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MeHbLlle 6oAeThb!
Aerye XuTtb!

YHUKAQAbHbIA MYKOAUTUK AAS
0a3uCHOU TepanMm MYKOBUCLIMAO3a

JlocToBepHO yiyuniaeT (PYHKIIHIO BHENTHETO AbIXaHus!

YMeHblIaeT BoCHajIeHue CIU3UCTON 00010UYKN 6[)OHXOB2

°
e CHu’KaeT pUCK BO3HMKHOBEHUS HH(EKIIHH AbIXaTEJIbHBIX MyTei!
°
o

CHuskaeT 00ceMeHeHHOCTh MOKPOTHI St.aureus u Ps.aeruginosa?

Ha npaBax peknambl

2011-0206, cheepans 2011

ITokaganus: CumiroMaTiHyeckas Teparusi B KOMOMHAIIMK CO CTAHAAPTHOI Tepareii MyKOBICIM/03a y nainenTos ¢ nokasareneM MIKEJI ne menee 40% ot HOpMBL. [Ty IbMO3MM MOKET IIPUMEHSITHCSE JUIST
JledeHnst O0JIbHBIX HEKOTOPBIMU XPOHUYECKUMH 3a00JI€BaHUSIMI JIETKUX (GPOHX0IKTaTHYECKash GOJIE3HD, XPOHNYECKAsi 0OCTPYKTHBHAs 00JIe3Hb JIETKUX, BPOKIEHHbII TIOPOK PasBUTUSI JIETKUX y JIEeTeil,
XPOHIYECKHe TTHEBMOHIH, HMMYHO/e(DUIIUTHBIE COCTOSIHUS, IIPOTEKAIOIIIE C IIOPAsKEHNEM JIETKUX H JIP. ), €CJIH 110 OLleHKe Bpaua MyKOJIUTHYECKOE JIeiCTBIE 10PHa3hI albha 00ecrednBaeT IIperMyIecTsa
Juis nanmenTos. IporuBonokasanus: I1oBbIeHHas UyBCTBUTEIBLHOCTD K JICHCTBYIONIEMY BEIECTBY IIpenapara uin ero komrnonentaM. C oCTOpo;KHOCTBIO: BepeMeHHOCTD, epHo/i KOPMJICHHST IPY/IbIO.
Jletu 110 5 er. Cioco6 npuMeHeHust U J03bL: 2.5 MI 10pHa3bl aib(a (COOTBETCTBYET CoAepKUMOMY | aMITyJIbl) OJMH pa3 B CyTKH, HHTAIALNOHHO, 6€3 pasBeleHHs, ¢ OMOUIBIO JUKeT-Hebyaiisepa.
Venoeus xpanenns: Crincok B. Xpauuts npu temneparype 2-8°C, B 3all[MIIEHHOM OT CBETAa M HEJOCTYITHOM JUist Jeteil Mecre. Iloapo6Has nHpOpMAaIUs H3/I0KeHa B HHCTPYKIMH 110 MEIHIUHCKOMY

npumenenuio npenapata Ilyismosum. PY I1N014614,/01 or 23.08.2010.

1J. M. Quan et al. Journal of pediatrics. 2001; 139: 813-820
2K. Paul et al. Am ] Respir Crit Care Med 2004, vol.169: 719-725
3 Kampanos H.U. u a1p. MykoBucimos. Meroandeckue pekomenzaiun. Mocksa, 2005
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COAEPXAHWE

COBpeMeHHbIe acneKkTbl MyKOBMCLMAO3a

Cucrema nuweBsapeHna npm Mykoemcumnaose —
Tepanua Hanbosiee BaXKHbIX MATOJOMMUECKNX COCTOAHWNIM

K BOMpPOCYy O HeOHaTa/lbHOM CKPUHWHIE Ha MyKOBUCLMNAO3 B PO

OLI.eHKa 3(|)C|)eKTVIBHOCTI/I nporpamMmmMbl HeOHaTaJIbHOro CKPUHWHIa
HOBOPOXAEHHbIX Ha MYKOBUCLMNAO3 B ropoje Mockse

ObcnenoBaHme MY>UNH C K1acCUUYeCKOW U reHnTaabHON GOopMOo MyKOBUCLIMAO03a

Octeonopos, yactoTa AedpopmaLnii MO3BOHKOB M Nepudepuyeckmx nepesoMos,
YPOBEHb KOCTHbIX BUOXMMUYECKUX MapKepoB v BUTaMuHa D y B3pocabix
60/IbHbIX MyKOBUCLUA030M

OcobeHHoCTH MI/IKpO(I)ﬂOpr HWXKHUX AbIXaTe/IbHbIX FlyTeI\/'I Y pPa3/InyHbIX BO3PaCTHbIX

rpynn getert 60NbHbIX MyKOBUCLIMAO30M 64
Bo3spacTHble M3MeHeHMA MOHHOMO CoCTaBa Mjia3Mbl KPOBU U 3PUTPOLIUTOB,

aHTMOKCMAAHTHOM akTUBHOCTM 1 MpOTea3Ho-aHTMMNpoTeasHoro banaHca

y 6ONbHBIX C MYKOBUCLINA030M 72
MeTog, KOHCepBaTMBHOWM Tepanun XPOHNYECKOTO CUHYCHUTa

y AeTel ¢ MyKOBUCLUAO30M 80
MepeHoCMMOCTb GU3NYECKOW HArpy3Kn AEeTbMU C MYyKOBUCLIMA030M 86
HekoTopble acnekTbl MOpaXKeHWA OPraHoOB AbIXaHWA U XXeNyJ0YHO—KNLLEYHOTO

TpaKkTa Npu MyKOBUCLIKA03E Y JeTel 94
CTpyKTypa v aHTMBNOTUKOPE3UCTEHTHOCTE MUKPOMAOPBI KMLLEYHMKA

y NaLMeHTOB C MyKOBUCLMA030M B CaMapckor 061acTu 98
AHann3 CoCToAHNA MUKPOPAOPBI AblXaTebHbIX MyTel

npv MykoBucLmaose B OpeHbypxkbe 101
KnvHuko-reHotnnnyeckuii noanmopdusm 1 npodunaktmka MykosmcLmaosa

B nonynauuu pecnybavkm Mongosa 104
K 70-netHemy tobuneto H.N. KanpaHoBsa 112
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K 20-TW JIETUFKO HKO MYKOBCLUMAO3A MI'HL, PAMH

N N
HemHorum O6oJiee 20 Jer Ha3an HNHeTUTYT
mMeaunmuHckor reHeruku AMH CCCP 0Obla
npeoopazoBan B MeauUKO-TeHETHUYECKUH
HAy4YHbBI I€HTP, COCTOSBIIMM U3 JABYX
HNHcrturyToB: UHCTUTYTA reHETUKU YeJI0BEKa,
AUPEKTOPOM  KOTOPOro ObLI  BBIOpaH
npodeccop C.C. HMIummkua u HWHcTHUTyTa
KIAHUYECKONl TeHETUKH ¢ JUPEKTOPOM

npodeccopom E.K. 'maTEepOoM.

CosmaHme MHCTUTYTa KJIMHUUECKOM TIeHe-
TUKM HOTpeboBaJIO pacCllMpeHMEe MUCCIeno-—
BaHMM B 00JlaCcTM KJIMHMUECKOM I'eHeTUKM,
¥ OJA DSTOrO0 OBUJIO PpPEIeHO CO3OaTbk MO-
oejib TaKoI'o nompaszzesieHusa. WM.o. MMHU-
cTpa 3IpabooxpaHeHua CCCP npod. Bapa-
HOB A.A. BBIOEJWMJI CIeLMaJIbHO OJd Menouxko-—
TEeHETUYECKOT'O HaydHOTO LEeHTpPa OOBOJIbBHO OOJIBIIOE KOJUUECTBO KJIM-—
HMYECKMX CTaBOK. B 3TO xe BpeMsa PYyKOBONCTBO VHCTUTYyTa KIMHUUE-
CKOM T'e€HeTMKM, YUMTEBAS, UYUTO B VHCTUTYTe yXe MMeeTCs HeOOJIbUION
ONHEIT MOJIEKYJIAPHO-TEHETUUECKOTO M3YUEeHMSa MyKOBMCLMIO3a, IpMIJia-
maeT npod. H.M. KanpaHoBa BO3IJIaBUTh HaydHO-KJIMHMUECKOE OTIeJe—
HMe MyKOBMCLUMIOS3a M BMeCTe C aupekumer lleHTpa M JMHCTUTyTa OpU-
CTYOMTBE K €TI0 CO3HaHMI B OQOMBMUECKOM CMBICJIE, T.e. HauTU KIMHU-
Ueckyin 0a3y M COTPYIOHMKOB. [IOMCKM B 3TMX OBYyX HANPaBJEHMAX UJIU
OOHOBPEMEHHO M 3aBEepUMIMCh TOXe NPaKTUUeCKM OINHOBPEeMeHHO. B ka-
JeCcTBe KIMHMYUECKOM 0Oasbl ObBUIO BEHOPAHO OTIEJIEHME MeOMLIMHCKOM I'e—
HeTuky PJKE, DJjlaBHEIM BpadoM KOTOPOM B TO BpeMAa Ovbwl Jpo3moe B.B.
[lepBEIMM HAYYHBIMM COTPpyIOHMKaMu M bpadamm HKO MykoBucLMOO3a OBIIM
Kamnpawor H.UM., Kaumpckas H.HO., Cumornora 0.M., lIlabanosa JI.A.,
MomH IO.A., BopoHkora A.H, Yrauukmx A.K. JIBa HanparBJieHMS paboOTH
OTIEeJIEHUSA CIeJlajiM er'o [0 NpaBy POCCUMCKMM LEHTPOM IO JIEUEHMIO U
peabunmnraumumn OOJIBHEIX MyKOBUCLUMIO30M M3 Pd. IlepBoe — 3TO IIOCTO—
AHHOE€ BHEeIpEeHMe BCeI'O HOBOI'O, UYTO IIOABJIACTCHA B JIEUYEHUNM OO0JIbHBIX
MYyKOBMCLMIO3O0OM M NpOodMUIIaKTMKe, T.e. I'eHeTHKe BTOoro 3abojieBaHusda
(B pa3BUTUM 2TOTO HalpaBJleHMS OCOOyi0 poJib ceI'pajl Kpucc PoJjsc, B
TOo BpeMa ( 1993-1998 r.r.) rmJjaBHBM HenuaTp rocnmurains CayTrem-—
ITOHCKOI'O yHMBEpPCUTETa. A BTOPOE — 3TO aKTMBHOE PACIPOCTPaHEeHUE
CBOEI'0O OIHTa Ha TEeppUTOPMI NpaKTUYeCKM Bcer Poccum, dYTO mMHOTIA
IprMBOOMT K IIOABJICHMIO BeECbMa KBaJ'H/I@I/ILLI/IpOBaHHbIX MEeXpeIrrMOHAaJIbHBEIX U
PEerMOHAJIBHEIX LI€EHTPOB MYKOBMCLMIO3AaA. OpI‘aHMBaLU/LCI EeXeT'OOHBIX KOH-—
bepeHUMM — elle OXOHa IMOJIOXMTEJIbHasa dYepTa B pabore HKO, kak u
COTPYIOHUUECTBO C POIUTEJIbECKMMM opTraHu3aumamMu. CoTpynHmky HKO
MyKOBMCLMIOO3a aKTMBHO 3alMIAlT M PYKOBOOAT KAaHIOMIATCKMMM M HOK—
TOPCKMMM IOMccepTaumum. 3a 20 JjeT mx 3ammmeHo: 19 KaHOUOATCKUX U
8 HOOKTOPCKUX.

Kejaw, 4YWTOOEl 3HTY3MAa3M M BOCHPUATME HOBOI'O coxpaHdAnmcbk B HKO
M CIYyXWUIM 3aJIOTOM IJaJIbHEMIMX YCIEeXOB B IIOMOUM OOJIBHEIM UM KX Ce-—
MBb M.

Jdupexrop MI'HIT PAMH

axkagemuxk PAMH, npogeccop E.K. 'uarep
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Hay4YHO-KJIMHUUECKUM OTIEJI MYyKO-—
Bucumunmos3a MI'HI PAMH ©Owl co3maH B
1990 romy Ha Oase PoCCUMCKONM OeT-
CKOM KJIMHMYUECKOM OoJbHMUB. OTmes
KOOPOMHUPYET paboTy peImuoHallb—
HBEIX LIEHTPOB Kak POCCUMMCKMM LEHTP
MYyKOBMCLMIOS3a cormjiacHo Ilpukasy
Muuzsnpasa ot 1990 m 1993 roxmos.

