI[Ue VHTEPMUTTUPYIOLVIT BBICEB
pasIMYHOM TpaMOTpMLATeNbHOU ¢ropoil Mckmovamuch 13 aHammsa. CdopMmuposaHa
rpynma  OOJIBHBIX, nHQUUUPOBAaHHBIX B.cepacia B  MOHOKymbType u/mmm ¢
S.aureus 11/YIv pyToit paMOTpULIATe/IbHO (PIOPOI M TPYIIIIA Al IeHTOB, MH(UIIPOBAaHHBIX
PasIMYHON IPaMOTPULIATEIBHON (IOpoit, OTINYHOI OT B.cepacia, Kak B MOHOKY/IBTYpE, TaK
B COYETAHUAX MEXJY coboit u/mm ¢ S. aureus. BpDKMBaeMOCTDb OLIEHMBA/NACh C IOMOLILIO
kpusoit Kanmana-Maitepa, pasnuuus MeXx/y Ipymnamu ¢ momouibio Long Rank Test.
Pesynprarpr: 302 manyenTa COOTBETCTBOBAIN KPUTEPVAM BKIIOYEHNA Y UCKTI09eHNA. [pynna
B.cepacia: 89 maiueHTOB, cpeay HMX 65 )KMBBIX CO CPeJHUM BpeMeHeM MHQUIMPOBAHNUA
4,8+2,91eT(min- 1,21, max - 10,8 et ) 1 24 yMepIINX cO CpeTHUM BpeMeHeM NH(PUIIVPOBaHNA
Io MoMeHTa cMepty 3,6 + 3,5 ner ( min - 0,4 , max — 14,9 ser ). Ipynma non B.cepacia:
213 manueHTOB, Cpedy HMX 152 O>KUBBIX CO CPeIHUM BpeMeHeM WHQPUIMPOBAHNI
11,8 £ 6,21 (min - 0,8 , max — 28,0 71eT ), 61 yMep1umit CO CpeSHNM BpeMeHeM NHPUIVIPOBAHS
ZoMoMeHTacMepTr 8,7 5,21 (min- 1,01, max - 22,9 1eT ). MefuaHa BbDKMBAEMOCTY C MOMEHTA
nHpumposanusBcepaciacoctaBnnal2,6met(IM:5,6-19,6r),9TogocroBepHOHIKE (p<0,001),
YeMCMOMEHTaVHPULMPOBAHNUA JPYTO I'paMOTpUIaTeNbHO PIopoit, Iie oHa cocTaBmma 22,9t
(ON: 19,2 - 26,7 1).

3akiIIoYeHMe: HacToALINe JaHHbIE IOATBEPXK/AIOT, YTO MHPUIMPOBAHIE AbIXaTe/TbHbIX Ty Tell
B.cepacia 3HaYMTENBHO YMEHBIIAET IIPOO/DKATENIBHOCTD XU3HM 00bHBIX MB, 4TO AMKTYyeT
B2)XHOCTb CBOEBPEMEHHBIX IPO(PUIAKTUIECKNX U JIedeOHBIX MEPONPUATUIL B OTHOIICHUN
HaHHO MHEKIVN.
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9®PEKTUBHOCTD ITPMMEHEHME BBICOKOYACTOTHOV OCHVIIALINA
TPYIHOM KJIETK! B TEYEHUY OBOCTPEHVA THOMHO - OBCTPYKTUBHOTO
BPOHXMTA Y B3POC/IBIX BOJTbHBIX MYKOBMCINIO30M

Kpacosckunii C.A., Ycauea M.B., Amemna E.JI., Camoiinenko B.A., Kpsinosa H.A.

QOry HUM Iynemononoeuu PMBA Poccuu, Mocksa, Poccus

Ilens HacToAmIell pabOTHI — OlleHKa 3G GEeKTUBHOCTY YCUIEHN TePAIlUY BBICOKOYACTOTHOI
OCIWUINIALMEN TPYJHON KIETKM B  JIEYEHUN 060CTpeHI/IH XPOHMYECKOTO THOIHO-
06CTPYKTUBHOTO OPOHXNTA Y B3POCIIBIX OOIBHBIX MyKOBUCIIMAI030M (MB).

Marepuanbl ¥ METOABL B IIpocTOE OTKPBITOE CPaBHNUTENBHOE UCCTIEFOBaHYIE OBV BK/TIOYEHBI
B3pocible 60nbHbIe MB, IpoxopuBIIe TedeHNe B IyIbMOHONMOrMYecKoM otaenennu 57 TKB
I. MOCKBBI B CBA3U C 060CTPEHNEM THOHO-00CTPYKTUBHOTO 6ponxuTa. OCHOBHYIO IPYIITy
COCTaBMIM 15 MaLMeHTOB, KOTOPble HAPAAY C TPaJUIOHHBIM JIeueHMeM IOMydaa Kypchl
BUOPALIOHHO-KOMIIPECCUOHHOI TePAINM C TOMOIIbI0 anmapara Vest. B rpymny cpaBHenns
BK/TIOYEHO 16 OONbHBIX, B CXeMe JIe4eHM:A KOTOPBIX HPUMEHIACh TONbKO CTaHAApTHasd
MefIKaMEeHTO3Hasl Tepanusi. [pynmsl ObIIM CPaBHMMBI [I0 OCHOBHBIM aHTPOIIOMETPUIECKIM,
MUKpPOOMOIOTMYeCKM U (PYHKIVIOHATbHBIM JJAHHBIM. B McceoBaHMy NPYHAU ydacTue
HALMEHTbl C XPOHMYECKMM WHQUUMPOBAHMEM [BIXATENbHBIX IIyTell IPaMOTPULIATENbHON
¢mopoit. Cpenyt 60TIBHBIX B 06€VX IPYIITaX JOMUHMPOBaa CMelIaHHasA JIETOYHO-KMIIeYHas
¢dopma 3aboneBaHMsL.

Jo Hauama jleyeHMA ¥ B IOCIeTHMII [eHb TOCIUTAIU3ALUY OLEHUBAINCh: YPOBEHb
C-peaxtuBHoro 6enka, nokasaremu crnupomerpun (PXKEJI, O®B1, IICB), nHaceiieHne
reMOITI06MHA KUCTOPOZIOM, aHTPOIOMETpPUYeCKe NaHHbIe, TONEPAHTHOCTh K (U3MIECKO
HArpyske B TecTe C 6-MMUHYTHOI X0Ab0OIT 1 TsXKeCTh OBIIKY 110 1ikaze MRC

Bce mamueHTBl TOMyYaauM ~— KOMOMHMPOBAaHHYI0  aHTUOAKTepUaAbHYI0  Tepalluio,
3aK/IIOYANONIYIOCS B COYETaHMM OeTa - JTAKTAMHOTO AHTMOMOTMKA C aMUHOITIMKO3UZOM
npy MHQUUMPOBAHMM [BIXaTelbHBIX HyTell Paeruginosa mmm ¢ KO-TPMMOKCA30JIOM IIpU
nuuumposanun B.cepacia. Taxoke [0 ITOKa3aHVsIM IPOBOAIACH T€PAIVsI OPOHXOMNTHUKAMI,
OTXapKMBAWONIVMY, B TOM 4YNCIe J[OpHa3oi-anbga, MaHKpeaTUdeCcKMMy ¢epMeHTaMu,
JKeJTYeTOHHBIMM U MaKpO/IMIaMu B CyOMHInoupymoummx fosax. Kypc nedenns cocrasun 12-14
THeI.

BubparoHHO-KOMIIPECCHOHHAsT Tepalus IPOBOAMIACH C IIOMOINBI0 CHCTEMBI OYMCTKU
IbIXaTelbHBIX My Tell Vest, Mogens 10 (Hill-Rom Services, CIIIA). Bcem nanyeHTaM 0CHOBHOJ
TPYILIBI IPOBOAMIACH TePAINs 110 15 MUHYT JBaX/IbI B IeHb € YacToTol Bubpanym 9-12 T n
aMIUIUTY/O0I1 5-7 6ap. VITOro KOMM4ecTBO CeaHCOB BapbUpOBao oT 23 o 27.

Pesynbrarsl. [JocTOBEpHBIE M3MEHEHNST OTMEYEHBI B 00€eMX IPYNIIAX 10 BCEM IIOKA3aTesM,
XapaKTepyu3ylolnil KaK OOBEeKTHBHBIA ([aHHBlE CIMPOMETPUM, HYIbCOKCUMETPUU MU
TOJIEPAaHTHOCTD K (pU3IIECKOIl HArPy3Ke), TaK U CyObEKTUBHBII (TSDKECTDb OBIIIKY I10 IIKaJIe
MRC) pecimpaTopHBbIii cTaTyc. Y 60/NbIINHCTBA 60JIbHBIX B 00€VX IPYIINaX yBeTNINIach Macca
Tena 1, COOTBeTCTBeHHO, VIMT. JlocToBepHO CHU3MIACH ¥ BCeX IMAIVIEHTOB KOHIIEHTpAaIVA
CPb. OtHocutenbHblit npupoct 1o VIMT B ocHoBHoI! rpymne: 0,29+0,25Kr/M2, He OT/INYANICA
(p=0,74) ot rpynmel cpaBHeHus, rae oH coctaBun — 0,32+0,28kr/mM2. TsKeCTb ORBIIIKK
CHMMETPUYHO M3MEHMIACh B 06eux rpynmnax. Takxke He OBUIO JOCTOBEPHBIX Pa3IMIMil MEXIY
rpymnnamu no guHamuke I1CB: 7,4 + 5,01/c vs 5,1 + 4,311/c, p=0,18, HacblieHNs TeMOITIOOMHA
kucimopogpom: 3,0 = 1,0 % vs 3,2 + 1,2%, p=0,88, yposusa CPb: -15,4 £ 7,3 mr/n vs -11,0 + 6,9
mr/1, p=0,10, pacCcTOsIHNUA B TeCTe ¢ 6-MUHYTHO X0fb00i1: 69,3 + 29,6M vs 79,7 + 33,6, p=0,37,
OISl OCHOBHOI TPYIIbI M TPYIIIbl CPaBHEHUsA, COOTBETCTBEHHO. JJOCTOBEpHbIE Pa3MMUNA
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MEXy Ipynmamm ObLIM JOCTUTHYTH TONbKO 1o amHammke O®PB1: 10,0 + 4,6% vs 6,9 +
3,6% (p=0,04) 1 ®XKEJI: 9,5 + 4,8 vs 5,9 + 3,8 % (p=0,03) 1151 OCHOBHOJ I'PYIIIBI U TPYIIIIBL
CpaBHEHMs, COOTBETCTBEHHO.

3akmouenne. Hacrosiie pe3yibTaTbl IeMOHCTPUPYIOT, UTO BK/IIOUeHMe BUOPOIpeHMPOBaHMA
xuneToM Vest B KOMIUIEKCHOe JIedeHVe 060CTpeHnsA OPOHXONETOYHOrO IMpoliecca BedeT
JOCTOBEpHOE Y/IydllleHne OpOHXMAIbHOI IPOXOAMMOCTH, YTO MOXKET HPUBOIUTD K Oosee
3¢ G eKTUBHOMY KYIMPOBAaHNIO 060CTPEHNA.

BBUKMBAEMOCTDH BOJIBHBIX MYKOBUCIIMITO30M B MOCKOBCKOM
PET'MOHE 3A ITEPMO] 2003-2012TT.

KpacoBckmit C.A.', UYepuak A.B., Huxonosa B.C? Kougparpesa E.JI.%
Kammpckaa H.10.%, BoponkoBa A.}0.2, Amemnna E.J1.', Kanpanos H.V1.%, Illepman B.[1.2,
Illa6anosa JI.A.%, Camoitnenko B.A.!, YcaueBa M.B.!, Cempixun C.10.3, Cumonona O.J1.4%,
ABaxsH J1.B.%, Topunosa 10.B.%, KycoBa 3.A.%

1 - @I'y HUM Iynvmornonozuu ®PMBA Poccuu, Mockea, Poccus

2 - HKO myxosucyudosa MIHL] PAMH, Mockea, Poccus

3 - Poccuiickas Jlemckas Knunuueckas Bonmvnuya Munsdpascoypazeumusi PO, Mockea,
Poccus

4 - HII3]T PAMH, Mockea, Poccus

Ilenp McCIemOBaHMA: OIPENEIUTD MENMAaHy BBDKMBAEMOCTV OO/MBHBIX MYKOBJCLULO30M
MockBsl 1 MockoBcKoit obmacTy 3a mepuop 2003-2012rr.

Martepuanbl ¥ METOABI: IPOaHA/TN3MPOBAHBI aMOy/IaTOPHbIE KapThl U BBIIMCKI U3 UCTOPUII
6ornesHeit manyeHToB ¢ MB . MockBbl 1 MockoBckoit obmactu 3a nepuog ¢ 01.01.2003 mo
31.12.2012. [ImarHo3 MyKOBMCHIMEO3a OBUI YCTAHOBIEH Ha OCHOBAaHMM HEOHATATbHOTO
CKPVHMJHIA, KJIMHUKO-PEHTTEeHOIOIYECKIX JaHHbIX, CEMETHOTO aHAMHe3a, II0/I0XKUTE/IbHOTO
[IOTOBOJ IIPOOBI M/WMIM Pe3y/IbTATOB TeHETNYECKOro MCCaefoBanms. [Ipogo/mKUTeIbHOCTD
XKU3HM (MefMaHa BBDKMBAEMOCTY) OONBHBIX MYKOBUCIVJO30M OLICHMBAIM C IOMOLIBIO
aHanm3a BbDKMBaeMocTy (kpuBoit Kammana-Maitepa). JlaHHBIe IpefCTaBIeHbl KaK CpefHee
+ CTaHJapTHOE OTKIOHEHMe.

Pesynprarbr: 3a 0003HaueHHBII Iepuof, Habmoxanocs 448 maryentos (231 myxumHa), u3
HIX 48 (10,7 %) 60npHBIX yMepro. XKusble: cpegumit Bospacr 13,3 + 10,1r (range: 0,3 - 63,2 ).
Ymepune: cpegHuit Bospact cmepru 17,0 £ 9,5r (range: 0,3 - 40,3 1).

MepnuaHa BbDKMBaeMOCTH II0 TPyTIIe COCTaBMIa 39,5 JeT.

BbIBOABI: MefyaHa BBDKMBAEMOCTY OOMBHBIX MYKOBMCIMAO30M Cpefy 60MbHBIX I. MOCKBBI
1 MOCKOBCKOIT 06/1aCTi IpOAO/DKaeT HeM30eXHO PacTy, YTO OTPaKaeT YCIeX! B JIeYeHUN
TAHHOI HO30/IOTMM B MOCKOBCKMX IIEHTPaX MYKOBMCII03a.

-53-



Coopnux mesucoe XI Hayuonanvrnoeo xonepecca

ATUIIVNYHBIV TEBIOT MYKOBVICIIMIO3A B TPYTHOM BO3PACTE:
KIMHUYECKUI CITYYAN

A.T.Kpucrocaypsan, H.I' barnacapan, B.C. bargacapan, C.A. ApyTioHaH

Kagpeopa neouampuu # 1 Epesarckozo Tocydapcmeentozo Meduyurckozo Ynusepcumema,
Lenmp Myxosucyudosza

Butamuu K- nedunnrtHoe cocrosiHme y sereit IepBOro MOMYrofys MPORO/IKAET OCTaBaThCs
B)KHOJ MENMIMHCKOI IPO6/IeMOiT BO BCceM MMpe, a CUHPOM KPOBOTOYMBOCTH IIPU 9TOM
COCTOSTHMY OIIMCBIBAETCS B INTEpAType TepPMUHOM BUTaMMH K -TedninrHas KpoBOTOIMBOCTD
(BKIK). Ilo BpeMeHM BO3HMKHOBEHVsI ¥ TOKAIM3ALMM KPOBOTEUEH Vs BBIE/LIOT TPY TUIIA
9TOr0 CMHAPOMA: paHHMIL, Kraccudeckuit u nospumit (Vitamin and Mineral Requirements,
WHO, Food and Agriculture organization of the UN). OnHoit 13 MHOTOYMC/IEHHBIX IPUYUH
nosznaeit BKIIK sBnstercs mykosucunnos (Andrew Bush “Cystic Fibrosis in the 21st Century,
2006).

B KadecTBe MIIOCTpaLy IPUBOJUTCA UCTOPUs 6ore3H pebetka C., TOCIIUTaTN3MPOBAHHOTO
B IIe[IMaTpUIeCKoe OT/eeHye # 1 yHuBepCcUTeTCKON 60/mbHNMIIBL “Mypanjaln” B TpeX MeCSIIHOM
Bo3pacTe. VI3 aHaMHe3a-peOEHOK OT COMATUYeCKI 30POBBIX, MOIOMBIX POJUTEIIE, IePBOI
OepeMeHHOCTM C HEOCTIOKHEHHBIM TedeHNeM. POfbl  CPOK, CIIOHTAHHBIE, BJIarajMIHbIE.
Heonatanpublit nepuop, 6e3 ocobeHnocteit. COCTOsIHME IPK IIpUEMe TSDKENOoe, Ha KOXKHBIX
[OKpOBax B OO/IACTY CIMHBI ¥ TPYAY 9KXMMO3BI, BBIPQKEHBI IIPU3HAKM BHYTPUUEPEIIHOI
TUIIEPTEH3UY, HETHYIIMECs! KOHeYHOCTH, 3alIpOKI/IbIBaHMe TOTIOBKY, aHM30KOPYs, TOHMKO-
KIOHWYECKME CYHOpPOrM. B 6moxmmudeckoM aHanm3e KpPOBM OTMeYaeTCsl YBeMdeHue
IPOTPOMOMHOBOTO BPEeMEH, MHJIEKCa VM MEXK[YHApUIHOTO HOPMa/lTN30BaHHOTO OTHOLIEHMSA
(INR) Ha ¢GOHp yMepeHHOTrO IMOBBILIEHMsI aKTMBHOCTM aMUHUTpaHc(depas, HOPMaIbHBIX
3HauYeHNMAX (UOPMHOTeHa, TPOMOOLMTOB UM OTCYTCTBMS OTKJIOHEHWMiT HaHHbIA Y3V
Heitpoconorpadusi BbIsIBMIa KPOBOM3/IMsSIHME B IIpaBbIX OOKOBOI >kenmymodek. ITocre
VCK/IIOYEHNs] IeMaTO/IOYeCKOll IIaTOMOTMM pebeHOK IepeBefieH B HEpOXUpPYpruueckoe
otpenenne 6ompHULb “Cyp6 AcTBamamaiip”. B mocnmemyiomeM Y pebeHKa OTMeTHIICA
HAaBs34MBbI, KOK/IIOLIETIONOOHBIN Kallle/b, 3afiepXKKa (HU3MIeCKOro pa3BUTH, IO IIOBOXY
vero HampasneH B lleHTp MykoBucuuposa. ITOTOBBII TecT OKasascs MOIOXKUTENTbHBIM,
reHeTHYecKoe MCCIefoBaHme 0OHapyXmo aBe MyTaryy rena MBTP- 248AA>G, 2184delA.
3aKxio4yeHne.

Takum obpasom MB Mmoxxer fe60TMpOBaTh He TONBKO PECHMPATOPHBIMM SMU30LAMU U
KIIIEYHBIMY IPOSIBIEHUSIMI, HO ¥ TeMOPpPArinIecKuMH IIPU3HAKaMIU.

IVMHAMMUKA 9TUOTOI'MYECKOI'O CITEKTPA BO3BYI[I/[TE}IEI7[
BPOHXOJIETOYHOTO BOCITAJTEHUA Y JIETEI7[ C MYKOBUCIINIO30M

B IIEPUO]I 2010-2012 I'T

A.B. JTazapesa, I.T. lomunapse, O.J1. Cumonosa, O.A. Kpsokanosckas, /I.K. Katocosa
®I'BY Hayunwiii yenmp 300posuvsi Oemeti PAMH, Mocxsa nabopamopust mukpobuonozuu,
omoeneHue NyIbMOHONO2UY U ANITIEP2ONIOZUU

AKTyanpHOCTB: JCIIO/Ib30BAHVE HOBBIX, BBICOKOYYBCTBUTE/IBHBIX METOJOB BBIE/IEHIs
U VAeHTU(UKALMY, BKIOYas aBTOMATM3MPOBAHHbIE CHUCTEMbI, MO3BOMMWIN YIYYIINTH
nuddepeHIManpHy0 AMArHOCTUKY YCIOBHO IATOreHHO MUKPOGIOPHI U BBIE/ATH HOBBIE
BU/BL BO30yRuTENel MHQEKIMOHHOTO Ipoljecca Ipyu MyKosucrugose (MB), uro amkryer
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HOMCK HOBBIX 3¢ eKTUBHBIX HOPM aHTUOMOTUKOB.

Ilenb: BbIAB/IEHME HOBBIX MUKPOOHBIX BO3OYHUTeNell XPOHMYECKOTO BOCIANeHWs IIpK
MYKOBMCLIO3€ Y IeTell.

Marepuaisl 1 MeTOABL: 32 epuog ¢ 2010 o 2012 rr 6»1710 MCCcIEROBaHO 616 61OMaTepyanos
(MokpoTa, hapuHro-TpaxeanbHBbII acupar) oT 232 gereit ¢ MB, B Bo3pacTe oT 4-X Mecs1eB
mo 17 ner 11 Mecsiies. MIICHTI/I(bI/IKaIH/IIO Mm(pod)nopm MPOBOAVIN K/TACCUYECKUMU
MUKpPOOMOIOrMYecKMMY MeTofiaMy, B 6akanamusaTope VITEK, Ha BpeMANposneTHOM Macc-
criekrpomerpe MALDI FLEX MeTomoM npsiMoro npoguinpoBaHus.

Pesynbrarpl: cpefy Bblfie/IeHHbIX IIaTOT€HOB JMAMpYIOllee IONOXKeHUe B 3TUONOTUY
XPOHMYECKOT0 OPOHXOJIETOYHOTO Ipoliecca 3aHuMaeT Pseudomonas aeruginosa - 32%, Torma
Kak B Ipenblayliye roasl - 28,8%. Ha Bropom Mecte Staphylococcus aureus, o cpaBHeHUI0
C TIpeAbIIyIIMMI TOJAMHU €0 PO/b KaK 3TUOOTMYECKOTO areHTa 3HAYUTENbHO CHUSUIACD C
43,8% 1o 28%. 3HaunTeNBHO yBenmumnach ponb Achromobacter spp — 7%, Torga Kak paHbliie
OH BBIZIE/ISIICS TONBKO Y 1% 60mpHbIX MB. OcTanbHble MUKPOOpPraHM3MBbI BBIAE/LSUIICE B 18%:
Haemophilus influenzae -5%, Streptococcus pneumoniae — 5%, Stenotrophomonas malto-
philia - 4%, Klebsiella spp — 4% u mpoune 15%: Acinetobacter spp. 4%, Ps.fluorescens 3%,
Moraxella catarrhalis — 3%, Serratia marcescens - 2,5%, Enterobacter spp — 1%, Burkholderia
cepacia complex - 1 %, Pandoraea pnomenusa — 0,5%.

Mukpodrnopa BbfenAnach M3 OpPOHXOJIETOYHOTO CeKpeTa B MOHOKYIbType - 63,4%, B
MUKpPOOHBIX acconmanusx - 36,6%. S. aureus B mojnoBuHe ciay4daeB (50,2%) BbIeIANCS B
MOHOKY/IBTYPE, a P. aeruginosa — B 53,6% cimy4yaeB. MUKpoOHbBIe acCOLaliiy B OONBINMHCTBE
cny4aes (52,4%) coctosumu us S. aureus + P. aeruginosa.

3akmoveHne. OTHONOrMYecKuit areHT P. aeruginosa ocTaeTcss 6olee 3HAYMMBIM B
XPOHMYECKOM BOCIIA/INTE/IBHOM Iponecce mpu MB. YBenuunsaercs sHaueH1e Achromobacter
spp. ITosABM/ICA HOBBIIT STHONTMYeCKUiT areHT Pandoraea pnomenusa, BbIfielleHMe KOTOPOTO Y
OffHOTO peOeHKa IIPOUCXOAUT IIOCTOSIHHO Ha IPOTSDKEHUM JBYX JIeT. MUKpOOMOTOrnuecKmit
MOHMTOPVHT MOKPOTHI y 607bHBIX MB JIO/DKeH peryasapHO OOHOBIATBHCA JUIA IOCTOAHHOIN
KOppeKIMM aHTHOAaKTepUaIbHOI Tepaliy Y STUX IalMeHTOB.

MYKOBUCHII03: OCOBEHHOCTU TUPEOUIHOTIO CTATYCA. OIIMCAHME
KIMHNYECKOTIO CIIVYAAL.

M. A. ApycramsaH

ETMY um. M. Iepayu, Kageopa Ileouampuu 1,Ynusepcumemckas knunuxa,, Mypayan,
2.Epesan, Apmenus

B mocnepHye rofbl 3HAYMTEIBHO BO3POC MHTEPEC K MCCIENOBAHMIO MI3MEHEHMIT QyHKIMIT
IIMTOBUHOI >KeJIe3bl NPV HeIHTOKPMHHBIX 3aboneBaHmaAx . Llenpio Hacrosmieir paboTel
ABUJIOCH TIPENiCTAB/IEHNE Pe3y/IbTaTOB OOCTeNOBaHMA MalbuMKa ¢ MyKoBuCIVZ030M(MB)
y KOTOpPOTO AMAarHOCTMPOBaH runortupeos. bombHoit Apryp A., 10mer 1mec. (2001 r.p.)
HaXO[WICA Ha CTalyoHapHOM fedeHnu B llenTpe MB Ha 6ase oTHeneHMA INefuaTpUu
YHMBEPCUTETCKOMCKII ~KIMHUKK ,,Mypanan” ¢ 26.11.2011 mo 17.11.2011. Knuunuecknit
muarHos: MB, npenMyIecTBeHHO JIeTouHas GopMa, CpeHeTsDKeNoe TedeHue, 060cTpeHne
110 6POHXO/IETOYHOMY TUILY, CYOKIMHNYECKNII TUTIOTIPEO3.

Kanmo6pl mpy NOCTYIIEHNM: MYYMTENbHbBIA, HABA3UMBBIA Kalllelb C TPYSHOOT/ENAEMOI
MOKPOTOI1 >KEe/ITOrO IjBeTa, OfbIIIKA IIPM YMEPEHHOJ (pU3MuecKoil Harpyske, MOBBILICHUE
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TeMIreparypbiio37,5°C,c1abocTh, TOI0BHAsA00/Ib, HAPYIIeHMEe CHA, Pe3KOe CHIDKEeHIe ATITIeTUTA.
W3 anamuesa:Pebenok ot I 6epemenHoCTH. YacTble pecnypaTOpHbIe SIM30LbI C POKAEHISL.
Huarnos MB BbICTaBIeH B BO3pacTe 3 JIeT, IOATBEPXK/IeH TPEXKPATHBIM IOTOKUTENbHBIM
[IOTOBBIM TECTOM. IIpy reHeTM4eckoM OOC/IEOBAHMN MYTAaLMy He BbIsBJIEHBI. (MaHenb 26
eBpoIeiickux MyTaruit). JJaHHble 06BeKTUBHOrO ocMoTpa: CocTosiHue pebeHKa TsDKeoe
10 XapaKTepy 3a00/eBaHMs, YTO 0OYC/IOB/IEHO HAIMYMEM [bIXaTeTbHOI HEOCTATOYHOCTH 1
CUMIITOMaMI MHTOKcUKanyy. CaMO4yBCTBHUE CTPafiaeT- BSUIOCTD, allaTHs, pe3Koe CHIDKeHIe
anmetnta. [Ipn orenke no mkane IlIBaxmana-Bpacduibpa cocTosiHmMe «CpefHeTsDKeoe» -
50 6amnoB. KoxxHble MOKPOBBI OJeffHbIE C MPAMOPHBIM PMCYHKOM, CYXOBaTble, BbIPa>KeH
aKpoLMaHo3. Bupmmble cnmsucrble OnefHble, 4ncTble. IpynHas kaeTka 604YK006pasHOL
¢opmbl. HacToTa [pIXaTeNbHBIX ABVDKEHNUIT 25-26 B MMHYTY, BBIP)KeHA OffbIIIKA CMEIIAHHOTO
xapakrepa, SpO2-82%. IlepkyTOopHO Haji BCell IOBEPXHOCTBIO JIETKMX OIpefendeTcs
KOpobouHbI 3BYK. IIpu ayckynbTanuyu Ha (OHe >KeCTKOTO MABIXaHMsS IO BCeM IIOJLIM
BBIC/TYIUVBAIOTCSI MHOXECTBO CYXMX CBUCTSAIIVX XPUIIOB, HA (OHE OCTAO/IEHHOTO AbIXaHMs
HaJ| OTPaHMYEHHBIM y4YacTKOM JIETKOTO BBICAIYHIMBAIOTCA  MEJIKOIy3bIpyaTble BJIaKHbIE
xXpunbl. ToHBI ceppilja IPUITTYILEHbI, BBICAYIIMBAETCS AKIEHT 2 TOHA Ha JIETOYHO apTepuiu.
Taxukappus (dcc 130 B MmH.). JKMBOT MATKMIL, ZOCTYIEH IIyOOKON IalblIaluy BO BCeX
orpenax. [TeyeHp BrIcTyIaeT Ha 2 M u3-1107; Kpasi pebepHoit myru.CeneseHKa He aIbIIPYETCsL.
Cryn- 1 pa3 B CyTKM, UMeeTCs CKJIOHHOCTb K 3amopaM. MouencryckaHyue He HapyIIEHO.
B supgokpuHHOM craryce: Pusudeckoe passutue(PP) Bbllle cpegHero, rapMOHNUYHOE.
TommuHa HOAKOXKHO-XMPOBOI KJIETYaTKM YAOBIeTBOpUTenbHadA. IllMToBMOHAsA >Keresa,
[a/IbIIATOPHO He yBenudeHa. Pe3ymbrarbl MpoBefeHHOro obcmenoBanus:: OOmmil aHanus
KPOBU IIPM IIOCTYIIEHNUM: TIEMIKOLINTO3; HelTpodunos, nosbimieHHoe COD. Broxnmmuyeckoe
MCCTefoBaHye KPOBIL: ITMII0aIbOyMIHeMIa, HOPMaJIbHBII ypOBEHb TPaHCAMIHAS, OMIMPyOVHA
n ero ¢pakuuit. O6muT aHaIN3 MOYM, KOIPOJIOTMYecKoe uccaefoBanue,Y3V opraHos
OpIOLIHOI ITONIOCTU U HOYeK: 6e3 BUAMMOIL aTo/Morny. PeHTreHOorpaMMa OPraHOB TPYHOI
KJIeTKV: HepaBHOMEpPHOe CHIDKEHMe IPO3PAYHOCTU B 00eMX HIDKHMX IPUKOPHEBBIX 30HAX
BBIP@XEHHOE C TIPaBa, 31eCh )Xe MHOWITPALNS,CIyIIeHNe U Pe3Koe yculeHue u fedopmanms
OPOHX1A/TBHOTO PUCYHKA C He3HAYMTETbHBIMIU YPOBHIMIL.

V3V wutoBUAHOI XKerte3bl: 6e3 BUMMOII TaToIorvy. BoisiB/IeHHbIE 3MEHEHVISI B TPEOVIHOM
cTaTyce OBUIN pacLieHeHbl HaMM KaK CyOKInHIIecknit runotupeos.(Ta6.1)

O6cyxpenne. Takum 06pasoM, IOTydeHHbIe NaHHbIE CO3BYYHbI C MHEHUEM OONMbLIMHCTBA
uccenoBarenei:QyHKIMOHAIbHOE COCTOSIHIME ILIMTOBUHOV >Kele3bl Yy JAeTell OOMbHBIX
MYKOBMCIIJIO30M, .XapAKTe€PU3YeTCs MMUHMMAIbHON TUPEOMITHON HEZOCTATOYHOCTHIO B
neprofie 060CcTpeHNs 3ab0meBaHNs U TpebyeT BKIIIOYEHMA B KOMIUIEKCHOe 0OCiIefoBaHume
OO/NbHBIX OIpeNe/leHNs] YPOBHS TUPEOTPOIIHOTO TOPMOHA, HAOMIONEHMsI  [JMHAMUKA
HeAMaTpOM U SHTOKPUHOTIOTOM.

Tabnuya “CpasHumenvHas xapakmepucmuka napamempos mupeocmama”

ITapameTp Bonpnroit c MB PedepeHcHblit nHTEpBaT
TTT MxME
iME/wt 425 0,5-4,0
TUPEOTPOIHbI TOPMOH
fT4 miom/ 14,2 12-22
(cBOGOAHBIIT TMPOKCHH)
o000 0
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PE3YJIbTATBI HEOHATA/IbHOTO CKPMTHMHIA HA MYKOBUCHMIO03

B ITEPMCKOM KPAE

H.B. Mepsnosa', B.B. lllagpuna’, B.M. Kypunosa?

1 - Ilepmckas eocyOapcmeenHas meouyunckas akademusi um. ak. E.A. Bazuepa, Ilepmo,
Poccus

2 - [lepmcxas kpaesas Oemckasi KnuHuueckas 6onvHuya, Ilepmv, Poccus

Henp nccnemopanma: OLEHUTDb pe3y/NIbTaThl HEOHATANTbHOTO CKPMHIHTA HAa MYKOBMCIIJIO3 B
ITepmckom kpae.

Marepuanbt u Mmetopbl: B IlepMcKOM Kpae BHE[pPEH CKPMHMHI HOBOPOXXIEHHBIX Ha
mykoBucyzo3 (¢ 01.06.2006r.). ViccnegoBanne nMMmyHoopeaktusHoro tpurcusa (VIPT) B
po6ax KPOBH, BBICYLIEHHBIX B GUIBTPOBAIbHOI OyMare, IPOBOAMIOCH C IIOMOIIbI0 HAOOPOB
DELFIA Neonatal IRT kit (Ounnsugus). s onpeneneHus XTOPUAOB B TOTOBO XUJKOCTI
npumensicss ananusarop NANODUCT™ ¢pupmsr Wescor Inc. (CIIA).