— L

MoueTHbIN rocTb HanHa EabumHa ¢ >
nepBbIMU 60IbHBIMY MYKOBUCLIMAO30M, B 2003 romy opraHmsoBaHO MOCKOB-

aamuHucTpauvei PAKE 1 konnekTisom cKoe oTnejsieHre POCCUMCKOTO LeH-

Poccuiickoro LeHTpa MykoBmcLmMao3a, 1992 r. .
Tpa MyKOBMCLMIOO3a Ha 0Oasze JeTckon

TOPOICKOV KJIMHMYECKOW OoJybHMUH N13 mvm. H.O.O0ujaToBa, IOe OCYy-—
WEeCTBJIAETCA aKTMBHOE IMCIaHCEepHOe HabnoneHue OOJIBHEX U3 MOCKBH,
MoCkOBCKOM OOJIACTM M OamM3Jexalyx peruoHoB Pd. Hapany ¢ OOJbBLION
NPpaKTUYeCKOoM paboTolM COTPYHOHMKM OTHOejla BeOyT HaydHHE MCCJemoBa-
HUs, OOJibllasg YacTb KOTOPEIX OTpaxeHa B KaHAumaTckux (19) m moxTop-
cxux (8) mmccepraumsax.

COTPYOHMKM HAYYHO-KJIMHMUECKOI'O OTHeJla ODeCHeuMBalT HaydHYK pas-—
PaboTKy »QOEeKTUMBHEIX METOINOB IOMATHOCTUKM, JIedeHMs U peabunmTalunm
OOJIBHBIX MYyKOBMCLMIO30M, M OCYUWECTBJIANT NPakKTUUEeCKOe KOHCYJIbTUPO-—
BaHMe (OMarHOCTMKa, JeueHMe MyKOBMCLMIOO3a) Ha 0asze OoTIeJIeHUd Me-—
IMLVMHCKOM T'eHeTHuKM POCCUMCKOM IeTCKOM KJIMHMUeCKOM OOJIbHMIE Pocs-—
IpaBa (PoccuMckum LEeHTP MyKOBMCLMIO33d) M IOJIUKIMHMYUECKOI'O OTIe-—
JeHus JJeTCKOM TOPOINCKOM KJIMHMYeCKOM OosnbHMUE N13 mMm. H.d.dumaToBa
(MockoBckoOe oTnejieHMe POCCUMMCKOI'O LEeHTpa MyKOBMCLMIO3A) .

Hayunas neaTeJbHOCTD

HayuHasa IesTeJIbHOCTHL HallpaBJjleHa Ha COBEpPUIEHCTBOBAHME KOMILJIEKC—
HOM MNPOTPAaMMH 10 OMATHOCTHUKE, JIeUeHMD, peabunmuraummu ¥ npoduimaxkTum-—
Ke MyKoBMcUMIO3a. [Ina Poccum co3IaHMe UM peaim3aumus NOIOOHOM Ipo-—
TpaMME CHOCOOCTByeT YJYyUIeHMIO PaHHEeM IMATHOCTUMKMY MyKOBMCLUUIOS3A,
BKJIOUAsS JIOPOHNOBYID IOMATHOCTUKY ¥ HeOHATAaJIbHEIM CKPMHMHI, a TakKxe
CBOEBPEMEHHOM, aIeKBAaTHOM JIeueODHO-peabuIMTalUMOHHOM ¥ MeIMKO—CO-—
LUMAJIbHOM ITOMOWM OOJIBHEIM MYKOBUCLMIOS3OM M MX CEMbSIM.

B opraHm3auyMy IOMOWM IAaHHOMY KOHTMHTEHTY OOJIbHBEIX COBEPULIEHHO He-
OoBXOoOMMO pacrnojaraTh OaHHBEMM O dYacToTe MB B PO B LIeJIOM, a TakxXe B
PasHEIX CyOBeKTax bemepauum. ITOMy, Hapady C IPYTMMM BaXHBMM 3alda-—
yaMy CIIOCOOCTBYET BHeOpeHMe B HalMOHAJBHBIM NPOEKT «3I0poBbe» deme-—
pPaJsibHOM HNpoTpaMMbl 0093aTeJIbHOTO HEOHATaJIbHOTO CKPMHMHIA Ha Haclel-—
CcTBeHHEE 3abojyieBaHMsda, BKJIOUad MykoBucummoz3, ¢ 2007 r. IIoJgydyeHHHE
pe3yabTaTe 3a 2007-2011 romel CBUIETEJLCTBYIT O 3HAUMTEJBHOM PeTMo-—
HajbHOM pazjuumy (oT 1:2500 mo 1:17000, B cpenHem o PO — 1:10 000
HOBOPOXIEHHEIX) , UTO OUKTyeT HeOOXOIVMMOCTHL IPOIOJDKEHMS MNPOTPaMMEL.

Kaxk PoCcCUMCKMM LEHTP IUATHOCTU-
KM U JIedeHMs MYyKOBMUCLMIOS3a Hayd-
HO-KJIMHMYECKMI OTIeJl pas3pabaTeBa-
€T, HaydYHO OOOCHOBEIBAE€T U COBEp-—
IEeHCTBYEeT IOMaTHOCTUKY MYyKOBMUCLM—

ﬂ'Jf. 4 © . mo3a, xaxk J1abOpPaTOpPHYW, BKIIOYAHA
,\;‘* X ag ' HEOHATAJILHEIN CKPUHUHT, TaK U KJIV—

- 1 LY. A “ s, .
KosnekTvB H.K.0. MykoBMCLA03a MITHLL HMYECKY0; HNPOAoJXaeT OpITaHM3alMo

ARG ER IV OOV ENCE)RPINE 1 OBEIX pEerMOHAJIBHEIX LIEHTPOB C Ha-

rog. Cneea Han adBO, NepBbIN PA : LWepmaH
B.ﬁ. Kal'lpaHOBpH.VL KaIE)UI/IpCK%ﬂAH.fO.p JIaXMBaHVMEM aAaKTMBHOI'O IOMCIIaHCEPHO-—

MwunoxoBa A.C. Bropown %y@paMMOBaBAW IO HabawneHus OOJIBHEIX; BHeIpSAeT

Eﬁg:iigthHNMBa Kexanre EX, €IVHE PEeruCTP M HNPOTPaMMel CHUCTE-—
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N

MBI TIOOT'OTOBKM Bpauelr U MeIcecTep,
obecrneuyBampmMx JieueHre  OOJIbHBIX
MYyKOBMCLMIOO30M. I[lJlaHOBasg U CUCTe-—
MaTuyeckas MNIpocBeTuUTeslibHas pabo-
Ta BeOeTCd Cpely pomuTesiel, yuu-
TeJyiey, BOCIMTATeNeM, T.e. Tex,
KTO HaxXOIMUTCS B IIEePBMUHOM KOHTaK-—
Te C OOJbHBEIMM OeTbMu. OpraHu3alums i
M IpOBEeIeHMEe PpeTMOHAJIbHEIX KOoHbe- ‘

PEeHUUN ¥ CeMMHApPOB, I[IOCBSUEHHBIX KomwkMBoumnaMﬂ

npobseMe MyKOBMCUMOO3a, a Takke [eACHriiuye)ile)[c-ENE ekl o)
HEHMOHaHng; KOHPpeCCOé o MyKO-— Mﬁgﬁﬁiﬁ%ﬁbA%ﬁﬁﬁﬂgtﬂSpamp“””B"
BUCLUMIO3Y (nocienHumt 6umneviHmm 10
HaumoHaJbHEY KOHI'PEeCC I10 MyKOBMCUMIOBY cocTodayica 1-2 wmioHa 2011
rona «MyxoBMCUMAO3 y IeTel U B3POCJEX» B I'. fApocjasie). Corpyn-
HMYECTBO C MeXOYHAapPONHEIMM OPTaHM3aLUMAMM ¥ MEeIMUMHCKMMMY LeHTpaMu,
3aHMMARIVMMCA OPOOJIEMOM MYyKOBMCLMIO3A.

HayuHO-KIMHMUECKNMM OTIOEJIOM COBMECTHO C coTpyhHukamm HUM Ilyne-
MoHOJIOTMM OMEA Poccum co3ZdaHa KOMIbITepHasd IporpaMMa POCCUMCKOTO
perucTpa naumMeHToB C MB, KOTOpas ceMuac alalTUpyeTCsa K IpoTrpaMMme
EBponeMickoro permucrtpa no MB, uro OyIeT MMeThb BaXHOe 3HaueHMe Kak
nng OonbHEIX MB B HamelM cTpaHe, Tak M, B LeJioM B EBpomne, crnocof-
CTBYS COBEPUIEHCTBOBAHMIO OKa3aHMI MeIMKO—-COLMAaJIbHOM IIOMOWIM HaHHO-—
MYy KOHTUHIEHTY OOJIbHEIX.

B pamMkKax Hay4dYHOT'O HalpabBJieHU:a «COBEpPULIEHCTBOBAHME NPOTPaMM IOMa-—
THOCTUKM, JI€UeHUs, HAYYHOM U MEeOMKO-COLMAaJIbHOM alanTaluuu OO0JIbHBIX
MyKOBMCLMIO30M» BHIIOJIHEH pal pabouux QparMeHTOB:

a) HayuyHO OOOCHOBaHa KJIMHMUecKad 50PeKTUMBHOCTL M Oe30I0acHOCTb
IPpUMEHEeHUI MUKpOCchepruuecKoro MNaHKpeaTUudecKoIo depmeHTa KpeoH
y meTrel, OOJIbHEIX CMEIAaHHOM M KMUEeUHOM dopMaMM MyKOBMCLMKIO3a,
UTO [O3BOJIMJIO BKJIOUMTL KpeOoH B CTaHIAPTH JIeUeHUI MYyKOBUCLU—
nosa B PO.

0) MB3yYeHa YacTOTa M XapakKTep MNopakeHMd IenaTo-OuMIMapHOM CucTe-—
MH Yy OeTey, OOJIbHHEX MyKOBMCLMIOS0M, €I'0O CBSA3b C TUIAMM MyTa-—
UMM, BO3MOXHEIMM MOIMOUUMPYOIMMM TeHaMM UM KOPPEeKUMS DTUX Ha-—
PYWEeHUV ypcomes3okcuxoyieBom kucjgoTor (B 2000 romy pabora Oplia
oTMeueHa npemmen ECEFS - European Cystic Fibrosis Society,
BIiepBele B ucrTopmuu CCCP m PO).

B) B TeueHMe pAIa JeT BeneTcsa OoJbiad
pabora no wmaydueHMO DHSQOPeKTMBHOCTU U
6e30mnacHOCTHU IIPOTUBOBOCIAJINTEJIbHEIX
CpelCTB NpM JiedeHUM OOJIbHEIX MYyKOBMC-—
umynosoM (MB) C XPOHMUECKOM CHMHEIHOM-—
HOM MHOeKLMel: M3ydeHa poJib CcyOTe-—
paleBTUYECKMX O3 MaKpOoJauIoB (a3m-—
TPOMMLMVH, KIJIAPUTPOMMULMH) ¥ Ux 0es3-
OIIACHOCTbL IIpPU OJIMTEJIBHOM (B TedUeHUe
pAanoa JieT) JIeUYeHMM; BHIABJIEHO 3HAUEHUE
AN TEPHUPYIIMX KYyPCOB [NIPEeOHM30JIOHA
B moze 0,3-0,5 Mr/xr u psgama wuHTa-
JIALUMOHHEIX KOPTUKOCTEPOUIOB OTIOEJIBHO
WM B COYETaAHUM C [IPOJIOHI'MPOBAHHEIMU

Myxanbckmin AJ1. € nocTepHbIM
OPOHXONMUTUKAMY (MIYJIBMUKOPT, CEpeTUr, A0KNaAoM Ha EBponelickom

CUMOUKOPT) ; M3ydeHa kIMHuueckas o56- MSNSESSRURVIINITeIITERpv
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Hazevl—anbbda (I[IyJIbpMO3MMa) B Jieue-—
HUM peTer, OOJILHBEIX MB.

I) IOCTOAHHO HAKAIJIMBAETCSH OIBIT
10 M3YUEHMUI T'e€HeTUUECKUX OCO-—
6enHocTer MB B P®, BOBMOXHOCTEMN
IHK »omMarHOCTUMKM B KJIMHUKE U II0
IporpaMMe <«HEOHaTaJIbHOT'O CKPU-—
HMHT'a»; OpoBeIeHa OleHKa 3bdex-—

Konnektns r-|.|<.o. MyKkoBucumaosa MIMHL,
PAMH, 2001 roa. Cnesa Hanpaso: LLlepmaH
B.A. (TonctoBa), Areesa H./., Kanpanos H./., TUBHOCTU NPOTI'PaMMEL MaCcCcoBOTO

BopoHkosa A.1O., Kawmnpckas H.KO. n ncuxonor OBCIenoBaHMs HOBOPOXISHHHX Ha

MB B Poccum, Ha npmmMmepe r. MOCKBH,; M3ydaeTCHa POJIb I'€HOB MO-—
OINOUMUMPYIMX KIVMHUMUECKMX [OPOABJIEHMS UM TedeHue MB y nerem:
YCTAHOBJIEHO OTJIMUME XapaKTepa M YaCTOTH MaXOPHBEIX MyTaluy B
rede MBTP, 4uTO DO3BOJIMIIO CO30ATh OMATHOCTUUECKYK I[IaHeJIb IIJid
sbdexTrrHOM [JIHK nuarHocTuky MB B HameM CTpaHe; BHABJIEH pPal
HOBEIX MyTaluM B IaHHOM I'€He U OIMCaH pal MyTauui, paHee He
BCTpedanuMxCca B P®; omnpenejieHa pPoOJib pAla MOOIUOUMUMPYKIMX I'€HOB
B KJIMHMUYECKOM pa3Hoobpaszum MB 1 LejlecoODpasHOCTbL pa3paboTku
HOBEIX TepaleBTUUYECKUX NOAXOINOB.

) BIEpBHE B POCCHMM MNPOBEINEHO KOMIIJIEKCHOE MCCJeIoBaHMe OJyHKIM-
OHAaJILHOTO COCTOSHMSA IOoUeK Yy neTrer, OOJIbHEIX MB, MMO3BOJMBIIEE
YCTAHOBUTE YaCTOTYy M XapaKTep MX IIOopaxXeHMusa, a TakK Xe B3au-—
MOCBS3b C Pa3JIMUHBIMM CTENeHAMM TSXEeCTM TeueHud 3aboJieBaHUA.

€) BIEepBLHE B HAllel CTpaHe NpOoBeleHH (apMakKO3KOHOMUUECKME MCCIIe-—
OOBAHMSA IIO PAas3HEM [IOOXOIAM K OKAa3aHM JIeueOHO-pealbuInTalMOH—
HOM nomoumu zmeTaMmM ¢ MB. Iloka3aHO, UYTO JiedeHMe B aMOyJIaTOPHEX
YCIIOBMAX (BKJIOUAS IHEBHOM CTALMOHAP) U/UIM IOMAIHUX YCIJIOBMIAX
IPY ABHEIX I[ICUXOJIOTUMUECKUX M MEOUIMHCKMUX IPEeMMylleCTBaxX MKMeeT
Y BHAUUTEJIbHHM B3KOHOMUUECKUM 2QherT.

2K) HaMM OBUIM POBEJEHB CPABHUTEJILHHE MCCIEINOBAHUS 10 OAMATHOCTH-
JeCckKOoM LeHHOCTM (no 3azmaHmio M3 m CP PO) psama HDOTOBEIX aHaIM-—
3aTopoB («MakpomakT», «HawmomaxT», CHIIA m CanacoJs, Benrpus),
KOTOPEE YIOECUWEBJIADT, YIPOWAKT IIpOBeIeHMe IIOTOBOI'O TecTa» -
30JI0TOTO CTaHIapTa» IPWXM3HEHHOM IOuarHocTuku MB. IlosyuyeHHBE
OOBEKTUBHEIE, yOeIuTeJIbHEE pe3yJibTaTh NpeuMyllecTBa «HaHomak-—
Ta», HIO3BOJIMJIM HAYYHO OOOCHOBAaTH LeJIeCOO0OpPasHOCTL LieHTpa-
JIMB0BAHHOM 3aKyIKM 3THX allllapaToB B paMKax IpoI'paMMe HeoHa-
TaJbHOTO CKpMHMHIAa M3 CP PO @mjida BCexX pPermoHOB PO.

3) BrnepBrle B Hallell CTpaHe KM3ydyeHa pPOJIb aHAZpPOOHOM MHbeKLUMM B
XPOHMUECKOM OPOHXOJIETOUHOM INaTOJIOTUM NPM MyKOBMCUMIO3E, IO—
KazaHa BOBMOXHOCTL ee JIabopaTOpHOM OMATHOCTUKM M paspaboTaHH
TepaneBTUYECKME TONXOIE!.

Hapsany ¢ ®TuM aKTMBHO IIPOBOIUTCS PEIYJISPHBI MUKPOOMOJIOTMUYECKUN
MOHUTOPMHT OPOHXOJIETOUHOT'O CekKpeTa y meTey, OOJbHHX MB, MOCKBE
1 MOCKOBCKOM 0O0OJacTM (IOCEeB MOKPOTH Ha MUKPOQIOPY M YWyBCTBU-—
TEJIbHOCTH K aHTMOMOTMKAM, Kaxiele 3 Mmec. C mocienywnimeir KOHCYJIb-—
TauyeMr) . 3TO IIO3BOJIAET OIEPATMBHO pellaTh BOIMIPOCH PalMOHAJIbHOM
AHTUOAKTEPUAJILHOM Tepanuy OOJIbHEX HAaHHOT'O KOHTMHIEHTA.

n) CoTpyOHMKaMMY OTIejla BHEIPEeHH B NPakTUKy B MOCKOBCKOM peTMoHe
cTauMoHapo3aMelanie TEXHOJIOTUM — BHYTPMBEHHAas aHTUOAKTEepu-—
ajbHad TepanMs Ha IOOMYy, a TaKxe aKTMBHOE OMCIIaHCepHOoe HabIo-
neHye OOJIbHBIX MYyKOBMCLMIO3OM.
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VIzyueHye npoOJeMel MyKOBUCLM-—
nosza OyneT NPONOJIXEHO II0 pany
OCHOBHEBIX HaNpaBJIEHUM M B Oynoy-
mem: TeHeTUKa, WMMYyHOJIOTUSA,
MMKPOOMOJIOT A, IOVMaTrHOCTUKA,
JledyeHre U peabunmraursa OOJIbHBIX.
HemaBHo cospmaHHaa 000 «Bcepoc-
cuyickasg accoumaumsa nigd OOJIbHEIX
MyKOBUCLMUIO30M», IIOMOXET KOOP-—
OVHUPOBATEL yCUJIMS YUEHHX, CIe- [Jenerauns n3 frepMaHun BO rnaBe C r-HOM

’ . M. XepLorom Bpy4aeT MNOTOBbIE aHaNN3aTOPbI
UMaJIUCTOB, Bpauel, POIUTEJIbCKOMU

RFGACTaBMTeﬂHM LeHTPOB MyKOBMCLMAO3a:
accoumaLmy, OBLECTBEHHHX OpTa- Oocgga |F|,e2H0T 6,u,rnﬂ B3pocblx), YenabuHck, Yoa,
HM3alLMM, KOHLEHTPUPOBATH MaTe-

PraJibHBEIE CpenCTBa C LeJIBbID MX PAlUMOHAJIBHOI'O pPacXomOBaHMA.

HpaKTI/I‘IeCKa}I A€ATCJIbHOCTD

MyKOBMCLUMIO3 — ONHO MX HamboJjyiee YaCTHX MOHOTEHHEIX HaCJIeICTBEH-
HBEIX 3a00JIEBaHMM C IIOJIMOPI'aHHOM MaToJioTueM, Tpebyoilee KOMIIJIEKCHOTO
JIeUeHMS B TEeUeHMe BCel XM3HU OOJIBHOTO.

B HacTodmee BpeMsa HaJlaXMBaeTCsa HOOPOOOBas IMATHOCTUKA MYyKOBMC—
UMIO03a B I[EePCHEeKTUMBHEX U MHQOPMATMBHEIX ceMbax (Mockea, CaHKT-
[leTrepbypr, Yba, Tomck, KpachHogapck, PocToB Ha [JoHY, BlamuMBOCTOK U
HEKOTOpEEe »OpyIue), 4YTo, Oe3yCJIOBHO, BaXHO IJA NPOQUIAKTUKM DTOU
TSXEJION IIaTOJIOTMUMU.

OCHOBHEIM InperMymeCcTBOM, KOTOpoOe nmaeT HeOHaTaJlbHEM CKPMHMHT,
6GBYCHOBHO, ABJIAETCA PaAaHHAA IMAaT'HOCTMKA MB ¥ BO3MOXHOCTH KOHTPO—
JINPOBAThb C II€PBBEIX MeCHAleB XM3HUM TedeHNMe 3ab0JIeBaHuAa U pazsBuTHe
ero OCHOXHeHMﬁ, UTO NPV aIeKBATHOM JIEUEeHUM I[103BOJIAEeT CYLWEeCTBEHHO
InIpomjieBaTh M YJIydllaTb KadeCTBO XM3HU OOJIbHEIX HAHHOT'O KOHTMHI'EHTA.

BaxHEIM pas3mnejioM paboTH SABJISETCS COBIOaHME CeTUM PeIMOHAJIbHEIX ILeH-—
TPOB OMATHOCTUKM M JI€UEeHMS MYKOBMCUMIO3a (OJIS IOeTeM ¥ B3POCJHX) ,
a TakXe UMX COTPYIOHMUUECTBO C POIUTENLECKUMU aCCOLMALMAMN.

a) /lmarHocTuKa MyKOBHCIITH/103a

1. B Hay4YHO-KJIMHMUECKOM OTIHeJIe MyKOBMCLMIOB3a, KOTOPBEI ABJIIETCH,
COTJIaCHO MNpMKaza MuMHMCTepCTBa 3IpaBooxXpaHeHuUsa PO, POCCUMCKUM
LEeHTPOM MYyKOBMCLMIO3a, M ONHOBPEMEHHO BBIIOJHAA QYHKLUMIO eI
MOCKOBCKOI'O OTHeJIeHMA, MNPOBOAMTCA KIMHMYUECKAs IMaTrHOCTUKA
MyKOBUCLUMIOO3a CPeIM OETEM C MOJOXUTEJbLHEIM HEOHaTaJIbHEM CKPU-—
HMHITOM Ha MyKOBMCLMIO3, cpenyr OOJIbHBIX C OPOHXOJIETOYHOM U Ta-
CTPOMHTECTHMHAJIbHOY MNaTOJIOTHEN.

2, Ilnga IIOOTBEPXIOEHNMA IOIMaI'HO3a IIPOBOIOMUTCHA IOTOBHIM TECT.

3. IHK-mmarHocTMka MyKOBMCLMUIOZ3a, BKJIOUAS [IPEHATAJIbHYK, I[IPOBO-—
OUTCA B JlabopaTopuM TI'€HEeTUUECKOM DBIUIEMUOJIOTUM, PYKOBOIMMOM
npobeccopoM 3mMHUEHKO P.A.

0) Benenue 601bHBIX MyKOBHCIIH/IO30M

1. AKTMBHOE IMCIaHCepHOoe HabJoIeHMe BKJIOUAET peTryJisgpHoe, Kak
npaBmujio, 1 pa3 B 3 MecHdla, KOHCYJbTUPOBAHME KaXIoT'o OOJb-—
HOT'O B LIEHTPE C leJibld KOPPEKUMM MNPOBOIOMMOM Tepaluu, pPelleHUs
BONIpocCa O LeJeCooBpas3HOCTM TOCOUTANM3aUMM WM BO3BMOXHOCTU
IPOBEIEHMS BHYTPMBEHHOM aHTMOAKTEPMaJIbHOM Tepanuu Ha JIOMYy -—
COBPEMEHHOM TexXHOJIOTMM, I[103BOJIANIEN B HECKOJIBKO pPas CHUBUTH
CTOMMOCTB YCJIyI' IO CPaBHEHMIO C JIeUeHMeM B CTalMoHape.




POCCUICKOMY LLEHTPY MYKOBUCLINAO3A 20 JIET

Z;

2.JlccrenoBaHue byHKUUM BHEMHEe-
TO MOBIXaHMSA I[103BOJIAET OOBEKTUBHO
OLleHMBATh oOmee CcoOCTOAHMEe OO0Jb-—
HOTO ¥ OCODEHHO OpPOHXOJIET'OUHOM
CHCTEMBl, TEeMIH IPOI'PEeCCUPOBAHMUSA
[ M3MEeHeHUM B JIeTKUX, a Takxe 30-
o GOEKTMBHOCTE MPOBOAMMOTO JI€UEHUHA
4‘ 2 (2aHTUMOMOTUKM, MYKOJIUTUKM, KUHE-—

Konnektne Poccuiickoro ueH

Tpa
KoBMCLUMAO3a 3a paboTol, FE) KB, 1995 roa. 3uTepamua u Apyrue) .

M
abanosa J1.A.,, Kawmnpckasa H.HO., KanpaHoB
H.W. CyxoB M.H.. CuMoHoBa O.U. 3. Knnesurepanma u JsedebHasa Qus-

KyJbTypa —  Majlo3aTpaTHHE,  HO
OUEeHb BaXHBEE KOMIIOHEHTEH JieueHMs OOJIbHBIX CMEMNAHHOW U IPpeuMyle -
CTBEHHO JIETOUHO¥ GopMoM 3aboJieBaHMsA, KOTOPHIM CIeUMaJIMCT Ha-
YUHO-KJIMHMUECKOTO OTAesia ofyuaeT poamTesiell /MM caMmx OeTei.