Pesynprarer: Ha VIPT o6crenoBano 99,8% HoBOpokmeHHBIX (¢ mioHs 2006r. 1o fjekabpb
2012r.). Yeennuerne VIPT 6onee 70 Hr/Mt 661710 BbIABIEHO Y 3797 HOBOpOX/eHHBIX (1,6% OT
Bcex poxaeHHbIX ¢ 01.06.2006r. mo 31.12.2012r.): B 2006r. (¢ nioHs 110 fexabps) y 375 feteit, B
2007r. -y 410, B 2008r. - y 497, B 2009r. -y 526, B 2010r. — y 655, B 2011r. — y 749, B 20121. - y
585 HOBOpOX/ieHHBIX. YBenmuueHue VIPT 6omee 40 Hr/M npu petecTe 6bUI0 OTMEUYeHO Y 587
mereit (0,2% oT Bcex poxieHHBIX ¢ 01.06.2006r. o 31.12.2012r.): B 2006T. (C MIOHS IO KeKabpb)
y 93, B 2007r. — y 48, B 2008r. - y 95, B 20091. - y 103, B 2010r. -y 104, B 2011r. - y 72, B 2012r.
-y 63 pereit. Iloce mpoBefeHNMs TOTOBOTO TECTA AMATHO3 MyKOBVCIIM03 GBI TOATBEPXK/IEH
y 15 pereit (0,4% oT Bcex meTel C HEOHATAIBHON TUIIEPTPUIICHHOreHeMueil 1 2,5% OT JeTeit ¢
noBbleHHbIMY 3HadeHussMu VIPT mpu petecte): B 2006r. (¢ uroHs 110 fekabps) y 1, B 2007T. -
y 1,82008r. -y 4,B2009r. -y 2,8 20101. -y 2,8 2011r. - y 2, B 2012 I. - Y 3 feteit. He mposenen
peTecT Wi IOTOBbI TeCcT y 2 % JeTeil 10 IpUYMHAM Ilepee3fia JIeTeil B IPYTUe PerMOHbI,
CMepTH IeTelt WM 0TKa3a POJITeENIEN OT JajbHeiliero obcnegosanus. Yposens VIPT y meTeit
C TIOATBEP)KJEHHDbIM IMAaTHO30M MYKOBUCLMJ03 COCTaBMI OT 78,5 Hr/mMn pmo 485,8 Hr/mi, B
cpegHeM, 217,1 + 135,8 ur/mn. IIpn perecre nokasatenmu VIPT cocraBmmm 41,0 — 489,9 Hr/
M1, B cpefHeM, 183,0 = 136,7 Hr/mi. [leTu ¢ yCTaHOB/IEHHBIM AMAarHO30M MYKOBMCIVIO3
HOpOLUTM KOMIIZIEKCHOe o6cmenoBanne B IlepMCKOIl KpaeBOil [eTCKOM KIMHUIECKON
OOTbHUIIE U MOMY4MIM HeoOXOMVMYIO Tepamuio. Bce DeTy MMenu cCMeLIaHHYIO (JIerOYHO-
KullleuHyio) ¢popmy 3abomeBaHus1, CO CpefHell CTeNeHbI0 TSHKeCTH HabMIofamnch 7 getell, ¢
TSDKeJION — 8 manyeHToB. JIBoe 60/IBHBIX ¢ MYKOBUCLIMZAO30M, CMELIAHHOI (POPMOIT, TSKEIBIM
TEYEeHUEM YMEP/IM B Bo3pacTe 3 MecAneB U 9 MecaAleB. JIOKHOOTpULATEIbHBIX PE3y/IbTaTOB
VIPT Ha ceropHAIIHMII AeHb He 3adukcupoBaHo. IT03[Hel AMATHOCTUKM MYKOBMCLMO3A
y JeTeil, POXXIEHHBIX CO BTOPOIT MomoBuHbI 2006 T. HA MOMEHT aHanu3a He ObUTO. Y HeTeit
C BBIABJICHHOJ HEOHAaTa/IbHOJ TMIEepPTPUIICMHOT€HEMMell OTMEYeHbI JIeTaJbHble MCXOABI B
paHHEM HeOHATa/IbHOM M BHaYaJIe TO3JHeTO HEOHATAIbHOTO IIePMOZIOB. AHa/IN3 ITI0Ka3aJI, YTO
Bcero ymep 51 pebenok (1,3% oT Bcex meTe ¢ runepTpuicuHoreHemueit): B 2006r. (¢ MioHsI 110
mexabps) - 5 mereit, B 2007r. —15, B 2008r. - 8, B 2009r. - 5, B 2010r. — 7, 8 2011r. - 2, B 2012r. -
9 HOBOpOXXIeHHbIX. Cpefy BbIACHEHHBIX IPMYMH CMEPTY OTMEYEHbI CENICUC U BPOXKeHHbIE
MIOPOKM Pa3BUTUA BHYTPEHHUX OPTaHOB.

3akmouenne: [IpoBeieHNe CKPUHIHTA HOBOPOXK/ICHHBIX Ha MYKOBUCIIIIZI03 CIIOCOOCTBOBAIIO
paHHelT AMarHOCTHKe 9TOro 3aboeBanus. [[Mar1o3 MyKOBICLIM/03 ObT HOATBepKeH ¥ 0,4%
TeTeil OT BCeX HOBOPOXXIEHHBIX C HEOHATA/IbHON I'MIIepTpUIICMHOTeHeMuen 1 2,5% oT ieTert ¢
roBbieHHbIMY 3HaYeHVsiMu VIPT ipu petecte. Y 60/IbHBIX, BBISIBIEHHBIX Ty TeM CKPMHMHTA
B 53% crry4aeB OTMeYasIoCh TsDKe/Ioe TedeHne 3ab01eBaHus.
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NTOI'M MACCOBOTO CKPMTHUHTA HOBOPOXIEHHBIX HA MYKOBUCIH O3
B CUBMPCKOM ®EJEPAJIbHOM OKPYTE

JLIIL. Hasapenko', A.A. Pyako', C.JI. BoBk', O.H. OgunokoBa', A.M. HukoHos?,

T.10. Enusapsena’®, T.H. Camoitnosa®*, C.B. Cocunukasn®, E.P. Epemuna®,

H.IO. I'epacumenko’, O.C. Omsap?, O.K. Torouakosa’

1 - ®I'BY «HUM meduyurcxoii zenemuxu» CO PAMH, 2. Tomck; 2 - KITBY3 «[Juaznocmuueckuil
yenmp Anmatickoeo kpas», MIKe.bapnayn; 3 - KIV3 «Kpacnosapckuii kpaesoii
KOHCYIbMAamueHo-ouazHocmuueckuii yeump», 2.Kpacnosipck; 4 - Vpxymckuii obnacmmoii
nepunamanvhoui yenmp, MI'K, e. pxymci; 5 - Llenmp naanuposanus cemvi u penpooyxuyuu,
MTK, 2.Hosocubupck; 6 - I'V3 «Pecnybnuxarnckuii nepunamanvhuiii yenmp, MI'K, e.Ynan-Yoa;
7 - Omckas obnacmuas knunuveckas 6onvnuya, MI'K, 2.0mcx; 8 - I'PY3 «Pecnybnukanckas
bonvHuya Ne3», MIK, e. Kusoin; 9 - Pecnybnuxanckuii yenmp nnanuposanus cemvu, MIK,
2.Abaxan

IIpexnuMHMYecKas JOMATHOCTMKA  HACleCTBEHHBIX OonesHeit obmena (HBO) y
HOBOPOJKIEHHBIX OCYLIECTBJII€TCA IyTeM OpPraHM3alMM CUCTEMbl MAacCOBON AMArHOCTUKM
HAaCJIe[ICTBEHHBIX O0o/me3Helt oOMeHa. B Poccun Takas cucreMa QyHKIMOHKMPYET B TedeHue 27
neT Ha (eHMIKETOHYPUIO U BPOX/EHHBII TUIIOTNPEO3 M MHOYXECTBEHHBIMI Ty O/IMKAL[MAMM
IOKa3aH SKOHOMMYecKnil 3¢ eKT /A rocyapcTBa 1 MopasbHblit 9pdekT ast cembnu. C MioHA
2006 roga B MacCOBBIIT CKPMHMHT ObUIM BK/IIOYEHBI JOIIOTHUTENIBHO elié Tpy 3abomeBaHus:
MYKOBUCLI/IO3, a/[p€HOT€HUTA/IbHBI CUHAPOM U Ta/llaKTO3eMMU .

Lenp uccnemoBaHMs: IOfBefleHME MTOTOB MAacCOBOIO CKPMHMHIA HOBOPOX/EHHBIX Ha
MykoBucnuaos B Cubupckom @epepanpaom okpyre (CPO) 3a 6 ner.

Pesynbatel: B Tab/ie IpMBEREHbl 4aCTOTHI MyKOBJCIIE03a CPefy HOBOPOXAeHHbIX B COO

Tabnuya 1
YacTroTa MYKOBUCIM032 10 JAHHBIM CKPVHUHTA HOBOPOXKIEHHBIX
B Cubupckom Pegepansaom okpyre Poccun

Peruon (pecry6nuka, Kpait, 0671aCTb) YacToTa MyKOBUCIIMO3a
Pecnry6rmvka ToiBa 1:15325
Pecniy6nmka Xakacusa 1: 5814
Pecniybnuka Bypsatnsa 1:28779
KpacrHospckuii kpait 1:6109
AnTaiickuii Kpait 1:7213
HoBocnbupckas o6mactb 1: 7070
Tomckas obmacTb 1: 6839
Omckas 06/mactb 1:8190
HpkyTckas 06mactb 1:12337
Wroro: 1:7467

BoiBopbl: PaHHee BBLABIIEHIE CeMell ¢ MYKOBUCLM030M, Yepe3 CKPYHVIHT HOBOPOXKJEHHbBIX
[I03BOJISIET ONPENeINTh 4acToTy MykoBuciuposza B COO (1:: 7467). Konebanus gactor mo
peruoHy (tabm.l) cBsI3aHa C HEBBIIOJIHEHMEM AalrOPUTMA OOGCIEfOBAHNS B BBISBIEHHOMN
TpYILIIE TIOBBIIIEHHOTO PIUCKa —He SIBKA Ha IIOBTOPHOE MCCTIEOBAHIE .
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JIMYHBIN OTBIT ITPOPVTAKTUKN OBOCTPEHVS ITPM MYKOBUCITUTO3E -
PEABMINTALIVIAL B JOMAITHUX YCIOBUAX

I.H. MockoBueB

Wncmumym cneyuanvHoti nedazozuxu u ncuxonoeuu um. P Bannenbepea, Canxm-Ilemep6ype,
Poccus.

Lenb coobmmennss — 0OCy>KeHNe IMYHOTO OIbITA aBTOPA 10 PeabMINTALNY TTOC/IeCTBII
0060CTpeHNsA MYKOBUCI[IJ032 B JOMAIIHNUX YC/IOBUSIX.

JluarHos aBTOpa: MYKOBUCIUJO3, CMellaHHas (opMa, TKelIoe TedeHMe, NBYCTOPOHHIE
pacrpocTpaHeHHble OPOHX03KTasbl, BTOPUYHBIN XPOHMYECKUIT OOCTPYKTUBHBIN THOVHbIN
OpOHXIT, BHEIIHe-CEKPETOPHAsA HEOCTATOYHOCTD MOKETYNOYHOI sKeme3bl. OCIOXHeHN:
AbIXaTenbHasA HEOCTATOYHOCTD 2-3 CT., KPOBOXapKaHbe U JPyTHe.

BospacT Ha BpeMsA Hadaja DETyIApPHOTO IPUMEHEHUA ABTOPOM COCTABJIEHHOTO UM C
y4eTOM MHAMBUYAIbHBIX OCOOEHHOCTE KOMIUIEKCA KMHe3UTepanu U MefUKaMEHTO3HBIX
MeTonoB npodunakTuky — 22 roga. Kommtekc 6b11 Hauat B ssHBape 2010, mocie TspKenoro
o6ocTpeHnst M Mecs4HOro npebbiBaHmsi B GompHuiaX. CTalMOHAPHBIA KYpC JIeYeHNUs
BK/IIOYQ/l TIPUMEHEHUe aHTUOMOTMKOB M [PYIMX IIperaparoB (MepoHeM, aMMKallMH,
BEHTO/INH, aTPOBEHT, Iy/IbMUKOPT, Iy/IbMO3UM, aMOPOTeKCal, KPeoH, ypcocaH, bududopm,
¢damorupun). Ha poHe npoBefieHHOIT Tepanuy COCTOSIHYE YIY4LINIOChH.

OpHaKo MOCTIe BBIIMCKY OBIIO OTMEYEHO Pe3Koe CHIDKEHIE Beca, TaXUKapans (IIy/IbC B IIOKOe
npesbiran 100), obuast c1abocTb U yXy/lIeHne caModyBCTBUA. CHUSMIINCD CATypallYiOHHbIe
IapaMeTphl: B TIepUof;, 060CTpeHNs CTeleHb HAChIIIeHNs TeMOITIOOMHA KPOBY KICIOPOJOM
omyckanace Hibke 88%, Tpe6oBanoCh KpyIIOCYTOYHOE MCIONb30BaHMe Kucmopoza. IToce
BBIITICKY caTyparst coctasisina 92% (mpu Hopme 97%).

PerynsapHoe mpuMeHeHMe KOMIUIEKCA ObI/IO Ha4aTO Cpasy IOC/Ie BBIINMCKK (sgHBapb 2010r)
U IPOAIO/DKAETCA MO HacToAlee BpeMA. CocTaB BBINOIHAEMOrO KOMIUIEKCA IpeNCcTaB/IeH
HIDKe B Tabmmijax 1 u 2. YnpaKHeHMs ¥ M3MepeHNUs MPOBOJATCS eXefHEeBHO, YIIPpaKHeHNA
3aHMMAIOT 7-9 4acoB B fieHb. EXXegHEBHO N0 3aHATMII I OYMIIEHMA HOCOBBIX XOZIOB
TenaeTcs «HO3aNbHBINA Ayll». /l03MpOBKa ylIpa>XHEHMIT BapbUPYeTCA MCXOAA U3 COCTOSAHNUA
M CaMOYYBCTBUA. B TedeHue nmpoBefeHNs KaXXIOTro ceaHca KMHe3UTepanuy IOCTeNeHHO, 10
rnmoTKy BbmuBaercsa 200 — 400 M BOJbI.

PesynbTaThl, OMy4eHHBIE IIOC/IE TOfA PETY/LAPHBIX 3aHATUI (TaHHBIE Ha Aekabpb 2010r).
ITynbc B nokoe canamics co 100 go 55-60 ynapos B MuHYTY. Bec HopMann3oBasics M COCTaB/AET
63-64xr mpu pocre 173cm (uHpmekc Maccel Tema 20-21). Iokasarenn mukdgayoMeTpun
Bospociu ¢ 560 o 640. KomnyecTBo OTKAIIIMBaeMOl B CYyTKM MOKPOTBI B TeueHue rofia
Konmebanoch (MakcumyM 250mi), B mocienHmit Mecsi cocrasisier 30-50mm. Caryparyst (1o
ITy/IbCOKCUMETPY) HOBBICHIACH € 90-92 10 95-97. DKCKypCUsi TPYFHOI KIETKY yBEININIACh
¢ 5 fo 7cm. Tlokasatenb ob6bema popcuposanHoro Boifoxa 3a I cekynny (O®B1) Bospoc o
54% (MyuHMManbHOE 3HaueHMe 20091 — 29%). KpoMe Toro yry4dimiocs o61ee caMoOdyBCTBIE,
HOBBICIIOCH HACTPOEHIE, MCYe3 Kalllellb, OT/JBIIIKA U B TedeHIe Tofja He ObIIo 060CTpeHnii,
COIIPOBOXK/JABIIVXCS HOBbILIEHNEM TeMIepaTypbl (paHe OHM HAOMIOAMNCh MO 3-6 pas3 B
rom).

Takum 06pasoM, perynaspHoe IpUMeHeHNMe pa3pabOTaHHOTO KOMIUIEKCA B COYETAHMUM
C Me[UKAMEHTO3HBIMM METOAAMM JA/l0 IOMOXWUTENbHBII Pe3ylIbTaT U MOXeT ObITb
PEKOMEH/I0OBAaHO K Ja/IbHelIIeMy MCIIO0/Ib30BaHNUIO.

Bornee mopo6HO KOMIUIEKC IIPeACTaBIeH B KHUTe «SI ABILIY MM MYKOBUCIVI03 U3HYTPU».
ABTOp IPOBOAUT OH/IAJIH-KOHCYIbTAllUM 110 KMHE3UTEPAINIL.

Appec st KoHTakToB: George.moskovtsev@gmail.com
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Tabnuua 1. ExceonesHulil KoMnaexkc 3aHsSmutl
(nposodumcs no 2 pasa 6 0env, 00uLast NPOJOTHUMENLHOCHIb eHEOHEBHDIX
ynpaxcHeHuti 6e3 00NOAHUMENbHBIX cPedcma peabunumavuu 6-9 4acos 6 deHv)

VYnpaxseHue (nporenypa)

| JlozupoBka

MCTO)IH'-IGCKI/IG YKazaHusA

IToaroroBuTenpHas 4acTh

1. YipaxHeHusl, HalpaBJIeHHbIE 5—15pas, C caHTHMETPOBOH JIEHTOH: BJOX,

Ha TPEHHPOBKY MEXPEOSPHBIX C OCBOEHHEM UHCJIO TIOBTOPOB Tiay3a ¢ 3a/Iep>KKOH bIXaHHS U

JIBIXATEJIBHBIX MBI, THadparMel | yBeINIHBaeTCs IUIABHBIH BBIJOX Yepe3 HOC WIN

¥ MBI )KUBOTA («CAaHTHMETP)) 9yTh HIPHOTKPBITEIN POT

2. O6uiepa3BUBarOILHC 10 munyT B OCHOBHOM - ymnpa’kHEHUs Ha

yIpasKHEHUs pa3BUTHE TPYJHON KIETKU

2. YnpaxHeHHs Ha 5-10 munyT JIbIxaTenbHble YIpaKHEHHS C

THMHACTHYECKHX MIdax MOJIPHITMBAHMS, BPallleHUIMU,
pacKkauMBaHUSIMU

3. Unransuus ¢ 6porxonutukoM | 10 MuHyT IMon6op OpoHXoIUTHKA

JUISl pAaCLIMPEHNS M yITydIIEHUsS 10 MHAMBHUYa bHBIM

HPOXOJJUMOCTH OPOHXOB MOKa3aHUAM

4. NHransiuust ¢ MyKOJIUTHKOM 10 MunyT HeOynaiizepHas Tepanus:

JUTA Pa3)KAKCHUS MOKPOTBL

yIbMO3HM.
XKenareabHO, HCHOTB30BATH
HeOynai3ep co BCTPOSHHBIM
(narrepom

OCHOBHAas 4acTh

1. ITocTypasnbHblil JpeHaX U3
PA3IMYHBIX TTOIOKEHUH C LEBIO
o0neryeHns 3BaKyaruid MOKPOTBI

70 MuHYyT
4 o351
110 7 MOBTOPOB

IT03BI AUIsI KaXKIOTO CIIEMYIOLIErO
KOMILJIEKCA MOKHO MEHSTh,
noadupas Ui ceds ONTUMaIbHbIE

2. AyTOTeHHBIH JIpeHax IS
9BaKyaIi MOKPOTHI

50 - 70 MuHYT, 10 OTXO1a
MOKPOTBI

Brox gepe3 HOC — may3a - BBIIOX
4yepe3 HOC WK POT

3aKo4nTeNIbHAsE YacTh

1. MHransmust ¢ aHTHOMOTHKOM
Uit 00e33apakuBaHus OCTAaTKOB
MOKPOTBI

20 - 25MuHYT

He0ymnaiizepHast Teparus:
Tobu (28 nueit mpouenypsl, 28
THEi epephIB)

2. Pacciabnenue

2 — 5 MUHYT

JlpixaHue poBHOE, ITyOOKOE

Tabnuya 2. JJononHumenvHole cpedcmea peadunumayuu

1. bannas Tepanus

1 pa3 B Hezento, 60-90 MuHyT

Yuciio v JUIMTEeILHOCTh 3aX0/I0B B
TIapHYIO — 10 CaMO4Y1yBCTBHIO

2. lo3upoBaHHast X002 Win
JIO3UPOBaHHBIN Oer

40 munyT (X0aH02) MM
20 muH (0er), exXeAHEBHO

CKOpOCTB M PAaCCTOSIHUE — IO
CaMO4yBCTBUIO (Oer BKIIIOYCH B
JICTHHIT TIEPHOJ, TIOCHIE 6 MeCsILeB
3aHATUI KOMILUIEKCOM)

3. Kucnopoporepanust

10 yacoB B HOUHOE BpeMst

Iorox kucnopopna 1,5 nmurpa B
MHHYTY

4. BrIcOKOKaJIOpUIHOE TUTaHUE

JomnonuurensHo g0 1000
KKaJIOpHuil B ICHb

CrienpanbHble MUTATEIbHbBIC
CMECH: CKaHIUIICHK

5. CriopTrBHBIC OaTbHBIC TAHI[BI

60-90 MuHyT, 2 pa3a B HEJEIO

Bxurouensr mocie 8§ mecsien
3aHATHH KOMILIEKCOM
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KOMIIVIEKCHASA PEABMIMTAIINIA BOJTIbHBIX MYKOBUCIIVIJO30M.

Heperuna A.®., Jleguéna B.C., Ilerposa I1.B.

Boponesxcckas zocydapcmeennas meduyunckas akademus um. H.H.Bypoenxo,

obnacmuoil yeHmp peabunumavuu demetl U OOPOCMKOB C 02PAHUHEHHDIMU B03MONCHOCHIAMU
«Ilapyc Hadexcovt»

MyKOBMCLIMI03 IIpEfCTAB/IAET COOOI IIONMMCUCTEMHYIO IIaTO/IOTHIO, XapaKTePU3YIOLIYIOCs
IIPOrPeCCUPYIOIIMM IIOBPE&KCHNMEM MHOTMX OpPraHoB M cucTeM. Toxénoe TedeHue
MYKOBMCLII03a IIPUBOAUT K IHBA/IMAMN3ALMY OONbHbIX, JIeTaTbHBIM MCXOaM.

KroueBoe 3HaueHMe /i1 ONTMMAJIBHOTO JIEUeHWs IIAlMEHTOB M MCXOfa 3abO/IeBaHMUsA
npuobpeTaeT LeHTpaIN30BaHHASA OPraHM3ALMA CIeLMaTN3MPOBAHHOI TOMOLIM C y4acTHeM
IIO[ITOTOB/ICHHBIX M OIIBITHBIX MEMLIMHCKUX CITenacToB. CTaH/iapThI CIe L MaIN3M P OBaHHOM
IIOMOILY IIPEflyCMATPMBAIOT KIMHNYECKYIO OLIEHKY U BbIAB/IEHNE OC/IOKHEHMIA, ONITYMA/IbHbIE
METOfIbl JIEYeHN, @ TAKOKe peabyInTalun A/ 0becriede st MaKCMMaIbHO 6/1aronpusATHOTO
ncxopa 3abonmeBaHyA.

MyKOBMCLIMI03 HAapyIIaeT POCT U PasBUTHE OONBHBIX JieTell, IPEIATCTBYeT MpUOOpeTEHNIO
MMM BO3PACTHBIX HaBBIKOB, 3aTPYy[HAET BOCIUTaHUE M OOydeHMe, BefET K MBO/ALMU U
COLMA/IBHON JeNpUBalL.

OrpaHnyeHne >KM3HEHEATENPHOCTH OOMBHBIX MYKOBUCLIMAO3M IIPEACTaB/IAET BaXKHYIO
MeJMKO-COLIMA/IbHYIO, IICUXOJIOTO-NIearOTMYecKylo ¥ 3KOHOMMYECKylo Ipobiemy. Becbma
Ba)KHYIO PO/Ib B PElLIeHNM STHUX IPOOIeM MMeeT paHHAA U JONTOBPeMeHHas peabyInTaLis
3TOTO C/IOXKHOT'O KOHTMHIEHTA IaIMeHTOB, IIOCKO/IbKY OT 3P ()EKTUBHOCTI peabMInTaL1u BO
MHOTOM 3aBJICUT Jla/IbHelilllee TedeHne 60/Ie3HN, YPOBEHb KadecTBa SKU3HM.

B cBs3KM C HempepblBHBIM pOCTOM peO&HKa peabunuranys B IeAMaTPUM MMeeT CBOU
0COOEHHOCTH, T.K. OHa O0ecreyyBaeT He TONbKO BOCCTAHOBJIEHME YTPAadeHHBIX (QyHKIMI,
HO U JajbHelllllee BO3PACTHOE Pa3BUTME BCeX CUCTEM, BO MHOTOM IIpefyIpexpas WIn
CYIIECTBEHHO CITIKMBasA 3a[,eP>KKY, AUCTapMOHIYHOCTD Pa3BUTHA.

BoccraHoBMTebHAS TEPAIINA BKITIOYae T KOMIUIEKC MEIM LIV HCKIX, ICXO/IOrO- [IeJarOTMYe CKMX
MepOIpUATHIL, HAIIpaBIeHHBIX Ha MAKCMMaJIbHO ITO/THYIO a[JalTAlNI0 pe6EHKA K OKpY Kalowei
cpefie, Ha YCTpaHeHNe COLMaNIbHOI HE[JOCTATOYHOCTI.

MpbI pacrionaraeM MHOTO/IETHVM OITBITOM yCTIEITHOT O BBIIIOTHEH A IIPOTPaMMbl peaby I Tal iy
ZeTeit, CTpafialoLiNX MyKOBUCIIMI030M, B YCTIOBUAX 06/1acTHOTO LleHTpa peabumuTarym getei
U TIO[POCTKOB C OTPaHMYEHHBIMM BO3MOXKHOCTAMMU, IJie OCYLIECTBAETCA MEIMIMHCKA,
IICHXOJIOrO-IIefiaroruuecKas, TPyAoBas 1 COLMabHast peabuIuTanus feTeil 1 OAPOCTKOB. B
OTJe/IEHNI MEJVKO-COLMAIbHOI peabynTalyy paboTAIOT OIBITHbIE BPAuy-IIy/IbMOHOJIOT,
HeBPOIATO/IOT Y, IICUXMUATPBI, HeAuaTpsl, ¢pusnorepanesTsl, Bpaun JIOK, cromaronory, Bce
OHM, HO-CYTH, ABJIAIOTCA BpayaMyl —peabINTONIOraMM, BIaJeolM) MHOTYIMY MeTOJaMI
o6crenoBaHUA M JledeHMA. 3HaHMe BpadaMiu, MefcéCTpaMyl, MAcCaXUCTaMM HOBENIINX
METOVK IO3BOJIAET B IOTHOM OOBEME MCIIONb30BAaTh COBPEMEHHOE peabuIMTaIliOHHOE
obopynosanue LleHTpa.

B mpomecce coBMecTHOII pabOTHI Bpadell, IICMXOJIOrOB, IIEJAaroros cGopMMpPOBaH
MHOTOYPOBHEBBIIT KOMIIIEKC JJO/ITOBPEMEHHOI peabumnuTanmm.

BonbHble HAPaB/IAIOTCA B LIEHTP C BEPUPUIMPOBAHHBIM JUMATHO30M MYKOBUCIIM032 IIOC/IE
IIOJIHOTO 0OC/IeNOBaHNS B CTAL[OHAPe WM IIONMK/INHIUKE, YTO MO3BOMAET IVIAHUPOBATDb U
IPOBOUTD MHAMBUAYAMbHBIN [y depeHINPOBAaHHbIN IIOAXOf, K BOCCTAHOBUTENTbHBIM
MEepOIPUATUAM.

C mepBbIX >Xe [Hell BOCCTAaHOBUTENbHBIX MEPONpPUATUI y pebGEHKa WM IOZPOCTKA
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Bpadamt, IefjaroramMy, ICUXO0M0raMy BbIAE/ISIIOTCS MAKCUMATIbHO BbIpa)KeHHbIE 1 3HAUMMBble
M3MEHCHUA pecnmpaTopHoﬁ[, HMHLeBapI/ITe}IbHOI}’[ CUCTEM, HApYyHIEHNA WIM OTKJIOHEHUA B
IICUXOHEBPOJIOIMYECKOM DAasBUTHUM, OTCTaBaHue B (POPMUPOBAHUM COLATBHO-OBITOBBIX
HaBBIKOB. KoMIIIeKC MeAMLIIMHCKMX MEPOIPUATHI IVITAHMPYETCS C YIETOM BO3PaCTa, TAXKECTHU
3a007IeBaHMs, €ro OC/IOKHEHMII, COIYTCTBYIOLEN IIaTO/IOIMY, CTEIeHM OOpaTuMoCTu
(YHKIMOHA/IbHBIX HapyIIEHWIL.

OcHaujenne IleHTpa COBpeMeHHBIM OOOPYHZOBAaHMEM OTEYECTBEHHOTO 1 VMIIOPTHOTO
IPOM3BOJCTBA IIO3BOJIAET NCIIO/NB30BATh HOBEJIlIe METOLBI (PU3MOTEpaIIeBTIUYECKOI
peabuwmmranun.  OTgmeneHue — pacrmonaraeT — KabMHETOM — 97IEKTPO-CBETONEYEHNS,
3aJI0M IIOBOJHOTO MAacCaka, OacCelfHOM, cO/MspMeM, KaOMHeTaMy Jlasepo- M
uraopedrekcoTepanuim.

DusnorepaeBTUYECKIe METOHbI 0053aTeIBHO COYETAITCS C jIedeOHOI (DU3KYIBTYPOI,
MaccaxxeM. C MOMOIIBIO POAUTENBCKOI acconmanyy 60IbHBIX JieTell 0 60pyRoBaH KabuHeT
KVHE3UTEePAIINI, YTO IT03BOJIV/IO IIPOBOAMTD IIPOLEAYPY ¥ 0OYINTD POJUTENIEN IPABIIBHOMY
[POBEIEHNUIO 9TON BaXKHEIIIell MaHUITY LI,

CoumanpHasi XapaKTePUCTHKA CEeMbJ, CEeMelHBIX B3aVMOOTHOLIEHWII, 06pasoBaHIMe
ponuTerneit,0cO6eHHOCTY BOCIIMTAHVS y YU THIBAIOTCS Tefaroramu LleHTpa mpy IytaHMpOBaHMY
KOPPEKIVIOHHO-BOCIIMTATENbHO PabOThl C [eTbMU ¥ PORUTENSAMN. VIHAMBUYaIbHbIE
[POrpaMMBbl BKIIOYAIOT MEPOLPYSTHS, MOAEVPYIOLIUX HOBbIE BBl OTHOLIEHNIT, BK/IIOYAIOT
B Ce0s1 pa3BMBAIOILYIO, UTPOBYIO U KY/IbTYPHYIO IIporpaMmMbl. QopMupoBaHNI0 HOPMAaTUBHBIX
OTHOLIEHNIT CIIOCOOCTBYIOT IpefaraeMbl 06pasiibl, KOTOpble JEMOHCTPUPYIOT MICHUXOIOIN
n neparoru. Emé opHo Hampasnenme lleHTpa - ceMeliHOe KOHCYIbTMpOBaHME, KOTOpOe
BK/IIOYAET IICUXOTepAIlNI0 HapyIUIeHWil IICUXOMOTMIECKOrO0 COCTOSHMs YIEHOB CeMbl,
OpPTaHU3ALMIO POAUTENbCKUX «TPYIII IOAKEPKKI», KO A/ POLVTETIe.
ITcyxomornyeckue acIeKThl peabyInTaLNy IPefyCMaTPUBAIOT KOHCY/IbTALIMY IICUXOJIOTa, TI0
TIIOKa3aHMAM — IICUXNATpa, TPEHMHI, IICMXOKOPPEKINIO, COUYETAHME BCEX BIJOB MY3bIKO- I
cBetoTepanuu. [lcuxonorn 06y4aroT 60TbHBIX CAMOKOHTPOIIO, CAMOPETY/ISILIMIA.

HeTI/I AKTMBHO BK/JIKOYAaKOTCA B TBOp‘IeCKI/Iﬁ IIpOILECC Ha T€aTpaJIbHbIX, BOKA/IbHO-XOPOBDIX,
MY3bIKaTbHO-XOPOBbIX 3aHATHUSX. C 1e1bl0 GOPMMPOBAHMsI Ka4eCTB TBOPUYECKOIT TMIHOCTI
VICIIONIBb3YETCA METOMVKA KOJIIEKTMBHBIX TBOPYECKUX MepOHpI/IHTI/H‘/‘I. B KOJIZIEKTVMBHYIO
TBOPYECKYIO HESITENbHOCTb BOBJIEKAIOTCS POJUTENN, YTO CIOCOOCTBYET TFapMOHM3ALMK
POIUTENBCKO-TETCKUX OTHOIIIEHNIA. Hepe,u negaroraMm 1 ICuMxoj10raMim CTOUT 3ajja4ya IIOMOYb
pe6EHKY, ero poauTeNsIM OCO3HATH €ro TBOPYECKNUIT OTEHIMAN, MHTePeC OKPYXXAIUX K
HeMY, 00pecTy HafieXXy Ha YCIeLIHYI0 MHTETPALMIO B COLMAaIbHYIO CPeny

TakoiI KOMIUIEKC —peabWINTALIOHHBIX MEpOUPMATHIL, 0e3yCclIOBHO, CIOCOOCTByeT
IIOBBIIICHNIO KAYE€CTBA JKMU3HI. C)IenyeT IIOAYE€PKHYTDH HeO6XOI[I/IMOCTb KaK MOJXHO paHHEro
M CHCTEeMAaTH4YecKOro Hadaja KOPPEKLVOHHO-IIELarornyeckoil paboThl, ONpefennTh Kak
BEYILIYIO - POZIb POAMTETIEN, IIPEX/e BCero, MaTepy B Ipoliecce peabyInTaryy, IpyHINII
UTPOTEPAINY U UTPOIIETATOTMKY KaK OffYIH 13 CIIOCOO0B YCTOMYIMBOI MOTUBALIN y pe6éHKa
K TIOXXM3HEHHOIT 60pb0e 3a CBOEro 370poBbe.

Ortpenenne TpymoBOi U IIPOQECcCHOHANbHON peabMIUTaluy 3HAKOMUT IOBPOCTKOB C
MUpoM Hpodeccuii, IOMOraeT B IPOQeCCHOHAIBHOM CaMOOIpeeieHIteM, KOPPEKTUPYeT
HeaJleKBaTHbIe IPO(eCCHOHAIbHBIE HTEPECHI I HAMEPEHs.

KommekcHast peabymuranys IpefycMaTpyBaeT akTHBHOE ydacTyie B 9TOM Ipoliecce
COLMAIbHBIX PabOTHNMKOB, KOTOpble OPVMEHTVPOBAaHbI HA OKasaHue IOfLEPXKKM CeMbsM,
BOCIUTBIBAIIVM pe6éHKa C OrpaHMYE€HHBIMI BO3MOXXHOCTAMMU.

O PexTUBHOCTD peabMINTALOHHBIX MEPONPUATHUII [O/DKHA paccCMaTpuUBaThCcsi B
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MEJVITHCKOM, TICUXOJIOTO-IIefJarOTMIeCKOM M COLMaTbHOM acIeKTax.

MenuumHcKuit  acrieKT 3GQEeKTMBHOCTY  peabWINTALMOHHBIX IIPOrPaMM  BK/IIOYAeT
K/IMHUKO-QYHKIMOHATbHbIe KPUTEPUM, [OJIOKUTENbHYI0 AMHAMUKY aHTPOIIOMETPUYECKMX
IToKasareriell, CHIDKeHye ducna obocrpennit, KpatHoct OPBY 3a rop, ymeHblieHne 4yucia
TOCNIMTAIN3AL NI, TPOIYCKOB nocemennii JJ1Y v mKonbl.

S PeKTUBHOCTD  IICHMXOTIOrO-NEJArOrNYecKoil  paboThl  3aKMI0YaeTcsA B YIy4IIEHUM
5MOIIMIOHAIbHOTO (DOHA, PAIMOHATbHOM paspellleHny KOHQIMKTOB B CEeMbAX, HaTNINM
COIEPEXXMBAEMOCTH, YMEHbIIEH!N HEBPO30IIOZOOHBIX PaCCTPOIICTB, MOBBIIIEHUYU
YPOBH: peabMIMTALMOHHOI KOMIIETEHTHOCTH POFUTENIEL.

CounasnbHblit actieKT 3 HeKTUBHOCTI KOMIUIEKCHOI peabuINTaluy COCTOUT B COKPAILeHUN
TPYHONOTePDb PORUTENEN], CHIDKEeHNUM 3aTPaT Ha JIedeHe 60/IbHBIX,. BO3MOXKXHOCTI 00ydeHN ,
MHTETPALMY IeTeil U HOAPOCTKOB B CPelly CBEPCTHUKOB.

BUTAMMH - E, BEJTKOBO-JE®UIINTHAS AHEMMS Y TETEN BOJTBHBIX
MYKOBICIOUIO3O0M.

B.C.Huxonosa, H.E.lllenennesa, H.J1.Kannpanos

DI'BY «Meduko-eenemuueckuii Hayuroviii uenmp» PAMH . Mockea

OK30KpMHHAs HEJOCTATOYHOCTb IOPKEIYLOYHO >Keme3bl Y OOMbHBIX MYKOBUCLIVII030M,
BBI3bIBaeT HApYILIEHMA BCACBIBAaHMA KUPOB 1 >KMpopacTBopuMbIx ButaMnHoB A, D, Eu K. C
BBeJIeHeM B TepaIllIio B HEOHATa/IbHDII IepMOJ] 3aMeCTUTE/IbHOM Tepanni TaHKpeaTMdeCKUMU
dbepMeHTaMM BUTaMMH - JeQUIMTHBIE COCTOSHNS CTAlIM BCTPEYAThCs 3HAUUTENBHO pexe.
Tem He MeHee, MBI XOTUM IIOAYEPKHYTb Poib Aeduunrta Butamuua E B pasButun anemun y
OOIbHBIX MYKOBUCIIVIJO30M B paHHEM MJIafieH4eckoM Bo3pacTe. I1o JaHHBIM VHOCTpPaHHOII
JINTEPATYpPhl IMIOANTBOYMMHEMNSI M HU3KUIT YPOBEHb A-TOKO(epoIa CHIBOPOTKM KpPOBII,
y JeTeil 60MBHBIX MYKOBMCLIMIO30M, BBIAB/ICHHBIX B pe3y/lbTaTe CKPUMHMHTA, B IepBbIe 3
MecsALla KM3HU BCTpedaeTca C 9acToToit 36% m 38%, COOTBETCTBEHHO, B TO BpeM:, KakK
6enkoBo- 1 BuTamMyuH - E feduunTHad reMomuTMYecKas aHeMUS pasBUBAETCA TOIBKO y
4% pereil C TsDKENON IAHKpeaTNYecKOo HeJOCTATOYHOCTbIO0. BysaHMe [ONOMTHUTENbHBIX
(baKTOpOB, TaKMX KaK AeUINT JKee3a, MOXKeT OOBACHUTD PacXoKAeHNe MeXIy YacTOTOl
6uoxummyeckoro geduunra ButamnHa E 1 pasBUTMEM KIVMHNYECKM 3HAYVMMON aHEMUU Y
HeTell paHHETO BO3PacTa, OONMbHBIX MYKOBUCIIVIIO30M.

Oski m Barness cuYMTamT, YTO IPOM3BOACTBO HEKOTOPHIX METAOONNTOB KULIEYHBIMM
6aKTepuAMI, IPU OKMCTUTENTbHBIX IIPOIleccax B KMIIEYHIIKe B IEPIOJ JUapel, Pa3BUBAIOIIEIICs
IpU  TSDKENON IIaHKpeaTM4YecKO! HeJOCTATOYHOCTM, C/IefyeT paccMaTpuMBaThb Kak
HAaCJIe[ICTBEHHO 00yCIoBIeHHbIe (HaKTOPBI, BIVAIINE Ha OKUCTATENIbHO-MHAYIMPOBAaHHOE
TIOBpeX/ieHNe K/IeTOK KpaCHOJ KPOBU, YTO IPUBOANT K K/IMHMYECKY BBIPa)KEHHOMY FeMO/IN3Y
pu BUTaMuH-E-feuunTHbIX cocTosHMSX y 60/1bHBIX MB.

Butamuu E npucyrcTByeT Bo BCeX KIE€TOYHBIX MeMOpaHaX M BBICTYIIAET B Ka4eCTBE OYEHb
B@XHOTO aHTMOKCHUJJAHTa, CHIDKAIOIIETO BO3JEVICTBIME CBOOOTHBIX PajyKaloB KUCIOPOJa,
00pasyoIuXCs NpY INEPeKMCHOM OKWC/IEHUM JUIMAOB. Y OONBHBIX MYKOBUCLIVI030M
npu 6aKTepranbHON MHPEKINN M XPOHNYECKOM BOCHA/NIEHUN YBETMYMBAETCS IepeKIMCHOe
OKJICTIEHVE JIMIINJOB, YTO YCYIyO/sieT OKMCIMTENbHBI CTPECC M IPUBOJUT K HepuUuTy
BuTammHa E.

Iens: OueHka 9acTOTHI BCTPeYaeMOCTH BUTaMIH E geuinTHOI reMOMMTNIeCKOI aHEMMIL.
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ITon60p MeTOOB KOPPEKLMI JAHHOTO COCTOSIHMS.

Marepuainst u MeTopbr: [log HammM HabmoOneHNeM Haxommuch 12 meteii (3,74%), 60MbHBIX
MB ¢ ButamuH E, 6enkoBopeduuntHOI aHeMueil B BodpacTe oT 46 1o 105 (+ 31,4), cpenumit
BO3PACT COCTaBWI 75,67 [Hel )XM3HU. YpOBeHb reMorobuHa ot 82 mo 95, B cpenHeMm 92,83
/11, 9pUTpOLUTOB OT 2,59 1o 3,3 MmiaH/MKn (B cpenHeMm 3,11), rumonporenHemueit ot 41 1o
54, (cp.46,5 r/n), medunnrom Burammua E cbiBopoTKM KpoBU MeHee 0,6 MI/MI, YpPOBEHb
CBIBOPOTOYHOTO JKejle3a y BCeX MALMeHTOB ObUI B IIpefenax HopMbl. [TpoBopmmach Tepamms
6eKOoBBIM 0bOraTUTeNIeM IPYIHOro MojIoka Friso 1 a-Tokodeponom B ABOIIHOI BO3pacTHO
[IO3UPOBKE.

Pesynbrarsr: Ha ¢pone mpoBoaumoit tepanun B TedeHne ot 52 fo 185 (B cpensem 106) aueit
ypOBeHb reMoITI061Ha, 0611iero 6enka, BuTaMuHa E MOBBICH/INCH ;O HOPMa/IbHBIX 3HAYEHNIA
6€e3 HONONHUTEIPHOIO HAa3HAYEHMsI KPOBE - U IUIa3MO3aMeCTUTENbHOI Tepamuu. Y feTelt, ¢
ypoBHeM remorio6yusa Hyoke 90 I/, [IUTENbHOCTD KOPPEKTUPYIOLel Tepanuy BUTaMUHOM E
u 6e1KoBBIM oboraTuTeneM Obla fonblie B cpesHeM Ha 81(+ 21) aeHs.

BsiBoppr: KomuecTBo 60/bHBIX ¢ reMonuTnieckoil Butamud E u 6enkoBo-geduumnTHOM
aHeMMell COMOCTaBMMO C [JAHHBIMM MHOCTPAHHOI IUTepaTypbl. HeoOXOmuM pery/sipHbii
KOHTPOJIb YPOBHsI TeMOITI001Ha, BuTaMuHa E, IpoTenHOB ChIBOPOTKY KPOBH Y eTel IIEPBOTO
HIO/TYTOAMS XXM3HN. PaccyeT KOPPEKIMOHHBIX 03 A/Is1 IepOPaIbHOrO BBEEHNS BUTAMIHOM E
¥ yBeMYeHHOI 6€/IKOBOIT HATPY3KOI 060raTUTe/SIMU IPYSFHOTO MOJIOKa TpeOyeT falbHe X
MCCIIEIOBAHMIA.

HEJOCTATOYHOCTD IIMTAHMA Y B3POCJ/IBIX BOJIbHBIX
MYKOBMCIMJIO30M

JI.C. Opemko?, T.E. Tem6uikas', M.C. JKypasneBa*

1 - HUU nynvmononoeuu CIIOI'MY um. axao. V.II. ITaenosa, Cankm-Ilemep6ype, Poccus 2 -
C3I'MY umenu M.J. Meunuxosa, Cankm-Ilemep6ype, Poccus

HyTpuioHHsIit cTaTyc 60MbHBIX MYKOBUCIIMZ030M VIMEET BaKHOE KIMHIYECKOe 3HaUeHMe.
[maBHBIMM (haKTOpaMU, BIMAIOMMMIM Ha 6aTaHC PU3NYECKOTO CTATyCa, ABMAIOTCA 9K30KPUHHAA
HEJOCTaTOYHOCTD IIO[KETYIOYHON JKe/le3bl, Ype3MepHast MPOAYKIMs CIU3U SHTEPOLUTAMM,
HapylleHMe MOTOPMKM >KEMyJOYHO-KUIIEYHOTO TPAKTa, IOBBILIIEHN)E 3SHEPreTUYeCKUX
HOTPeOHOCTel OpraHM3Ma ¥ MepCUCTUPOBaHMEe XPOHMYECKO PecIMpaTOpHON MHQEKIMN.
CornacHo JaHHBIM JIMTEPATYPhl MacCOPOCTOBbIE ITOKasaTey, HyTPUIMOHHBIA CTaTyCc U
HoKazaTeny (QYHKIMYM BHELIHEIO [BIXaHMA CYMTAIOTCA KPUTEPMAMM, OIpeNesIAILMMU
K/IMHIYECKOe COCTOsiHMEe M IporHo3 3abonmeBanus [H.J. Kampanos, H.O.Kammpckas,
2009].

IMenp mccnemoBaHuA: usydeHNUe B3aMMOCBA3KM HYTPUIMOHHOIO CTaTyca M IIOKasaTeseit
GYHKILMM BHEIIHETO ABIXaHMUA Y GONbHBIX MYKOBYICIIU/IO30M.

Marepuan M MeTORbI MCCIefOBaHMA. VIcclemoBaHMe IPOBOAMIOCH Y 13 GOIbHBIX
MYKOBMCIIVIZIO30M, CMELIaHHON (GOpMbl, BHe 000CTpeHNsA OPOHXOJIETOYHOro IIpoliecca B
Bo3pacTe oT 18 mo 35 neT, cpepy HuX 8 My>X4IMH 1 5 xeHIVH. CpegHMIT BO3pacT NMalMeHTOB
cocraBun 25,9 netT. BceM manyeHTaM IpOBeleHO COMaTOMeTpPUYeCKOe MCCefoBanme (pocT,
BeC, MHJIEKC MACChl Te/Na, OKPY>XHOCTb IIJIeYa, TOMIIMHA KOXKHO-XKMPOBONM CKIAfKM Hap
TPYLIENICOM), OMOMMIIEIAHCHDI AaHA/IN3 COCTaBa OPraHM3Ma, QPYHKLNA BHELIHETO JbIXaHMA.
CraTucTidecKuit aHa/Iu3 MOMyYeHHDIX TaHHBIX IIPOBENEH ¢ Mcnonb3oBanueM Excel 2010.
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Pesynbrarpl ucciegoBanusa. Ilo [JaHHBIM COMAaTOMETPUYECKOTO uccnefopanusa y 10
06cI1e;0BaHHbIX BbISB/ICH HOPMa/IbHbII MHIEKC MacChl Te/Ia, ¥ 3-X — HU3KUIT MHEKC MacChI Tera
MeHee 18,5 kr/M2; y 4 — HOpMa/IbHbI€ BETMYMHbBI OKPY>XHOCTH T17Ie4a, Y 9 — HU3KIME BEeTNYMHbI
OKPYXXHOCTH II/Ieya (MeHee 26 CM y MY>KUMH 1 25 CM Y XKEHILVH); Y 8 - HOpMa/IbHble BeTNYMHBI
TO/NLIMHBI KOXXHO-)XMPOBOJ CK/IAIKi Ha TPULENCOM, Y 5 — HU3KME BEIMYMHBI TONMIIMHBI
KOXXHO-XXVMPOBOII CK/IafiKV HaJ TpuULencoM (MeHee 9,5 MM Yy MY)XUMH 1 13 MM Y XKEHIIVH).
PesynbraThl 6110MMIIEIaHCOMETPUY IIOKA3a/IM, YTO HOPMA/IbHOE COfiepyKaHMe XKUPOBOIl TKAaH!
06Hapy>KeHO y 9 TalMEeHTOB, a CHIDKeHMe ee MeHee 15 % y My>4uH 1 18 % y )KeHIVH JI1IIb
y 4 GONMbHBIX; B TO BpeMs KaK HeJOCTaTOYHOE COoflep)KaHue 06e3>KMPOBOIl MacChl Tella MeHee
55 KT y My>4¥H 1 40 KT y )KeHIIVH 0OHapy>KeHO Y 9 HaLMIeHTOB, a COfepKaHue 6e3>KUpoBoil
Macchl Tella B Ipefie/lax HOPMBI ONpeeAnn y 4 manyeHToB. Jepuimt 6e3K1MpoBoii Macchl
TeJIa IPY HOPMa/IbHBIX MHJIEKCe MacChl Te/a ¥ KOMMYeCTBe XXIMPOBOJ TKaHM HAO/IONancs y 6
o6cnenosanHbIX. Hapylenns GpyHKIMY BHEIIHETO bIXaHNA Yy 00C/IelOBAHHbIX HAO/IOamICh
KaK 10 PeCTPUKTUBHOMY, TaK 1 06cTpykTuHoMy tuny (OKEJI menee 85 %, ODB1 meHee 75
%, napekc Tudduo mMenee 65 %) y 11 obcmenoBaHHBIX. MeXay cofiep>kaHMeM 6e3)KIPOBOIl
Macchl Tela M IIOKasaTensAMM (QYHKIMM BHELIHErO MbIXaHWUs Oblla YCTaHOBJIEHA IpsAMas
KOppeALOHHAsA cBA3b (r=0,74), B TO BpeMs KaK MeX/y COfiepKaHMeM >KMPOBOI MacChl Tefa
U OKa3aTesIMHU GYHKIMM BHEIIHETO IbIXaHVsI KOPPEe/LLMOHHO CBA3M He Hab/MI0anoc.
BoiBogsl: Y 60NbHBIX MYKOBYCIIMI030M OOHAPY>KEHBI KIMHMYECKIE CYMIITOMBI HapyLIeHU
HYTPULMOHHOTO CTaTyca IO TUIY alMMEHTapHOTO Mapas3Ma, a MMEHHO feduLUT >K1pos,
6enKoBas HeOCTaTOYHOCTb Ha (YOHE HOPMA/IbHBIX 3HAYEHNIT MaCCOPOCTOBBIX IAPAMETPOB.
Cor/1acHO MOMTyYeHHbIM TaHHBIM 0O€NKOBas HEeJOCTATOUYHOCTb SBIIAETCA HEOIarOnpyUsTHBIM
KIMHNYECKVM KpUTepyeM TedeHMs 3a00/eBaHMsA, YTO CIYXXUT OCHOBAHMEM BK/IIOYEHUA B
PanyOH NUTaHNUA CHELVANU3MPOBAHHON HYTPUIMOHHONM IOAJEPIKKM C LIE/IbI0 YIydIIeHNIs
GYHKIVM BHEIIHETO IbIXaHNUA.

TAJTACCOTEPAIINA Y ITAIIMEHTOB C MYKOBUCIIVITO30M
A.B.Opnos, O.A.Vinarckas
Hemcxkas eopoockas 6onvruya Cesmoti Onveu, Canxm-Ilemep6ype, Poccust.

IIpn ramaccoTepanuu (nedeOHOe IpUMeHeHMe MOPCKMX KYNaHWUIT) HPOUCXOAAT asHble
M3MeHeHNs TepMopery/sLyuu 6onpHoro. B mepsyio dasy (pedekTopHYyI0) 13-3a BHE3aITHOTO
OXJIAX/IEHNA Tela ¥ MalleHTa BO3HMKAET CIasM COCYNOB KOXKM M pacIlIMpeHue ITyOOoKMX
COCYZOB BHYTPEHHNX OpraHOB, 4TO CONPOBOXKAAeTCA Opafukapamell, OpafguIHOd 1
IOBBILIIEHNEM KPOBSIHOIO fiapleHus. Bo BTopyio ¢asy (peakTMBHYIO) 3a CUeT aKTUBALMM
o6MeHa BelleCTB IOBBIIIACTCS TIUIONPOYKIVA, PACIIMPAITCA COCYABI KOXN, YIIyb/aeTcs
AbIXaHUe, IIOBBIIIACTCS CTelleHb YTWIM3ALUM KUCIOpoma. B Tperbio ¢asy (mmmrenbHoe
npeObIBaHIe B BOJe BpefHOE /A MallMeHTa) HaCTyIaeT BTOPMYHOE OX/IaXKeHNe C 03HOO0M,
[1ape3oM COoCyfioB (LIMaHo3), YTO MOXKeT IPUBECTH K 060CTPeHNI0 6OTIe3HM.

Y manmeHToB ¢ 6POHXOMETOYHBIMM 3a00/IeBAHNMAMU CIUTACTCS JOMYCTUMOI Harpyska oT 100
KIDx*M (cmabast) go 140 KIDx*m (cpenHsis). Dto gocruraercs Kymanuem mpu 250C ot 1,5 o
7 muHyT. [Ipy oTCyTCTBUYM KOHTPOIA (CaMOCTOATEbHOE KyIlaHMe) HMalMeHThl IPOBOJAT B
Boge ot 10 mo 20 MuHYT.

Lenpio HacToAlell PabOThl ABMIOCH M3y4eHNHe peakLUuy Ha KyMaHKe y INaLUeHTOB C
MYKOBMCIIMJI030M. 3a/ja4ya: BBIOOP OITMMAJIbHBIX PEKMMOB JIETHETO KyMaHNs.
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Bo Bpem: Bble3[la Ha JIETHUIT 03[JOPOBUTENbHBII OTAbIX B EBITaTOpyIo 1 AHANy y HallMeHTOB C
MYKOBJNCIIJO30M IIPOBEieH KOHTPOJIb [TOKa3aTeIell Myibca, apTepuanbHoro gasnenus (AL,
SpO2 n nokasateneit ¢pynkuyy BHemHero apixanysa (OBJI) mpu xynanuu B Boge 250C.
VccnenosaHo 25 meTelt B BO3pacTe OT 6 o 17 €T CO CpeHeTsKeIbIM U TsDKE/IbIM TeueHMeM
MYKOBUCIIVJ03a.

YkasaHHbBIe ITOKa3aTe/IN MICC/Ief0BAINCD 10 KYIIAHMA U Cpa3y MOC/Ie BHIXOMA U3 BOJbIL.
InurenbHocTb npebbiBanus B Boge 250C cocrapsiia 15 MuHYT (10 yenosek), 10 MuHyT (9
4e/toBeK) 1 7 MUHYT (6 4e/I0BeK).

ITpu pnuTenbHOCTH KynaHuA 7 MUHYT nokasatermt ®BJI u SpO2 mubo yBenn4mBanmck, mobo
He M3MeHANNCD, TIOKa3aTe/u Iynbca u Al He M3MEHANNCD Y 4 MALVEeHTOB U YBeIMYMBATIICh B
npepnenax 15-20% y 2 manyeHToB.

Ipu pnurenpHOCTM Kymanus 10 MuHYT y 2 nauuentos nokasareny OBJl causummch Ha 15-
20%, y 7 He nsmeHMnuch. IToxkasateny SpO2 cuusummuch ¢ 96-97% o 93-92% y 2 metei, y 7 He
M3MEHWINCh. Y 2 fieTeil OTMedeHa OpaauKapans u cHiKeHue AJl.

ITpu puTenbHOCTV KymaHusa 15 MUHYT y 4 manueHtoB (u3 10) IpoM3OLUIO CHIDKeHMUe
nokasareneit ®BJI na 20-30%, y 3 cHmxenue nokasareneit SpO2 no 92-88%, y 2 ormedeHO
cHmkenne AJl u 6pagukapana. B aToit rpymie 6 manyeHToB 6bIIM cTapiie 14 er).

Takum 06pasom, TpOBeEHHbIE MCCIETOBAHS IIOATBEPKAAIOT, YTO Y A€TEN C MyKOBUCLIMO30M
KynaHue 6Oojee 7 MUHYT Hpu TeMmmeparype Bombl 250C MOXeT MMeETb OTpUIaTeNbHOE
BANMAHNE Ha UX 3[j0poBbe. bosmee HU3Kasg TeMIlepaTypa BOAbI He I03BOJIAET IPOBOAUTH
Tanaccorepanuio. Hampumep temneparypa 200C 1mosBojsieT nanyeHTaM IIpOBOGUTb B Bofe
He 6ortee 1,5 MUHYT.

BeIBOiBL: TALIMEHTAM C MYKOBYCLIMI030M TpeOyeTcst BpaueOHBII KOHTPO/Ib MOPCKIX KyTIaHMil
[UIsl IpefoTBpALleHNsi OTPULATENIbHOTO BAMSHMA IepeoxmaxpeHus. Hambornee Bbicokas
TeMIlepatypa Bopabl (250C), KoTOopass OTMedYanach B IIEPUOJ, O3[JOPOBUTEIBHOTO OTAbIXa
rpymnsl B KpbiMy 1 Ha KaBkase B aBrycTe He I03BOJLeT IPOBOAUTD KyIaHue 6ojee 7 MUHYT
3a O[[MH pas.

AHAJIN3 PEIKNX MYTAHTHBIX AJUIEJIEN B TEHE CFTR

Y POCCUVICKUX BOJIBHBIX

H.B. IlerpoBa, T.A. BacunbeBa, E.E. Tumkosckas, H.JI. Kanpanos, P.A. 3unyenko
Dedepanvroe TocydapcmeenHoe OrdxemHoe yupenoerue «Meduko-zeHemuueckuii HAyUHbLL
yenmp» Poccutickoii Axademuu meouyunckux Hayx, Mockea, Poccust

MyKOBUCIIV[IO3 — ayTOCOMHO-pellecCMBHOe 3abo/eBaHue, OOYC/IOBIEHHOe MyTalMell
reria CFTR (MyKOBMCIM[O3HOTO TPaHCMEMOPAHHOTO pPEryIsATOpa), KOAVPYIOLIETro
TpaHCMeMOpaHHbIT 6e/10K, GOPMUPYIOIINIT XTOPHBII KaHa/l B MeMOpaHax SIUTeNTNaNnbHbIX
knetok [OMIM #602421]. Ha ceropusiHmit geHb omucaHo 6omee 1800 myranmit rena CFTR,
OTBETCTBEHHBIX 32 pPa3BUTME CUMIITOMOB [aHHOrO 3aboneBaHusA. CIEKTPbl pasIMIHBIX
myraumii u mnonumopdusmoB rema CFIR 067agarorT BBIPaXEHHO MOIY/ISLMOHHON
crrennUYHOCTBIO. B pesynbraTe paHee IpoBeeHHOTO MccIefoBanusA 6onee 1500 maryeHTOB
6b110 TIOKa3aHO, 4TO y 6onpHBIX MB B Poccum 24 myTanum OXBaThIBAalOT O 75% Bcex
MyTaHTHBIX aytenel rena CFTR: F508del - 53,5%, CFTRdele2,3(21kb) - 6,8%, 3849+10kbC-T
- 2,4%, W1282X - 2,1%, 2143delT - 1,9%, 2184insA - 1,9%, 1677delTA - 1,8%, N1303K
- 1,7%, G542X - 1,2%, R334W - 0,7%, L138ins — 0,6%, 394delTT - 0,6%, S1196X — 0,6%,
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3821delT - 0,4%, 621+1G>T - 0,09%,604insA - 0,14%, G85E - 0,14%, R347P - 0,09%, R553X
- 0,04%, 2183AA>G - 0,14%, R117H - 0,09%, 2789+5G>A - 0,14%, 3667insTCAA - 0,04%,
3849delGT - 0,18%. Takum obpasom, okono 25% amneneit rena CFTR B Poccun ocrarorces
HeollpefielIeHHbIMIL.

HanpHeitmmit nouck mytanuit B reHe CFTR ABnAeTca mpuoputeTHol 3afjadeit B Poccun,
MIOCKOJIBKY B psfie C/Iy4aeB II0O3BOJIUT YTOUYHUTH AMArHO3, YCOBEPIIEHCTBOBATb ITOIXOJBI
[peHaTaIbHOM JUAaTHOCTUKH, CIOCOOCTBOBATH IIOBBILIEHNIO KAY€CTBA MEIVKO-T€HETUYECKOTO
KOHCY/IBTVMPOBAHMSI ¥ paspabOTKe METOJOB JIe4eHMs IMAIMEeHTOB. B mcciefgoBaHum
ucnonbsoBanbl JTHK-npo6s 10 6OMBHBIX MYKOBUCIVZI030M, V¥ KOTOPBIX B pe3y/bTare
IIpeJIIeCTBYIONIET0 CKPMHIMHTA YacThix MyTauuii B rene CFTR, nmpoBeneHHOro B 1abopatopun
reHeTndeckoit srmmemuonoruu MI'HI] PAMH, He BbigBeHa ofgHa yan 06e IMaTonorndeckue
MyTanuyu. MeTogoM IIPsIMOT0 CEeKBEHMPOBAaHMA OCYIIeCTB/IEH IIOMCK MY Tallyil B KOJUPYIOLeit
vactu rea CFTR, cocrosieit u3 27 9K30HOB, U 00/1aCTAX 9K30H-MHTPOHHBIX COENMHEHMIL.
Metogom mynsrumekcHoro ¢yopecuentHoro ITIP anammsa (MLPA), mosBojstoiero
OIHOBPEMEHHO IIPOBOJMUTL KOMNYECTBEHHYIO OLIeHKY HECKONbKMX 5K30HOB IeHa, IPOBeleH
MIOVCK IPOTSDKEHHBIX JeelM-MHCepLUI, HeTeKINs KOTOPBIX HEBO3MOXKHA C IIOMOIIBIO
CTaH/JAPTHBIX METOJ[OB MOVICKA My Taluil. MeTo/;OM CeKBEeHPOBaHN: ObIIN BBIABJIEHBI paHee
omycannble mytaryn: 712-1G>T (1), E92K (1), S466X(TGA) (2), R1070Q (1), Y569D (1),
R1070P (1) u myraumu, obHapyxeHHble BrepBble: c.1725delT (1), ¢.1262C (1), p.Tyr84X
(1), c.264_268delATAT (1). ¥ mByx mammentoB MerogoM MLPA mopTBep)xieHO Hammdye
obumpHbIX mepecTpoek reHa CFTR: B ofHOM citydae feneliys, BKIIOYAOlasg 9K30HbI OT 6a 10
10, B gpyrom — femenusi, OXBaThIBaoIasi 0671acThb reHa ¢ 1 mo 4 1 ot 6a o 10 9K30HBL.

Takum 06pa3oM, yaanmoch BeISIBUTb 06a MyTaHTHBIX a/tens reHa CFTR y uccnenyeMbIx ieBaTn
U3 eCSITHU MALMEHTOB C MYKOBUCIMA030M. [eHOTHIIBI IIpefcTaBieHs! B Tabmne 1.

Y opHOro mainueHTa BTOPOJl MYTaHTHBI a/Ulellb He UeHTU(UIVMPOBAH, 9TO MOXET OBITH
00YC/IOB/IEHO PACIIONOXKEHEM MyTauuy b0 BO BHYTPEHHNX PErMOHaX MHTPOHOB, 1160 B
perysitopusix obmactsax rena CFTR, mu6o B perymstopusix pernonax sHe rena CFTR.

Tabnuna 1. TeHOTUIIBI 60TBHBIX MYKOBUCIIVITO30M
1 F508del/712-1G>T
F508del/E92K
F508del/c.1725delT
S466X(TGA)/R1070Q
F508del/c.1262C

R334W /Y569D

del 1-4_6a-10 ex /p.Tyr84X
F508del/del 5-10 ex
N1303K/S466X/R1070P
c.264_268delATATT/nu
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AHAJIM3 PABOTBI [IEHTPA MYKOBJCIIMIO3A TOPOJIA OMCKA

HA COBPEMEHHOM 9TAIIE.

H.A. Ilonauckas', T.JI. CadonoBa?, E.Bb. IlaBnunosa', A.Il. Bpeitnp?, T.JO. Kopueesa?,
A.A. IlleBnakosaZ.

1 - Omckas eocydapcmeennas meduyuckas akademus, Omck, Poccus.

2 - Obnacmuas demckas KauHuveckas 6onvruya, Omck, Poccus.

B o6macTHOII AeTCKOI KNMHMYecKoit 6onpHMLe ropoga OMcka ¢ 1995 roga GpyHKUMOHMpYeT
Llentp myxoBucuyposa (MB). OcHoBHoll 3apaveit IleHTpa sABIAeTCA CO3JaHME YCIOBUI
Il Ka4eCTBEHHOTO MeNMLMHCKOro obecredennsi 6OonbHbIX MB, cooTBeTCTByIOLIETO
COBPEMEHHBIM JOCTVKEHIUAM MeIMLIMHCKOM HayKM ¥ IPAKTUKHL.

Ilens: mpoBecTn aHanu3 MoKasarenelr paboTsl LleHTpa MyKoBHCIMO03a B Mepuof ¢ 2010 mo
2012 roppr.

Marepuansl n MeTopbl: [JaHHOE MCCIenoBaHme poBefeHo Ha 6ase Llentpa MB obnactHoI
IEeTCKOM KIMHIMYeCKoN 60mbHuIbI I. OMCKa

B nacrosiiee Bpems B Llentpe MB r. Omcka Habmofaercst 35 fereit - 7 fereil 13 paloHOB
Owmckoit obrmactu u 28 pmereit u3 . OMcKa, B Bospacre oT 6 MecsueB o 18 jer, (cpepHuii
BO3PAcT MALMEeHTOB - 6,4 7IeT) fieTu B Bo3pacTe fo 1 ropa- 8,6%, 1-3 roma — 20%, 3-7 net — 20%,
7-10 nert - 28,5%, 10-15 net - 14,3%, 15-18 - 8,6%.

CpenHuit Bo3pacT guarHoctuku MB cocrasiser - 0,72 roga. Y GONbUIMHCTBA MAIIEHTOB
IMarHo3 ObII IIOCTaBlI€H Ha OCHOBAHMM KIMHUYECKON CUMITOMaTuKM B 71,9%, Ha
OCHOBaHMM JAaHHBIX HEOHATaJbHOrO CKpMHMHIA B 28,1% ciydaeB. Y Bcex fieTeli Hamm4due
3a60/1eBaHMs TOATBEP)KAEHO C IIOMOIIBIO FeHe T IeCKOTO MCC/IEOBaHNs My Tanuit rena MBTP
(MYKOBMCLIMIO3HOTO TpaHCMeMOpPAaHHOIO perynstopa mposoaumocty). Hambonee dwacto
BcTpevarnach Mytauua F508del (50 %), xapakTepHas /s NI} €BPOIIEIICKOTO IPOUCXOXK/ICHNUA.
Cpenn apyrux Mmyranuii B 18,8% - S542X+ F508del, A21KB+ F508del - 12,5%, 1303K+ F508del
-9,4%, A2184insA - 9,4%.

AKTyanbHOI 91V ieMIoIorndeckoit mpo6aemoit B Llenrpe MB siBisieTcs 607bII0e KOMYIECTBO
HalMeHTOB ¢ XPOHMYeCKol MHekuueit, obycnosnenHol Pseudomonas aeruginosa. Yucmo
TaKMX OOJIbHBIX, HAOIONAIOLIMXCS B HAIIIEM LieHTpe, cocTaBisieT — 62,5%. [lonmoxxnrensHbM
IPM3HAKOM SIBJISIETCSI OTCYTCTBME B BbIceBe Y 60/1bHBIX Bo36yanTens Burkholderia cepacia.
Ilpu aHamM3e CMMITOMOB, C KOTOPbIX MaHmbecTupyer 3aboneBaHye, OFHUM U3 IEPBbIX
ObL/I, pecIVpaTOpHBI CuHAPOM B 50% criydaes, B 40,6% — KMIIEYHBIT CUHAPOM, U B 9,4%
— 5Ka/06bI OTMEYANNCh CO CTOPOHBI OPOHXOIETOYHON CUCTEMBI M SKeTyIOYHOKMIIEYHOTO
TPAKTAa, YTO OIpeJie/IsieT IPYIIIbI BBICOKOTO pucka no MB. [ToM1MO OCHOBHBIX IPOSAB/IEHMIT
3aboneBannsa y 90,6% orTMedanach Takas CONYTCTBYIOIAs [ATOJOIMsA KaK XPOHMYECKUIL
aJIeHOMJNT, CUHYCUT, TeTIaTo3.