4. CraumoHapHOe JieueHMe OOJIbHEIX OCYylleCTBJdAeTCd Ha 0a3e Menu-
KO-T€HETUUECKOTO OTIeJieHMsS POCCUMMCKOM JIEeTCKOM KJIMHUUECKOMU
OOJIBHMLIEL Pocs3zmpaba. JCHONB3YyKTCHA COBPEMEHHEE CXEMEl Tepalunn
oBboCTpeHUM OPOHXOJIETOUYHOT'O IIpollecCa C BBeIEHMEeM aHTUOaAKTepU-—
QJIbHBEIX I[IPEeNapaToB TOJIbLKO uUepe3 Iepudpeprueckye BHYTPUBEHHBE
KaTeTepr. I[lpu HeOOXOOMMOCTM, COBMECTHO C COTPYyIHUKaAMM OTHE-
JIEHUM MMKPOCOCYIMCTOM XUPYPIMM, SDHIOCKONUM, OTOPMHOJIAPUHIO-—
JIOTUM, TOPaKaJIbHOTO M OPYyIMMM, [NPOBOLOATCS pPa3JIMUHBE BBICOKO-—
TEXHOJIOTMYHEIE MAaHUIYJIALUUY U XUPYPIMUECKME BMellaTeJIbCTBA.

B) OOMEH OIIbITOM

1. COTPYIOHUWKM HAYUYHO-KJIMHMUECKOTO OTIejla MyKOBUCLMIO3a, Ppery-—
JISPHO BHIE3X%asg B pernoHe Poccum (1 - 2 pasa B Mecdll), UUTALT
JIeKLUVY, TPOBOOSAT KPYIJIEIE CTOJIE, CEMUHAPH, OPakKTUUeCKue 3Ba-—
HATUS C BpadyaMy M POOUTENSIMU OOJIBHEIX MYyKOBUCLMIO30M, a TaKxe
BCTPEUAnTCS C NPEeACTaBUTEAMM aIMUHUCTPALUNM PETUMOHOB IJisS pe-
IIeHUS BOMNPOCOB OECIJIaTHOTO JIEKAPCTBEHHOTO OOeCleueHMd HTaHHBIX
BOJIbHEIX XU3HEHHO HEOOXOIVMEIMMY MeIMKaMeHTaMu .

2. Ha 0aszse Hay4YHO-KJIMHMUECKOTO OTHejla MyKOBMCLUMIO3a IPOXOOAT
oOyueHre Ha paboumx MecTax CHeUMaJMCTE yXe CO3I3aHHBIX pe-
TMOHAJIbHBIX LIEeHTPOB MM IIJIaHUPYEMHX, BO BpPeMsa KOTOPOI'O, OHU
3HAKOMATCS C COBPEMEeHHBIMU NpobJjieMaMM MyKOBMCLMIOB3a, MeTomaMu
IMaTHOCTHUKY, JieUeHMd, peabunamuTauum M MeIMKO-COLUMAaJIbHOM amall-—
Tauuy OOJIbHBIX UM UX CEeMEeN.

3. Ha Das3e HaydYHO-KJIMHMUECKOT'O OTHeJla MyKOBMCLMIO3a NPOXOOUIIM U
IpoxXonmAT o@yquMe CrieumaJyiMCTel M3 LEHTPOB MYKOBMCLMIOO3a CTpPaH
CHT' (KamaxcraH, Besopyccusa, MonmaBus, AszepbOanmxaH, YKpauHa,
ApMeHMd) ¥ BananHou EBpons  (BenmukobpuraxHusa, I'epmaHmsa). Co-
TPYOHVIKM HAYYHO-KJIMHMYECKOI'O OTIHOeJla PeIryJIAPHO Y4YacCTBYKOT B
MeXIYHApPOIHEIX KOHI'peccax M KoHQepeHUMax (EBpomnerckoe pecnm-—
paTopHOEe OO0mecTBO, EBpomnenckoe oOmWecTBO MykoBucuunoszsa, Ce-
BepOaMeEpPMKaHCKaAa Accoumauusa I1OMOIIU ©0JIbHEIM MYKOBMCLUMIOO30M,
EBponerickasa accoumaluusa IaCTPOSHTEPOJIOTOB M I'e€NaTOJIOTOB) .

4. HayudHO-KIIMHUUYECKMM OTIEJIOM COBMECTHO C coTpynHukamm HUWM Ilynb-
MoHOJIoTMM ®MBEA Poccum co3maHa KOMIBIOTEpHad nporpamMma Poccun-
CKOT'O permcTpa naumeHToB C MB, koTopad cerdyac alalTUpyeTCs
K HOporpaMMe EBpomnenckoro permcrpa no MB, uyuro OymeT HUMeThH
BaXHOEe 3HaueHMe Kak g OOJbHEIX MB B Hamwey CcTpaHe, Tak X, B
uejsioM B EBpone, CcHnocoOCTBYS COBEPULEHCTBOBAHMI OKa3aHMUA MeIyu-—
KO—COLMAaJIbHOY INOMOUM IOaHHOMY KOHTUHI'E€HTY OOJIbHEIX .

7
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5. IlocTogHHO BemeTcsa paboTa IO
OOHOBJIEHUIO MHOOPMALIMM, IIOMEe—
IEeHVMI HAY4YHBIX UM MEeIMLIVMHCKUX
HOBOCTEM B 0OJIaCTM MYKOBUC—
UMmo3a, OTBEeTaM Ha BOIPOCH
Ha canTte www.mucoviscidos.
ru m www.cf-rf.ru.

{ = B 3

CoTpyanuuecrso (OB6rv|eH %I'IbITOM, r.) Cla ;geMnT?/Tl 7 .
_ o ennmKkobpuTaHus), rog. innanrosaH [1.,
B 1993 romy Hayu4HO-KJIMHMUYECKMI Xunn K., Ponns K., Kawwupckas H.HO.,
oTmeJsl MyKOBMCLMIO3a M OTIeJIeHUe KanpaHos H.W., Yranuknx A.K.

MeIMLMHCKOM TeHeTuky PJIKBE Haua-

JIM aKTMBHOE COTPYHOHMUYECTBO C Yy4UeHBIMM pAda CTPaH 3anangHou EBPONBL
(dpanuua, Benbrua, Wranua, I'epMaHusa, AHIUIMA) . Hawmbojiee 3HAUMMBIM
cllenyeT MNPM3HATb MHOT'OJIETHEE B3aMMOBHIOINHOE COTPYyOHMUeCTBO C Ca-
YTIeMITOHCKUM YHMBepcuTeToM MU I'ocnmuraneM (npodeccop [Ix.YopHeD,
noxkropa: Kpmc Pomnc, Ilpua MnnaHroBaH, Kostm Xunn u Op..) . Pesynb-
TATOM 3TOTO COTPYIHMYECTBa ABUJACh aKTUBM3aLMa pPaOOTH Bpadeln,
CHeuMajiMCTOB, YUYEeHHX PoccumM IO CO3IZaHMD (o obpasuy Benmkobpu-—
TaHMM) PETrMOHAJIBHEX LEeHTPpOB MB, ceTb KOTOPHIX B HACTOdllee BpEeMA
nocturiya 50. KpomMe TOro, cos3IaHHas MOIeJlb COTPyIHMUYEeCTBa 3anan-—
BocTok gaBmylaCh MNPMMEPOM U HOJd IPYTMX HOSBOJOTUM U CIEeLMaJMCTOB
(xupypru u sHIOOKpMHOJOTM PIKBE, ncuxmarpe HIIN3 PAMH) . Bojee Toro,
Hallyl KOJJIEIM M3 AHIJIMM «HAYUYUIIM» HAC I'PaMOTHOMY COTPYIHUYECTBY C
bapmakoJOoTMUeCKMMM QuUpMaMM, KOTOpOe BO MHOI'OM, CTaJioO o0OpasLoM OJid
IPYyTUX POCCUMCKUX HAYUYHBIX yUpexIeHM u OOJIbHMI, KakKk B MOCKBe U
CankT-lleTepbypre, Tak u page pernoHos (Hosocubupck, OMCK M Op.) .

B HacTosmee BpeMa Mbe HOLOOEPXMBaeM TECHYID CBA3b C YUYEHEIMU U
BpavaMy MHOIMX CTpaH Mupa. Tak B paboTe nocrnemHero HaumoHasb-
HOT'O KOHTpecca 0 MyKOBMCLUMIO3Y B I'.fApocrnanje (1-2 mions 2011r.)
yd4acTBOBaJNIM BpauM M3 CTpaH COMN3HEIX TOCYyHapCTB: MOJOOBE, YKPAaMHEHL,
Apmenun, Bemapycu, KazaxcraHa m Yz30ekmcTaHa, a TaKXe M3 JajIbHEIO
3apydexba: I'epMmanusa u M3pawmns (Prof. Eitan Kerem m Prof. Batsheva
Kerem, Dr. Olaf Sommerburg.

Henb34 HeOOOLEHMBATH COTPYOHMYECTBA M C POIOMUTEJIECKUMMM acCColya-—
uuaMy ¥ GoHmaMy nomouy OOJIBHEIM MyKOBMCLMIO30M, IpMUeM TOXe, Kak
c PoccuMckuMM, TaK M C 3apyDexHbMM. Be3 MX HEeNOCPeICTBEHHOTO yda-—
CTUSA MHOTME BOIPOCH OpPIaHM3alMUM IOMOMM OOJIBHEM MYyKOBMCLMIO3O0OM B
Poccuy MOTJIM OCTATbLCSH HEPEWEeHHBMM IO CUX IIO0p.

KoHTaKTBI

1. agMUHHCTpanuAa - 115478, r. MockBa, yJi. Mockeopeube, n. 1.
denepanbHOe T'ocymapcTBeHHOe BomxeTHOe YupexneHue «Memmko-re-
HeTUUEeCKUM HayudHEM LUeHTp» PAMH;

1. KJIMHHYeCcKHue 0a3bl:

e MOCKOBCKOE OTIejieHVe POCCHUMCKOTO LEeHTpa MyKOBUCLMIO3a — IO-
JIUKJIMHUYECKOE oTnejieHue, JeTckas TOopOoackKasd KJIMHMUYecKas OO0JIb-—
Hmuuna N13 wmm. H.O.dumartora, CamoBo-KympmHckas yimiuua, n.15.,
r. Mockma, Poccusa,103001. Texn./daxc: (8499) 254-90-49;

e CTaluMOHApP - OTIeJIeHMe MEeOMLUMHCKOM I'e€HeTUKM POCCHUMMCKOM IeT-—
CKOV KJIMHMUECKOM OOJbHUIE MUHMCTEPCTBa 3OPaBOOXPaHEHUS U CO-—
LUMaJIbHOTO pas3BuTMa PO, JIeHMHCKUM npocnexrt, n. 117, . Mo-
ckBa, Poccua, 117513. Tenedon: (8499) 936-93-33, 936-91-33,
936-94-97.

e e-mail: russia-cf@mail.ru

+ HHTepHeT caWT: www.mucoviscidos.ru, www.cf-rf.ru




NOKAABI

COBPEMEHHbIE ACTTEKTbBI MYKOBUCUAO3A

Kanpanos H.H.

Yupe:xaenue Poccuiickoii akageMuu MEeTUIIHHCKUX HAYK
Meauko-reHeTUUecKuii HayuHbIii ieHTp PAMH, MockBa

MyKOBMCLMIO3 (MB, KMCTO3HEM (Qubpo3) — HacCJeOCTBEeHHOe 3BabojieBaHue,
xapakTepulyllleecs MNOJIMOPTaHHEIMY HAapPYIEeHUAMY, C IPEeUMYIEeCTBEHHBM IIOPaxXeHUeEM
OPOHXOJIETOUHOM U I[MIleBapuUTeJIbHOM cucTemM. MB - 00yCJIOBJIEH MyTalMsaMM B

reHe CFTR: MyKOBMCLUIOO3HOI'O TPaHCMEMOPAHHOTO peryJaTopa IPpOoBOOMMOCTM. B
IocjyienHMe IOl B Pa3BUTEIX CTPaHax IOCTUTHYT CYIECTBEHHEM NPOTPECC B Tepaluu
BoJyibHEIX MB, UTO NO3BOJIMIIO IIepeBeCcTHM 2TO 3abdosyieBaHue M3 abCOJIOTHO JieTaJIbHOM
NaToJIoOTMM HEeTCKOTO BO3pacTa B paspal XPOHMYECKHUX OOJIe3HelM B3POCJHX. ITO
CTaJIO BO3MOXHBIM OJaromapsd PpaHHEeM »OMarHOCTMKE M [IPaBMJIBHOM OpraHM3almum
MeIMIMHCKOM HomoumM. B HacTodmee BpeMmsa onmcaHo okojio 2000 MyTaumyt B I'eHe
CFTR, mnpmueM MX UYacTOoTa M CIEKTPp WMPOKO BapbUPYT VY Pa3HBX 3THUUECKUX
rpynn u nonynsaumy. Hanpumep, B MpiaHium dyacToTa MB cocrasjaser 1 : 1800
HOBOPOXIOEHHHEX, a B OmHugHoum — 1 : 26000 [1].