Iucnancepusauns 6onpHbIx MB B Hamrem IleHTpe mpoBopguTcst He pexxe 1 pasa B KBapTail
[0 TUITY OFHOJZHEBHOTO CTalMOHapa. PaspaboTaHbl MHAMBYUAYa/IbHbIE KAPTHI HAOTIONEHNS,
y4MTHIBAIOLE OCOOEHHOCTM K/IMHMYECKOTO OOcCiefoBaHust 3Toro 3aboneBanus. Bo
BpeMsl [JMCIIAHCEPHOTO [Hs pe6éHKy ¢ MB mpoBoamTcs oljeHKa (QU3NYeCKOro pasBUTHS,
KOHTPO/Ib KayecTBa INPOBeNEeHMA KUHEe3UTEepaluy, OleHKa KaJTOPUIHOCTYM IUTAaHMS, IpU
HEOOXONMMOCTY — KOPPEKLMS AMETBHI, a TaKXKe [OIOJIHUTENbHbIE MCCIEHOBAHNS: ITOCEB
MOKPOTBbI, KOIIPOCKOIIVs, OnpefeneHyie QYHKIMM BHEIIHEro AbIXaHus, peHtreHorpadus (He
peXxe 2 pas B rof1), y/IbTPa3ByKOBOE MCCIIEOBAHIE OPIaHOB OPIOIIHOI OIOCTH.
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Exxerogno ¢ 1998 ropga mpoBoguTCA pacy€T MHAMBUYanbHON U obueit moTpebHOCTH
B JKM3HEHHO BaXHBIX MefMKaMeHTax ns1 0ompHbIX MB. B 9TOT mepeyeHb BKIIIOYEHBI
MUKPOKAIICY/TbHble PepMEHTDI A 3aMeCTUTENbHON Tepanuy, aHTMOMOTUKY, MYKOTUTHKY,
OPOHXONMNUTUKH, XONEPETUKY, BUTAMIHBL.

Takum o6pasoM, akTuBHOe QyHKUUOHMpoBaHMe LleHTpa MB B . OMcKke mO3BOMIAET
OCYIeCTBATh aKTMBHOE AMCIIAHCEPHOE HAOMOJeHMe 3a JIeTbMM C JIAHHON MaToJIOTHel,
CBOEBPEMEHHO [MATHOCTUPOBATh 3abo/eBaHue, IPERYHPENUTb PasBUTHE OCIOKHEHMI,
CIIOCOOCTBYS YBEMMYEHNIO IIPOSO/DKUTEIBHOCTH U YIYYIIEHNIO KadecTBa JKM3HM GOMbHBIX
MB.

LGN ]

PE3VJIBTATbI HEOHATAJIbHOT'O CKPYIHVHTA B KEMEPOBCKOV OBJIACTU
IIporacosa T.A. Hepcecsan C.JI.
I'BY3 «Kemeposckas obnacmuas knunuveckas 6onoHuya», Kemeposo, Poccust

ITenp paGoThI: OLIEHNTD pe3y/IbTaThl HEOHATA/IBHOTO CKpuHMHTa B Kysbacce 3a 6 jeT.
Marepnainsi u MeToasl: B KemepoBcKoit 06/1acTyt HeOHATa/IbHbLI CKPMHUHT HOBOPOXK/JeHHBIX
HaMYKOBMCIIMJ03BPaMKaX IPXOPUTETHOIO HALIMOHA/IbHOT O ITPOEKTa « 3[[0pOBbe» TPOBOIAMUTCS
c uioHs1 2006 rofia B MEAMKO — TeHEeTHIeCKOI KOHCY/IbTALNY, PaclioIOKeHHOoiT Ha 6ase [BY3
«KeMepoBckasa ob6macTHas KIMHMYecKass 6ompHMIA». JIMMyHOpeakTuBHbll TpurcyuH (VIPT)
OIpefeNANcs B CyXux oOpasliaX KaIlWUIAPHON KPOBM HOBOPOXKIEHHBIX B3ATBHIX Ha 3-4
IeHb XXM3HU METOLOM (IyopecieHTHOrO MMMYHHOTO aHa/lIn3a Ha MHOTO(QYHKIOHATbHOM
a”anmsarope Victor. [Inarnos MyKoBUCLIMI03a ITOATBEPK/IA/ICA M3MePeHMeM ITPOBOYMOCTI
mmora Ha aHanm3aTope «Nanodact», MONEKYIAPHO — TeHETUYECKO JMAarHOCTHUKOIL.
Pesynbrarsr: Becero o6cenoBano 186 ThicAY HOBOPOXKAEHHBIX, YTO cOCTaBIIO 80% OT 4ncia
POAMBLIMXCSA 32 9TOT Iepuof Aeteil. HeoHaTanbHasd rUIepTPUIICUMHOT€HEMMS BbIABIEHA Y
676 peteit (0,36%). ITopTopHo BbIcOKMIT ypoBeHb VIPT ormeden y 30 (0,016%) manmeHTOB.
JlviarHo3 MyKOBMCI[I03a HOKYMEHTMPOBaH B 12 ciydasx. Y Bcex feTeil cMelanHast popma
3aboneBanysa. Tpoe 13 HuMX yMepian. JIBoe OT JIETOYHO — CepHeYHON HEZOCTATOYHOCTH,
opuH pebeHok nmen rpyboe nopaxenue ITHC HecoBMecTumoe ¢ xusHblo. KnnHndeckue
MIPOSBIICHNA MYKOBUCIIU/I03a Y 5 feTell MaHU(eCTUpoBaIy B BO3pacTe fI0 TOfia, y 4 meTelr
crapire roga. JledeHume  HavaTO C MOMEHTA IIOCTAHOBKM AMarHosa (fopHasa — ambda
MHTAJISITOPHO, 3aMeCTUTe/NbHas (pepMEHTOTepaINysl, BATAMWHOTEPAIINS, aHTNOAKTepHaTbHasI
Tepanus).

BseiBogsr: Yactora MykoBucuupiosa B Kysbacce 1o pesynpraraM HeOHaTaIbHOTO CKPUHMHTA
3a 6 et cocramia 1: 15000 HOBopoXx/ieHHbIX. PaHHee BblsiB/IeHNE 3a00/1€BaHMsI IIO3BOINIO
CBOEBPEMEHHO HayaTb afleKBaTHOE JIeYeHMe, YTO B MAjIbHENIIeM CKa)KeTCSA Ha KadecTBe U
IIPOJO/DKUTENTBHOCTH XKI3HM JaHHOV TPYIIILI 6ONbHBIX.

-69 -



Coopnux mesucoe XI Hayuonanvrnoeo xonepecca

MYKOBHUCINTO3: HOBBIE BbI3OBbI, HOBDBIE PEIIEHN I
ITyxanbckmit A.JL., llmapuna I.B.
MTI'HI] PAMH, Mocksa

ITamv muicau I'oe, cemb moicau Kaxk,
cmo moicsay Ilouemy.
Penpapp Kunmyar
(mepesog C.4. Mapiuaka)

CoBpeMeHHDIIT TTOAXO K je4eHnI0 MyKoBuciugosa (MB) BKIIOYAaOT: 3BaKyanuio Bs3KOI
MOKpPOTHI (/11 9TOrO, IMOMMMO MYKOIUTHKOB, JICIO/IB3YIOT AbIXaTe/IbHbIE YIIPAKHEHNS,
Ne4eOHYI0 TMMHACTHKY Y MaCCaX), 3aMeCTUTEIbHYIO (pepMEeHTHYIO TepaIuio, KOTOpasi BMecTe
¢ 6oraroii BbICOKOKAJOPMITHOI AMETO INO3BOJAET YIYYIIUTh IOKazaTemu (U3MIECKOro
PasBUTHS, @ TAKXKe CTUMYIMPOBATh MEXaHM3MBI HeCIelu(puueckoil MMMYHHOI 3alNThI, U,
HaKoHell, 60pb0y ¢ nHpekuueil. Takoil OAXOH, ZOMONTHEHHBII CBOEBPEMEHHBIM JIeYeHIIEM
BOSHMKAIOIINX OCTIOXXHEHUII, TO3BOIWI HOOUTHCS OLIYTUMBIX Pe3y/IbTATOB, KACAOMIMXCA
KaK IPOJIO/DKUTENHOCTH, TaK ¥ KaueCTBa >KU3HY O0bHBIX. OJHAKO JaHHbIE TOC/IETHNUX JIeT
CBUETENbCTBYIOT O 3aMeJIeHU) TeMIIOB POCTa CpefHell 0XXMIaeMOll IPOIO/KUTEIbHOCTI
KU3HU 60/mbHBIX MB. B 9TOM HeT HMYero yguBMTENIBHOTO, TaK KaK IO Mepe yBeludeHMs
IPOJO/DKUTEIbHOCTY XU3HM Y 607IbHBIX MB BO3HMKAOT HOBBble IPOOIEMBI, [/Is pelleHNs
KOTOPBIX HeoOXofyuMa paspaboTKa HOBBIX IIOfIXO[OB, BK/IIOYAIOLIVMX HOBbIE CpefCTBa
IMAarHOCTYUKM Y JIEYCHMA.

MB siBIsieTCsl TUIIMYHBIM Ay TOCOMHO-PeLleCCHBHBIM 3a60/IeBaHMEM, ITPU KOTOPOM MyTalius
B oboux amrensix reda CFIR sBiseTcss efVHCTBEHHBIM STHONOIMYECKUM (aKTOPOM,
OJIHAKO, XapaKTep TedeHs 3ab0IeBaHNs 3aBUCUT He TOIBKO VM HE CTONBKO OT IIEPBUYHOTO
reHetn4yeckoro gedekra [1]. TeneTndeckyo apxutexTypy perornnos MB MOXKHO IpefcTaBUTD
cebe B Bupe aiicbepra, mpuyem MmyTtaHTHBII reH CFTR cocraBnsier nuiup He6GOMbIIyIO
HAJBOHYIO €ro 4acTh. Y4YacTye APYrux reHoB (Takux Kak reHsl cemeictsa TNE, IL-2, IL-6,
IL-10 u TGFp) MeHee 04eBUIHO, OFHAKO, OSAB/IAETCS BCe OObIle JAHHBIX O BMEIIIATE/bCTBE
9TUX T€HOB B TeYeHIe [IaTOIOTUYEeCKOTO IIPOLiecca.

Xorsa tun myTanuu B rede CFTR ca6o BnuseT Ha TedeHue 3a60/1eBaHms (3a MCKTIOUEHMEM TaK
Has3bIBae€MbIX «MATKMX MYTallMii», KOTJa ABHBIX KIMHIYECKUX TPU3HAKOB MB MoxeT He OBbITb
BOBCE), MO>KHO TIPEATIONOXNUTD, YTO CPeY TSDKEbIX MYTallMil CYIeCTBYIOT MyTaLluu 0co60
HeO/TaroNpuATHbIE I/ JOJTO >KUBYIIUX OONbHBIX [2]. Peub nieT 0 MyTalusaxX, Ipy KOTOPBIX
cuHTe3 6e/IKa IIOMTHOCTBIO He BBIK/IIOYUEH, a IIPOJ0/DKAETCs B Bije 00pa3oBaHus fedeKTHOro
IIPOTeNHa KaK 3TO MIMeeT MECTO y HOCUTeJIel! IIMPOKO pacHpocTpaHeHHoI MyTanyu F508del.
W3BecTHO, uTo cuHTe3 AedexTHOro CFTR BefleT K HAKOI/IEHNIO €T0 B K/IeTKe M KaK CIIefICTBIE
K CTpeccy 9HJOIIa3MaTHYeCKOTO pPEeTHKYIyMa, TOPMOXKEHMIO OeKOBBIX CHHTE30B W
arronTo3y. C 9ot Touky 3pennst MB MO>XHO paccMaTpuBaTh Kak 4acTHBI CTydart 60me3Heit
HaKoIUIeHVs1. MOXKHO IpeAIonararh, YT0 MHTEHCUBHOCTD CHHTe3a O€/IKOB TEIIOBOTO IIOKA,
IUIsL KOTOpOJ IIOKa3aHa TIeHeTH4ecKass eTePOreHHOCTb (Ha MEXITHUYECKOM YpOBHE Y
Ye/I0BeKa VI MEXX/IVHEITHOM Y MBbIIIIel), MOXKET BAVMATh Ha CKOPOCTD HAKOIIEHNs feheKTHOro
CFTR (3, 4].

Xopowo msBecteH (akT, YTO y HOCUTENTEN OFHON M TOI >Ke MyTalmy, faXKe eCay OHa
HAXOAMUTCA B TOMO3UTOTHOM COCTOSIHMM, 3a00/IeBaHIE MOXKET MPOTEKATb I0-Pa3HOMY.
VI3 3TOrO JIerKo CfenaTh BBIBOM, O CYLIECTBOBAHMY APYTUX, B TOM YUC/IE M TeHEeTUYeCKIUX,
MEXaHM3MOB, OIpefe/AIINX UHAVBUAYATIbHbIE OCOOCHHOCTM TeYeHUs MYKOBUCIU[033,
U3y4eHMe KOTOPBIX BXXHO He TOJIBKO C TOYKM 3peHMs CO3JaHUsA 6o/ee MOTHOM KapTUHBI
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HaToreHe3a, HO U I pa3pabOTKM HOBBIX IOAXOAOB K Tepalmu. Bosblol MHTepec B 9TOM
OTHOILIEHUN TpeAcTaBlsgeT obmupHoe ceMeiictBo reHoB TNE HasBaHHOe Tak IO MMeHM
6enka (pakTop HeKpo3a oryxoelt; tumor necrosis factor), ABIAOIIEr0OCs IPOJYKTOM OFHOTO
U3 T€HOB, BXOJAIMX B 9TO ceMeiicTBO. [eHbl 9TOro cemelicTBa pacloNOXKeHbl TAH/IEMOM U
06HAPY>KMBAIOTCS Y BCEX YETIOCTHBIX I03BOHOYHBIX, HAYMHASA C KOCTUCTBIX PbIO, TO €CTb X
BO3PACT cOCTaB/sieT He MeHee 450 MIWIIMOHOB J1eT [5]. IIpOAYKTBI 3TUX I€HOB COCTAaBISIOT
IPEeBHENIIYIO CUCTEMY 3alMThI, KOTOPasd MPOJIO/DKAET UTPATh BAKHYIO PO/Ib B PEryIALMU
peakuun Bocmanenus y yenoseka. lennr TNF mpencrasieHbl y 4yenoBeKka B BUJIE PasHBIX
a/UIeNIbHBIX BapMaHTOB, M UX Pas/IMYHOE COYETaHMEe MOXKeT OBITb IPUYMHOI BBICOKOI MU
HUSKOU NPOAYKIuM (PaKTopoB, ycuamBamoimux socmaneHue (Hampumep, TNF-a). Hamn
OBUIO MCCTIeNOBaHO BIMsAHNE a/UlenbHoro nommMopdusma reHos TNF (rpansunusa G - A B
IIpOMOTOpHOI 06macTu B o3unyn -308) n LT-a (TpaHsuuusa A — G B B IepBOM MHTPOHE B
IO/IOXKeHNN 252) Ha BOCIATNTENIbHYIO PeaKLUIo U TedeHle MyKOBUCLIM03a ¥ 198 OO/bHBIX,
COCTOABIIMX Ha y4yeTe B HayuHo-KOHCY/IbTaTMBHOM OTAene MyKoBucuuposa MI'HI] PAMH
(tabm. 1). IlomydyeHHble pe3ylbTaTbl IOKA3bIBAIOT, YTO CPefu HOCUTENENl TeHOTUIIOB,
OIpefeNAIINX BBICOKYI0 NpoayKuuioINE, damje BcTpedaroTca crydaum OpOHXMAIbHO
actmsl (p=0,068) u ocreomnoposa (p=0,011 u 0,017). Kpome Toro B MOKpoTe Takux 6OIbHBIX
3HAYMMO BhIIIIe aKTVBHOCTb HEMTPODUIBHOI 371acTa3bl. B TO JKe BpeMs HU3KMe IPOYLIeHThI
TNF uarne ctpapanu TyO6epKy/e30M U BUPYCHBIM TellaTUTOM [6].

Tabnuua 1
YacToTa cCONyTCTBYIOLINX 3a60neBanmii y 6onpHbIx MB
C pasIMYHBIMM HoMMMopdusMamu reHoB cemeiictBa TNF
Bricokue Huskue nmponyneHTst
npoayueHtsl TNF TNF
TNF-0—308GA - TNF-0-308GG
Actvia (7/53) p=0,068 (8/145)
Heiirpodunbhas TNF-0—-308GA —0.044 TNF-0-308GG
smacrasa (268) p=o (163,2)
TNF-0-308GA _ TNF-0-308GG
p=0,011
(77%) (32%)
Octeonopo3
LT-0+252GG+GA —0.017 LT-0+252AA
(63%) p=5 (30%)
LT-0+252GG+GA _ LT-0+252AA
TyGepkynes (0/76) p=0,007 (9/108)
BupycHblit renatur TNF-0-308GA =0,035 LT-a252AA
py (0/65) p=os (7/109)

Taxum o6pasom, 6onbHBIEe ¢ reHOTHMIIOM BbIcoKoil mpopykumu TNF-o xapakrtepusyrorcs
arpecCMBHON BOCIA/MUTE/IBHON peaklyell, CONpPOBOXAAIOIIENCA PaHHUM U OBICTPBIM
UCTOIEHNEeM TUIIATONaMO-TUIO(U3apHO-HA/[IIOYeYHUKOBOI ocu. HepmocraTouHOoCTD
TOPMOHOB CTpecca CYI[eCTBEHHO MOBbIIIAET BEPOATHOCTb PasBUTHA TaKUX COMTYTCTBYIOIUX
3a007meBaHMil KaK acTMa ¥ OcTeomnopos. IIpencTaBieHHble [jaHHbIE IOKAa3bIBAIOT, YTO
reHeTHYeCKask apXUTeKTypa MYKOBUCLII03a TIPELCTAB/IAET COOOI CIOKHYI0 KOHCTPYKIHIO,
BK/IIOYAIOLIYI0 KaK MyTaHTHbIE TeHbl, ONpefe/soliie IepBUYHbI TeHeTUYeCKNil ieeKT,
TaK ¥ TeHbl, a/Ule/IbHble BAPMAHTBI KOTOPBHIX OTBETCTBEHHBI 32 (GOPMUPOBAHNME TOTO VN
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JMHOTO THUIIAa MMMYHOPEAKTUBHOCTH, KOTOpas sABJAETCA Ba’KHOI COCTABIIAIOIIEN CUCTEMbI
aflaliTallMy BBICIIMX I03BOHOYHBIX.

OBomOLMA KU3HM Ha 3eMjle CONPOBOXKAAETCA IIOCTOAHHBIM COBEPIIEHCTBOBAHUEM
alalTAlMOHHBIX CUCTeM HACENAIIIUX ee OpraHusMoB. IIpy 3TOM [peBHUE MeXaHU3MbI
aflanTallMy He MCYE3al0T, a OKA3bIBAIOTCA BKIIIOYEHHBIMM B KadeCTBE COCTABHON YacTH B
CIIO>KHBIN KOMILIEKC alal TALIIOHHBIX MEXaHM3MOB, KOTODBIIl Y MJIEKONIMTAIOI VX ITPECTABIEH
B BUIe Tpuanbl, oOpa3sOBaHHON LEHTPAJIbHOJ HEPBHOI, MMMYHHOII U SHIOKPMHHOI
cucteMaMy. IOTM CHUCTEMbl HAJ©KHO 3alIMINAIOT OPraHM3M OT BO3JENCTBUII CTpecca,
XUMMUYECKMX ¥ MHQEKIMOHHBIX areHTOB [0 TeX IOp, IIOKA UX [IeATeIbHOCTb JOCTATOYHO
Xopoluo cbaaHCHpoBaHa. ITOT HalaHC MOXKHO YIIOZOOUTD TpeM MMHMAM 060poHbI. [lepBast
MMHUA obecreunBaeTcss TOPMOHaMHU cTpecca (KOPTM30/ M KaTeXOMAaMUHBI), KOTOPBHIE,
HOA06HO C1yIaM OBICTPOTO pearnpoBaHys MOIYT IOYTY MTHOBEHHO OTBETUTD Ha BO3/IEIICTBIE
crpeccopoB. Bropas mmHmsa cocrour m3 peryasropubix T-xinetok (Treg) m, Hakower,
HOCTIeHLA IMHYSA [IPefiCTaB/IeHa MaKpodarami cynpeccopamu, GpumoreHeTHIecKn Hanbosee
IpeBHMM KIeTOYHBIM MEXaHI3MOM 3aIUThI OT cTpecca. [IpuMaThl 1 4eNoBeK SOIOMTHUTETbHO
pacIoaraloT CIelManbHbIM pe3epBHBIM MeXaHM3MOM (ero MOXKHO YIOHOOUTL pesepBy
I7IaBHOTO KOMaHJOBAHN:A) CIHOCOOHBIM TOAJEpXKaTb KaXAY0 U3 MepedMCIeHHBIX VMHUI
060poHbl. Polib Takoro pesepsa BBIIONHSAET feruaposnuanppoctepor (JIDA), KoTopsii,
HOA00HO MOAYIIKe 6€30MaCHOCTH, 3allMIaeT OPraHN3M OT HEXKe/lTaTelbHBIX IIOC/IECTBII
peakuuyu Bocnanenus. C BO3pacTOM B pe3ynbTaTe NOBTOPHBIX SMU30[0B CTPECcca KOMILIEKC
afIalITAllMOHHBIX CHCTeM OpTaHM3Ma MOCTENeHHO VICTOMIAeT .

BakHO OTMETUTD, YTO, HpofgyKuuA [JI'DA B KONMMIeCTBEHHOM OTHOIIEHUY IIPEeBOCXOAUT BCe
0CTa/IbHBIeTOPMOHBIHA/IIOYeYHMKOB. TaK, 10 JaHHBIM, IO/Ty Y€ HHBIM BOHIOKPUHOIOTMYECKOM
HayyHOM lieHTpe PAMH, cpenunit yposenb [II'SA B KpoBM MONOABIX MY>KYMH COCTaBJIAET
3500 HM/n, TOrga Kak CyMMapHOe COZep’KaHMe BCeX OCTAIbHBIX CTEPOMIHBIX TOPMOHOB
b HeMHOrMM npesbimaer 400 HM/n [7]. TpymHo mnepeoueHmtb 3HadeHue DA
I/l TIONfiep)KaHNUsA TOMeocCTasa dYelloBedecKoro opranmsma. OO6pasyrommiica us [IIDA
AH/IPOCTEH/IVIOH SIBJIAETCS K/II0UeBbIM IIPeIIeCTBeHHUKOM B CHIHTe3€ TeCTOCTepoHa. B To e
BpeM:, IIPY Y9aCTUY COOTBETCTBYIOMINX (PepPMEHTHBIX CUCTEM aHIPOCTEHAMOH M TECTOCTEPOH
JIETKO IIpeBpalIaloTcsl B Haubojee aKTMBHBIN 9cTporeH — 17P-acrpapuon. Ilommmo Toii
pomu, Kotopyto JII'SA urpaer B CHTE3€ MONOBBIX TOPMOHOB, OH MOXKET OKa3bIBaTh IIPAMbIe
3¢ deKTbl, peanusyeMble Yepe3 COOTBETCTBYIOLINII peLien TOpHblit anmapat. Hanbonee BaxxHbIM
3Jlech IPENCTAB/IACTCS BO3ENCTBIE Ha (QPYHKLMM TOIOBHOTO MO3Tra U MIMMYHHYIO CUCTEMY.
JTSA cnocobeH perynmpoBaTh CUHTe3 TaKMX LUTOKMHOB Kak IL-2, IL-1PB, IFN-y, TNF-a
n IL 6, mpyrdeM Kak B IepudepndeckoM KOMIAPTMEHTe, TaK M B TOJIOBHOM Mo3re [8]. Otn
cpoiicTa JIT9A mo3BONAIOT pacCMAaTPUBATh 3TOT TOPMOH KaK MOIIHBI MIMMYHOMOZAY/ATOP,
KOTOPBIil He TONTbKO IOBBIIIAET 3ALIMTHBIN MIOTEHIMAT MMMYHHOI CUCTEMBI, HO ¥ y/Iy4IlaeT
KOTHUTHMBHbBIE QPYHKLIMM TOJIOBHOTO MO3Ta.

BTO0Xe BpeMsA 13BeCTHO, 4TO cofiepKaHue JTDA B KpoBM Ue/10BeKa C BO3PACTOM IIPOTPECCUBHO
cHmxaercs. [Toce 75 ner, korga ypoers [JI'DA cHusmcs 6onee, veM Ha 50% 1o CpaBHEHMIO C
ero cofep>xaHueM y 20-7IeTHUX MY>K4MH, KOIMYeCTBO TOPMOHA B KPOBU cTabummaupyetcs [7].
ITpuBeneHHbIE JaHHbBIE XOPOIIO YK/IA/IbIBAIOTCS B KOHLIENIINIO, COIJIACHO KOTOPOJI CTapeHue
€CTb IIOCTelleHHas yTepst crocobHocTn K agantaumu. Kak 6omee 50 et Hasap mucan TaHc
Cenbe «Kaxaplil 3IM307, CTPeCca OCTAB/IAET HECMBIBAEMBIii C/I€fi, M OPTaHMU3M IIATUT 3a
BBIXOJ] M3 KPUTUYECKOJL CUTYaLMJ TeM, YTO CTAHOBUTCSI HEMHOTO 60JIee CTapbIM».
VI3BecTHO, uTo TeueHue MB y [yiuTeibHO 600X TAIEHTOB OLPEfeNIoT TaKye paKTOpbI
KaK UCTOIeHNe TUIIOTanaMO-IuNo(dU3apHO-HAIIOYeYHUKOBOM OCH, MeTaboImuecKui
CUHJPOM ¥ HAaKOIUIEHMe B TKaHAX I[AaTOJOTMYECKUX IIPOAYKTOB MeTabommsma (6omesHb
HaKOIUIeHs1). AGCOMIOTHO Te >Ke MPOLIeCChl IPOTEKAIT B OPraHM3Me B IIPOLiecce CTapeHNsL.
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Taxme maTonormyeckue M3MeHeHMA Kak GpuOpos M >KMpoBOe HepepoXKfieHue BHYTPEHHUX
OpraHOB, OCTEONOpO3 U [uabeT BOBCe He SBISAIOTCI XapaKTEPHBIMM IPU3HAKAMMU
MyKoByCIyao3a. [Togo6Hble M3MEHEHMsI PaHO WM IO3MHO BO3HUKAIOT Y OOMBIIMHCTBA
JIIONEN, JaXKe Y TeX, KTO B TeYeHMe KU3HY He CTpajall KaKol-1nbo XPOHMYECKOVI TATONOTVEN
(Tabm. 2).
Tabnuya 2
IIpusHaku cTapeHus, HabnogaeMbie B TOKMIOM Bo3pacTe 'y 60nbHbIX MB

dusmonormyeckoe

OCHOBHBIe IPU3HAKY MyxkoBucnunos
CTapeHne

Vicromenne ITH ocn

CHumxenne yposHa [JI9A

Hakomenne B KIeTKax IpOAYKTOB
MeTabonmu3Ma (60/1e3H1 HAKOIIEH S )

+ ®16p0o3 1 KUpOoBast AUCTPOPUA BHYTPEHHNX +
OpraHOB

Iuaber

Ocreonopos

Taxum 06pasom, MB MOXHO paccMaTpuBaTh He TOIBKO KaK IIPUPOJHYIO MOAE/Ib YCKOPEHHOTO
CTapeHNsdA, HO ¥ KaK YHMKa/IbHBI MOMUTOH /A Pa3pabOTKV HOBBIX ITOIXOMOB, OMHAKOBO
[pUEeM/IEMBIX [JIs1 JIedeHMs OOJbHBIX MYKOBUCLMEO30M M TEPAINMUM IATOIOTMYECKUX
COCTOSIHUIL, 00YCIOB/IEHHBIX IPEK/IOHHBIM BO3PACTOM.

O61uit crieHapuil CTapeHus MOXKHO IIPeACTaBUTH cebe crepymomuM obpasom. IloBTopHbIE
SMUBOABI CTPecCa, CBsI3aHHble C HeOMarompuATHBIM BO3JENCTBMEM HeIPY>KeCTBEHHO
OKPY>KaloIllell Cpefbl, BKIOYasd IICMXOTEHHBII CTPECcC, a TaKXe CTPecC, CBA3AHHbLIN C
IepeHeCeHHBIMM 3a00/IeBaHNAMN, B IIEPBYIO OYepeNib IPUBOAAT K MICTOLICHNUIO TUIOTaIaMoO-
runo¢usapHo-Hagnodeunnkosoit (ITH) ocu, xoTopoe He 00s3aTeTBHO COMPOBOXKAAETCS
3aMeTHBIM CHIDKeHHeM 6a30BOTO YpoBHA KopTmsona. OfHAKO IIpM 3TOM XapaKTepHO
pasBuUTMe, TaK Ha3bIBAEMOIO, «CJIENOr0 OTBeTa», KOIZla BO3JENCTBME CTPECCOpOB He
BBI3BIBAET MOOWIM3ALMIO TOPMOHOB cTpecca. B pesymbrare ucromenus ITH ocu un
IIpOrpeccupyoniero cHyvkena yposHa JTOA npoucxoaut nocrenenHoe HakonneHne Treg,
KOTOpPbIe CTAaHOBATCS IIABHBIM MHCTPYMEHTOM, C IIOMOIIBI0 KOTOPOTO OPraHM3M CIIOCOOeH
3¢ ($eKTUBHO OrpaHMYNUTD peakunio BocrnaneHus [9]. Obmafas CBOMCTBOM «IITACTUYHOCTI»
Treg moryt obparumo mepexoputb B Th17 nmumdormrtsl. B 3aBucuMocTu ot usMeHeHus
COOTHOLIEHNS YMC/IEHHOCTH B 1107163y Treg nm B o3y Th17 muM¢onnToB MOXXHO 0XXMAATD
60 mpeobmafaHys UMMYHOCYIIpeccu, MO0 CKIOHHOCTM K ayTOMMMYHHBIM PeaKIusIM
[10]. VMmmyHOCympeccusi dYpeBara pasBUTHEM 3/I0KAYeCTBEHHBIX HOBOOOpa3sOBaHMUIL,
Torga Kak npu rnepexoge Treg B Th17 numoruutsl peakums BOCHaTeHUs] BBIXOGUT U3-TI0f
KOHTPOJISL ¥ YPOBEHb IPOBOCHAIUTE/IbHBIX LUTOKIMHOB MOXKET OKa3aTbCHA [OCTATOYHBIM,
4TOOBI IpeofoNeTh reMaTodHLedanndecnit 6apbep M MPOHMKHYTh B TOTOBHOM MO3T, I7je
OHU, B YaCTHOCTH, MOTYT MHAYLMPOBATh MPOAYKINIO NHAOTAMUH 2,3-IMOKCUTeHA3bl. DTOT
(bepMeHT criocobeH HapyLUINTD IpeBpalleHne TpunrodaHa B CEPOTOHNH, iePULIUT KOTOPOTO
CIIoCcOOCTBYET Pa3BUTHIO IICUXOMEIIPECCUBHBIX COCTOsIHMIL [11].

B Hacrosiiiee BpeMs MBI paclojlaraeM Y>Ke MOCTaTOYHO OOJBIIMM MAacCUBOM JaHHBIX
OTHOCUTEIbHO UCIONb30BaHMA [JT' DA Kak B /1eue OHBIX 11e/I1X, TAK I B Ka4eCTBE 3aMeCTUTEIbHOM
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Tepanui, 103BOJIALIel 3aMel/IUTh IPOLecChl CTapeHM . [TTaBHbIM OrpaHI4eH1eM B IIPOKOM
ncronp3oBanmy JJIDA Kak /1e4eOHOTO CpefcTBa SIBISETCS €ro IIOXas PacTBOPUMOCTS,
4TO 3aTPyAHAET TOYHOe MHo3MpoBaHMe. JTa HmpobieMa Morma Obl OBITH pellleHa IIyTeM
nonyderna [IIDA u ero OmoKailMX MeTabOMUTOB B BUAE HAHOCTPYKTYPMPOBAHHBIX
npenapaTos. [TofobHas TexHoMOrNA celiyac paspaborana B MI'Y um. M.B. JlomoHOCOBa 1107
pyxosozncTBoM npod. I.B. Cepreesa. B onbiTax in vitro Hamiu 6bI710 ITOKa3aHO, YTO IpeapaThl
II9A cnocobHbl HomaBmATh HpomudeparuBHbIL O0TBeT MMMQOLUTOB IepudepudecKoit
KPOBU, IIOJIYYEHHBIX OT CTEPONAPE3UCTEHTHBIX OONBHBIX, IPNYeM HaHO(POPMBI IIPEIapaToB
OKa3a/lUCh aKTMBHee IPMPOJHOTO TOPMOHA. OTU pe3yNbTaThl OTKPHIBAIOT IEPCIEeKTUBBI
3aMeHbl IJIIOKOKOPTMKOMAOB mpemaparamu [I'DA, KoTopble He TOMBKO CIIOCOOHBI
IIPEOIONeBaTh CTEPOU/IPE3UCTEHTHOCTD, HO ¥ He 00/IafjaloT CIIeKTPOM HOOOYHBIX 3 (eKTOB,
Ha6/TI0ffaeMBIX IIPU CCTEMHOM IIPUMEHEHNI KOPTUKOCTEPON/IOB.

B 6rmpkariieM 6y yIeM ClefyeT OKUAaTh CYIIeCTBEHHOTO YBeIMYeH s TP OTO/DKUTETbBHOCTI
U YIy4LIeHVs KayeCTBa JKM3HU OO/MbHBIX MYKOBUCIIZIO30M. YKasaHHBIE Lje/l MOTYT OBITH
IHOCTUTHYT B pesynbrare: (1) 60pbOBI ¢ MeTabOMMYECKUM CUHAPOMOM (HOpManusanus
KUPOBOTO oO6MeHa); (2) NpOPUIAKTMKYM TaKMX OC/IOXKHEHMII Kak IHeBMou6pos,
MIOKapAMOCK/Iepo3, HUPpo3, AnabeT, 0cTeonopos; (3) BOCCTaHOB/IEHIE KOHTPOIA peaKIun
BocmaseHus; (4) cMsrdeHue IOCIENCTBMII 00ne3HN HakoruleHews. IIo BceM yKasaHHBIM
HalpaB/IeHMAM YKe CYIIeCTBYIOT HapabOTKM, M I7MlaBHaA 3ajadya COCTOMT B KOOpPAMHAIUN
YCUNIA CHIeUMaIICTOB PasHOro PO,
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SPPEKTMBHOCTD MHTATALIMMOHHONM TEPAIIMY MYKOBUCIHMIO3A
Y OETEN

H.J. Pomanenxko', E.I. Kougtopuna?, 10.A. Kongakosa'.

1-TI'BY3 HCO JJKB CMII, Hosocubupck, Poccus,

2 - I'OY BITO HI'MY, Hosocubupck, Poccus.

B nentpe myxoBucuuposa (MB) geteit u mopmpoctkoB I. HoBocubupcka B HacTodllee BpeMs
HabmopaeTcst 33 pebeHKa, 13 KOTOPBIX ¥ 13 mMeeTcst XxpoHmdeckast komoHmsanyst Pseudomonas
aeruginosae (PA). Llenbro paboTsl 66110 060611IeHIe Pe3ynIbTaToB 3G PEeKTUBHOCTY IIPUMEHEHNA
B TedeHMe TOfa MHTA/LILIOHHON Tepamyy (QHTMOMOTUKOB (TOOPOMMILIMH, KOJVICTUH),
JopHasa-anbda, 7% pacTBop XIopypa Harpys) OOMbHBIM MB ¢ XpOHMYECKO CHHETrHONHOI
nHpekyeit. Bce 60/1pHBIE MOMTY4Yany KOMIUIEKCHYIO TEPAINIO, BKIIOYAs IPOTUBOPELVAVNBHYIO
aHTMOAKTepUA/JIbHYI0 AHTUCHHETHONHYIO Tepammio (3 Kypca BHYTpUBEHHO). VccmemoBaHue
OXBaTbIBAJIO MepHO, ¢ fiekabpst 2011 1o stHBaps 2013.

Bce met yTpoM M BedepoM IONy4aay CHadaja MHTALALMIO C COMEBBIM pPAcTBOPOM, 4YTO
CII0COOCTBOBAJIO pervpparalyy GPOHXO-/IETOYHOTO CEKpeTa 1 JIYULIeMy OUYMILEHNI0 OPOHXOB
BO BpeMsA KUHe3NTepalmMy. 3areM MHTAIMPOBAIM TOOPAaMULIVH WIM KOMUCTUH. JJHeM meTu
TIPYMEHS/IN ITY/IbMO3VIM.

ITpoana/msupoBaHbl McTopun GOMe3HM 6 HeTeit B Bo3pacte OT 6 f0 16 jieT, MOMyYaBIIVX
TOOPaMULIMH Kypcamu 110 28 [Helt ¢ 28 JHEBHBIM IlepepbIBOM (6-7 KYpcoB B TedeHue ropa) u 4
ucTopuy 607Ie3HN JieTell OT 1 rofia 1o 4-X JIeT, IIOTyYaBIINX KOMUCTYH B J03aX U KYPCaX COITIACHO
MeropmdeckuM pekomerpamysiM (Kanpanos HI. u ap., 2008).

Y Bcex fieTell B TpYIIIIe CTaplile 6 JIeT OTMeYeHa MOJIOXKMTeNbHAs IMHAMMKA: YIy4IIN/IOCh oOlee
CaMOYYBCTBHeE, Kallle/Ib CTa pexke (y 3 MalMeHToB JCYe3as), YMEeHbIIWINCh OffbIIIKA B IIOKOE
U TIOCTIe HArpy3Ky, KO/MYeCTBO XpUIoB (y 3 JeTeil OHM McYe3amy MOTHOCTBIO), MOBBICUIACH
caTypauysi KucmoponoM f0 94%-97%, yBeM4mIiCh IoKasaTeny (PyHKIMM BHEIIHETO [bIXaHI.
BonbHble mpubaBumm or 2 O 5 KL, Macco-poctoBoit umHpekc (MPV) y 4-x fmereit B KOHIle
mccenoBanys crai Boiuie 90%, y 2x - ot 8510 90%. Y 2-x 60/1bHBIX HACTYIUIA S/MMyHALsT PA
B Te4eHIe BCEro TOfja, y 4-X OO/bHBIX B TOCEBAX MOKPOTBI YMEHBIINIACh CTeNleHb KOJIOHU3AIUY
PA.

B rpymie fieteit o 6 €T, MOy YaBIINX KOIMCTYH 110 2-3 Kypca o 21 fHio Ha poHe BHYTPUBEHHOI
aHTMOAKTEPYAIBHOM TEPAIINY, Y BCEX YIy4IIIIOCh O0Iiiee CAMOYIyBCTBYIE, YMEHBIIV/IACH OBIIIKA
B ITOKOE U IIpM Harpyske (y OGHOTO pebeHKa OffbIIIIKa Mcyue3ia IIOMTHOCTDIO), OHY IPUOaBMIN OT 1
1o 3 x, MPU y 2-x pereit 6611 100%, y 2-x metert 82%-87%, carypanuysi KUCIOPOAa Y BCeX feTell
6b11a 98%, y 1 pebeHka HacTymuIa sMMMuHamA PA, y 3-X eTelt CHU3M/TACh CTeNIeHb KOTIOHMU3ALIVIN
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¢ 107 go 103-5, yMEHBIIMIOCh KOMNYECTBO BHYTPUBEHHBIX KYPCOB aHTMOMOTHUKOB, CBA3aHHBIX
¢ obocrpenmeM. [IBa pebeHKa MOMydam MHra/sinmm 7% pacTBopa XIOpyia HaTpust; 2 pebeHKa
THIEPEHOCI/IN TO/IBKO MIHTa/IALMI M30TOHNYECKOTO PACTBODA.

Taxum 06pa3om, UCIIO/Ib30BaHME MHTA/LALNI 7% IUIIEPTOHIYECKOTO PACTBOPA COMY B COYETAHNM
C MHTQALMOHHBIMM AHTMOMOTMKaMM Ha (OHE IPOTMBOPELMIVBHON Tepalmy II03BOJLAET
TNOCTUTHYTb 3HAYMTEJIbHOIO K/IMHMYECKOTO YIy4INEHMSA I HOPMAalIM30BaTh HYTPUTVBHBIN
cTaTyc Ha (OHE CHIDKEHMs CTeleHV KOJOHM3AIMVY MOKDOTBI M JaXKe Y YacTy S/MMMHALA
PA, 4TO yMeHBIIWIO IOTPEOHOCTD B TOCIMTAMM3ALMY IO IIOBOAY OOOCTPEHMIT ¥ KOMIMIECTBO
HapeHTepabHbIX KyPCOB aHTUOMOTUKOB.

V3YYEHUE KAYECTBA KM3HM Y TETEV C MYKOBUCIIIIO30M

C MICIOTb3OBAHVEM PYCCKOSI3BIYHOW BEPCUU OITPOCHUKA

ITO OOEHKE YITWINTAPHOTO MHIEKCA 3JOPOBbA (HUI)

M.C. CamconoBa', O.!1. Cumonosa', VI.B. Bunsapckas?, 10.B. Topunosa',

B.B. YepHuxos®

1 - Omoenenue nynomoronozuu u annepeonoeuu ®I'GY HII3] PAMH, Mockea, PD

2 -Jlabopamopus meouKo-couuanvHoix npobnem oxparuvl 30o0posuvs demeii @I'BY HIJ3[] PAMH,
Mocxksa, PO

BBEOEHME: MyxkoBucimmos (MB) - xpoHmdeckoe 3abo/eBaHNe, XapaKTepu3yoLieecs
mporpeccupyommM  TedeHneM. OdkupjaeMass IPONO/DKUTENIbHOCTb SKU3HM  CYILECTBEHHO
YBEIMYMIACh B MOC/IEIHNE NECATWIETHA 3a CUeT paHHel JVATHOCTUKU U YIydIIeHNs KadyecTBa
JledeHNs y NAHHOI KaTeropyu maiyeHToB. VIsyuenne kadectsa »xusHn (KXK) vy mereit ¢ MB
SIBJISIETCSL AKTYa/IbHBIM, HEOOXOMIMBIM M Ma/IOM3YYEeHHBIM VCC/IENOBAHVEM I OOLIeil OLIeHKI
COCTOSIHMA 3TI0POBbS JieTell ¥ KOppeKLMM KOMIUIEKCHO Tepaluy, Hd OCHOBAaHUY IIOTTy4eHHBIX
pesynbraToB. B HacTOAIMIMIT MOMEHT HENOCTaTOYHO JAHHBIX O B/IVAHNM IIPOBOAMMOI Tepanuu
Ha Ka4ecTBO )KM3HU JAHHOI KaTeropyy OO/bHBIX.

IIEJIb: OueHnTh KauecTBO >XU3HM Y fieTelt ¢ MB ¢ ncrionb3oBanmueM PycCKoii Bepcyuy OPOCHMKA
IO OIIeHKe YTVWINTAPHOTo MHpeKca 37opobsa (HUT)

MATEPMAIJIBI 1 METOAbBI: Omnporerno 60 pereir ¢ MB or 5 o 17 neT, ¢ IOMOIIbIO
pycckosasbraHoil Bepcun onpocHnka HUI (Bepcusa 15Q). etn crapiie 12 yeT oTBedyany Ha
BOIPOCHI CAMOCTOSITENIBHO (CaMOOLIEHKa), MHGOPMALMS O AeTsX Mazire 12 et 6bU1a moydeHa
oT popurteneit (OLjeHKa IO JJOBEPEHHOCTN). Bepcuy ObUmM IepeBeieHbl Ha PYCCKMIl SI3BIK U
ajantuposanbl. ONpOocHMK IIpefHasHadeH iA oueHky KXK m mma ompeneneHus MHOEKCOB,
KOTOpbIe B OyAyIieM OYIyT MCIONb30BaHbl I pacyeTa QALY (kauecTBEHHO IIPOXKUTHIE TOIBI).
Ouenka KX 6sura Beimonsena B cucremax HUI 2 n 3. OueHnBanico OgHOATprOy THBIE MHAEKCHI
U My/IBTHATPUOY THBIE MHIEKCBI, COOTBETCTBYIOIVIE KKION CUCTeMe, iuanasoHaM oT 0 (cMepTh)
o 1 (monHoe 3gopoBbe). Kaxxppiit manment sanomamn ornpocank HUI 3 pasa: Touka 1 - mepssiit
TieHb, TOYKa 2 - yepes 14 fHeit, To4uka 3 - yepes 6 MecALeB. [pymniry KOHTpo/A cocTaBuio 35 feTeit
6e3 XpOHMYeCKIX 3a00/IeBaHMIT, KOTOPbIE 3AIIO/IHI/IV OLIPOCHMUK 1 pas.

PE3YJIbTATDBI: VcraHOB/IEeHO, 4YTO Y 37IOPOBBIX JeTeil MOCTOBEPHO BbIllle OFHO- U
MY/IBTHATPUOYTHBIE VHAEKCHI, YeM B rpymie MB: Peus (p=0.014), Smouun (p=0.027), 607b
(p=0.015), MARK3 (p=0.009) 1 MARK 2 (p=0.018). Cy1uecTBeHHbIe pas/Indus ObUIM OTyYeHbI
Ha (OHe Tepaluy B OTHOATPUOYTHBIX yTmMTapHbIX MHAekax HUI 2 y mereit ¢ MB: Omouun,
borb; a Takke B MyIbTUATPUOYTHBIX yTHIMTapHbIX nHfekcax MARK 2 1 MARK 3. YcraHoBneHo
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B3anMMOCBsI3b TsDKecTn 3a6oneBannst (OPB-1) c ogHOATPHOY THBIMM Y T TAPHBIMIU MHEKCAMIL:
Cnioco6nocTs nepensurarscst (r=0,28, p=0,002); Smormu (r= 0,18, p=,044); Borns (r= 0,28, p=,002)
U MynbTHaTpu6yTHBIMU MHAeKcaMy MARK3 (r=0,20 ,p=,031); ITogsixHOCTS (r=0,28, p=,002);
Bonb (r=0,23, p=,009)

BBIBO/IbI:

o Pycckaa Bepcua ompocHmka HUI mokasasa cBOIO HOCTYIHOCTb, a pe3ylbTaTbl MOTYT
JMCIIO/Ib30BAThCS B HAYYHbIX, KIVHIYECKUX Y 9KOHOMMYECKIX VCCTIENOBAHIIIX, IS OLIeHKN
KayecTBa KU3HM JeTeii ¢ MB.

o Bosb 1 OMouuu B 60orblILel CTENIeHN BIMSIOT Ha COCTOsIHME 3[10pOBbs eteit ¢ MB u Ha doHe
TepaImyL 3TH ITOKA3aTeNN PearupyIoT B IIEPBYI0 OYePerb.

o Croco6HOCTD IepenBurarbcs, Imormyt, bonp u [TofBIKHOCTD KOPPENUPYIOT C TSDKECTBIO
TeyeHuss MB

PE3VJIbTATBI HEOHATAJIbHOTO CKPMHUMHTA HA MYKOBUCIIO3
B OMCKOV OBJIACTU

T.U. CadonoBa?, E.B. [TaBnmunosa’', H.A. Ilonauckas', A.IL. Bpeitnp?,

T.IO. KopHeeBa?, A.A. IlleBnsikoBa’

1 - Omckas eocyoapcmeenHas meouyunckas akademus, Omck, Poccus.

2 - Obnacmmuas demckas knunuueckas 6onvrHuua, Omcx, Poccus.

B paMkax HaIMOHaJIbHOTO IPUOPUTETHOTO IPOeKTa «3KopoBbe» B OMCKOIT 06/1aCTH € MIOHS
2006 ropga MaccoBoe 06CIefOBaHMe HOBOPOXKAEHHBIX Ha MyKoBuCcHnao3 (MB) BkmodeHO B
HepevyeHb HACTECTBEHHBIX 3a00IeBaHMIL, IOAJIEKAIUX 00A3aTeIbHOMY HEOHATalTbHOMY
CKPVHMHTY.

Llermb pabOTHL: - U3YYUTD YACTOTY BBIABICHNA MYKOBUCIMI03a B OMCKOIT 06/1aCTH 11O JaHHBIM
HEOHATa/IbHOTO CKPMHIHTA B TeueHMe 7 JIeT.

Marepnansl 1 Metoppl: I[IpoBefieHa peTpocneKTVBHAS OLleHKA AMHAMMKM YacTOThI BIIEpBbIe
BBIAB/IEHHOTO MYKOBMCIMIO3a II0 Pe3yabTaTaM HEOHATa/JIbHOrO CKpuHMHTA C mioHsa 2006 1o
2012 r. 3a aHaM3UPyeMBlil IIepMOJ, KOMYECTBO UMMYPEaKTMBHOTO TPUIICUHA ONPeNe/IeHO Y
146 106 HOBOpO>XIAEHHBIX. VI3 0611iero dncia 06cnefoBaHHbIX feTeli, MB muarnoctupoBas y
17 mereit (Tabnuia 1).

Ta6nua 1. Pe3ynbpTaTsl HeOHATATIBHOTO CKpMHMHIA HA MB ¢ nions 2006 mo 2012 rr.

Ton 2006r. [2007r. |2008r |2009r |2010r [201lr |[2012r
O6cnegoBano 12680 | 23843 | 13214 | 20000 | 25995 | 20710 | 29664
HOBOPOXKIEHHBIX
I'pynna pucka - 1 - - - - -
BoisaBneHo 601bHbBIX 1 3 2 1 2 5 3
(1 us
TPy
pucka
2007r.)

Takum o6pasom, dyactora BoisiBIeHNs: MB B Omckoit obmactu Ha 2012 1. cocraBuia 1:8594
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06ce0BaHHBIX HOBOPOX/eHHBIX. [IpoBefjeHNIe HEOHATATbHOTO CKPUHIHT2 HOBOPOX/JEHHBIX
Ha MYKOBMCIUIO3 CIOCOOCTBYeT paHHeil AMarHOCTMKe 3a00/leBaHMs, CBOEBPEMEHHOMY
HIpPOBEIEHNI0 TPOMMIAKTUYECKUX MepPONPUATHIl [/ TpefyHpeXAeHns OCI0KHEeHNI
3a007IeBaHMs, YTO YIydIIaeT Ka4eCTBO )XU3HY O0IbHBIX MYKOBUCIIITO30M.

OCOBEHHOCTU ®EHOTUIIA BOJIbHBIX C MYTAIIVEN

3849+10KBC-T I'EHA CFTR

J.®. Cepruenko

T'BOY BIIO Acmpaxanckas 20cy0apcmeeHHas MeOUUUHCKAA aKxademus, Acmpaxan

Ilenp paGoThl: M3YUUTb OCOOEHHOCTM (peHOTMIA OONBHBIX TOMO3UTOTHBIX IIO MYTalUM
3849+10kb C-T rena CFTR

Marepuansl 1 Meropbl AHamu3s ¢enornma 2 6onbHbIX MB ¢ myTanueit 3849+10kbC-T rena
CFTR. THK-anamms npoBomyics B naboparopuu HVV MemuiinHCKolt reHeTUKY I. MOCKBBL.
Pesynerarer: Ilox Hamym HabmiofeHneM B ACTPaxaHCKOil OOTacTM HAaxOMSTCS  [BOe
6O/BHBIX MYKOBUCIL{IZO30M, Y KOTOPBIX YCTQHOBJIEHO FOMO3SWUIOTHOE COCTOSIHME 10 MYTaLluu
3849+10kbC-T rera CFTR . [Taiuents! sBnsiorcs cnbcamu (ponHsle 6par — 18 et u cectpa
- 16 net). VisBecTHO, uTo MyTauus 3849+10kbC-T orHocutcs k V xmaccy Myraumit rena CFTR
U TPUBOAUT K 0OpasoBa-HUIO CKPBITOTO CaiiTa VHULVALMY, B pe3yabTaTe CUHTEe3UPYeTCA
MPHK c pononHuTeNIbHBIM 3K30HOM, KOAMPYOUM 38 aMMHOKMC/IOTHBIX OCTAaTKOB. Briepsble
Ha oOcrmemoBanye B orAeneHye mynbMoHonormy MY3 II TIKB r. AcrpaxaHm mocTymmia
marpeHTKa P B Bospacte 15 j1eT ¢ >kamo6amy Ha [UIMTENbHBIN, B T€YEHMN 5-6 JIeT, BIAXKHBIN
Kalllellb ¢ OTXOX/EHMEM HeOOJIBIIOro KOMMYeCTBa MOKPOTBI CIM3MCTO-THOMHOTO XapaKTepa,
IIpEeNMYIIeCTBEHHO 10 yTpaM. CoINIacHO HaHHbIM MeIMIMHCKON TOKyMeHTauuu B BodpacTe 10
JIeT IeBOYKa OJfHOKPATHO IlepeHec/Ia IIPaBOCTOPOHHIO OPOHXOITHEBMOHMIO, OPOHXUTEI 32 BCe
BpeMsI HaO/IIOfeHNsI [0 MeCTY >KUTENbCTBA — TPIDKABL OODbeKTUBHO: (ysnyecKoe pasBuTHe,
BBIIIIe CPEHETO, TApMOHNYHOe (pOCT 172cM. Bec 65KT.), peOeHOK aKTUBHO 3aHMMAETCs JIETKOI
aTIeTUKOM (MMeeT CIIOPTMBHBLA paspAf). IIposBieHNs XPOHMYECKON TIMIIOKCMM B BHUJE
U3MEHEHMIT HOITEeBBIX (DaJlaHI OTCYTCTBYIOT. Kamrenb HedyacTblil OO/blile B yTPeHHME Yachbl,
HPOSIB/IEHNST aKTMBHOTO BOCIA/IUTEIBHOTO IIPOIIECCA CO CTOPOHBI OPOHXOIETOYHON CUCTEMBI
orcyrcrBoBam. Ilpm o6cmemoBaHmu: — HoKasaTemu (YHKUVMOHAIbHBIX IPo6 B Ipefernax
BO3pacTHON HOpMbI. IIpn npoBenenny my4eBbix MeTonoB aAnarHocTuky (KT-merkux) BeisiBIeHa
HepaBHOMepHas ITHeBMaTM3allusl JIETOYHOM TKaHW, B BNl YYAaCTKOB OY/IE3HOTO B3NYTHUA U
ITHEBMOCK/IEPO33, OCOOEHHO BBIPA)XEHHOTO B IIPUKOPHEBBIX 30HAX. VIMeTo MecTo yTomijeHne
CTeHOK OPOHXOB, Ha/my4ye LVIMHAPUYECKNX Y eV HIYHBIX MEIIOTYaThIX OPOHXO03KTAa30B, YacTb
73 KOTOPBIX ObU/Ia 3aII0/IHEHA OPOHXNMATBHBIM CEKPETOM, OTMEYAJICS JBYCTO-POHHMIT XapaKTep
nopaxeHusi. Y peGeHKa MarHOCTUPOBaHa XPOHIYeCKasi CUHerHoitHast nHgexuyst. IIposBens
[IAHKPEATNIeCKOil HEOCTATOYHOCTI OTCY TCTBOBA/IN. Y IMTBIBAsI aHAMHE3, XapaKTep M3MeHeHIsI
B JIETKVIX, XPOHIYECKIIT BBICEB CMHETHOITHO! ITAJIOYKN y peOeHKa ObU 3aII0I03PeH MYKOBUCIIUIO3
¥ IIPOBETIEHBI II0TOBbIE IIPOOBI Ha anmapare « MaKpOJaKT» - pe3y/IbTaThl HOCU/IN COMHUTETbHBII
xapakrep (65 MMOIB/11, 68MMOIIB/ 11, 60 MMOIIB/ ) ITpU reHeTIYecKOM VMCCIefoBaHNY OOHAPYKeHa
myTauyst 3849+10kbC-T B romosuroraom cocrosimu. [Ipu c6ope aHamMHe3a 61O YCTaHOB/IEHO,
YTO ITALIVEHTKM €CTb POJHOI CTapIINIT 6PaT, C CXOXKMMMI KasIo6aM, OTHAKO MeHee BhIPaKeHHBIMIL.
OO6DbeKTNBHO: (usNIeCcKOe pasBUTHE BbIIE CPEFHETO, TAPMOHMYHOE. DMM30bI AIUTENBHOTO (
IO 2-3 MecslleB) KAalUIA B TeYeHWM IOCAETHUX 3-X yleT. [IposAB/IeHns XpOHMYeCKOl TUIIOKCUN
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B BUJe M3MeHEHMIT HOITeBbIX (alaHr oTCyTCTBYIOT. [IprsHaku 060CTpeHs GPOHXO0/IETOYHOr0
TIpoIiecca OTCYTCBOBAIN.

IIpu o6cremoBanum: ToKasaTeny GyHKIMOHAIBHBIX P06 B IIpefielax BO3pacTHON HOpMBL. Ha
KT-nerkux BblsiBleHa HepaBHOMepHas ITHEBMaTM3allus JIETOYHON TKaHW, YTOJILEHME CTEHOK
OpOHXOB, Ha/IM4Me eIVHNYHBIX, CAHMPOBAHHBIX LVIMHAPMIECKNX OpoHX09KTa30B. HecMoTps
Ha COBMECTHOE IIPOKMBaHNe CUOCOB, Y Ma/Ib4MKa B II0CEBAaX MOKPOTDI OIPEe/s/ICS 30/I0THCThII
cTaMIOKOKK. XpOHMYecKas ITaHKpeaTudecKas HeIOCTaTOYHOCTD 1 a300CTIepMIIA He BBLABJICHBI.
IToToBbIit TPOOBI HOCWIM OTPULATEIbHBIA WIM COMHUTENbHBII Xapakrep (55 MMOB/I,
60MMomB/11, 61 MMONb/). TenoTnnmpoanue : 3849+10kbC-T B rOMO3UTOTHOM COCTOSHMUIL
BeiBoger. Taxum o6pasom, mytaums 3849+10kbC-T  rema MBTP xapakrepusyercs
MATKMMM  (PEHOTUINYECKMMM TIPOSBICHMAMM: CPeJHETsDKETIbIM TedeHreM 3aboJeBaHMNA,
IIPEMMYIIEeCTBEHHbIM BOB/ICYEHNEM B IIATOJIOTMYECKMII IIPOLIECC OPraHOB PeCIMpPaTOPHOrO
TpPaKTa, COMHUTEIbHBIMU WM OTPUIATENIbHBIMM Ppe3y/IbTaTaMy IIOTOBOTO TECTa, COXPAHHOI
PenponyKTUBHON (YHKIMEN U OTCYTCBUEM ITaHKPEOTNYECKOI HeOCTATOYHOCTI.

TEMOOMHAMMYECKUE USMEHEHUA YV TETEV C MYKOBUCHMIO30M
M.A.CkaukoBa, B.I.LKopHuees, M.I.Pri6ankuna, H.®.Tapacenko, E.I.LKapnosa
T'BOY BIIO Openbypeckas zocydapcmeeHHas meouyuHckas akademusi Munsopasa Poccuu

Ilenp paGoOTHI: OLIEHNTb COCTOSIHIE TEMOAVHAMUKI Y AETel, CTPaJAIOLINX MyKOBJCLIULO30M
(MB).

B Openbyprckoit o6macti CO3JaH PErMOHATBHBIN LEHTP MYKOBUCI033, B KOTOPOM
Hab/MoaloTCsA Bce 60MbHBIe MYKOBMCIIMIO30M, BHE 3aBUCUMOCTY OT BO3pacTa. B HacTosee
BpeMsl [IarHO3 YCTaHOBJIeH y 52 6onbHBIX. leHeTnmdecku o6cnmenoBanbl 98% IalMeHTOB.
Cniextp myrauuit: delF508 - 42,2%, del21kb - 9,8%, R347P - 1%, R334W - 1%, R553X -
1%, 394delT - 2%, E394K - 2%, HeyTouHeHHbIe MyTanuu — 38,25%, 4TO COMOCTaBUMO CO
CPEeHEpPOCCUIICKUMM JaHHBIMU. Y OonbmimHCTBa feTelt (90%) BbIABIEHa CMeLIaHHAA
¢opma MB, nerounas ¢opma BcTpewaercst b y 6% peteit, KuuedHas - y 4%. Tsokenoe
TedeHMe HabmonaeTcs B 77% cnydaeB (40 maiueHToB), B 23% cydaeB - CpefHeil CTeleHN
TsDKeCcT. HecMOTps Ha IOCTOSIHHO IOTydYaeMyIo afieKBaTHYIO0 COBPEMEHHYIO Tepaluio, Y
npeo6rajjafolero 6OMbIINHCTBA ieTell GOPMUPYIOTCA OCIOKHEHNUA 3a060/IeBaHNA, K YUCITY
KOTOPBIX OTHOCUTCSI XpoHm4eckoe ynerouHoe ceppue (XJIC). Cpenn GOMBHBIX C TSDKETbIM
teueHneM XJIC BcTpeuaercs y 71,43% peTeil, a Ipu CpefHell CTelleHM TSDKeCTU - Y TpeTu
meteit (33,33%). IlpuyeM, B reHOTHIIE STUX MALVeHTOB mpeobmagaror myraumm: DelF508,
CFTRDel21kb nnu nHeyTounennas. Ilpu cpemHeit cTelleHM TsXKeCTH JaHHAs HO30/IOTMYecKas
¢dopma (XJIC) 66112 TONBKO B CTafuy GOPMUPOBAHIS, IIPU TAXKETIOM TeIeHII MyKOBICIIMI032
XJIC 65110 y)e chOpMMPOBAHO ITOYTHU Y IOTIOBUHBI 60NMbHBIX (47,62%). Ilox HabmoneHeM
HaxXomWINCh 14 feteit B BospacTte oT 2-X fo 16 mer (mpeobmajany maumeHTs 40 8 JIeT) ¢
TSDKeTIbIM TedeHreM MB. Manbuuky U [[eBOUKM IpefcTaBIeHbl IOPOBHY. BceM 60NbHBIM
IIpoBefileHa TeTpanonsApHas peorpadus no Kybudueky mpm momomm peorpadyudeckoro
koMmitekca «Peo-Crextp» (PKT).

Pesynbrarsl ucciegosanns. [Ipu nposegenny PKI' 65110 ycTaHOBIIEHO, YTO Y BCeX GOIBHBIX
JTOCTOBEPHO CHIDKA/ICA YAapHbIl 06beM kpoBu - 31,9 + 6,4 ma npu HopMe 70,0 + 10,0 M.
YoapHbII MHAEKC He OTAMYAICA OT HOpMbl M Obul paBeH 38,5+9.4mn/m2. CeppedHslit
MHJEKC COCTaBAN 4,3+1,271/M1H/M2 U Takke 6BUI B IIpefiennax HopMbl. O6beMHas CKOPOCTD
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BBIOpOCA KPOBM MMea 3HAYMMYI0 TeHMIeHIMI0 K cHypkeHuio (118,1+25,9mi/c). YagenbHoe
nepudepuyeckoe CONPOTUBIEHME COCTaBIAno 45,8+15,2y.e. M UMeNIO TEeHAEHLIMIO K
nossieHn0. KoneuHoe fuacTomryeckoe faBeHme B IEBOM >Kenygodke 65010 11,940,9 MM.pT.
CT. ¥ TaK)Ke VIMeJIO TeHIECHIINIO K YBeINIeHNI0. Y OO/IbHBIX OTMEYaIICh Pa3HOHAIIPAB/ICHHBIE
TUIIBI TEMOJIVIHAMUKI — TMIIEPKMHETNYECKUIA — y 41,7%, TMIIOKMHETUYECKUIT — Y YeTBEPTHU
meteit (25%), HOpMOKMHeTN4eCKuil — y Tpetu fereit (33,3%). Ilepudepudaeckoe cocymucroe
COIIPOTHUB/IEHME OBLIO IOBBIIIEHO Y 58,3% meTeit, CHIKeHO Y 8,33%, B HOpMe y 33,3% 60/IbHBIX.
Pacxop sneprum He panyonanen y 41,7% peteii. Vinorponnas (byHKuI/m JIEBOTO JKEMyJo9Ka
camxena y 11 u3 14 o6cnefoBaHHbIX GO/IBHBIX.

TakuM 06pasoM, TreMOAMHAMMKA y JieTell C TsDKelbIM TedeHMeM MB mmeer ciemylomue
0COOEHHOCTH: CHIDKEHHBII 00beM KPOBM, BHIOpAChIBAeMblil JIEBBIM XKETYAOYKOM B aOpPTY,
U CHVDKEHHBIN CUCTONMYECKMII BBIOPOC Cepilia 110 OTHOIIEHNI0 K aHTPOIOMETPUYECKUM
pasMepaM INPUBOAMT K CHIDKEHUIO MHOTPONHON (QYHKIMM CepAlla, M KakK CJIefCTBIUe,
peol/IafaHNi0 TUIEPKMHETUYECKOTO THUIIA TFeMOJMHAMUKM ¥ IOBBILIEHMIO V/EIbHOTO
nepreprIecKoro CONPOTUBIEHNs], KaK KOMIIEHCATOPHON peakIuy IO MOffeP>KaHMIO
CUICTEMHOTO KPOBOTOKaA.

CIIOPTUBHO-ITPMK/TATHBIE YIIPAJKXHEHIA C UICIIOIb30OBAHVEM
TEXHUYECKUX CPEJICTB Y UTP-CUMYIATOPOB Y IETEN

C MYKOBUICIVITO30M B YCTIOBUAX CTAIVIOHAPA

I.J1. Cvupuos', .M. llagpun’, A.B. Opnos>

1-LH. HI'Y um. I1L.®.Jleccapma Cankm-Ilemep6ype, Poccus.

2 - I'bl]Y BITO C3IMY um. .M. Meunuxosa Munsopascoupaseumus PO,
Canxm-Ilemep6ype, Poccus.

VI3BecTHO MIMpOKOe IpUMEHeHMe CIOPTUBHO-NPUKIAJNHBIX YIPXHEHMI B 3aHATUAX
neyeOHoI Ppusndeckoit Kynbrypsl (JIOK), ¢ moMolbi0 KOTOPIX GOPMUPYETCS paliOHaTbHOE
AbIXaHMe, ONTMMM3ALMs [bIxaHus 1pu ¢usudeckorr Harpyskm (OH), yrydinennto
6pOHXMANTBHOI TPOXOAVIMOCTH, COElICTBYe paBHOMEPHOII BeHTWIALMH, U TA. B mocnegHue
TOAbl B O3OPOBUTE/IBHOI MPAKTMKE CTA/IM MCIIONb30BATh TEXHUYECKNUE CPEHCTBA VM MIPBI
— CUMy/ATOPbI B 00y4eHe, MOATOTOBKE U TPEHMPOBKM U36paHHOro Buja cnopra. Ha Ham
B3IJIAJ, MCIIONb30BaHME TaKUX TeXHUYECKVe CPENCTB U UIP — CUMYIATOPOB B YCIOBMAX
cranyonapa noBsicut addextusaocts JIOK B mporjecce BBI3HOPOBIEHNMs ¥ IIOBBILICHNIO
IICUXO3MOL[MOHATIBHOTO COCTOsIHIE OOTIbHBIX AETell.

[ mpoBepku aToit runoTessl Ha 6aze [II'D «CaToit Onbru» 6b1mm chOpMUPOBAHBI TPYIIIILI
meTell ¢ MyKoBucumposoM. Ha mepsom srame (12 mereit, 2007 rop) 3aHATUS TIPOBOJUINCD
[0 KIACCHYECKOll MeTOAMKe, Ha BTopoM 3rame (14 mereir, 2008 rox) B 3amsatuax JIOK
UCIIO/Ib30BAINCh CIIOPTUBHO-TIPUK/IAJHbIE YIPaXXHEHNA C UCIONb30BAaHNEM TEXHUYECKUX
CPEACTB ¥ TP — CUMY/ISITOPOB.

B 9rToil rpynm IpOBOAWIOCH MCCIENOBAHME IKCKYPCUM TPYAHONM KIETKM, MCCTIEfOBaHME
3aflep>KKM IbIXaHMA Ha BJJOXEe U BBIIOXE, OLIEHMBAIMCh I'MOKOCTU IIO3BOHOYHNKA (HAKIOH
TY/IOBMILA BIIepEN), aHKeTHpoBaHMe. Bee naHHble 06pabarbiBanuch (makerom STATGRAPH-
ICS Plus for Windows).