B Poccum paHHAd OMATHOCTMKA CYINECTBEHHO yyulmMiach OJjaromapsd BHEIPEHMIO B
2006 rTomy nporpaMMbl 00sa3aTEJIBHOT'O CKPMHMHIA HOBOPOXIEHHHX Ha MB. Ilo maHHBM
M3 m CP PO x kxoHuy 2010 roma B P® Ha MYyKOBMUCLMIO3 OBUIO O0OCJIEemOBAHO 5 MIIH
903 TEIC. HOBOPOXIEHHHEX M Yy 582 1nmarHozs ObJI [NOATBEPXIEH, UYTO IOBOPUT O
cpenHe¥ uyacToTe 3abojeraHus 1 : 10 498. Ilpu »TOM YacTOTa BO3HMKHOBeHMUs MB
B Pa3JIMYHEIX perunoHax Poccum BapbupyeT oT 1 : 8507 mo 1 : 12 972. CrnenmyeT
OTMETUTL, UYTO HE BCEM INeTsaM C IOBTOPHHMM BHCOKMMM 3HaudueHuAMM VPT npoBoIATCS
IIOTOBEIE IIPOOB, T.K. IIO PAa3HHEM IIPpMUMHAM POIMUTEJM OTKA3BEIBATCHA OT IaHHOTO
uccyenoBaHmsa (mo 25% no pasHeM permoHam) [2]. TaxkmMm o0pasoM, MUCTUHHAS
yacTtoTa MB B PoCcCuMM 3HaAUMTEJILHO BHIIE, YyKAa3aHHOI'O 3HAUEHUHId.

HoBopoxmeHHEIM C MB, BHABJIEHHBEIM IIPM HeOHaTaJIbHOM CKPUMHMHIE€, COBpPeMeHHas
amexBaTHas TepanMusa HasHadyaeTCs paHblle, uYeM OOJIbHEM, IMATHOCTMPOBAHHBIM Ha
OCHOBAHUM KJIMHUUECKUX CUMITOMOB, UYTO JaeT BO3BMOXHOCTL YJIYUIMTL KAadeCTBO
XM3HY ¥ HOPOOJIMTHL ee. HeoHaTaJNbHEI CKPUHMHT IpenrnojlaraeT UM BO3MOXHOCTH
PAHHETO TeHEeTUMUECKOTO KOHCYJIBETMPOBAHMS, IO BauvaTus cjenyomero ped®eHkKa, UYTOo
CMOXET IMOBJMATH Ha PEeNpoOyKTMBHOE IOBEIeHMe CYNPYTOB UM MX POICTBEHHUKOB
C COXPaHHBEIMM HOETOPOIOHBIMM OYHKUMAMM. Tak, HanpuMmep, OBJIO IIOKa3aHo, YTO CO
BpeMeHM BBeIeHUS CKPUMHUMHIOBOM IPOTPaMMEl B [IPOBMHUMM BpeTaHb BO OdpaHUUU
IPOM30LIIO CHMXEeHMEe UYacTOoTH MB cCpeIr HOBOPOXIEHHBEIX, I[I10 Pa3HBIM OLIEHKAaM,
Ha 15-30%. Kpome TOTO, HEOHATAaJIbHEM CKPUMHMHI I[I03BOJISET CHU3UTL CTPecCc
pomuTesert OOJBHOTO pebeHKa, CBSAS3AHHHM C OTJIOXEHHBM OuarHo3oMm [2, 3].

B HaweMm LeHTpe coBMeCTHO C H.B.IleTpoBOM WM3ydeH CIEKTP U OTHOCUTEJIbHAaA
yacrora MyTaumi B TeHe CFTR. B oOuMpPHOM BEHOOPKE POCCUMCKMX OOJbHEX MB (776
VMHIMBMIOB) M3 Pas3HHX PEerMOHOB, UYTO I[IO3BOJMJIO OTHECTM K IOMaTHOCTUUECKHU
3HauMMBEIM MyTauuaMm: F508del (54,2%), CFTRdele2,3(21kb) (7,2%), 2143delT
(2,1%), W1282X (2,0%), N1303K (1,9%), 3849+10kbC-T (1,9%), 2184insA (1,7%),
G542X (1,3%), 1l1le677delTA (0,8%), 3821delT (0,8%), R334wW (0,7%), L138ins
(0,6%) m 394delTT (0,5%). Honsg He oxXapaKTEepMBOBAHHHX MyTalUl CcoCTaBUIa
23%. Paznmuumsa CHeKTPOB MyTaluuM M YaCTOTH 3abojieBaHMsa BHOCUT OIpeleJIeHHBE
CJIOXHOCTM B paspaborky nOporokosyioB JHK-mmarHocTmMkmM MB M TI'eHEeTHMUeCKOTO
KOHCYJIbTMPOBaHMSA CpelM HacCeJIeHUd, OTHOCHAWETOCH K Pa3HBIM DTHUUYECKMM IpyIIaM
¥ NPOXMBAalUEI0 B PasHBEIX perMoHax.
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[IPOOOJIXMUTEJNILHOCTE  XM3HM, CIIEKTP M  TAXEeCTb KIIMHUYECKUX [IPOSABJIEHUN
3HAQUUTEJIbHO BapbupyeT cpenr OOJibHEIX MB. U x0oTa BapmabesiIbHOCTH KJIMHUUECKOI'O
TeyeHrd MB HECOMHEHHO OOyYyCJIOBJIEHA MHOTOUMCJIEHHOCTBK I'€HOTMIIOB, HO pa3judue
B TeUeHMM MyKOBMCLMIO3a, Habjaomawoumeecsd Yy OOJbHBIX, MMEOIMX OOMHAKOBEE
MyTaluuM, B YaCTHOCTM, y CuMOCOB, HpennojlaraeT BIMAHME Ha KIMHUUECKYK KAapTUHY
MB mpyrux IeHeTHUYeCKUX GaKTOpOB, OTJIMUHEIX OT I'eHa CFTR (KaHIMIOATHEIX I'€HOB,
MOOMOUMUMPYOIMX XapaKTep M CTeleHb [NOPaXeHMa pala XM3HEHHO BaXHBIX OPI'AHOB)
[3, 4, 5].

[esybio KOMIIJIEKCHOTO JieueHus MB gaBJISeTCca CBOEBPEeMEHHAd M aleKBaTHasd KOPPeKLMd

HapylweHuM OQYHKLMM XM3HEHHO BAaXHEX OPIaHOB — IIPeXIe BCero CUCTEM HOBIXaHUA U
numeBapeHuda. Ocoboe BHUMaHMe yHOeJAeTCHd NOpaXeHU OPOHXOJIETOYHOM CUCTEMEH
[1, 3, 6]. IOBOJBHO YaCTO IAUMEHTEH C HE IOUMATHOCTUPOBAHHEM MB [OJydamnT

CYMIITOMATUUECKOE JIEUEHME ONHOTO M3 MPOABJIeHUNM 3ab0JiIeBaHUsa, UTO HEe NPUBOIUT K
VIIYULIEHUI0 COCTOSHMA. B CBA3M C 3TUM OIOHOM M3 HauboJiee BaxXHHX 3amad ABJILgeTCH
mubdepenumranbHag IMarHocTuka MB y IeTer wmiammero BO3pacTa, dYacTo OOoJelmmx
[MHEBMOHMAMU ¥ OPYTUMU PECHUPATOPHLEMUY 3a00JI€BAHUSIMMA .

[Inman BemeHuda OoOJbHEIX MB nOpenycMaTpMBaeT MX AaKTMBHOE  IOUCIAHCEPHOE
HabOJoOoeHre, JIeKapCTBEHHOe obecrneueHre U JIeueOHO peabunmMTalMOHHEE MEPONIPUITUS
C BHeIpEeHMEM COBPEMEHHHIX TEeXHOJIOTUM. IIpy NpaBUJIBHOM opTaHM3auuy JIedyeOHOTO
npolecca BeleHMe MHOI'MX OOJIBHEX MB MOXeT OCymWeCTBIATHCHA aMOyJIaTOpHO, ©6es3
HapymeHMs MX OOHUHOTO obpasa XM3HU [6].

K coxaJieHMI0, B HacCToOsllee BpPeMsa OKa3aHMe MeOUMUMHCKOM oMo 60JibHEIM MB B Hauemn
CTpaHe OCTaeTCHd Ha HM3KOM ypOBHe B OOJIBIIMHCTBE PEI'MOHOB, a KBalMOMUMPOBaHHAA
noMous OOJIBHEIM CcTapue 18 JjieT okasuBaeTcsa bakTHMUecKM B OBYX LeHTpax PO, onuH
13 KOTOPBIX HaxommTca B Mockee, a »gpyror B CaHkT-llerepOypre. B HacTodlmee
BpeMsa B Poccumckon demepaumm 3aperMCTPMPOBaHO M IOJydalT JiedeHue OoJiee
2200 ©GomypuEIX MB. Haszpeja HeOOXOIMMOCTH CO3IOAaTh MHOTOYPOBHEBYKH CTPYKTYPY,
cocTodmyin U3 QemepalibHBIX, MEeXPeTMOHAaJIbHBIX (PEeIMOHAJIbHEIX) M OKPYXHBIX LIEHTPOB
OMATHOCTUKM M JieueHUa MB. OHM IOOJIKHBEI 0asMpPOBATHCA B MHOTONPOPUIIBHEIX, XOPOLO
OCHAUIEHHEIX OOJIbHMIIAX C OOKCHMPOBAHHBIMM OTHEJIEHMAMM IJIS I[IOJIHOM cerperalumumn
BOJIbHEIX, ¥ WUMETH CIelMaIM3UMPOBAHHEI MTAT COTPYIHUKOB, BKJOUAS IeOUMaTpPOB/
TEeparneBTOB (myneMOHOJIOTA n/ i racTpoOsHTEepoJsora) , KMHE3UTEPAleBTOR,
OMETOJIOTOB, IICMXOJIOT'OB, a TaKXe BCe XM3HEHHO BaxXHBEE JIEKAPCTBEHHEIE CpeICcTBa
u obopymoBaHue [6].

JlekapcTBeHHOEe ODecClleueHMe B HACTOdllee BpeMd OCYWEeCTBJISETCS B HEeIOCTATOUHOM
obreMe U He CrUcTeMaTmMueCKM, KaK B IIO0IOaBJIAKRIEM OOJILIIMHCTBE CTalurMOHapoB, TakKk M1
B aMOyJIaTOPHHX yCJIOBMAX. Ha HaHHBEM MOMEHT JledeHHMe MB perjlaMeHTHPpyeTCsa OBYyMS
craHmapTaMu: Illpukasz MMHMCTEPCTBAa 3IOPaBOOXPAaHEHMS M COLMAJIbHOTO Pa3BUTUA
Poccurickon denmepauum N 703 oT 14 HoaO0psa 2007 . (amMOyraTopHasd IIOMOUL B3POCJIBEIM
n meram) u IllpukazoMm MyHMCTEpCTBa 3IPaBOOXPAHEHUS UM COLMAJIBHOTO pPasBUTUA
Poccurickon OQenmepauum N 841 ot 13 nexadbpsa 2006 1. (CcTauMoHaApHOEe JieUeHUEe
— TOJIBKO ,HeTM) . ﬂaHHbIe CTaHIOapTeEI HEe OTpaxamT M3MEeHEeHU B TepalleBTUUEeCKMX
nomxomax, NpoM3olellrx B IIOCJieIHee BPpeMsa B Pa3BUTHX CTpaHax. [IOMMMO CTaHOAPTOB
JledyeHus, obecrieueHMe OOJIbBHBEIX MB oOCylleCTBJISAEeTCH IO NpoTrpaMMe «7 HO30JIOTUM»
(MyKOBMCUMIOS3, TIMUIOQM3APHBEI HaHM3M, OO0JIe3HbL Il'ome, MMEJIOJIEMKO3, pPacCCesaHHBIM
CKJIEPO3, I[OCJe TPpaHCIJaHTaluuMy OpraHOoB M (MiIM) TKaHEM) 0O PacCHopsaxeHMIO
[IpaBuTesscTBa PO (oT 2 okTabps 2007r. W 1328-p), xoTopasd, B HacTosdllee BpeMs
npenycMaTprMBaeT TOJIBKO ONUMH npenapatT — JopHazsa ajlbda. Xorsa obecrneueHme OOJIbHBIX
MB 3TUM XM3HEHHO HEOOXOIOMMBEIM I[IPEelapaToM SABUIJIO COOOM MPOPHBIB B MX JIEUEHUM.
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[IporpaMMa He IpelycMaTpuBaeT obecliedueHre DOJIbHEIX JaHHOTO KOHTUHI€HTa OPYI'MMHU,
He MeHee BaXHBIMM [IpelapaTaMy — B3aMeCTUTEJILHEIMU IUIIeBapUTEeJIbHEIMM bepMeHTaMM
(Kpeon 10000, 25000; opmmrans 10000, 25000) m >bbexTUBHEIMM aHTUCUHETHOWHEMU
AHTUOMOTUKAMU, BKJIIOUAA MHIAJALUMOHHBE TOOPAMMULMHEL (BpammTob, TOEN) u
KoIucTUMeTaT HaTpusa (KoamcTMH), IenaTOTPOIHEIMUM CPpenCTBaMM, BUTaMMHaMM [7].