Menyko-Tefarorndeckye HabofieHuA mokasan 3pPpeKTMBHOCTb IPOBOAMBLINXCS 3aHATHIL.
JlocTOBEpHO yBENMMUNIACh SKCKYPCHA IPYAHOI K/IETKY, BpeMs 3a[lep>KKI IbIXaHNs Ha BOXe
U BBIJIOXE, OIIOPHO-ABUTATe/IBHOTO amnmapara (rm6KocTh IO3BOHOYHMKA).
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BoiBopgpbr:

o JledeOHas TMMHACTVKA C MCIOIb30BaHMEM TEXHUYECKMX CPELCTB M UTP — CUMY/ISITOPOB,
a¢dexTuBHee BAMsAET HA BBI3IOPOB/IEHME JETENl C MYKOBUCLUJO30M B IEPUOK
CTallVIOHAPHOTO JIeYeHM 1.

¢ UCIONb30BaHNE CIIOPTVBHO-IPUKIAJHBIX YIPaXHEHMII B TIepMOJ CTAIYIOHAPHOTO
JIe4eHS TO3BOIAET YIYYIINUTD ICUXOIMOLIOHAIBHOE COCTOSIHIE JeTeil.

e UCIIO/Nb30BaHNME PAa3HOOOPA3HBIX CIOPTUBHO-NIPUKIAJHBIX YIPaKHEHUII BOCHONHSAET
HE{OCTATOK (PM3MIECKOTO BOCIMTAHNSA Y ieTell MMEIOIIIIe TSDKENIOe XPOHMYECKOe TedeH e
3a00/1eBaHMA.

BO3MOKHOCTHU Y/IBTPA3BYKOBOI SJIACTOTPA®UY ITEYEHU

Y JETEVI C MYKOBUCIIUTO30M

CypkoB A.H., Hama3oBa-Bapanosa JI.C., Tomunosa A.JO., Cumonosa O.J1., AnekceeBa
A.A., Bumnesa E.A., Typmu T.B.

OI'BY «Hayunwiti yenmp 300posvs 0emeti» PAMH, Mockea, Poccust

AxryanbpHOoCcTh: MykoBucnugos (MB) - cucTeMHOe Hacle[cTBeHHOe 3aboreBaHue,
o6ycnosnenHoe myTanyeit reHa MBTP (MyKoBMUCLII03HOTO TPaHCMeMOPaHHOTO Pery/sTopa
npoBoauMocTi). MB xapaxkTepusyercs mOpakeHVeM >Kejle3 BHEIIHeN CEeKPeLjun, TSKETbIMMI
HapyLIeHMAMY (QYHKLUI OPraHOB JAbIXaHUSA ¥ JKeNTyLOYHO-KUIIEYHOTO TPAKTa, B TOM UNCIIe
nedeHn. B kauecTBe OHOTO 13 ITePCIEKTYBHBIX METO/IOB HEMHBA3MBHOM AVIarHOCTUKM CTa Ui
neyeHOYHOro ¢ubposa mpu MB paccmarpuBaeTcst yIbTpasByKOBast a/acTorpadus medeHn
(YOII), ogHako NUTEPATypHBIX JAHHBIX O ee IPMMEHEHUM Y TaKUX IAIVIeHTOB JIeTCKOTO
BO3pacTa He JOCTaTOYHO.

Ilens. OmpeneneHne CTeleHN BBIPRXEHHOCTM ¢(ubpo3a MedeHNM y AeTell CO CMeLIaHHO
¢dopmoit MB ¢ momomnio YIII.

Marepuains u Mmetogsl. O6cmefoBaHo 45 feTeit co cMenraHHoit popmort MB B Bospacre ot 3
1o 17 net (cpepumit Bospact 8,3+3,7 jiet). Beem petsam mposopgumacy YOII Ha anmapare «Fi-
broscan» (Opanrus). TpakToBka nokasareneit YOII B kIla u cooTHomeHne cTafguii ¢pubposa
nedenn 1o mxane METAVIR npoussogunacs B coorBeTcTBuM ¢ pekoMeHpanmsmu EASL.
Pesynbrarsl n ux o6cyxpgenne. Y 14 (31,1%) 3 45 geteit OTMe4aoCh IpeBbIIIeHNE MEAUAHDI
9MACTUYHOCTH OT 6,1 10 62,1 kITa. VI3 Hux y 6 (42,9%) manneHTOB OKa3aTeIy COOTBETCTBOBAIIN
tuppo3y nedenn (F4), y 1 (7,1%) - BeipaxkenHoMy ¢ubpo3sy (F3),y 2 (14,3%) — ymepeHHOMY
(F2), ay 5 (35,7%) — cmabomy ¢ubpo3sy (F1). Kpome aroro, cpenn 45 mereit y 15 (33,3%)
pesynpTaThl YOII XapaKTepu3oBaauCh BbIPa’KeHHON HEOTHOPOSHOCTBIO: HECMOTPS Ha TO,
YTO Y BCEX HUX XOTsA M OTMEYalMChb HOPMajbHble 3HAUEHUA Me[UAHbl 37TACTUYHOCTU, HO
6b111 3apUKCHPOBAHBI TIOBBILIIEHHbIE IOKA3ATENN B OTE/NTbHBIX N3MEPEHMSAX, YTO TO3BOJIAET
OTHECTM UX K TpyIIe pUCKa MO pasBUTUIO AMGPQY3HBIX CKIEPOTUYECKMX M3MEHEHMIl B
TIeYeHN.

BeiBop. Ilo pmamueim YOII, 31,1% gmereit ¢ MB umeror ¢ubpormdeckne usMeHeHMs B
neveHy, 13 HuX B 50% caydaeB OTMedaeTcs BBIpaXKEHHBI ¢pubpos u 1uppos; eme 33,3%
MAlMeHTOB HAaXONATCSA B TIPYIIle pUCKAa [0 Pa3BUTUIO IedeHOUHOro ¢uobposa. YIII
SIBJIsIETCS MH(POPMATUBHBIM HEMHBA3MBHBIM METOJOM AMATHOCTUKY CTafUitHOCTY (pubposa
He4yeHu y fieTeli ¢ MB 1 MOXXeT NpUMeHATbCA HEOJHOKPATHO /I OLeHKM AVHAMUKI €ro
MIPOrpeccUpOBaHMAL.
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OIIBIT IIPUMEHEHVS ITIATITMBU3YMABA Y BOJIBHOM

C MYKOBUCIHITIO30OM

Tommnosa A.I0., Hama3zosa-bapanosa JI.C., AnekceeBa A.A., [JaBpigoBa J1.B., [eBopksn
A.K., BumrneBa E.A., Bo3necenckasa H.J.

DI'BY «Hayunuiii yenmp 300posvs oemeii» PAMH, Mockea, Poccus

AxTyanpbHOCTB: XpOHMUYECKOE BOCIIA/IEH)e M MYKOCTa3 IIpyu MyKosycuupose (MB) npusopar
K PasBUTHIO OOCTPYKTVMBHBIX HapYLIEHNI B JbIXaTebHOI cucteMe. CHIDKeHMe II0Ka3aTeeil
¢ysxuyy BHemHero pbixaHuA (OBJI) 3HauMTENIbHO YXyALIAeT IIPOTHO3 3a0OTeBaHNA.
PecniparopHblit cuHuMTHANbHBL BUpyc (PCB) sIB/IsgeTcss OCHOBHOI IIPUMYMHON MHPEKINIT
HIDKHMX JIBIXaTeIbHBIX Ty Tell Y AeTell paHHEro BO3pacTa BO BpeMs 3INeMIYECKOTO Ce30Ha
(HOsOpb-MapT). B KIMHMYECKON KapTMHE peCHMpaTOPHO-CUHILUTUATIbHON BUPYCHOM
nadexiym (PCB-uHbexunn) [OMMHUPYeT BBIpaXKeHHBI 6pOHXOCNasM. B HacTosmee BpeMs
BakUMHbl NpotuB PCB-mHbekuy He cyliecTByeT. AJIbTEPHATUBON AB/IAETCA IACCUBHAA
MMMYHU3ALA IPOTUB TskENoro Tedennsa PCB-undexuym. 3apy6esxHblil OIbIT IPYMEHEHNA
IManususymaba y 60nbHbIX MB orpaHuyeH egMHUYHBIMY CTyqasiMIL.

Llenn: V3yunTb onbiT npuMeHeHnA [Tanususymaba (ryMaHM3MPOBAHHBIX MOHOK/IOHA/IbHbIX
artuten IgG1K k Human respiratory syncytial virus) y pe6éHka ¢ TsSOKEIBIM TedeHNEM
MYKOBUCIII03a.

Marepuansl 1 MeTORBI.

B oTmeneHmMyu BOCCTAHOBUTENBHOIO JIeYEHMA [eTell C a/ylepruiecKuMy OONesHAMU I
3aboneBanmsamu opraHoB peixanus O®I'BY «HII3[l» PAMH Habmogaercst geBodka 11 met
¢ muarHosom: Mykosucuupos (genpra F-508/ menbra F-508), nérouHo-kumredHast ¢opma,
TSDKEMoe TedeHue. XPOHMYECKMII THOVHBIN OOCTPYKTMBHBIN OpOHXMT. BpoHXmanbHas
acTMa, aTomMyeckas, THKENOe IepCUCTUpYIoLlee  HEKOHTPOMMPYeMOe  TedyeHMe.
XpOHMYECKMII JBYCTOPOHHMII IIO/IMIIO3HBI PUHOCUHYCUT. XPOHMYECKAs ITAaHKpeaTUYeCKas
HEJlOCTATOYHOCTb, ~TSDKEMOM  cTemeHy. [leBouka eXeMecsAdyHO 6Oomema  OCTpBIMM
pecnuparopHbIMU  MHQEKIMAMM, KOTOpPble COINPOBOXHAMUCh YCUIEHNMEM CYMIITOMOB
XpoHmdecKoit 6porxoobcTpykiyn. C nenbio npodunakruky PCB-nnbekiyu u pasButus
TSDKENBIX  000CTpeHNniI OPOHXOMErOYHOrO Ipolecca ObIIO PEIIeHO HpPOBECTH PebEHKY
IACCUBHYI MMMYyHM3ammio IlammBusymabom ms pacuéra 15 mr/kr. JleBouka momyumna 3
MHDbEKLUM IpenapaTa (SHBapb, ¢peBpanb, MapT 2012 ropa), B HacToAllee BpeMs HOTydaeT
BTOPOI Kypc mMMyHusauuu IlanBusymabom B smmumeMudecknii ce3od 2012/2013 rr.
Pesynbrarsl 1 nx 06CyxaeHMeE.

ITocnme mpoBeEHHON IIACCHBHON MMMYHM3aLUM COCTOSHME peOEHKA 3HAYMTETbHO
YIY4IINIOCh. 3a MepUOf, C sSHBapA 1o HoA6pb 2012 roma ofHokparHo mepeHecta OPV 6e3
CUMIITOMOB 0OCTPYKIMY, TAKENBIX 000CTPeHNIT 6POHXONIErOYHOrO IIpoLiecca 3a IpowIeflIee
BpeMsA He oTMeyanock. Ilokasarenn OBl ynyummmcey: @IXKEIL - 95/112 %; ODB1 - 99/115
%; IICB - 95/130 %; MOC25 - 103/134 %; MOC50 -72/96 %; MOC75 - 37/60 %.

BriBoj.

IMTaccuBHasA nMmyHnsauus [lanueusymab6oM nossonmnaa npoduuakTuposarb passurie PCB-
uHpexuun y pe6éxka ¢ MB Ha poTsHKeHNM [ABYX SIMUAEMUYECKUX CE30HOB, YTO IIPUBENO K
IpefoTBpalleHNIo CHIDKeHMsA MokasaTeneit GBI u yryqmmmio Ka4ecTBO >KM3HY HalIeHTKH.
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PETPOCIIEKTVIBHBIVI AHAJIN3 CIIYYAEB PA3BUTHA «CENNALTVS-
CHMHJPOMA» Y B3POCJ/IbIX BOJIbHBIX MYKOBUCII1IO30M
YcaueBa M.B., Kpacosckmii C.A.

OI'Y HUM Ilynomononozuu PMBA Poccuu, Mocksa, Poccus

OpHMM W3 TSDKEBIX TTOCTIENCTBIN VH(UIMPOBAHMS PECIIPATOPHOTO TPAKTa MUKPOPTaHM3MaMI
Burkholderia cepacia complex (B.cepacia) y 6ombHbIx MykoBycimosoM (MB) sABrsgercs B pafe
CITy4aeB pa3BUTVE MOIHMEHOCHOTO YXY/LICHSI COCTOSIHIS, T.H. «CEIIALysi-CUHAPOMay.

ITenb paboThI: IpOAHA/IM3POBATH CITyday Pa3BUTHS «CEMALI-CUHAPOMa» ¥ B3POCTIBIX OOBHbIX
MB » BbIABUTD HaKTOPBI, Ompenersoe b (eKTMBHOCTb IPOBOMMOTO JIeYeHNs

Marepuanbsl M METOABL: PETPOCIEKTUBHO IIPOAHA/IM3MPOBAHBI CIyYall PasBUTHUA «Celalyis-
CHHJIPOMa» Y B3POCTIBIX 60/IbHBIX MB rocnyranisnpoBaHHbBIX B ITy/IbMOHOIOTVYECKOE OT/eTIeHYIe
I'KB Ne 57 ¢ utons 2006 110 mtonnb 2012 ropa.

AHamM3MpoBa/mL: POFO/DKUTEIBHOCTD TOCIIUTAIN3ALNY, YPOBEHDb JIEMKOLMTOB ¥ TeMOIIoOMHA
epudeprIecKoil KpOBM TpY NOCTYIUIEHMM M B [MHAMMKe, 00beM JiedeHusi ( KOMIYECTBO
OJJHOBPEMEHHO HPVIMEHsIeMbIX aHTUOVOTIKOB U CXeM aHTMOAKTePaIbHOI TePAIII, IPYIMEHEH e
I'KCuneHTarno6vHa, He0OXOAMMOCTb B PeCIIMPATOPHOI IOAIEPIKKe), BBIPAKEHHOCTD IIXaTENbHOI
HEIOCTaTOYHOCTY, PEHTT€HOJIOTIECKYIO JUHAMIKY.

Pesynbrarbl: ¥ 9 6O/IBHBIX PasBIIOCh 11 3M30[0B «CeNaLyis-CMHAPOMay, U3 HUX - 9 JIETATbHbIX
crydaeB.  Xapakrepucruka 6OompHbIx: Ne 1 — Myxumua, N1303K/2143delT ( 2 cmywas -
BBI3IOpOB/IeHNe (26,6 1) 1 cMepTh (26,811)), Ne 2 — xeHiumHa, 19,6 net, F508del/2143delT, (cmepTh
marpenTa), Ne 3 — myxxumsa, 21,9 ner, F508del/S466X ( cmeptp mammenta), Ne 4 — My»X4uHa,
F508del/3849+10kbC>T ( 2 ciy4as — Beisgoposienue (24,8 r) u cMepTsb (25,3 1)), Ne 5 — >keHIIVHa,
20,7 net, F508del/F508del (cmeptp manmentTa), Ne 6 — >xeHipHa, 31,6 tet, F508del/ W1282R (cmeptsb
HanyenTa), Ne 7 — my>xunsa, 18,5 net, CFTRdele2,3/- (cMepTb manmenTa), Ne 8 — my>xunsa, 19,2ropa,
F508del/N1303K (cmeptb marpeHTa) , Ne 9 — >xeHinuHa, 20,6 jet, -/- (cmepTh manuenTa). Cpegaumit
BO3pacT coctaBmi 23,2 + 4,1 (18,5-31,6) roga.

O®B1, ®XXEJT u VIMT o pasButys «cenarnysi-CMHApoMar» B cpegHeM coctasmm 39,0 + 16,1 (18
- 71) % or momk., 57,4 + 16,2 ( 34-89) % or momwk., 15,3 + 2,5 ( 13,3 - 20,2) Kr/M2, COOTBETCTBEHHO.
VsmepeHst moKasarereli CipoMeTpuIL IPOBeeHbI 32 6,6 + 5,5 (1-16) Mec 10 pasBUTIS «Cemanyisi-
cnHppoMar, a VIMT B nepBblii fieHb rocrimTanusanmi. Bpemsa ot MomeHTa nosiienns B.cepacia no
PasBUTI «Celanysi-CUHAPOMa» cocTasmo 3,2 + 1,7 (1,1-7,5) ropa.

CpepHuit ypoBeHb JICMKOLUTOB Hepudeprdeckoil KpoBM NP MOCTYIUIHUM cocTaBua 19,9 +
6,5 TbIC, Ha 10-20 fenb cpemyn ymepumx - 20,4 + 3,3TbIc, B TO BpeMsA KaK CPeiyt IByX CIydacB
BBI3IOPOBJIEHNsI OTMeYeHO 3HAUUTENIbHOE CHYDKEHE JIEKOLMTO3a ( manyeHT Ne 1: cHokenue ¢ 24,0
1o 12,9 Teic, manmeHt Ne 4 — ¢ 27,3 o 16,9 TIc). Bpemst rocrmranmmsanym cocrasuo 23+19 (5-68)
IHeit. MaKkCMManbHOe KOIMYeCTBO OFHOBPEMEHHO IIPUMeHseMbIX aHTUOMOTIKOB: B OHOM C/Ty4ae
- 5, B B 4eThIpex CIy4asx - 4, B ILTY CIy4asX - 3, B OJHOM CiTy4ae - 2. B cpenHem norpe6oBanoch
5 + 6 cMeH cxeM aHTUOAKTepUaIbHOIL Tepanyu. B 9 smmsofax mpuMeHsIICh BHYTPUBEHHbIE W/IN
niepopaisHble popmsl TKC 1 ITKC, B 4 cydasx — Tepamnist HeHTAIrNoOMHOM

Bo Bcex cy4anx peHTTeHONIOTMYeCKN ITOATBEPKieHa ITHeBMOHNA. B 2X cydasx BBI3JOPOB/ICHNA
ObITa OTMEYeHA IIO/IOKNUTEbHAST PEHTIEHOIOTYIeCKast VHAMIIKA, BO BCEX OCTA/IbHBIX SIIM30/aX —
OTpHUIaTeNbHAsA B BUJE yBeMMYeHNsA MHWILTPATUBHOIO Iporiecca. B 10 smmsofgax oTMedanach
croiikasi (¢eOpwipHas Temmeparypa Tema. B 10 cayyasx @Opu IOCTYIUIEHWMM BbISB/LUIACH
TUIIOKCEMIYECKasl [bIXaTe/lbHas HENOCTATOYHOCTh ( IPY 9TOM [0 PasBUTHS «CeHaliyis-
CHHJIPOMa» TOZIBKO V 5 M3 HUX yKe IPOBOAWIACH KVCIOPOROTepamyisi Ha AoMy). Iimepkanss
IpM MOCTYIUIEHUM OTMedeHa B 7 SMMU30fiaX. BceM IalMeHTaM C IMIlepKalHyeil MPOBOAIACH
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pecnupaTopHas NOAJep>KKa B BUJie HEMHBA3MBHOI /WY MTHBAa3MBHON BEHTU/IALMM Nerkux. B 10
C/Iy4asix BBISAB/L/IACH aHeMLs, IOTPeOOBaBIlast B 3 ANM30/aX Nepe/MBaHNs IPeapaToB KPoBu. Y
BCex OOJIbHBIX OIPERE/sIaCh TMIOAIbOYMUHEMIsS. Y [IBYX IALIEHTOB BOSHIK OTEYHbI CHPOM,
KyIMPOBaBIIMIACA TOC/e HasHAYeHMA CATyPEeTUKOB, y ONHON OONBHON — SIM30J JIETOYHOTO
KPOBOTEYeHs, He PELMBIPOBABIINII IIOC/e HPOBENEHNs SHOBACKY/ISIPHON 3MOOMM3aImm
6POHXMATIBHBIX aPTEPUIL.

TonbKo B BYX 9MM30[aX YAAIOCH € YIy4lleHreM BbIICATh OOMBbHBIX. B mocienymomeM y o6oux
Pa3BIJICA PELIVIMB «CealiA-CUH/IPOMay, KOTOPBIIT IIPUBET K X CMepTI

3axmovenne. «CenanyA-CMHAPOM» - YrpOXKalollee SKM3HM COCTOAHMe WA OGonmbHbIX MB,
MHUIMpOoBaHHBIX B.cepacia. IIpoBeneHHbIIT aHaM3 Ha MajIoil BBIOOPKe CITydaeB, OO/BIIMHCTBO
U3 KOTOPBIX 3aKOHUMIOCH JIETAJbHO, HE BBLABII (DPAKTOPOB, KOTOPbIE MOIIM OBl OIPENe/IATh
TIOTIOKUTETIbHDII OTBET Ha siedeHye. OTHAKO, MOXKHO IIPEMIIONIOKIUTD, YTO JOCTATOYHOE CHIDKEHNE
YPOBHsI JIefiKonuToB mepudepudeckoit kposu ( mpumepHo Ha 10 TeIc), Ha 10-20 AeHb yedeHus,
TOBOPUT 00 OTHOCHTENIPHO O/IAarONpMATHOM, @ OTCYTCTBME CHIDKEHVS — O HeG/IaronpiusiTHOM
nporHose. «Cenanyisi-CHHAPOM» MOXXET PAa3BUTBCS KaK Y OOTIbHBIX C KpailHe HU3KVIMY [IOKa3aTe/SIMI
CIIMPOMETPUM, TaK M y MALMEHTOB C JIETKOI OPOHXMAIbHOI OOCTPYKLMell 1 Yallle BOSHIUKAeT B
TIepyof, OT 3 110 4 JIeT ¢ ¢ MOMeHTa MHQUIIMPOBaHNA AbIXaTe/bHbIX ITyTell B.cepacia.

3HAYEHUE UMITIYJIbCHOV OCIOMIJIOMETPUN B IUATHOCTUKE
MYKOBUMCIIMIO3A Y TETEN

M.M.Yenypnuas, E.T.fIry6auu, T.A.AdponnHa, E.A. Tutosa

Pocmosckuii  eocydapcmeentviil  MeOuyuHckuii  yHueepcumem, Pocmosckas obnacmuas
demckas 6onvHuya, Pocmosckutl 06nacmmuoti OemcKuil pecnupamopHoiii yeHmp.

2. Pocmos-na-/lony. Poccus

OmnpepensomuM B KIMHIUYECKO KapTuHe MyKoBucuuposa (MB) sBisieTcs XpOHMYeCKUi
OPOHXO/IETOYHBIII IIPOLIECC, KOTODBII HEPEeNKO IMpOTeKaeT C IPM3HAKaMM OOCTPYKLMM
[BIXaTe/IbHBIX IIyTell. VI3MEHEeHNUs] CO CTOPOHBI OPOHXOJETOYHON CUCTEMBI BBISBILIOTCS
yXKe IpU POXJEHUM WIM B TlepBble HeflenM >KU3HM pebeHKa B Bupae rumepTpoduu
HOJIC/IM3NCTBIX XKele3, 00CTPYKLMM ITPOTOKOB 1 TUIIePIIa3uy 60KaTOBUHBIX K/IETOK Tpaxen
U KPYIHBIX 6poHXOB. K pyruM paHHMM HpOSBIEHMUSAM OTHOCUTCS OCTpast M XPOHMYecKas
nepuOPOHXMONAPHas MHOWIbTPALMsS BOCHAIUTENIbHBIMU K/IETKaMy. Pe3ylbraToM 9THUX
PaHHUX M3MEHEHWI SIB/SIETCS YacTW4Has oOTypaums mepudepudecKux bIXaTelTbHbIX
Iy Te.

Jlo HemaBHero BpeMmeHu y meteit ¢ MB B Bospacte 5o 5 y1eT OTCYyTCTBOBamy 0ObeKTVBHBIE
MEeTOJbl AMATHOCTUKY HapylleHuil GyHKINY BHEIIHETro AbIXaHUsA. BHegpeHre MMIyIbCHOM
oc-vioMetpuy  (VIO) 1mo3BOMMIO  [MATHOCTMPOBATb —HapylleHMs OpOHXMATbHOI
IIPOXOAMMOCTH y 9TVX 60/IbHBIX HA (POHE CIIOKOITHOTO [{bIXaHMsL. VIMITY/IbCHASI OCL{M/ITIOME TPUSL
— METOJ, OL€HKM IPOXOJMMOCTY JIbIXaTelbHBIX IIyTeJl Ha OCHOBE M3MEPEHNUA IIapaMeTpOB
VIMITY/IbCHOTO COIIPO-TVBJICHMS.

Ienbro Halero uccnefoBaHuA ABUIOCh U3yYeHMEe BO3MOXKHOCTeIl puMeHennsa Metoza V1O y
TeTelt B BO3pacTe OT 2 [0 6 7ieT, cTpafaomux MB, 714 olleHKM pecniupaToOpHOro MMIefaHca
U €TO COCTABJIAIOIINX.
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Marepuan 1 MeTOfbI cceRoBanus. boiio o6cmenoBano 37 manueHToB ¢ MB B Bo3pacte 0T 2 0
6 nteT, HabmogaBIIMXCS B POCTOBCKOM 06/TaCTHOM [IETCKOM PECIIMPATOPHOM IjeHTpe. [lnarHos
MB 65171 TOATBEPIKAEH MTOTIOKUTETBHBIM TOTOBBIM TECTOM Vi T€HETUIECKIM MCCIIEH0-BaHEM.
Kpurepusamuy BmtodeHnst 60TbHBIX ObUIN: KIMHUYECKY CTaOMIbHOE COCTOSIHIE B Tede-Hie 4
HefleTIb 10 GYHKLMOHAIbHOTO UCC/IeOBAHMSI M OTMEHA MHT /ALY P2- arOHUCTOB KOPO-TKOTO
meiicTBuA. 714 OLlEeHKM pecHypaTOpHOTrO MIMIIEIaHCa MPY CIIOKOTHOM JIbIXaHMM UCIIONIb30-
Ba/Ml METOJ VIMITY/IbCHOM OCUM/IOMETpUM Ha ammapare ¢upMmbl «Jaeger». VImirynbcHas
OCLMI-TTOMETPHUs — IPOCTAs METOAMKA, He Tpebyrolas BpinonHerns MaHeBpa OIKEJL.
Pesynbratel. Ilposemenne VO mnokasano, 4To A1 fieTeii, 6ombHBIX MB, xapakrtepHO
yBe-IM4eHNe Pe3VCTeHTHOTO KOMIIOHEHTa peCMpaTOpPHOro MMIefaHca. JIsMeHeHMA
nokasarerelt /O yka3bIBaloT Ha Hanmu4ue 0OCTPYKTUBHBIX HAPYIIEHNIT MEXaHUKM JIbIXaHUA
¢ mpeobnagaHueM BBIPRKEHHON Iepudepndeckoir obcTpykuum. IIpy oueHke TspKeCcTH
HapyLIeHWII PecnMpaTopHOll ¢yHKUmU C momoipio VO 6bUmM MOTydeHBI CrIefylomiue
pe3ynbrarbl. Y 37 nanueHToB ObUIM BbI-sIB/IeHBl HAPYLIEHNS Pas/INIHON CTEIIeHN TSDKECTH: ¥ 7
(19%) - nerkoit crenenn, y 9 (24,3%) — cpenuett crenenu u 'y 21 (56,7%) — TsXKemoit CTeNeHN.
BoiBopgpl. OnpepenieHne pecnypaToOpHOro MMIIEJaHCa M €r0 COCTAB/IAIIINX C moMolpio V1O
[T03BOJISIET BBISIBUTH HAPYLIEHVS MEXaHVKM [BIXAHWS, OLEHUTh CTEleHb OpPOHXMAIbHOI
00CTPyKIINY U BOBPeMs Ha3HAYUTD afieKBaTHOE JIeYeHIe.

CAHATOPHBIV 9TAII TEYEHVA TETEV C MYKOBUCITMIO30M

B YCITOBUAX ITPMMOPCKOTO KYPOPTA CPEIVIBEMHOMOPCKOI'O TUIIA.
.B. Yepkammnua', M.B. Hukurun', 3.1. Kazaun', H.A. JIau?, H.J. KanpaHos?,

B.[I. Illepman*

1 - Quauan «Canamopro-kypopmHoiii komnnexc «Bynan» O®I'BY «PHI] MPuK» Mun3opasa
Poccuu, ITenenomcux, Poccus. 2 - @I'BY «PHL] MPuK» Munsopasa Poccuu, Mockea, Poccus,
3 - Mockosckuti yenmp myxosucyuoosa PAMH Mockea, Poccus, 4 - IBY3 «JT'KBNe13 um.
H.®. Qunamosa [[3M», Mocksa

Mykosucuugos (MB) sBnsercs 3aboneBaHyeM, TpeOyIOIMM IIOCTOSHHOTO IIPOBEEHMA
Jle4eOHbIX MepOIpUATMII Ha BCeX STAalaX MeAMIMHCKON peabuInTaumy, B TOM YUCTIE
caHaropHoM (Cnmonosa O. 1., 2008, Kanpanos H.I., 2009).

DopMupoBaHne u TedeHMe OPOHXOIErOYHOI martonornyu y gereit ¢ MB mocne canaropHo-
KypOPTHOTO 3Talla B JOCTYITHO HaM JINTepaType OcBelleHbl pparMeHTapHo. [lo HacToAIIero
BpEMEHU OTCYTCTBYeT Hay4HOe 000CHOBaHMe 11e7lecO00pasHOCTI HallpaB/IeHNsA TaKMUX AeTell
Ha CaHaTOPHO-KYPOPTHOE JieYeHNe, B TOM YNC/Ie Ha KypopT leleHmKuK, He pa3paboTaHbl
anddepeHpOBaHHbIE TOKa3aHN M IPOTHBOIIOKA3aHNL. Bblliie TepeuncieHHOe OLIpefennIo
1je/Ib 1 3a/ja4) HACTOSAILIETO MCC/IEOBAHS: HAYYHO 000CHOBATH 3P PEeKTUBHOCTH CAHATOPHOTO
9Talla JIedeHMsA feTell, cTpajaomux MB B ycrmoBuaAx mpumopckoro Kypopra lelmeHIKUK,
IIPOBECTV CPaBHUTE/IbHbBIM aHAlIU3 KIMHUKO-(QYHKIVMOHATBHOTO COCTOSIHUS  JieTel,
6ombHBIX MB, mpolefmnx Kypc caHaTOPHO-KYPOPTHOTO JIeYeHMsI IO HEeMOCPeACTBEHHbIM
U OTHAIEHHBIM pesynbTaraM, paspaborats updepeHUNpPOBaHHblE MOKAa3aHMA [/IA
HaIlpaB/IeHNs JAeTell Ha 3Tall CAHATOPHO-KyPOPTHOTO JICYEHU L.

MarepuanuMeTOfbI. VIcceoBaHe IPOBOAUTCS Ha 6a3e CAaHATOPHO-KYPOPTHOTO KOMITIEKca
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«Bymau» (kypopr lenenmpkuk) u Ha 6ase otmenenus mykosrcunposa PIKB. Kimnundeckue
HaOIofleHNst U CIel[MajIbHble MCCIeJOBAaHMs IIpoBefieHbl y 50 feteit, cTpajamoumux MB, B
Bo3pacTe OT 6 o 15 neT. BceM manyeHTaM IpOBeJieH KOMIITIEKC CAHATOPHO-KYPOPTHOTO
Jie4eHM 1, BK/TIOYAIOI I CAHATOPHBII PEXKUM, He[03MPOBAHHbIE TEXHOIOI MM KIMMaTOTepaIuu
(Bo3myIIHBIE U CONMHEYHbIE BaHHBI), 3aHATHA JIDK, Kmaccudecknit MaccaX TPYIHON KIeTKY,
MacCaXk JIJJOHHbIX U IONOIIBEHHBIX MOBEPXHOCTEN 3/MACTUYHBIM IICEBIOKUILAINM CIO0EM,
rajIoTepaInio, SHTEPAIbHYI0 OKCUT€HALIMIO.

Mertopp! MccIefoBaHMs: KIMHUYIeCKUe (aHamm3 OMOMOTMIeCcKNX CyOCTpaToB: KPOBM, MOYMH,
(exanuit, 6GMOXMMIUIECKNUIT aHANIN3 KPOBM, KOATYIOTECT), GYHKIMOHAIbHbIE (CIHMPOMETpUs
C ompefeneHneM OOBEMHBIX ¥ CKOPOCTHBIX IOKasaTelell B AMHAMUKE C IIOMOIIBIO
ammapata ®moy CkpuH (Bepcus 1.2.R), myabcokcumerpusi ammaparoMm  PulseOx 7500,
9JIeKTPOKapAUorpadus, yIbTpacoHorpadus OpraHoB OPIOIIHOI IIOJIOCTH), aHTPOIOMETPU,
CTaTUCTUYECKOTO MCCTIEefI0OBAHNA.

Pesynbrarbl. B mepnop caHaTOpPHO-KYpPOPTHOTO JIeYeHNMsI OTMedanach OaronpusrtHas
OMHAMMKA KIMHUYECKMX CUMITOMOB 3abormeBaHusa ( IIOBBINIEHME aKTUBHOCTH,
HOpMasIM3anyeil almneTiTa ¥ HOYHOTO CHA, YMEHbIIEH)e YTOM/IIEMOCTH)) Y BCeX OOJIbHBIX.
K 5 pHio y 60mbuiMHCTBA fieTelt (64,3%) 3HAYNTEIPHO YMEHDIIAIOCh KOIMYECTBO SIIM30/I0B
IPYUCTYIIO0OPasHOTO KAILIIs, Kallle/lb CTAHOBUICS 60JIee TPOAYKTUBHBIM, PETUCTPUPOBAIOChH
yBenmueHne oo’beMa OT/e/eMOil MOKPOTBI, yMeHbIIEHE ee BA3KOCTU, COXPAHSICA THOMHBII
xapakTep otfensgemoro. K 10 [HI0 y BceX fieTel Kallle/lb CTAHOBUIICA PeIKMM, BO3HMKAJI IIOCTIe
IPOLEAYp HOCTYPANbHOTO [PeHaXka ¥ KMHEe30TEPAIMIL,0 — MOKPOTa CTAHOBMIACh Oojee
CBETJION, IPO3PaYHOll, IprobpeTana CIMSUCTDI XapaKTep, YMEHbLIATOCh ee KOMNYeCTBO.
He BbIAB/IEHO HOCTOBEPHONM IOJOKUTEIbHONM AMHAMMKM CPENHMX 3HAYEeHMII ITOKasaTeneil
(YHKIMM BHEIIHETO AbIXaHus. VIHIUBU/ya/IbHBII aHA/IN3 [T0KA3a/l yMEHbIIIeHIIe KOTNYeCTBa
fieTeit ¢ 06CTPYKTUBHBIMY U3MEHEHUsIMY € 69,6% 10 52,1%. ¥ 17,5% 60mbHBIX Habmofamach
HopMmanusauua nokasareneii OBJIl. Ilo paHHBIM ITyIbCOKCMMETPUM PETUCTPUPOBANICS
HOCTOBEPHBINI IpPUPOCT  IOKas3aTelell HACBHILIIEHNSA apTepManbHON KPOBU KUCTOPOLOM
SpO2 mo 97,80 +0,20% (p<0,05) y Bcex ob6cmenoBaHHbIX AeTeit. [IMHaMyKa 1abopaTOpHBIX
HOKa3aTeeli He ObLIa JOCTOBEPHOIL.