B mnocrnenHue TOIBE OBIM OOCTUIHYTH SHauMTEJIbHBIE YCIOEeXM B paspaboTke u
BHempeHUM 5O0OeKTUBHBIX OMOTEXHOJIOTMUYECKMX (B TOM UMCJIEe T'€HHOMHXEHEPHHX) U
GapMaKOJIOTMUECKUX CPEeLNCTB, HallPaBJIEHHBEIX HA KOPPEKLMI 3TUONATOTE€HETUUECKUX
nebpexroB npm MB. MyKOBMCLMIO3 CTajl OHHMM M3 IepBhxX 3ab0JieBaHUM, IPpU
KOTOPHEIX CTajla PeaJiM30BHEBATLCS I'eHOTepanuda. OOHAKO B CBA3M C INO303aBUCUMOMU
BOCHAJMUTEJILHOM ¥  MMMYyHOJIOTMYECKOM peakuuerm O0JbHEIX MB Ha  BBOIUMEE
BEKTOPH (aIeHOBUPYCH, PETPOBUPYCH M Ip.) I'€HOTepanusa TpedbyeT IajibHeMeIo
COBEPUWEHCTBOBaHUA, M 3T pa3paboTKM NponojrkanTcsa B BenukoOpuranum, dpaHumu,
CeBepHOM AMepuke. I3 3a TpyZHOCTEM IeHOTepaluM aKUeHT B COBPEMEHHOM
JledueHMr MB cCMelleH B CTOPOHY pa3pabOTKM HOBEX JIEKAPCTBEHHBIX IIpelapaToB:
Koppurupyoumx nedexkTHeM Oejiok CEFTR, NPOTMBOBOCIHIAJMTEJIBHBEIX, AHTUMMKPOOHEIX,
MYyKOJUTUYECKUX, (QEPMEHTHHX, I'€NaTOTPOINHBX M Ip.

HeoOxomumMo NPMHATH PAL HEOTJIOXKHBIX Mep IJiS COBEpPUEHCTBOBAHMS pPaHHEN
OVaTHOCTUKM MB, yiydlleHMS MeOMLMHCKOM IIOMOWM M JIEKaPCTBEHHOI'O OOeclnedeHusd
foynbHEIX MB B PoccumM, a MMEHHO:

- CO3IaTb MHOTOYPOBHEBYI CTPYKTYPY LEHTPOB IMATHOCTUKM M JieueHUS OOJIbHBIX
MB, BKJIOUAUYID I'OJIOBHOM (POCCHUMCKMM LEeHTP MyKOBMCLMIOOS3a) C NOOUMHEHHEIMU eMy
TpeMsa denmepalyibHbMM (T'. MockBa, I'. CaHKT lleTepdbypr, I'. ToMCk), 8 OKpPYXHEMU
(LenTpanbHel, Cerepo 3ananuei, OxHEN, [IPUMBOJIXCKMM, Ypajbckul, Cubmupckuu,
CeBepo KaBkaszckul, HajlbHEBOCTOUHEI) U MeXpPeIMOHAaJIbHEMM (PeTMOHAaJIbHBEIMM)
LeHTpaMM;

- YTBEPIUTb IIpUKaszoM MuH3OpaBCOLpasBUTMA PO BHIIEYKA3aHHYID CTPYKTYPY
OVATHOCTUUECKUX U JIeueOHO peabMIMTALMOHHEX LHIEHTPOB MB, OCHAleHHBIX HeOOXO OVMBIM
COBPEMEHHEIM OOOPYLOBAaAHMUEM;

- ofecrneunTb MNONONEPXKY (mIpukKas/nmcbMo) MuMH3OpaBCcoOLpPa3BUTUSA PO 3amojiHeHUS
«Perucrpa mnauMeHTOB C MYyKOBUCUMIO3OM», paspaboranHsnt MI'HIT PAMH wn HUN
NynbmoHoOJOTUM OMEA), BO BCex CcyObekTax PO C coxpaHeHMEeM OTBETCTBEHHOCTM IIO
yyeTy UM aHaliu3y IaHHBIX perucTpa 3a POCCHUMCKUM LEeHTPOM MYyKOBMCLMIO3A;

- IPOIOJIXUTL pPa3padoTKy C I[IOCJenyollyM BHEeIPEeHMEM HOBEIX CTaHIOapTOB II0
OKaBaHM0 MeOUUMHCKOM rnoMmomy O00JbHEM MB B cralumoHape ¥ aMOyJIaTOPHBEIX yCJIOBUAX,
JlaHa BeneHMs OOJIbHEX MB (0T BHEISBJIEHHBEIX I[IPM HEOHATAJIbHOM CKPUHMHIE B
IDOKJIMHMUYECKOM IIepuole HOo OOJIBHBEIX 3Pejioro BO3pacTa ¥ OepeMeHHHX XEHIMH) ;

- pazpaboTaTh U YyTBEPOUTEL benepalibHYo LIeJIeBYI0 NIPOTPaMMy IMAaTHOCTUKM, JIEUEeHUT
¥ COLMAaJIbHOM IoMomM OOJIbHBEIM MyKOBUCLMIO3O0M C o0O0sg3aTeJIbHBEIM OfOecledeHUeEM
XMBHEHHO HeOoOXOIMMEIM OD0OpyIHOBaHMEM (MHIAJISTOPL, KOHILEHTPaTOPH KMCJIopoIa,
anmnaparypa IJjsg KMHEe3UTepanuu M T.I.), JedeOHBEM OUTaHMEM U JIeKapCTBEHHBIMU
cpencreamMm (MYKOJ'H/I'I‘MKM, 6pOHXOJ’H/ITI/IKI/I, nrmepapmMTesibHBIE (bepMeHTbI, BUTAaMMHEI,
TENaTONPOTEKTOPE ¥ AHTUOMOTMKM, BKJIOUAS MHITAJSLMOHHEE) BCexX OOJNbHEIX MB
Halle¥ CTPaHH.
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B HacTodmee BpeMa B Poccum cospmaHa Ofmepoccurickas  obOlecTBeHHAasd
opraHmsauusa «BcepoccuMickasa accoumaluyusa Ojsg OOJIbHBIX MyKOBMCLMIO3O0OM», KOTOpas
OymeT KOOPIOMHMPOBATL YCUIMS YUEHHX, Bpauey, OOmeCTBEeHHEIX OpIraHu3aluy,
KOHLEHTPUPOBAaTh MaTepMraJlbHBIE CPEeICTBa C LEJIbD MX PaluMOHAJIBHOI'O PacxXOomOoBaHMA
Ha NpobBeIeHMe KOHbQepeHLUMN, OOpasOBaTeJIbHYKW M M3OATEJbCKY HOeATEeJIbHOCTD.

BRIIeM3J10XeHHOE IO3BOJUT NPUOIM3UTE MEeIMKO-COLMAJIbHYKD IIOMOIL  OO0JIbHEM
MYKOBMCLMIOOS30M U Hallell CTpaHe K ee YPOBHI B PAa3BUTHX CTPaHax.
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CNCTEMA TINLLEBAPEHWA TPV MYKOBUCUWAO3E -

TEPAMA HAMBOJIEE BAXHbBIX MATONOMMYECKX COCTOAHNN

Kammpckaa H.IO., Illepman B./I., Kycosa 3.A., Kanpanos H.I.
MTI'HII PAMH, r. MockBa

BeegmeHue
MYKOBUCLMIO3 (MB) — Hambojiee yacToe M3 MOHOITE€HHO HacJeOyeMBxX 3ab®oJieBaHUM
cpenu eBpOIeOounoB. 3abojeBaHUe ODOYyCJIOBJIEHO MyTalUMaIMM B TeHe CFTR,

MYyKOBMCLMIO3HOT'O TPaHCMEMOPAHHOT'O peIryjaTopa OpoBoauMMOCTM. Beynoxk CFTR,
OYHKUMOHUPYSA KakK LAMO-3aBMCHMMEIL XJIOPHBIM KaHal, peryamupyeT paboTy IpyImMxX
XJIOPHEIX M HaATPMEBHX KaHAaJIOB, ydYacTByeT B NpoBerIeHuM BoIbpl M ATO ¥ BEIIOJHAEST
PAL IpyIMX BaXHHX OyHKUMM [1]. B CBA3M C HECHOCODHOCThHI IOedeKTHOTO Oejka
aIexkBaTHO BHIIOJHATE paboTy XJIOPHOTO KaHajla B KJIeTKe HaKalJIMBalTCa MOHE Cl-—,
VI BHYTPB KJIETKM YyCTPEMIIAKTCA MOHE HATpMA. [IoClelHMe B CBOK OdYepelb BBIIOJIHALT
POJIb Hacoca, 4TO OOyCJIOBJIMBAET YCUJIEHHOE BCACBBaHME BOIBl M3 OKOJIOKJIIETOWHOI'O
OPOCTPAaHCTBa. B MTOTI'e CcekpeT OOJIBUMHCTBA XeJie3 BHEWHEeM CeKpeluuy CIyllaeTcHd,
3aTPYOHAETCA ero sbkaKyallMda, B OpraHaX BO3HMKAKT BTOPUUHBIE M3MEHEHNId.

[Ipyu »ToM 3aboJieBaHMM B TOM MM MHOM CTEeNeHM B I1aTOJIOTMUEeCKUM I[Ipollecc
BOBJIEKAETCS BeChb OpT'aHM3M, HO B OOJIblIEV CTEeleHNM — OPT'aHb IOBIXaHMsa, IOIXeJlyIouHas
xejiesa, IIeUeHb, XeJIUHBEe IIYyTM, XeJIYOOUHO-KUIIeUHE TPpakKT, I[IOTOBHE XeJIe3H U
IIOJIOBEIE OPTAHBI Yy MYXUMH

OnpependomyMy IOJIS XM3HM OOJIBHOT'O SABJIAKTCHA XapaKTep UM CTEleHb [NOopaXeHUs
JIeTKMX, a TakKXe CUCTEeMbl NMIleBapeHMs, MNpexIe BCero - IOIXeJIyIOWHOM XeJjle3:bl
(IX) m nedeHu. Brjaromapsa pPaHHEM OMATHOCTMKE M HOBEMIIMM TepaleBTUYeCKUM
pexmuMaM, 3aboJyieBaHMe »NaBHO IepecTajio OBTb UMCTO NelIMaTPpUYeCcKOM NpoOJeMON.
[Io maHHBEM 3apyOexXHBIX MCCJIeOoBaTeJIel CPeIHAS NPONOJIKMTEJbHOCTD XM3HM OOJIbHBEIX
MB Bospociyia ¢ 15 smer (B 1970r) mo 36-38 jer (B 20081). B HacTOogmMM MOMEHT
oxunaeMas CpenHss NIPONOJIXKMTEJNIbHOCTDL XMU3HM OOJIbHEIX, poxneHHBIx B 2007-2008

romax, npubnmxaetrcsa k 50 romam [2,3]. B PO, k coXxaJjieHMIO, CPeIHsSsd OXKIaeMas
IPOIOJIXUTEJILHOCTE XM3HM He Tak BeECOka: B 1997 romy Owma 16 jier, B 2001
rony — 24 rvoma, a B 2007 - 27 mer. II0 maHHBIM POCCUMMCKOTO perucTpa OO0JIbHEIX

MYKOBMCLMIOO30M CpenHMy BospacT 1526 Habmomaemex B 2009 rony OOJIBHEIX COCTaBUJIL
10,2 roma (mmu=0,09 ;mer, maxc = 51,99 j;eT), B TO BpeMs KaK CpPeOHUM BO3PacCT
OOJNIbHEIX, HabOJODaeMex B BKOHOMMUECKM Pa3BUTHX CTpaHax EBpons, cocTaBjdgeT 18-
21 Tonm. B Poccum 79% naumeHToB MoJioxe 18 jeT. MemmaHa BO3pacTa INOCTAHOBKU
"Ha yuer 7,2+/-0,43 roma.

B HacToAmmMy MOMeHT onmucaHo okoJjo 2000 myTaummt m 6ojsiee 200 noamMopdm3MoB
B reHe CFTR, YacCTOTE KOTOPEIX WMPOKO BapbMPYKT B Pa3HBEX 3THUYECKUX IpPyllax.
YCTaHOBJIEHa YeTKasd 3aBUCHMMOCTBH MeXIy HeIOCTAaTOUYHOCTBIO BHEIHECEKPETOPHOM
OYHKUMM TOIXEJIyIOUHOW XeJies3el M MyTaumsamu B reHe CFTR. OmHaAkKO CBS3b MeXOy
opyrmMu npoasjeHuaMu MB m CFTR reHoOTMIIOM HeOOHO3HAUYHA. B WacTHOCTHM, TedeHHue
OPOHXOJIETOUWHOT'O IIpoliecca, olpenesdplee KadeCTBO M NPOMNOJIKUTEJIBHOCTBL XM3HMU
BonbHEX MB B 90% ciiyuyaeB, Hanpsamyio He 3aBucuT oT CFTR reHoTuna. CuuTaioT, UTO 3a
DATOJIOTUIO XeJIYOOUYHO-KMIIEUHOT'O TPpaKTa OTBeYalnT MOOYJIMPYKUNMM JIOKYC XPOMOCOME
19gl3 (CFM1l) (mMexoHMAaNbHHEM Mieyc), Cal2+-aKTUBMPOBAHHHM KaHaJjl IPOBOOUMOCTMU
xkanmusa (KCNN4), MaHHO3O-CBA3BBamMy JexkTuH (MBL), AT-ol [4]. Pam aBTOPOB
nojlaraeT, UTO PUCK Pa3BUTUA INOPAXEHMUA NeueHM y OOJIbHHIX MB MOXeT 3aBUCETHL OT
HaJIuuusa : ajuiesida DQw6 T'eHOB TJIAaBHOT'O KOMIIJIeKCa I'MCTOCOBMECTMMOCTM, MAaHHO30-—
CBA3BIBaIEro JiekTuHa (MBL2), myTaumy¥ Z u S T'eHa uMHIMOMTOpa nporeas (AlAT),
ajJjlesibHOT'O BapuaHTa TGF-Db.
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I[lopaxeune HNOOXENyNOYHOM XeJieBH

[laTorenes

[laHKpeaTUMUYeCKyld HEeINOCTaTOYHOCTHL I[10 IaHHEIM Pas3JIMYHEIX aBTOPOB MMelT 85—
90% OOJNBHEIX MyKOBMCLMIO30M. llopaxeHue IIX BEHABJISETCS yXe B aHTEeHATAaJIbHOM
nepmuone. Y OOJdbHBEIX MB mM3-3a HapyNEeHHOTO aHMOHHOTO TpaHCHopTa (OCHOBHBIMU
anyonamu AByALTCA HCO,” m Cl7) B OeJKOBHIM CyOCTpaT He MIOCTyIaeT HeOOXOOMMOTO
KOJIMYeCTBa XMAKOCTM, OH OCTaeTcsa Oojlee BA3KMM M CKOPOCTB €TI0 NPOABMXEHMA
3aMenndaeTrcda. B cBA3mM C udeM, OeJKM NPELUNNTUPYITCA Ha CTeHKax MeJIKUX
BEIBOIIHEIX INIPOTOKOB, BHI3HBAA MX OOCTPYKLUMIO M IIOJIHYID 3aKyIOpKy. B pesynbTare,
rnankpeaTmuuyeckue GQepMeHTH, KOTOPHE MPOINOJIXalT BhHpabaTeBaTbHCS B alMHYyCax
B OOBIUHOM KOJIMuecCcTBEe, He IOoCTUIrawnT JIBeHaJZ[LLaTMHepCTHOﬁ KUIIKM . HakxornjeHue
aKTUBHEIX (QEPMEHTOB MNPMBOOUT K ayTOJNM3MCYy TKaHM [OIXKEJIYyIOYHOM XeJles3Hl.
Ha ©OoJsiee oTHajieHHBEIX CTaIMAX DSTOTO MIpollecca, UYacTo YXe Ha [IepBOM Mecsdle
XKMBHY, TeJIO [OIOXKEeJIyOOUHOM XeJjlessl I[peAcTaBjigeT CcoOo¥ CKOIJIEHME KUCT U
¢OnOpo3HOM TkKaHM — OTCHOa IOpyroe Ha3BaHMe 3a00JIeBaHUA: «KUCTO3HHM QUOPO3».
HeMI/[HyeMI::IM CJleCTBMEM pPa3pylUeHVA nonxenynquoﬁ XeJIe3bl CTAaHOBUMTCHA HapyleHNre
IIepepapmMBaHAa M BCACBIBAHMA B XEJIYOOUYHO -KMIIEYHOM TpakKTe, IIpexXne BCeIr'O XMPOB
n OeskoB. [IOMMMO 3TOrO NPM MYyKOBMCLMIOS3E MNPOMUCXOOUT HapylleHMe BHPaOOTKU
BrukKapOOHaTOB. [IPM OTCYTCTBMM COOTBETCTBYIUEIO JIeUeHMs 3TM NPOLIECCH NPUBOIOAT
K 3azepxke (QuU3MUYecKOro pasBuTua pebOeHka. HexoToprle MyTauum reHa MB (IV
m V KJjlacca) CBA3aHH C MeIJIeHHBIM pPas3BUTMEM OIMCAHHOT'O BHIIE XPOHUYECKOTIO
IIaHKpeaTnuTa M HaJMdyeM CPpaBHUTEJIBHO COXpaHHOﬁ (:DYHKLI,I/[M Honxenynquoﬁ XeJie 3Bl
B TedeHMe MHOI'MX JIeT. B cTapmeM BO3pacTe MNPUMMEPHO Yy NATOM YacTu OOJIBHEX
Pa3BUBAETCHA MHCYJIMHO3ABUCHUMEIM CaxapHeM Omabet [7].

Koppekuuss naHkpeaTMYeCKOM HeIOCTaTOYHOCTM

BosbHEIM MB 3amMecTuUTeslbHasA Tepalusa OOJDKHa NPOBOIMTHLCS TOJIBKO COBPEMEHHEIMMU
BEICOKOAKTMBHEIMM MUKPOTPaHYJMPOBAHHEIMM IpenapaTraMu ¢ pPH-4yBCTBUTEJIBHOM
000JIOUKOM. D0OEeKTMBHOCTL 3TUX [IpPelNapaTOoB OlIpenejigeTCs, BO-IIEPBLHIX, BHECOKOM
CTEeNeHb AaKTMBHOCTM MCXOIOHOTO cybOcTpaTa (IaHKpeaTMHA), MCIOJNb3YyeMOTO Oy
X MPOM3BOICTBa, BO-BTOPHX, OCOOOM Mx GQOPMOM (MMHUMMUKDOCOEPE, MUKPOCOEPEH
1n Muxporabsierku pasmepom ot 0,4 mo 2,0MM), obecrneumBaliel pPaBHOMEPHOE
InepeMelMBaHe C XeJIYOOYHBIM COIOEPXMMEIM WM CHMHXPOHHOE C HI/ILLLGIZ IIPOXOXOEeHNME
B IBEHAaILaTUIIEPCTHYK kuumkKy [8,9]. KpomMe ToT0, pH-uyBCTBUTEJIbHas o000JIOUuKa
MMKpOCQep 3ammiaeT NaHKpeaTMH OT pas3pylleHMs B Xejlynke. CaMy I'paHyJIsl [IOMEeIleHE
B pH-4uyBCTBMTEJIbHEE KallCyJibl, KOTOPEE 3alMIalT MUKPOCOEPE OT NpeXIeBpeMeHHOM
aKTMBaUMM B POTOBOM I[IOJIOCTM M [OMIeBOoIe M of0JjerdanT IIpMeM Ipelapara.
Kamncysel moCcTUTalT Xejlynka, I'Ie M PpacTBOPSITCS, BHCBOOOXIAas MUKPOI'PAHYJE. B
IOBEHANUATUIIEPCTHOM KMIIKe, NpM 3HadeHuM pH okojsio 5,5 pacTropsgeTrca o60JIOUKA
MUKPOTPAaHyYJI, M BBICOKOAKTMBHEE GEepPMEeHTE HauMHAKT CBOoe nemctBue [7,10].

[Ton®op no3 naHkpeaTudyeCcKux GepMeHTOB 60JIbHEM MB OCymeCcTBIISeTCI MHOIUBUAYAJIbHO .
O IOOCTaTOYHOCTM HOBBI MOXHO CYIUTHL MO KJIMHUUECKUM (HOPpMaM3alusd UYaCTOTH

1 xXapakTepa CcTyjla) u JabopaTOopHEIM oKazaTelldaM (MOeaJlbHO - MCUEe3HOBEHUE
CTeaToOpeM U KpeaToper B KONpOoTpaMMe, HOpMalM3alMsa KOHLEeHTpaluM TPUIJIMLEPUIOB
B JMOMImorpaMMme CTyJa) . [Ipy nonbope mHDo3bl (QEepPMEHTOB MOXHO II0JIbB30BATHCH

cllenynoMM PEKOMeHIalMaMM, CYMMUMPOBaHHBIMM HaMmy B Tabimue 1 [10,11,12].
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Ta6auna 1. Pekomengamuu nmo noaoopy o3 (E/l mo iunase) MukpocdepudecKkux
MaHKpeaTuyecKux (pepMeHTOB 1A 00JIbHBIX MyKOBHCITU0O30M

AeTtn rpyaHoro Bospacra Aetn crapwe 1 roga

2000 - 6000 EA/kr/cyT
PaBHoueHHO 500-4000 EJl annasbl Ha T XXMpa B CbejaeMoi
nuwe

Okono 2500-3300 EA Ha 120 ma monoka
(MonouYHOM cmecn),

yTo NpumepHo pasHo 400-800 E/l avnasbl
Ha I XXunpa B MUTaHUK

500-1000 E/Zl/kr Ha OCHOBHOM NPUEM ML

250-500/E/Kr Ha AONONHUTENbHbIN NPUEM ML

[Jo3bl Bbiwe 3000 EA/kr B egy nam 10 000 EJ/Kr B cyTKM rOBOPAT O HEOBXOAMMOCTU JOMONHNTENBHOTO
obcneposanus XKKT y 6oabHoro MB

[Jo3bl Bbiwe 6000/kr B egy uan 18 000 — 20 000 EZ/Kr B CyTKM YrpodKaeMbl MO Pa3BUTUIO KpaliHE PeaKoro,
HO rPO3HOTO OCNOXKHEHUA — GMOPO3UPYHOLLAsA KOAOHOMNATUA

[locnenHue TOOB NPakKTUUYECKM BCe OoJibHEle B PO nojgydanT npenapate KpeoH
10000 mam Kpeon 25000 dwmpmel CosBer bapMa, Tenepb 906oTT (I'epMaHMsa), KOTOPBIE
[IO3BOJIANT OJIMUTEJIbHOE BpPeMA NOOIEPXMBATBE HOPMAJIbHBI QM3UUECKMM CTaTyC HallMM
nauyeHTaMm. VICKIOYMTEJBHOCTh I[IPMMEHEHMSa MMeHHO KpeoHa OOBACHAETCA eTIo
BKJIOUEHMEM B CIMCOK IONOJIHUTEJIBHOTO JIEKAPCTBEHHOTO obecnedueHuda (IJIO) nnsa
OTIyCKa MO OecCHJjlaTHEIM pelenTaM OOJIBHEIM MyKOBMCLMIO30M. HemaBHO HOABMBLIASCSH
BHICOKOaAKTMBHasa dopma npenapaTta Kpeorn 40000 cMoOXeT TI[O3BOJMUTL COKPATUTH
KOJIMYECTBO KalNCyJ OO 1-2, OODHOBPEMEHHO MNPMHMMAEMEIX OOJIBHBEIMM C NPMEMOM MM
[13]. B momojHeHMe KO BceMy KpeoH® — MNepBEM M NOKa E€IMHCTBEHHEI Ipenapar
bepMEHTOB MNOOXEJIYOOWHOM XeJie3bl 3aperMCTPMPOBaHHBM B PoccumM, OHOOOPEHHHBM
AMEPMKAHCKMM PerynMpyomyM BegoMcTBOM (FDA) B COOTBETCTBMUM C HOBBMMU IpaBUJIaMM