BriBoppl. KoMmIiekcHasl OlLieHKAa pe3y/IbTaToB IO3BOMMIA YCTAHOBUTH TepalleBTHYECKYIO
3¢ eKTNBHOCTb CAHATOPHO-KYPOPTHOTO JIeYeH s Y eTell C MyKOBUCLnzo30M (78,6%).

CPABHUTE/IBHBIN AHAINI3 YACTOTBI CFTR MYTALIVIN I TEHOTUIIOB Y
POCCHUNCKUX ITAITMEHTOB C MYKOBUCIIMTO30M U MY KUMH

C BECIUVIOJTUEM

Yepusbix B.B.!, Crenanosa A.A.', Beckoposaiinas T.C.!, Kpacosckuii C.A %,
Awmennna E.J1.%, Copokuna T.M.', Kypuno JI1.®.}, Ilonsakos A.B.!

1 - I'BY «Meduxko-zenemuueckuii Hayunuiii yenmp» PAMH, Mockea

2 - OI'Y HUM Iynomononozuu PMBA Poccuu, Mocksa

Mytanun resa CFTR Hapyurator pabory KOZMpyeMoro UM Oelka XJIOPHOTO KaHaja, 4To
IPUBOANUT K pasBUTHUIO MyKoBrcrmoposa (MB) nmm apyrux ‘CFTR-nmatuit’ (cuagpoma CBAVD,
XPOHMYECKOTO IaHKpeaTUTa, XPOHMYECKOTO CuHycuTta M Ap.). Ilommmo sTOoro Myrauuu

-86 -

«Myxosucyudos y demeti u 63pocivix. Bzenso 6 6ydywee»

U HEKOTOpble MOMMMOP(U3MBI JAHHOTO TeHa ABIAITCA ONHUM M3 YaCTBIX IeHeTHYeCKMX
¢baxropos Hapyurenns dpeprunpaoctn y my>xunt (Claustres, 2005; YepHbix 1 ap., 2010).
®opma 3aboneBanus, soisBanHast CFTR MyTanusamm, onpefenseTcs pacIpoCTpaHEeHHOCTDIO
MaTOMOTMYECKMX IPOLIECCOB — JIOKalM3alyell MOpaKEeHHBIX OpraHoB (Hampumep,
AbIXaTe/IbHASL /WM TUIEBAPUTENbHAS CUCTEMA, CEMSBBIHOCAIME IIyTH), NPU ITOM
CIIeKTP ¥ BBIPOKEHHOCTb KIMHMYECKMX MPOSBICHWUII B 3HAYUTENbHOI Mepe 3aBUCUT OT
TSDKECTV MYTAL[UI1 ¥ TeHOTHUIIOB. TaK, Ha/mm4me “TsDKeNOro” reHOTHIIA, XapaKTePU3YIOIerocst
MIPUCYTCTBYEM ABYX “TSDKEIBIX MYTALuii (B TOMO3UTOTHOM /1M KOMIIAYH/I-T€TePO3UTOTHOM
COCTOSHNM) BBI3BIBAET BBIPAXXKEHHOE HapyIIeHe GyHKIMM XIOPHOTO KaHasa, YTO IPUBOUT
K Pa3BUTHIO K/IACCUIECKOIT POPMBI MYKOBUCIII03a.

IIpyCyTCTBIEBIEHOTUIIEOFHON MIMABYX ‘MATKUX MY ALl XapaKTepHO /TSI HEK/TACCUYeCKIX/
aTUIMYHBIX WM cTepThix popm MB. Hampumep, s cunppoma CBAVD (Congenital Bilateral
Aplasia of Vas Deferens, “Bpox/ieHHOI1” FBYCTOPOHHEI! allTa3uy CeMABBIHOCSIIVX IIPOTOKOB)
xapakTepHo npucyTctsue amnens 5T (IVS8-5T), KoTopblit BEIABAIOT B CpeJHEM Y OOBUHEI
MyxumH ¢ faHHbM crHgpoMoM (Chillon et al,, 1995; Claustres et al., 2000). Annens 5T rena
CFTR c oHOI CTOPOHBI AB/AETCA MOMUMOP(U3MOM, TaK KaK BCTPEYaeTCs C HOIYIALMOHHO
9acTOTOM 4-5%, C APYroii CTOPOHBI MATKOV BapbUPYIOLIE MyTalMeN, TaK KaK €ro Haau4dme
B IIMC-TIO/IOXKEHNN BefleT K M3MEHEHUIO CIUIAICMHIA U K IPOIYCKY 9K30Ha 8, 4TO CHIDKAeT
mpopykimio monHopasmeproit MPHK u gonu HopmanbHoro 6enka xmopHoro kaHana (Claus-
tres, 2005). ITokasaHo, 4To y 601pHbIX MB mipeo61ajatoT reHOTHUIIBI C HATIMYVEM [JBYX TSDKETBIX
MYTaLWil, @ CPefy MALIeHTOB ¢ GecIutofyeM ¢ MAeHTUUIMPOBAHHBIMU MY TALMSIMU 060MX
anneneit reHa CFTR, B ToM uncre ¢ cuappomMoM CBAVD, reHOTHIIBI € OTCYTCTBMEM TSKETIBIX
MYTalMil WIN C HAIMYIMEM ABYX MATKUX MYTALUii, 1100 OFHON TSDKEIOI M OHON MATKOI
WIN BapbUpYIOIIell MyTaIuy, Halpumep, amnend 5T.

Ienp MccuemoBaHMA 3aK/II0YATACh B CPABHUTEIbHOM aHa/IM3e YaCTOT PACIIPOCTPAHEHHBIX B
P® myranuii rena CFTR 1 ero reHOTUIIOB y pOCCUIICKMX MAIeHTOB ¢ MB, a Takke y MyX4nH
¢ 6ecrtopueM, spisomnmuca Hocurensimu CFTR-myrauwmit. Ipynmy o6cmemoBaHHBIX
cocTaBWIM 273 TMalMeHTa C MOATBEPXK/IeHHBIM AMarHo3oM “MykoBucuupmos” (B TOM 4uCIIe
¢ wucnonbsoBanneMm JJHK-puarnoctuku), Habmopatomuxcs B LleHTpe MyKoBHCLMAO3a
B3pocbIX (160 My>kunH u 113 >keHIIVH, B Bo3pacTe oT 17 1o 63 s1eT), a TakKe 2557 B3pOCTIbIX
MY>K4MH, 00paTUBIINXCA I MEIUKO-TeHeTdeckoro obcnenosanusa 8 PI'BY « MT'HII» PAMH
110 IOBORY Gecrmoays B 6paxe. VIccieoBaHHas MaHeIb MyTalMil y My>XX4YNH ¢ GecIuiopyem
BKIOUama 19 Hambonee pacmpocTpaHeHHbix MyTtanmit reHa CFTR: CFTRdele2,3(21kb),
394delTT, 3944delTG, L138ins, R334W, F508del, 1507del, 1677delTA, G542X, 2143delT,
2184insA, 3821delT, 3849+10kbC > T, 604insA, 621+1g>t, E92K, S1196X, W1282X n N1303K,
taxke IVS8-Tn (TT) nonumopdusm.

Pe3ynbrarel 1 06CyKmeHme

Hamnune myTaiuu u aienpHoro BapuanTta IVS-T5 (5T) rena CFTR obnapyxeHo y 127 (5%)
n 264 (10,3%) My>X4mH ¢ 6ecrimonuem, coorBerctBeHHo (Tabim. 1, 2). Amnens 5T BbIABIEH
y 10 (0,4%) maumentoB B romosurorHoM coctosiunu (5T/5T) u y 32 (1,3%) maiueHToB - B
couyeranuu ¢ mytanyeit (mutCFTR/5T). O6xapyxenHble BapuanTsl [VS8-Tn nonumopduama
U UX 9aCTOThI B 3aBUCMMOCTM OT Hammuus 1 oTCyTcTBuA MyTaumit resa CFTR B rpynme
MY>XUMH ¢ 6eCIIofNeM 1 MYXUMH KOHTPOJIbHO TPYIIIIbI IIPUBEfeHbI B Tabmuie 2.
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Ta6muua 1. AnnenpHas yacrora myranuii reda CFTR y 6onpHbIx MB 11 My>x4nH
¢ 6ecnmopyeM, y koropbix ugeHTnduuuposanp CFTR myranum.

MyTanun TTaumentsl ¢ MB (n=273) My>X4mHBI ¢ GecrionyeM, UMerole
myranuu reda CFTR* (n=127)
Kon-Bo AnnenpHas Kon-Bo AnnenpHas
06HapY>KeHHBIX 4yacrora 0OHaPy)XEHHBIX 4yacrora
MyTanuit (4mcno MyTanum, % MyTanuit (4mcno MyTanun, %
TOMO3UTOT) TOMO3UTOT)
F508del 296 (89) 54,2% 62 24,4%
CFTRdele2,3 49 9,0% 15 5,9%
3849+10kbC>T |42 (2) 7,7% 6 2,4%
2143delT 22 4,0% 8 3.2%
E92K 17 (4) 3,1% 1 0,4%
2184insA 15 (1) 2,8% 4 1,6%
N1303K 14 2,6% 1 0,4%
W1282X 10 1,8% 11 4,3%
R334W 10 1,8% 1 0,4%
L138ins 1,6% 5(1) 2,0%
3821delT 0,7% 4 1,6%
G542X 0,7% 4 1,6%
1677delTA 1 0,2% 4 1,6%
Hpyrue 13 2,4% 3 1,2%
Bcero myTaruit: | 506 92,7% 129 50,8%

* - He 8xknrouast annenv 5T.

Ta6muua 2. Yacrora BcTpeyaeMocTu reHoTHnoB 1VS8-Tn monumopdusma rera CFTR
cpeny POCCUIICKUX MY>KYMH ¢ 6ecofeM 1 My>KYMH KOHTPOIbHO TPYIIIbI.

Ipynma IVS8-Tn momumopdusm rena CFTR
5T/5T 5T/7T 5T/9T 7T/7T 7T/9T 9T/9T
My>x4MHBI ¢ 6ecrinonyeM 6e3 10 193 29 (731 722{,/) a 64220/) 17
CFTR myrarmit, n=2430 (0,41%) | (7,94%) | (1,19%) R R 0,70%)
My>KunHsI ¢ 6ecIUIofueM, 6
CFTR myTanun 0 14 18 3 26 (4,72%)
“Mf;’;‘”e y g 0,00%) | (11,02%) | (14,17%) | (25.98%) | (44,09%) | ‘*
n=
My>KYMHBI ¢ 6ecIIonmeM, 10 207 47 1814 456 23
n=2557 (0,39%) (8,10%) (1,84%) | (70,94%) | (17,83%) | (0,90%)
0 11 0 168 49 2
Konrpors, n=230* 0,00%) | (4,78%) | (0,00%) | (73,04%) | (21,30%) | (0,87%)

* dannvie no uacmomam IVS8-Tn nonumoppusma é konmponvroii epynne (YepHoix u op.,

2010).
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BripaxeHHbIe oTuuA B yactoTe amensa 5T u TT-reHoTUNOB BbIABIEHBI MEXY PA3TMIHBIMU
TPYHIIaMU MY>K4MH: AlY€HTaMU, IB/IIIOIVMICA HOCUTE/IAMY, TTAl[IeHTaMM, He ABJIAIOIINXCS
HocuTtenamu myTanmii rena CFTR, a Taxke My>K4nHaMy KOHTPO/IbHOI rpymmbl. [IpucyTcTBue
amnena 5T ycTaHOBTeHO y 25,2% MaLMeHTOB, Y KOTOPBIX OOHApyXeHbI MyTaiyu, u y 9,5%
MY>KUMH ¢ becrionyeM, y KOTOpbIX He ObUm 06Hapy»«ensl MyTaiuy reda CFTR (x2=30.268,
p<0.001). Taxoke BBIABIICHBI BBIPOXEHHBIE PA3NMNUUA B YaCTOTe TeHOTUHOB (kpome 5T/7T)
MeXHy AaHHbIMM ToOArpyrmaMyu. OdYeBHAHO, YTO 3T pasanyus OOYC/IOB/IEHBI BBICOKOI
YaCcTOTOI OOCTPYKLMM CeMSBBIHOCSLIUX IyTell Y IMAI[VIeHTOB, SBJIAIOLINXCA TOMO3UTOTAMU
1o ajutenio 5T, win koMmayHp-reTeposuroramu. Tak, y G0/BIIMHCTBA TOMO3UTOT IO My TaLluy
win 5T amnenio, a Takke KOMIIAYHJ, TeTEPOSUIOT (3a MCKIIOYEHMEM OFHOrO IAlMeHTa C
reHotunoM mutCFTR/5T) oTMedeHs! IpusHaKky 0OCTPYKLMY CeMABBIHOCAIMX myTeit. Cpenn
00C/IefOBaHHBIX HaMy MY)X4MH ¢ OecruiogyeM Hammdme cuappoma CBAVD BbLiBI€HO, 1O
KpaliHel Mepe, y 50 TalMeHTOB, KOTOpble COCTaBMU/IM OKOJIO 2% 41IC/Ia MY>K4YMH JAHHO IPYTIIBL
Jomns resorunos mutCFTR/5T u 5T/5T cpepyu Hux coctaBwia 58% n 20%, COOTBETCTBEHHO.
ITO coracyeTcs ¢ MUTepaTyPHbIMU JAHHBIMM 10 YaCTOTe JAaHHOTO CMHAPOMA Cpeliy MY>K4MH
¢ 6ecmoguem (Claustres, 2005; Yepnbix, 2010). V opHoro mamyeHTa JUarHOCTMPOBAIN
OfHOCTOPOHHEe HapyIIeHNe IPOXOYIMOCTH CeMsIBBIHOCAIMX TPoToKoB (cuappom CUAVD) B
COYETAHMM C TUITOIIIAa3Mell OYKY C UIICU/IATePaTbHOI CTOPOHBIL.

Cnenyer 0co60 OTMeTHTb, YTO HpuMepHO Yy 0,4% OT BCex O0OCIENOBAaHHBIX MYXUMH C
OecriofyieM, BBISBIIEHBI - 3KCTPAreHUTATbHbIE IIPUSHAKM MYKOBMUCLMA03a (XPOHMYECKUIT
OPOHXNT, HapyIIeHNe SKCKPETOPHOI (GYHKIMN ITOIKeTYLOYHON JKe/le3bl U Ap. ), B OONBIIMHCTBE
CIy4aeB COYETABINMECS C OOCTPYKLMEN CeMSBBIHOCAUMX myTeit u cuHppomom CBAVD.
JlaHHbIe TALMEHTbl HY)KHAITCA B JOMOTHUTEIBHOM OOCIENOBAHMA I MUCKTIOYEHNA WIN
MOATBEP)KAEHN y HUX aTUIMYHbIX, CTepThIX popM MB.

Il CpaBHMTE/IbHOI OLEHKM a/UlelbHbIX YactoT MmyTaumit B rene CFITR wHamm 6butn
0TOOpaHbI /iBe TPYNIIBL: 1-asg Tpymma - manyeHTsl ¢ MB (n=273), 2-as rpymma - My>K4MHBI C
6ecriogyem (n=127), y KOTOpBIX OblIa MACHTUGUIMPOBAHA OfHA MyTauys (reTepos3nurorsi)
WU Be MyTauuu (TOMO3UTOTHI ¥ KOMIIAYHA-TeTePO3UTOThI). AJIIe/IbHbIE YaCTOTHI Hambosee
PacIpOCTpaHEHHBIX MyTaLyil y MALIMEHTOB ¢ MYKOBUCLIMIO30M U MYXUMH C GecIUIofueM, y
KOTOPbIX 6611 06Hapy>keHbl MyTauuy reHa CFTR, nmpusenens! B Tabmuue 1.

Jlonst 60mpHBIX MB, y KOTOPBIX yHalmoCh JETEKTHPOBATb ABe MyTauuu, cocraBmma 96,7%.
YacToTa TOMOSHUTOT B JJAHHOI IPyIIe paBHAMACH 35,2%, mpu aToM 92,7% romosurot (32,6%
Bcex nanyenTo ¢ MB) umernu renotun F508del/F508del (Ta6. 1). Cpemyt ocTamibHbIX TOMO3UTOT
BCTpevann crepytone Mmyramym: E92K (n=4), 3849+10kbC>T (n=2), 2184insA (n=1). Cpenn
MYX4nH ¢ 6ecrrogueM romo3uroTHocTs mo CFTR MyTanum ycraHOB/IEHa /MIIb Y OFHOTO
nanuenTa (L138ins/L138ins). Bromornmyecknit MaTepyan OT ero popuTerneil ObUI HETOCTYIICH
s anammsa JJTHK, mostoMy roMosSMroTHOCTh IO JAHHOJ MyTauuy He OblTa OKOHYATETbHO
HOATBEpXK/IeHa, TaK KaK Halu4uue JPYroil MyTalMu - IPOTsDKEHHON felenyu ¢ HoTepeit
COOTBETCTBYIOLIETO JIOKYCa MOITIO IIPMBECTU K TEMUSUTOTHOCTY 110 JJaHHON MyTauuu. Eme y
OJfHOTO MalueHTa ¢ 6eCIUIOfeM TaKXKe BbISBICHO IPUCYTCTBUE ABYX MyTaruit. B mocmensem
ClTydae OHM BBIABIEHBl B KOMIIAyH/-TeTepo3uroTHoM coctossHmyu (L138ins/N1303K).
Takum 06pa3oM Ha4ye MYTAlMOHHBIX M3MeHeHWl (3a ucKmodeHneM amteist 5T) B obonx
amnensax rena CFTR ycranosneno y 2 n3 125 (1,6%) My>xumH ¢ 6ecriofyueM, Y KOTOPBIX ObIIN
06Hapy)xeHbI MyTaLyu. B 06oux cyyasx orMedasy a300CIepMIIO, YTO CBUAETENbCTBOBAJIO B
I0/Ib3y HA/IMYNA Y JaHHBIX IanueHToB cuagpoma CBAVD.
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ITpoBeneHHbIT HaMV CPAaBHMTENIbHBIX aHAIM3 IO3BOMWI YCTAaHOBUTb SIBHOE pasaudre B
JacTOTe HEKOTOPBIX MyTauuit (B 2 u 6ojee pasa) MeXAy MCCIHOBAaHHBIMY Ipymamu. Tax,
aJUIe/bHas YacToTa Hanboee pacripocrpanenHoit CFTR-myraruy - F508del B rpymiie 601bHbIX
IPJMMEPHO B 2 pasa IIpeBblllajIa ee YacToTy y MyX4MH ¢ becrmopveM (x2=60.411; p<0.001). B
HepBYIO O4Yepelb, 3TO 00YCIIOBIEHO TAKECTbI0 GeHOTUIMITIECKIUX IIPOSABIICHNI Y TOMO3UTOT: X
OTCYTCTBYEM CPeV MY>K4IH ¢ 6eCIUIOf1eM 1 BBICOKOI MX forteit cpemyt MB 6onpabix. Hamndne
reHorumna F508del/F508del BbI3biBaeT pasBuTie Kmaccumdueckoit popMbl MyKOBUCIMIO3a U He
BCTpeYaeTcsl Y MALMEHTOB C M30/IMPOBaHHbBIM ciHpoMoM CBAVD.

MyTanus 3849+10kbC>T oTHOCUTCA K ‘MATKMM M 3aHMMAET 3-€ 110 YaCTOTe MECTO B IIepBOil
TpYyIIIIe, 1 5-0€ MeCTO BO BTOPOJI IPYyIIIe ManueHToB. Ee anenbHas 4acToTa B IPYIIIe TAIIMEHTOB
¢ MB cocrasuna 6,4%, u 2,4% - B IIOATPYIIIe MYXYMH C OeCIUIOfMEM, Y KOTOPBIX BBIAB/ICHBI
myTanuy rena CFTR. Hamu BbLAB/IEHO JOCTOBEpHOE pas/nye M0 a/UIe/bHOI YacTOTe JaHHOI
MyTaluy MeX[y TPYIIol HaumeHToB ¢ MB u rpymnmoit My>4umH ¢ 6ecIyiofyeM, MMeEOIVX
myTauuu B reie CFTR (x2=7.694; p=0.002). MyTaumsa 3849+10kbC>T He ob6Hapy»xeHa cpen
006c/IeoBaHHbIX HAMM [TALEHTOB ¢ cuHApoMoM CBAVD. 31u faHHbIe, Tak)Ke KaK pe3y/IbTaTbl
CIIEPMMOJIOTNYeCKOro 00cmenoBanms MyxunH ¢ MB (YepHbix u ap., 2011), MMEIOIMMI JAHHYIO
MYTALMIO, MOATBEPXKAAIT, YTO Y HOCUTENel M JHaKe KOMIIAYHJ-TeTepPO3UTOT II0 JAHHOI
MyTauun B codetannu ¢ ‘Tspkenoir’ CFTR MyTanuest, MoXXeT ObITb COXpaHeHa IIPOXOAVMOCTD
CeMsIBBIHOCAIINX IIyTell U PeIPORYKTUBHASA QYHKIIN.

MyrTauus E92K petextnpoBaHa (B reTepO3UIOTHOM COCTOSHIM) CPEY MY>KUMH C OecronyeM
TONBKO y opHoro maryenTa (0,8% dncma o6HapyxeHHbx MmyTarmit win 0,4% MB xpomocom
B TPyIIle MYXX4UH C OecrionueM, umeromux myTamuio reia CFIR). Y manuenTos ¢ MB ee
JacTOTa COCTaByANa 4,76% (anmmembHas gactora — 3,1%). Myramum N1303K n R334W Taxoxe
uMenu 60jiee BBICOKYIO 4acTOTY y 60/bHBIX MB, dyeM y MyXUMH-HOCKTeNel MyTaluil B TeHe
CFTR. VIx anenpHble YaCTOTHI B JAHHBIX TPYMIIax coctaBumn 2,6%/0,4% (N1303K) n 1,8%/04%
(R334W), coorBercTBeHHO. Ha060pOT, HEKOTOPbIE MyTALMN Yallje BCTPEYaIN CPEA My>XIMH
¢ becrmopueM, y KOTOPBIX IeTeKTHPOBaaM MyTaiym. Tak, Mytauusa 1677delTA, o6HapyxeHHas
y 3,2% myxunH ¢ 6ecriogueM, nmemomux CFTR myraumm (amrenbHas yacrora - 1,6%),
o6Hapy»xeHa TONbKO ¥ 0,36% OO/IbHBIX MYKOBUCLIMIO30M (a/UIenbHas 4acToTa — 0,18%).

JIna CpaBHMTENIBHOTO aHaM3a TEeHOTUIIOB Y OONBbHBIX MYKOBUCLUO30M M MYXXYMH C
6ecrtoyeM Hamy OTOOPAHBI MAIMEHTHI, Y KOTOPBIX MAEHTNUIMPOBAHBI MyTaLM B 060MX
a/tenax reda CFTR (Ta6m. 3).

Ta6muma 3. CFTR reHOTHIIBI IO TAKECTH MyTAIuii y 60nbHbIX MB 11 My>kumn ¢
6ecrronyeM, y KOTOPbIX M eHTNGUIMPOBAHEI IBe MyTaIlii TeHa MYKOBUCIIMA03a.

TeHOTUII (TUIIBI MYy TAIIVIIY) Bonpubie MB (n=264) My>K4mHBI ¢ becrionyieM
(n=44)
‘TsoKenas’/ ‘Tsoxkenas’ 210 (79,5%) - (0,0%)
‘TsoKenas’/ ‘Markas’ 52 (19,7%) 1(2,3%)
‘“TspKenast’/ ‘Bapbupyomas’ 1(0,4%) 29 (68,2%)
‘MArkas’/‘MaArkas’ 1(0,4%) 1(2,3%)
‘MArKas’/‘Bapbupyromas’ - (0,0%) 2 (4,5%)
‘Bapbupylomas’/‘Bappupyomas’ - (0,0%) 10 (22,7%)
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Cpenu 601bHBIX MB mpeo6rafian reHOTUII C HaIuM4YMeM ABYX ‘TsDKENBIX MYTaLUil, pexxe
BCTpevYaay COYeTaHme ‘TsDKENON M ‘MSTKON WIM BapbUPYIOLeil MYTaluy, ¥ TONBKO Y
OfJHOTO IIAIMeHTa — JABYX MATKMX MyTammit. Cpeay My>X4mH ¢ OGecIuiopyeM, y KOTOPBIX
upeHTVOUIMPOBAHBI IBE MY TalN, TPpeo6/Iajani FeHOTHUIIB C HaIM9yeM TSOKEIOoM My TaIiu 1
‘Bappupyiomeit’ myTamyu (5T), mn6o aByms ‘Bapbupyltomymy’ Mytanusamu (5T roMo3UroTsr);
3HAYUTEIbHO PeKe HAOTIONAMN fPYTIie TeHOTUIIbL, 32 MICK/IIOUEHNE IBYX ‘TAKENBIX MYyTAIMIL.
IToryyenHble HaMM JAHHBIE YKas3blBalOT Ha sABHbIe PasIuuMd KaK B a/jIelIbHON 4acToTe
HeKOTOpbIX MyTanuit B rene CFTR, Tak 1 B reHOTUIIAX MEXY TTaIlieHTaMM C MyKOBUCIIUI030M
U MyXuuMHamu ¢ OecriopueM, sApnaomumuca Hocutenamm CFTR Myramwit; Mexmay
MY>XYMHaMU ¢ becrioayeM, nMeroLiux 1 He umerorinx CBAVD/06cTpyKimy ceMABBIHOCSIINX
IPOTOKOB, a Takke B TT-reHOTUIIAX MeXy My>KuMHaMu ¢ 6ecIyiofyieM, MMEIOIVIMY 1 He
nmeromymy CFTR myranuit. Cpeay HaleHTOB, Y KOTOPBIX YAA/IOCh MEHTU(PUIVPOBATD
MyTalyu B 060MX ajIensx, okono 88% 6ombHbIX MB nMeeT Be MyTaumy u 12% - TSOKeNyio
1 MATKYIO M/IJ BAPbUPYIOLIYIO MyTaLlMy, B TO BpeMs Kak 88% My»uuH ¢ cuagpomom CBAVD
MMeET B TEHOTUIIE U TSKENTYI0 M MATKYI0/ BapbUPYIOIYI0 MyTauuu, u 12% - nBe MArkue mim
Bappupytomue myranuu (Claustres et al., 2000).

BoiAB/IeHHBIE Pa3IMuyMsA B 4acTOTe HEKOTOphIX MyTauuii u cnekrpe CFTR renHorumos y
6ombHBIX MB M pasmyyHbBIX BBIOOpKaX MYXUMH C OecriopyeM TpebyeT [aabHeNIIero
UCCIIENIOBAHMA C 1I€/IbI0 BBLACHEHNSA BIVAHMA Pa3IMIHbIX MYy TaLlMIi ¥ TEHOTUIIOB Ha MY>KCKYIO
PENPONYKTUBHYIO CUCTEMY.
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XAPAKTEPUCTUMKA SINAEMMNYECKU 3HAYMMbBIX IITAMMOB BURKHOLD-
ERIA CEPACIA, BBITEJIEHHBIX OT BOJIBHBIX JETEN MYKOBUCIIVITO30OM.
IMarunss N.A.' g.m.H., YepHyxa M.IO.! g.m.H., ABeTucss JI.P.! K.M.H.,

Kanpanos H.J1.” x.m.H. ipod., Boponnna O.JI.! k.6.H., Kynga M.C.! k.0.H.,

ABaxsH JI.B.%, AnekceeBa I.B.! k.m.H., Kanmpckasa H.}O.? g.Mm.H. po@.,

CemsixuH C.JO.? k.M.H., ITonukapnosa C.B.* k.M.H., IInBknxa H.B.'k.M.H.

1 - OBT'Y «HMMOM um.H.D. [amaneu» Munsopasa Poccuu, Mocksa, Poccus;

2 - Mocxosckuii yenmp myxosucyuooza PAMH Mockea, Poccuss;

3 - Hemckas pecnybnuxarckas 6onvHuya, Mockea, Poccust;

4 - 15 I'KB, Mockea, Poccus.

Bakrepun Burkholderia cepaciacomplex (Bcc) mpefcraBisiioT 0COOY 0 OTaCHOCTD fi/1st 60/TBHBIX
MYKOBUCIIJIO30M, TaK KaK BBI3BIBAIOT He0OpaTuMOe NHPEKIVIOHHOE IIOpasKeHNe JTeTKNX, TaK
Ha3bIBAEMBI «LETALMA CUHAPOM», XapaKTePU3YIOIMIIC HEKPOTU3UPYIOLIEl ITHEBMOHMEN
n cencucoM. Kak moKasany HallyM IpeAbIAyLIMe UCCIefOBaHMsA, aHTUOMOTUKOTepamlus
MHQEKIVIOHHBIX OCTOXXHEHMII JIeTKMX, BBI3BAHHBIX BCC, He MPMBOAUT K MX MMMMUHALNY,
CBA3Y C TeM, 4TO JlaHHble O6aKTepuy OOTANAIOT NPUPOJFHON YCTONYMBOCTBIO KO MHOTUM
AHTUOMOTHKAM.

Llenp paboThl: M3yuUThb (GEHOTUIIMYECKME UM TeHOTUINMYECKMe CBOVICTBA SIUAeMUYECKN
3HAYMMBIX LITAMMOB Bcc, BBIfIeNIeHHBIX OT fieTell, 00MbHBIX MYKOBUCIVZO30M.

Marepuansl u Metopbl. O6cnegoBamu 105 pfereif, CTpajaloOlMX MYKOBUCIMZO3OM, B
Bo3pacte OT 3-x #o 17 met, Haxopsyxcs Ha nedeHnn B PIKB ¢ obocTpeHnem 6poHxo-
JIETOYHOTO IIpollecca TSDKENMON M CpefHell  TSKeCTM TedeHMs, CBUIeTENbCTBYIOLNE O
HaIM4Iuy MHQEKINY, BBI3BAHHOI B.cepacia, TPy[HO MOAAAOIIErOCs aHTNOMOTUKOTEPAIINIL.
Vipentudukannio 6aktepnit KoMIekca B.cepacia 1 onpefieneHne reHoMoBapa MpOBOJVIIN C
IIOMOIIbIO TTO/IMMepa3Holl LenHo peakuuyu ¢ npaimepamyu BCR1, BCR2, BCRG1 u BCRG2.
JIA  MyIbTUMIOKYCHOTO CEKBEHMPOBAHNUA WCIONB30BAIM MOAUPUIMPOBAHHYIO CXeMY,
BK/II0Yaowyio atpD, gltB, gyrB, recA, lepA, phaC, trpB muienmu.

Pesynbratel. OT 53 feteii BblmeneHsl Oaxrepum B.cepacia complex. OHM oTHOCHINCDH K
3-M Bupjam 7 reHotunam: B.cenocepacia - 709, 208, 241, 710, 708, 712; B.multivorans - 711;
B.contaminans - 102.

JomuHupyrorum (90% M30/IATOB) 3MUAEMIYECKY SHAYMMBIM TeHOTUIIOM 65111 709, KOTOPBII
BbIJie/IeH Y TAILMeHTOB Bcex oKpyro Poccuu, kpome JlanmbHeBOCTOUHOro. B cBA3M ¢ 3TUM
TO/IBKO IITaMMBI JAHHOTO TeHOTUIIA MO>KHO XapaKTepr30BaTh KaK SMUAEeMITIeCKY 3HAUMble
I1s1 6OBHBIX MYKOBUCIA030M. IllTaMMBI 3TOrO reHOTHIIa 06/1afay IPOTEA3HON, TUIIA3HO
AKTMBHOCTBIO, CIIOCOOHOCTBIO 06OpasoBbiBarh OmoriéHku. Illrtammsr obmagamn BCESM
MapKepoM 3MufieMIYecKIX MTaMMOB  B.cepacia complex. ¥ aTux mTaMMOB OTCYTCTBOBAIN
IS-tubpun n CBL smupemmdeckue Mapkepbl. IIpum mMcclnegoBaHMM YYBCTBUTEIbHOCTH
K aHTMMMKPOOHBIM IIpemaparaM ObUIO BBUIBIEHO, 4TO Bce wmrammbl ST709 6buim
HO/MMPEe3UCTEHTHBl K 5 aHTUOMOTMKAM: VIMUIIEHEMY, KO-TPUMOKCA30/ly, TOOpaMUILMHY,
TeHTaMULIVHY ¥ aMUKAI[MHY.

C IOMOIIBIO TPEX MOIEKY/ISIPHO-TeHeTinYecKux MeTofoB RAPD-IIIIP, mynbcanekrpodopesa
U MYIBTUIOKYCHOTO CeKBEHMPOBaHMA OBUIO IOKa3aHO O CIIOCOOHOCTY LITaMMOB JJAHHOTO
TeHOTHIIA INTE/IbHO [IEPCUCTUPOBATH B OPraHu3Me 6 0/IbHOT0 MYKOBYCIIZ030M B aCCOLMALIIN
¢ mpyrumy Mukpoopranusmamu Pseudomonas aeruginosa, Staphylococcus aureus, Candida
Spp. M OPYTUMMM TPaMIONIOXUTENbHBIMY ¥ TPaMOTPULATEIbHBIMY MMKPOOPTaHVM3MAaMIL.
VIIeHTUYHOCTD LITaMMOB, BBIJIe/IEHHBIX OT TOCIIUTATN3MPOBAHHBIX OONBHBIX, I OTCYTCTBUE
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63KT€pI/H7[ Bcc Ha nmpegMeTax, B 60MbHUYHOI cpene, JOKa3bIBAET I€pefady 3TUX NITaAMMOB OT
9€/710BEKA K Y€TOBEKY IIPpU CTAIMMOHAPHOM JIEYEHNN.

VHTAISINVMOHHOE IPUMEHEHVE TUTIEPTOHUYECKOTO PACTBOPA
XJIOPUOA HATPUA B KOMIIVIEKCHOM TEPAITMV MYKOBUCIIVITTIO3A.
B.[I. Illepman’, H.IO.Kamupckas?®, H.J. Kanpanos?

1-TI'bY3 «/[TKbNe13 um. H.®D. Qunamosa JJI3M», Mockea

2 - @I'bY MT'HI] PAMH, Mocksa

C2011ropaB MocKoBCKOM OTAeneHny Poccnitckoro ieHTpa MyKOBJCIIM,03a HAYaTO AKTUBHOE
IIpYMeHeHNe TUIEePTOHMYECKOT0 pacTBOpa X/IOpKUAAa HATpuUA B KOMIIIEKCHOI Tepanmu
OpoHXManbHOM 06CTpyKUMu HapAny c¢ JopHasoir anbda. Panee B PO rumeproHmyeckuit
pacTBOp MNPUMEHSICA TONbBKO C Ielbl0 IONyYeHMS MHAYLUMPOBAHHON MOKPOTBHI M
HOCTIEAYIOMWEr0 MUKPOOMOMOTMYECKOTO VICCTIEOBaHNA Y MAlMeHTOB, He CIIOCOOHBIX
CaMOCTOATENIbHO €€ OTKALLIATb. KpoMme TOro, mmpokoe INpUMeHEeHMe I'MIIEPTOHMYECKOro
pacTBopa 6ompHBIMM MB B Hallell cTpaHe OrpaHMYeHO U3-3a OeCHOKOJiCTBa Bpaueil o
BO3MOXKHOM pasBuTH GpoHXOCHIA3Ma.

OCHOBHOIT MeXaHU3M JIeIICTBUA - perufpaTanys OPOHXOIETOYHOTrO ceKpeTa (M He TONBKO),
YTO IPUBOAUT K YIYYILIEHNIO MYKOLV/IMAPHOT'O KIMpPeHca. Bbllo JocToBepHO OKa3aHO, YTO
TUIIEPTOHIYIECKIIT PACTBOP XOPOLLIO TepeHOCUTCsI (MMEHHO 7%, 6071ee BBICOK e KOHLIEHT AL
BBI3BIBAIOT OOCTPYKLMIO, HU3KME — MeHee 3(GQeKTMBHBI), yaydllaeT (QYHKLUIO JerKuX,
CHIDKAeT KOMIeCTBO 060CTpeHIIT GPOHXOIErOYHOrO IIPOLlecca, YIydLiaeT KayeCTBO KU3HU
[anyeHToB. Pa3paboTaHbl CXeMbl MHTAIALUI TUIIEPTOHNYIECKOTO PACTBOPA B COYETAHNM C
OPOHXONMTUKAMYU KOPOTKOTO JeVCTBYA, MPEIATCTBYOMIMMY Pa3BUTHIO OCIOKHeHu [ 1,2,3].
B HacTos1Iee BpemsA (anpenb 2013 1.) B MOCKOBCKOM LIEeHTPe MYKOBUCLM/I03a, BBIIIOTHAIOIIEM
pONb CaMOro KPYIIHOTO PETMOHA/JIbHOTO M MEXKPETMOHATbHOTO IIEHTpa, Ha aKTMBHOM
AVICTIAaHCEPHOM HabOmoneHny HaxopuTcst 331 maruent ¢ MB r. MockBbl, MOCKOBCKOIT 06/1acTu
u gpyrux roponos P® B Bospacre o 18 niet. Vi3 Hux 190 yenosek (57,4%) HOCTOAHHO MOy YalOT
MHTa/IALMYA TUIIEPTOHMYECKOTO PACTBOPA C KOHLIeHTpauueli ot 3% 1o 7 %. [unepronmyeckmit
pactBop NaCl 7% mony4aet 91 uenosek (48%), NaCl 5% - 53 genoseka (28%), NaCl 3% - 46
manueHToB (24%). Oco60e KIMHMYECKOe 3HAYEHVe IPEeCTAB/ISIeT ero IPYMeHeHne y AeTell
PaHHero BO3pacTa, TaK KaK I'MIIePTOHNYECKIUIT PAaCTBOP CTUMYIIMPYeT KallleBoil pediekc Bo
BpeMsI MHTA/ISALNUI, YTO CHOCOOCTBYeT OTXOX/EHNI0 MOKPOTHI y Masbiieit. Cpemy HaImx
HaI[MeHTOB IIepBOro rofja >kusHu 20 yenosek nomydaroT nHranAanuyu NaCl B KoHI[eHTparum
ot 3 1o 7 %, TIOCTOSTHHO.

B 6onbiumHCTBe cy4daeB 7% pacTBOP MePeHOCUTCsT XOpoIIo. TobKo 5 YeoBeK, HadaBIINX
nedeHne 7% pacTBOPOM, BBIHYXKAEHBI ObUIVM IEpeiiTM Ha MeHbluye KOHIEHTPAluyu II0
IpUYMHE MHAVBUYaTbHON HENEPEHOCUMOCTH.

Mpl cunMTaeM, YTO MEXYHAPOJHBIN ONBIT NMPUMEHEHMS IMIEPTOHMYECKOTO pacTBopa 7%
NaCl -pernparanra 6pOHXONETOYHOTO CEKpeTa, B COYETAHUN C MYKOIUTUKOM - JlopHa30ii
azmbda MoxxeT ObITh pactpocTpaneH B Poccum. Ilpemapar 1erko mpuroToBUTh B TI000I alITeKe
IO pelleNTaM, BbIIIVICAHHBIM BPadoM.

1. Flume PA, O’Sullivan BP, Robinson KA, Goss CH, Mogayzel PJ, Jr., Willey-Courand DB,
Bujan J, Finder J, Lester M, Quittell L, Rosenblatt R, Vender RL, Hazle L, Sabadosa K,
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medications for maintenance of lung health. Am ] Respir Crit Care Med 2007;176:957-
969

2. Wark P, McDonald VM. Nebulised hypertonic saline for cystic fibrosis. . Cochrane Da-
tabase Syst Rev 2009;Issue 2. Art. No.: CD001506. DOI: 10.1002/14651858.CD001506.
pub3.

3. David Shoseyov, Malena Cohen-Cymberknoh, Eitan Kerem, M.D. Could You Please Pass
the Salt? AMERICAN JOURNAL OF RESPIRATORY AND CRITICAL CARE MEDI-
CINE 2011; VOL 183;, 1444-1446.

HEOHATAJIbHBIVI CKPMHVHT HA MYKOBUCIIMIO3 B P®. OIBIT
MOCKOBCKOTI'O HEHTPA MYKOBVICIIMIO3A.

B.[I. Illepman’, H.WI. Kanpanos?, 3.A. Kycosa?, H.10. Kamnpckas?, E.B. Cmaxkur®,

E.N. KonpparbeBa®

1 - I'bY3 «[ITKBNe13 um. H.®. Qunamosa [J3M», 2 - ®I'BY MI'HI] PAMH, 3 - Mockosckuil
20p00CKOTL YeHMP HEOHAMATILHOZ0 CKPUHUHA

HeoHartanpHbII CKpMHMHT Ha MykoBucuuzos (MB) B pamkax HaumoHambHOI IpOrpaMMBI
«3[0poBBe» MPOBORUTCS B I. Mockse ¢ 1 urons 2006 roga, B 601bInHCTBe CyOBeKTOB PO ¢
1 ssuBaps 2007 roga. IIpoTOKOM CKpMHMHTA BKTIOYAeT B ce6s 3 OCHOBHBIX 9Tala: AByKpaTHOe
oIpefieNieHNe MMMYyHOpeakTuBHOro TpuncuHoreHa (VIPT) B KpoBuM HOBOPOXXHEHHBIX B
Te4yeH)e IIePBOro MecsAlla XXU3HM M IIOTOBYIO IIPOOYy y MiafieHLieB ¢ mpeBblieHneM VIPT
HOPOTOBBIX ITOKas3aTesell epBoro 1 BTOpOro atamos. 3a 2006-2012 roasl B Mockse 65110
obcnenoBano 814360 HOBOpPOXKZEHHBIX. UMCTIO HOBOPOXKJEHHBIX ¢ IOBbINIeHHBIM VIPT1
cocraBmio 10123 yenoBeka, a ¢ monoxxutenbHbiM VIPT2 2560 yenosek. IIporeHT 06pasuos
¢ VIPT1 npessicuBlMX cot-off 1 HampaBeHHBIX Ha IOBTOPHOE TECTUPOBAHME COCTABIIAIO
orl,2 go 1,5 % B pasusle rogsl. 3a mepuop ¢ 2006 mo 2012 rog 2033 cemsu (79 % pmeteii ¢
HeOHaTa/IbHOI TUIIepTPUIICHOTeHeMIeit) 06paTiIich B MOCKOBCKUI LIEHTP MYKOBUCIIMAO3a
(I'BY3 ATKDB Ne13 mm.H.@.Ounarosa [I3M) /1 ipoBeseHNMs TOTOBOI TPOObI. MyKOBUCIINI03
ObIT AMAarHOCTMpPOBAaH y 94 feTell, MpoIIeAINX HPOIPaMMy HEOHATAaTbHOTO CKPUHVHTA.
OcranpHbIM OBUIO PEKOMEH/IOBAHO HAOMIONEHNE 110 MECTy XXUTEeNbCTBA B TedeHNe TOfia C
AVMarHO30M HeOHaTa/bHasl TUIIEPTPUIICMHOTEHEMNsI ¥ IOBTOPHAs IIOTOBasi poba B Bo3pacTe
1 ropsa WM paHblIe PV [OSBIEHNY CUMIITOMOB 3a00/IeBaHNIA.

MuHuManeHbiit yposeHb VIPT1 cpegu 6onbHBIX MB cocTaBun 67 Hr/mi (HopMa 1o 65 Hr/Mi
€ 2012 ropa, panee — 70 Hr\mi)

Makcumanbueiit VIPT1- 533 ur/mn (Hopma [0 65 HI/MI), CpegHMII IOKasaTenb —
185,2 ur/mn

MuHuManeHbIt ypoBerb VIPT2 — 46 Hr/mn (HopMa o 40 Hr/MT), MaKCMMA/IbHBI YPOBEHD
WPT2 - 567 ur/mi, cpeguuit IPT2 - 172,8 Hr/mn. MakcumanbHass cymma VIPT1 u VIPT2
cpenn 60mpHBIX MB cocTaBuna 833 Hr/min.

Cpepumit mokasarens npoBopumocty mora (cucrema Nanoduct, Macroduct+Sweat-Chek)
akBuBaneHTeH 104 mmonp\n NaCl (Hopma mns peteit fo 6 Mmec. — 50 Mmonb\m). Yucmo
JIOXXHOOTPUIIATE/IbHBIX Pe3y/IbTATOB CKPUHIHTA 33 TEPIOJ, HAOTIOAEHSI COCTABIIIO 7 C/IyYaeB,
13 KOTOPBIX 4 nMenu MecTo Ha ypoBHe VIPT TecToB, B 3-X cly4asx y fieTell ¢ HeOHAaTa/lIbHOI
TUIEPTPUICUHOTEHEMIE! OBUI IONy4YeH JIOXKHO OTPULIATENbHbI Pe3yIbTaT I[OTOBOTO
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tecta. OfHAKO, HY)XHO OTMETUTDb, YTO fiBa peOeHKa, MpPOMYIIeHHBIX HA JTalle MIOTOBOTO
tecta umemy Myrauuio 3849+10kbC->T, orHocsamyocs k V kmaccy mytaumit MBTP. Ina
myTaumit IV 1 V K1accoB XxapakTepHO COXpaHeHMe HeKOTOPOil GYHKINM XJIIOPHOTO KaHaJIa,
obecrieuynBaoliee B psifie CIy4aeB HOPMa/bHble MM IOTPAHUYHBIE PE3YIbTAThl IOTOBOTO
TecTa. [I/1 9TOro JOCTaTOYHO CoXpaHeHus X0t 661 5% ¢ynkunu MBTP. Hannune HeKOTOPbIX
OIMMOP(U3MOB TaK)XKe IIPYBOAUT K HOPMA/IbHBIM [I0Ka3aTe/IsIM [IOTOBOI IPOODI y GONMBHBIX
MB[Kiesewetter,1993; Rave-Harel,1997; Massie,2001; Peckham, 2006].

CpenHuil BO3pacT MOCTAHOBKY AMArHo3a B IPyIIe 6OIbHBIX, BbIABIEHHbBIX II0 IpOrpaMMe
CKpMHUHTa, coctaBun 2,12 +£0,31 mec. [Ipu 3TOM IepBble CUMIITOMBI 3a60/I€BaHNs B ITOI
TpyIIe MOABUINCH B Bo3pacTe 1,86+0,44 mec. HacTrora MB cpennt HOBOpOXXI€HHBIX I. MOCKBBI
IpeTepIieBaja 3SHAYUTeIbHbIE KOoMebaHMs B TedeHue 6 eT: oT 1:6462 B 2007 roxy go 1:13863
B 2008 ropny.

OcHOBHBIMU HpOO/IEMaMyl CKPUHIHIA HOBOPOXKAEHHBIX Ha CETONHAIIHWIT N€Hb ABJIAIOTCA
HEITO/THAsI SIBKA [IeTel C IMIePTPUIICMHOTeHeMYell Ha 3 3Tall CKPVMHIHTIA, a TaKXKe IPOoO/IeMbl
JOHK puarnoctuku MB. B psife cry4aes, Korja 1oToBas mpo6a He [03BOJLAE T BepUBUIIPOBATD
WM CHATB AmarHo3 MB, reHeTndeckoe ncciegoBaHye 0OKa3bIBaeTCsl HEOOXOVIMBIM.

HAPYIIEHUSA YITTEBOOHOT'O OBMEHA Y IETEV C MYKOBUCIIMIAO30M
IlInpokosa V.B., Hamasosa-bapanosa JI.C,,

Tomunosa A.10., Iesopksan A.K., Koxxesnukosa O.B., Cumonosa O.M.

DI'BY «Hayunuiil yenmp 300posvs Oemeti» PAMH, Mockea, Poccust

AxryanbHOCTh: Hapyuienus yriesopHoro obmena (HYO) y JeTell IpyU MYKOBUCLMTO3€
OOBIYHO BBUB/ISIOTCS yXKe Ha CTAfuy PasBUTHA caxapHoro amabera. KpaTkoBpemeHHbIe
MTOBBILIEHNS [IIOKO3bI B KPOBM Ha HadanbHbIX cTagysix HYO vaiie mpoxopsat 6eccMOTOMHO.
ITpornos cocrosnus gereit ¢ HYO HampsAMyr 3aBUCUT OT PaHHEro BBIABICHVS JaHHBIX
COCTOSIHUI 11 TOFO0pa COOTBETCTBYIOLIEI TePaIINL.

B mocnenHme rofpl B IpaKTUIECKYI0 MEAMIIMHY aKTVBHO BHEPSIOTCA METOABI JIUTETLHOTO
MoOHMUTOpMpOBaHMA Imokossl — Continuous Glucose Monitoring System (CGMS). Itu
METOJIBI, B COIIOCTAB/IEHNY C [I0YACOBBIM JHEBHIMKOM IAIIVEHTa, 00eceYnBaloT NHPOPMALINIO
0 HaIIpaBJIeHNM, BEJIMYMHE, IPOJODKUTETBHOCTH, YaCTOTE U IPUIMHAX M3MEHEHMI ITTIOKO3bI
B KpOBU, TO3BOJIAASI, TAKMUM 00pas3oM, 6ojiee aieKBaTHO OCYILeCTB/ISTb KOHTPOJIb 32 TeYeHIEeM
607e3HM 1 JiedyeHeM 60IbHBIX.

Lenp wuccnemoBaHus: OUeHUTb 5(PQPEKTUBHOCTD U Ie1eCO0OPa3HOCTD IIPUMEHEHMS
pasIM4YHbIX MeTORoB uccnegoBanmss HYO y mereil ¢ MyKOBMCHMAO30M Il BBIPAOOTKM
aroputMa o6CIeOBaHMs, TeYeHNs U PeabyINTALMM TaKUX IAI[VIEHTOB.

IManmentsr u Mertomsl. OOcnemoBaHO 18 mMaIMEHTOB ¢ JIETOYHO-KuUIIEYHOU (Hopmoit
MykoBucnyuposa (4-17 ner). Bcem mamueHTaM IIpOBOAMIOCH WCCIEOBaHME YPOBHA
rMKo3uVpoBanHoro remormobuna (HBAlc), VucyamHa, C-nenTnpa, IIMKeMIUM HATOIIAK.
ITo moKasaHMAM HPOBOAW/ICA TeCT ¢ Harpyskoi rmoko3oit (OI'TT). 5 60/1bHBIM IIPOBOAVIIN
CGMS B Teuenne 3 muen ¢ momoupio cucreMbl Guardian Real-Time (Medtronic MiniMed,
CIIIA).

Pesynbrarsr. Cpeny 06C/e0BaHHBIX TAIMIEHTOB IOBBILIEHIIE [TTIOKO3bI KPOBY HATOIAK OBLIO
BBIABIEHO TObKO y 2 mauneHToB (11%). IToBbimrenre HBAlc ormeuanocs y 7 geteit (39%).
OI'TT mposeneH 9 maumentam. Hapymenue tonepantTHoctu K rmokose (HTT) BbrasmeHo
y 2 denoBek (22%) 6e3 HapylleHMs [IMKEMUM HATOILIAK, HO C IIOBBIIIEHHBIM YPOBHEM
HbAlc. HapyueHns: TOLAKOBBIX ypoBHeil mHCyrmuHa u C-mentuja He ObUIO BBIIBICHO
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HU y OFHOTO ManyeHTa. [I7A BbIABIEHMS CKPBITBIX TMIEPITIMKEMUYECKMX COCTOSHMIT 5
6onbHbIM npoBeieHo CGMS. Y 1 manpumka 14 7eT ¢ efHUYHBIMY NTOBBILIEHNMA YPOBHS
[JIMKEMUY HATOLAK 1 HopMabHbIM HbAlc (5,7%) BbIsAB/IEH IIOBBIILEHHBII YPOBEHb HOUHOII
IIuKeMun. Y BTOpOro Mmajabumka 13 et ¢ mosbimreHHeIM HbAlc (6,3%) mo pesymbratam
MOHUTOPMHTA BBIABIEHO 3HAUYMMOE IIOBBILIEHNE INMKEMUM TONbKO Ha (poHe mmprema
THMasVHBIX AUYPETUKOB. Y HeBOUYKM 12 JIeT 1O pesynbTaTaM IPefbIAYIIUX 00C/IefOBa Ml
BBISIBJICHO HapylleHVe TOJIEPAaHTHOCTY K IMIIOKO3€e IpY HOPMaJIbHON ITIMKEeMNM HAaTOILIAaK U
HopmanbHoM HbAlc (5,8%). Ilpn nposegennn CGMS BoisiBneHb! 3HauMMble (>15 MMOIb/ 1)
HOfbeMbI IJIMKEMUY TIOCTIe TIpMeMa JIETKOYCBOsEMBIX YITIEBOMIOB, O0/lee BbIpaXKEHHBIE ITOCIIE
IIUTEbHBIX IIPOMEXYTKOB C HU3SKOHOPMA/IbHbIM YPOBHEM ITIMKEMUM. Y JBYX Ma/Ib4MKOB 9
JIeT TI0 JaHHBIM CTAHJAPTHBIX MeTOROB rccnegoBanus 1 CGMS HOY BbisiBiieHO He 65110.
BriBopbl. VlccremoBaHMe TONBKO TOLIAKOBOTO YPOBHSA ITIIOKO3BI KPOBY MU €XETOZHOTO
OI'TT ne oTpakaeT nonuyio kaptuny HYO y meTelt ¢ MyKOBUCIIUIO30M.

ITposenenne CGMS 1o3BosnsieT 60r1ee MOAPOOHO OIpefe/INTh XapaKTep U3MEHeHNUIT YPOBHs
IJIMKEMIM, BPeMsI HACTYIUIEHNS 1 IUTE/IbHOCTb [IepIofa aOHOPMa/IbHOTO YPOBHS I/INKEMMI,
a TakXe BBIABUTb HONOTHUTEIbHbIE (PaKTOPbI, BIUAIIIME HA YPOBEHb Caxapa KpOBU Yy
pebeHKa, KOTOpbIe CYIeCTBEHHO 00/IeryaioT (opMupoBaHue IpaKTUIeCKUX peKOMeH/alnit
B Ka>KJIOM KOHKPETHOM C/Iyy4ae.

Ha ocHOBaHMY ITOTy4eHHBIX JAHHBIX MOXXHO PEKOMEH/[OBAaTb KOMIIIEKCHOE 0bCiefoBaHme
feTell ¢ MYKOBMLIMEO30M jyisi 6onee paHHero BbiABIeHMs HYO ¢ 1empi0 BBIPabOTKM
OIITMMAJIBHOI CXeMBbI HAOJTIOEHVIS 32 MTALIMEHTOM ¥ KOPPEKIIMHU TePAIIUIL.
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D.11.0.

AbpykoBa A.B.
AsaxsH JI.B.
Aspeen C.H.
Aserucsu JLL.P.
AnexceeBa A.A.
Anekceena ['B.
Awmenuna E.JL.
Apycraman ML.A.
ApyTionsH A.C.
A¢onnna T.A.
Ameposa V.K.
barpgacapsan H.IL
barimakanosa I'E.
bap6osa H.JL.
barpacapsan B.C.

Beckposaiinas T.C.

Boitosa E.B.
borBuHbeBa B.B.
bpeitnp A.IL
Bausu H.A.
BacunbeBa T.A.
Bunsapckas V.B.
Bumrnesa E.A.
Bosxk C.JI.

Bosuecenckas H.J.

Boponnna O.J1.
Boponxosa A.IO.
Boponkosa E.IO.
TeBopkan A.K.
Tem6bunxas T.E.
Tepacumenko H.IO.
Imurep E.K
Tomy6mosa O.J1.
Toppeesa O.b.
Topurosa O.B.
Topunosa I0.B.
Ipevanuna 10.b.

VImenHoI1 yKa3aTenb

cmp.

14
53,38,40,92
44

92
81,82,92
81,82,92
47,52,53,41,44,45,86
55

10,54

84

18

54

44

11

10,54

86

12

15

68,77

10

66

76
81,81,82
58

82

92
8,53,38
8,53,38
82,9
12,13,64
58

4

14,17

15

53,76
53,76

16

D.1.0.

IlaBbImoBa VI.B.
I>xarapkasa J.3.
Eropos B.B.
Enusapbesa T.IO.
Epemuna E.P.
JKypasnesa M.C.
3npi6ckas E.IT.
3unuenko P.A.
MBanosa [I.M.
VBamenko T.2.
Kazanu 3.11.
Kanpanos H.JL.

Kapmosa E.T.
Kapuesckas H.A.
Karocosa JL.K.
Kammpcxaa H.IO.
Koxxesnuxosa C.JI.
Konmakosa [0.A.
Konppatbesa E.N.
Konpropuna E.I.
Kopnees B.I.
Kopneesa T.10.
Kocrpinesa M.H.
Kpacosckmit C.A.

Kpucrocnypsan A.T.
Kpoikxanosckas O.A.
Kpoinosa H.A.
Kynpma M.C.

Kypuno J1.O.
Kypunosa B.J.
Kycosa 3.A.
JIazapesa A.B.
Jlemnéna B.C.
Jlomunapse [.T.

cmp.

82

15

11

58

58

64

16

66

12

13

85
8,18,53,33,34,37,
63,85,92,93,94
79,92

44

54
8,53,33,34,92,93,94
14,17,9

75
8,53,34,37,38,40,94
75

68,77,79

68,77

38,40
14,17,47,48,49,50,
51,52,53,34,37,41,
43,44,45,46,83,86
10,54

54

52

92

57,86

57

53,94

54

61

54
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D.J1.0. cmp.
Jlaun H.A. 68,77,85
Maxkaposa [I.A. 38,40
Mepsnosa H.b. 57
Mockosues I.H. 59
Hasapenxo JLIL 58
Hamasosa-bapanosa JI.C. 81,82,9
Hepernna A.®. 61
Hepcecsan C.JI. 69
Huxkutna M.B. 85
Hukonos A.M. 58
Huxonosa B.C. 8,53,34,45,63
Opunokosa O.H. 58
Omszap O.C. 58
Openixo JI.C. 64
Opnos A.B. 65,80
ITaBmmuoBa E.B. 68,77
Ilerposa I1.B. 61
Ilerposa H.B. 12,47,45,66
[TuBkuna H.B. 92
IMomukapnosa C.B. 92
ITonaxos A.B. 47,45,86
TTonauckas H.A. 68,77
IToctaukos C.C. 38,40
ITporacosa T.A. 69
ITyxanbcknmit A.JL 70
Pomanenxo H.J. 75
Pynxo A.A. 58
Poi6ankuna M.T. 79
CaBackuna E.H. 14
CamoitnieHko B.A. 47,48,49,50,52,53,44,45
Camoitnosa T.H. 58
CamconoBa M.C. 76
Cadonosa T.JL. 68,77
Cempbikud C.I1O. 53,37,38,40,92
Cepruenko [1.D. 78

CumonoBa O.J.
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15,53,54,76,81,95

D.11.0.

CkaukoBa M.A.
Cwmupsos L.
Conomrenko M.A.
Copoknaa T.M.
Cocumigkasa C.B.
CremanoBa A.A.
CremanoBa A.A.
Cypkos A.H.
Tapacenko H.®.
Tumxosckas E.E.
Turosa E.A.
Toroyakona O.K.
Tommmosa A.10.
Typrn T.B.
YcaueBa M.B.
Viarckas O.A.
®emorora O.B.
Yenypnas M.M.
Yepxammna V.B.
Yepmencknit A.I.
Yepuukos B.B.
Yepnyxa M.IO.
Yepurix B.B.
YepHsak A.B.
[la6anoBa JL.A.
arnaan V.A.
Mappun I.1.
ITagpuna B.B.
IlleBnsixoBa A.A.
Ilenennesa H.E.
lepman B.JI.
Ivmoscknit B.H.
Inpoxosa H.A.
IImapuna I'B.
Sry6sun E.T.
SIHoBCcKas A.A.

cmp.

79

80

15

86

58
47,45,86
47,45,86
81

79

66

84

58
81,82,95
81,81
47,49,52,53,44,45,83
65

12

84

85

13

76

92

86

53

8,53

92

57,80

57

68,77
8,63
8,53,33,34,37,85,93,94
50

11,95

70

84

16

VYkasarenp crarein

MYKOBUCIHUI03 KAK MOJIE/Ib YCHEIIHOVI BOPbBBI C HACJIEJCTBEHHBIMU
BOJIE3HAMMI B POCCUMN.
E.K I'mutep 4

HAIIM TOCTN 6

MUKPOBVOJIOTMYECKIUII MOHUTOPUHT ®/IOPBI ILIXATEIBLHBIX ITYTEN

JETEN, BOJTbHBIX MYKOBVICIIMITO30M HABJTIOTA IOIINXCA B MOCKOBCKOM
OTJIEIEHUM POCCUNMICKOTO IIEHTPA MYKOBVICIIITO3A.

B.C.Huxonosa, H.M.Kanpanos, E.J1.Kouznparbesa, B.JI.Illepman, H.I0.Kamnpckas,
A.J0.Bopoukosa, JI.A.Illa6anosa, H.E.IllenenHeBa 8

O HEKOTOPBIX ACITETKAX SH3MMOTEPAIIMN Y BOJIbHBIX MYKOBMCIIITO30M
B.C. bargacapsn, A.T. Kpucrocpypsn, A.C. ApyTionan, H.A.Bansan 10

SPOEKTUBHOCTDb NPEHATAIBHOV IMATHOCTUKYM MYKOBUCIIUTO3A B
PECITYB/IMKE MOJITOBA
H.M.Bap6oBa, B.B.Eropos, H.A.lllupokosa 11

OCOBEHHOCTY TEYEHV MYKOBUCIHMITO3A Y TETEN B IEHMHIPATTCKOM
OBJIACTU
E.B.Boitioa, O.B.®enorosa, T.E.Tembuukas, [I.M. VBaHoBa., H.B. Ilerposa 12

OCOBEHHOCTV ®EHOTUIIA BOJIbHBIX ITPY ITIO3TJHEVI MAHVU®ECTAILIVUI
MYKOBICIINIO3A
T.E. Tembuiikas, A.I. Yepmenckmit, T.3. VIBaieHKo 13

TEHETUYECKME OCOBEHHOCTU MYKOBUCIINO3A B YYBAIIIUN.
O.N. Tony6uosa, C.JI. KoxxeBHukosa, C.A. Kpacosckuit, A.B. A6pykosa, E.H. CaBackuna 14

OCOBEHHOCTY TPOMBOIIMUTAPHOTO 3BEHA TEMOCTA3A V TETEN
C MYKOBUCHINTO30M

Topmeesa O.b., borBunbesa B.B., Cumonosa O.J1., Conomenko M.A., [I)xarapkasa /1.3. 15

CIIYYAVI COYETAHUSA MYKOBUCITUIO3A C HAPYIIEHMEM OBMEHA JKVIPHBIX
KNCJIOT, CEPOCOIEPKAIINX AMMHOKUCTIOT

Ipevannna 10.B., 3api6ckas E.IL., SIHoBcKas A. A. 16

OCOBEHHOCTU ITOPAKEHIS OPTAHOB IBIXAHWA Y TETEN C
MYKOBMCHMIO30M B YYBAIICKOM PECIIYB/IVIKE

C.JI. KoxxeBHukoBa, O.J. Tony6uosa, C.A. KpacoBckuii 17
AAA

HAYYHOE OBOCHOBAHME Y IPAKTMYECKOE PEIIEHME PAJA ITPOBJIEM
MYKOBUCIVITO3A B P® (OmnbIT SIpocnaBCcKOro pernoHanbHOIO LEeHTpPa)
M.K.Ameposa,H.J.Kanpanos 18




OCHOBHBIE CUMIITOMbBI MYKOBUCIIVJTO3A, CBA3AHHBIE C KWITEYHBIMMI
HAPYIIEHUAMMN.
H.J0. Kammmpckas, B.JI. Illepman, H.J. Kanpanos 33

XAPAKTEPUICTUKA MYKOBUCHUOO3AY IIOOPOCTKOB
Konppatsesa E.J., Kanparnos H.J., Kpacosckuit C.A., Kanmmpckasa H.10., lllepman B.1I.,
Hwuxonosa B.C. 34

OCOBEHHOCTYV HAPYUIEHUI YIJTEBOOHOTO OBMEHA V JETEN
C MYKOBYICIIMITO30M
Konpparbesa E.J1., Kanpanos HJA., Cembixun C.I0., lllepman B.[I., Kpacosckuit C.A. 37

YACTOTA N XAPAKTEPUCTUKA HEBJIATOIIPUATHBIX IIOBOYHBIX PEAKHI/Iﬂ
HA AHTUBAKTEPUAJIBHBIE CPEJICTBA Y HETEI7I C MYKOBUCIIMTO30M
E.V.KonppatseBa, M.H. Koctburesa, C.1O. Cembikns, C.C. [TocTHUKOB,

Bopoukosa E.O., JI.B. Aaxss, JI.A. MakapoBa 38

HEB/JIATOITPUSITHBIE IOBOYHBIE PEAKIINU ITPU AHTUBAKTEPUAJIBHOM
TEPAIIVMM Y JETEV C MYKOBUCIIIIO30M

M.H. Koctpinesa, C.YO. Cempikus, C.C. IToctankos, E.JI.Konnparbesa, /1.B. ABaksH,

II.A. Makaposa 40

SOPEKTUBHOCTDb BHYTPMBEHHOTI'O ITIPMMEHEHNA ASTPEOHAMA B
MOHOTEPAIIV ITPY1 OBOCTPEHUM THOMHO-OBCTPYKTMBHOI'O BPOHXUTA
Y B3POCJ/IbIX BOJIbHBIX MYKOBUCIHTO30M.

Kpacosckuit C.A., Amenuna E.JL. 41

OIIBIT ITPMMEHEHVSA ITPEITAPATOB XJIOPAM®EHMKOJIA 1 TUAM®EHINKOJIA
ITINMOVHATA ADETVTUINVICTEMHATA 'Y B3POC/IBIX BOJIbHBIX MYKOBUCIIVITO30OM.
Kpacoscxmit C.A. 43

IJIUTEIBHAA TOMAIIHAA HEMHBA3VBHASI BEHTUIANONUA JTETKNX

Y B3POCJIBIX BOJIBHBIX MYKOBUCIIITO30M C XPOHUYECKOI
TUIEPKAITHUYECKOM OBIXATEJIBHOM HEJOCTATOYHOCTBIO

Kpacosckuit C.A., baitmakanosa I.E., Apnees C.H., Camorinenko B.A., Amenmna E.JI.,

VYcauea M.B., Kapuenckas H.A. 44

BO3PACTHBIE OCOBEHHOCTY PACIIPETETEHUA MYTAIIMI MYKOBUCIIMIO3A
CPEJIV BOJIBHBIX MOCKOBCKOTO PETMMOHA.

Kpacosckuit C.A., [lerpoa H.B., CremanoBa A.A., Hukonosa B.C., Amenuna E.JI,

Cawmoiienko B.A., Ycauesa M.B., ITonakos A.B. 45

MYTAINN I KTACCA TEHA MYKOBUCHNO3A U PUICK PA3SBUTIA CAXAPHOTO
IIMABETA.
Kpacosckuit C.A. 46

KIMHUKO-TEHETUYECKUE ITAPAJUIEJIN Y B3POCJ/IBIX BOJIBHBIX
MYKOBUCIIITO30M

Kpacosckmit C.A., Camorinenko B.A., Amenmuna E.JI., YcaueBa M.B., Iletposa H.B.,

CremanoBa A.A., ITonakos A.B. 47
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