10 IepepermMcTpalumMy JIoOBX IPOOYKTOB Ha OCHOBEe I[aHKpeaTUYeCKux OGepMeHTOB
[14].

Ha PoccumickoM bapMalleBTMUECKOM PEHKE B HaACTOsllee BpeMs MMeeTcs elle,
Kak MMHUMMYM — UeTHpe, MUKpochepmuecKMx OpernapaTa: MykpoTadjerky [laHumTparT
10 000 m 25 000 (mmcrpubbiorop B Poccum — Bodyp WnceH, dpaHumga); Muxpas3um
10000 m 25000 EO (CTUM-MEJZI-COPB, OAO rpymnna xowumnaHuy JIEKCUPBH OO0 (cemuac ABBA
PYC/CTV-ME-COPB), Poccus); 3pMuTalb, BHIyCKaeMelr B Tpex dbopmax 10000E]T,
25000EDI m 36000E[L, OGapmMalueBTHUUECKOM KOMIIAHMM ['pPIOHEHTAJb (TepMmaHuUsa) ;
vukponesieTs [lau3mHopM 10 000 (bupwmer KPKA, CijioBeHMs) . [IepBEII mpenapaT paHee
IOOBOJIbBHO WMPOKO MNPMMEHSJICS OOJIBHEIMM MYyKOBUCLMIOZ30M, OCOOEHHO B3POCJEMMU, U
MOXET CUMTATbCA IIpelapaToM BeOOpa Yy OOJBbHEIX MYKOBMCUMIO30M. IIpOBeIdeHHOE
Hamu B 2008 Tomy MyJIbTUIIEHTPOBOE MCCJIEIOBaHMUE IO KIIMHUUECKOM 2ObeKTUMBHOCTU
1 Oes30nacHOCTM MukpasuMma BBIABUIIO, YTO IpenapaT objlamall BBCOKOM YaCTOTOU
(26%) cepbesHBEIX MNOOOUHHEIX SABJIEHUNM CO CTOPOHBl XEeJIyIOUHO-KMUIEUHOT'O TpakTa,
noTpeboBaBUMX €I'0 OTMEHB, UM OTCYyTCTBUeM 30beKTMBHOCTM eme y 14%. IloaToMy
OH He OBJI PEKOMEeHIOBAH K MMPOKOMY IIPMMEHEHMK Yy OOJIBHEIX MYKOBUCLIMIOS3OM.
[Io mpenapaTy 2pMUTallb yXe MMEITCH II0JIOXMUTEJIbHEIE OT3BIBE O KPAaTKOBPEMEHHOM
IPUMEHEHUM M, OH MOXET PacCMAaTPUBATLCSA Kak MIpernapaT pe3epsa IIpM MyKOBUCLMIIO3E .
[Io xIMHUYECKOM 2bbekTMBHOCTHM MHUKpONeJuleT llaH3MHOPMAa Yy HaC IIoka HeT HUKAKUX
CcOBDCTBEHHRBIX IOAaHHEIX [12].
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Inera

Jicnoslp30BaHMe MUKPOCOHepUUeCcKMx QEePMEHTOB IIO3BOJISET PEKOMEHIOBATH OOJIbHBM
Cc MB BEICOKOKAJIOPUMHYIO IMETY C COXPaHeHMeM OOMBMOJIOTMYUECKOM HOPMHL XMpa .

[loTpe®HOCTL B 2HepIMM y InOeTel c MB wMoxeT OwTb noBemesHa Ha 50 — 90%
10 CPaBHEHMIO C TEOPEeTMUYECKMMM pacyeTaMy Ha OoaxkTuyeckuit Bec, u Ha 20 -
50% 1o cpaBHEHMIO CO B3I0POBHMM IEeTbMM COOTBETCTBYIIEIO BO3pacTa M IoJa.
KajopulMHOCTE CYTOYWHOT'O pallMOHa IOOJDKHa& PAaCCUMTHBATBLCA He Ha OQaKTMUYeCKMM, a
Ha IOJDKEHCTBYUMI BecC.

B NOBCEOHEBHOM MPAaKTUKE MOXHO [NOJIb30BAThLCHA CJEIYKIMMU CPeIHUMM OPUEHTUPaAMU
o0Jia pacueTa HeOOXONMMEIX MHOOINOJIHUTEJILHEIX KaJlopuii  (CBBIIE PEKOMEHIYEMBIX
BO3PACTHEIX HOPM) : 1-2-roma - +200 xkaju/cyr, 3 - 5 jmer + 400 xkama/cyr, 6-11
jger - + 600 kxkas/cyr, crapme 12 jer - + 800 — 1000 xkamn/cyr [3,10,11].

BuTaMmHE 1 MMUKPO3JIEMEHTEI

HOKaBaHO, YTO IIPM MCIIOJIB3O0BaAHUM YKaA3aHHBIX IIPEelriapaTOB B aOeKBATHBIX »OO3ax,
XKMPBEL MM TIPAKTUYECKM IIOJIHOCTBI PAaCHEIlJIAnTCA IO CBO@O,JZLHI:,IX XKMPHBIX KMCJIOT,
dochonmmnmmor, IOV—- ¥ MOHOIJIMLIEPMIOB, XOJIeCTepMHa; OIOHaAakKO Yy OOJIbIMHCTEA
OOJIBHEIX COXPaHdaeTCsda HapylleHMe BCACHBAHMA JIMOMOHBIX MeTabOJIMTOB UM BHABJISETCSH
BHIPAXEHHE OeduumuT XMpopacCTBOPMMEIX BUTaMmMuHOB A, D, E, K u KapoTMHOMIOB
[7,10,117].

XupopacTBOpPUMEIE BUTAMMHE UM 0OeTa-KapOoTMH HOOJDKHEL JOOaBJATHCHA K IIHMie
exXeIHEeBHO BcCeM OOJIbHHM C IIaHKpeaTUYeCckoM HeIoCcTaTouyHocCcThi (IIH) (Tabnuua
2) . laumeHTH C COXPaHHOM OQYHKUMEN I[IOIXEJIYIOUHOM XeJie3bl 00S83aTesIbHO IOJDKHE
IOoJIydaThb IJOOIMIOJIHUMTEJIBHO BMTaAMMH E. BoIopaCcTBOPMMEE BUTAMMHE Ha3HAUATCS
OonbHEIM MB B OOBUHEIX NPOGUIIAKTUUECKUX NOBUPOBKAX, PEKOMEHIYEMHX 3I0POBEM
JMilaM COOTBETCTBYIIETO BO3pacTa, 3a MCKIWnUeHMeM BuTamMmHa C, NOTPebHOCTL B
KOTOPOM y OOJIbHEIX IIOBHIIEHA, M BUTaMMHa Bl2 B ciydasax pPes3eKUMM NOIB3IOUHOM
kmmky [11].

Tabuuna 2. PekoMmeHayemMbIe 1035l :(KUPOPACTBOPUMBIX BUTAMUHOB
U 0eTa-KapoTHHA 1A 00JIbHBIX MyKOBHCIIUZ030M

bosibHble MyKoBUCUNAO30M,

ECRELSTTES KOTOPbIM NMOKa3aHbl BUTaMUHbI
A Bce c MH 4000-10000 ME*/cyTkn
" *
I Bee ¢ MH 400-2000 ME*/cyTK1, B 3aBUCMMOCTH
OT KOHLLEHTPALLMN B CbIBOPOTKE
Bce 0 — 6 mec. 25 ME***/cyTKku
6 — 12 mec. 50 ME***/cyTku
E 1-4ropa 100 ME***/cyTKun
4 —10 net 100 — 200 ME***/cyTkn
>10 net 200 — 400 ME*** /cyTkn
Bce c NMH ot 1 mr B cyTkM 8o 10 mr B Hegento
K
npw NaToN0TMN NeYeHn 10 mr B CyTKHM
0,5-1 Mr/Kr B CyTKM,
beTta-KapoTuH Bce c NH
Makcumym 50Mr B CyTKu
0,
B12 Tect LLIvmnuH[a < 45% nocne pesekumm 100 mKr 8/m / mecaLy
NnoAB3A0LWHON KNLLKK
* BUTaMMH A : ME x 0,3 = MKI;
**  pyuraMmH I : ME / 40 = MKTD;

***% pyramMmud E : ME / 1,49 = Mrp
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BospmmHCTBO OOJIBHEIX MB HyXIalTCA B OOINOJIHUTEJIEHOM BBEINEHUM HATPUA U
xJjopunoe. lloTpe®HOCTL B XJIOpMIEe HATpMA BO3pacTaeT BO BpeMsa OOOCTpPeHUA
JIETOYHOTI'O Ipollecca, IpM TulepTrepMur, nojaudpexanmy, B YCJIOBUMAX XAPKOI'O
kimMaTa. OcoOeHHO crenmyeT obpamaTh BHMMAaHME Ha IOeTel paHHeI'o BospacTa (mo 2
JleT), Yy KOTOPHIX MOXET Pas3BMTbCSA CHUHOPOM NCeBOo-BapTTepa (cojypTepsanmas dopma
MyKOBMCLMIO3a) , XapaKTepMayoIMICSa PEe3KMM CHMXEHMEM 3JIeKTPOJUTOB (Kajaui,
HaTpuil) M MeTaboJMUYeCKMM aJikaJjlo30M. Bes CBOeBpeMeHHOM KOPPeKUUM COCTOSHUE
MOXeT OKasz3aTbCHA @aTaJ'IbHI:IM. B kaxnmowm KOHKPEeTHOM CJliydae cjiengyeT MHIOVMBYIOYaJIbHO
nondmupaTs OO3Y 3DJIEKTPOJIMTHEX PACTBOPOB IIOCJE IOIMNOJIHUTEJIEHOTO OO0CJelOBaHUA
[15].

[TlauyeHTaM C MYyKOBUCLMIO30OM HEOOXONMMO IOINIOJIHUTEeJIbHOe BBeIeHMe KaJjlbLUud,
OCOOEHHO B CBA3M C BEHCOKOM YAaCTOTOM OCTEONOpO3a, BHABJIAEMOTO y NOOPOCTKOB
n B3pocCyHxX (He MeHee 400-800 mr mersm m 800-1200 M mompocTkaM B CYTKM) .
CooTHoOmeHMe kalblMa k GochaTam IOJDKHO COCTABIIATEL 1:2.

ViMenTCcsa COODIEHMS O BO3MOXHOM HEIOCTATOUHOCTM Yy OOJIbHBIX MYKOBMCLMIIO30M
MaTHMUS, OCOOEeHHO BO BpeMs OIMTEJIBHOTO IpreMa aMUMHOIJIMKOBUIOB, XeJjes3a,
LUMHKa, Menu, CeJjleHa, HO HalHauveHMe COOTBETCTBYKIMX I[PEernapaToB MOXET
OBITH MNPOMBBEINEHO TOJIBKO IIOCJe  IOMNOJHUTEJLHOTO OofcjemoBaHuMsa  KaxmoTo
KOHKpeTHOTO O6osibHOTO [3,10,11]. Tak Ha CerolHS HET OCHOBAHMM Hal3HAUEHUS
CEeJIEHOBEIX IIpelapaToB IaumeHTaM ¢ MB, Tak Kak I[IaHKpeaTuueckue OGepMeHTH
comepxatr 0,5-1, 6MIrK/T cejieHa, ¥ 3TOTO KOJMUECTBA IOCTATOUHO IJISI aKTVBHOCTU
TJIyTATUMOHOBOM Iepokcumasel [11].

[lopaxeHne nedveHm

JacToTa BOBJIEUEHMHA TIeNaTOOMIMAapPHOM CUCTEMH B NaTOJOTMUECKMUIN OPpOoLlecC, IO
IOAaHHBEIM PasHBIX aBTOPOB, cocTaBjadgeT orT 20 mo 80% [16, 17]. IHOo HacToOdAmWeIo
BPEMEHM TeHe3 DHSTMUX M3MEHEHMM He fACEeH M HABJAeTCA MHOTOPaKTOPHEIM. BeJiok
CFTR JoOKalIM3yeTCsa B alMKaJIbHEIX MeMOpaHax OSIUTEeNMAaJIbHBIX KJIETOK XeJIUYHEIX
IIPOTOKOB, TI'Ie pPasBUBAKTCHA WM3MEHEHMA 3SJIEKTPOJIMTHOI'O TPAaHCIOpTa, IIOLOOHHE
M3MEHEHMAM B OPOHXOJIEOWHOM CHUCTeMe. B pesyJbTaTe 4Yero XeJjldb CTaHOBUTCH
BA3KOM, PpPa3BMBAETCH TENATOLUEJJIONAPHEM M KaHaJIBLEBEM XxXOJIeCTa3, KOTOPHM
NPMBOIOUT K LEJIOM CEePpMM NAaTOJIOTMYECKMX peakLMM: C OOHOM CTOPOHB, K 3BaIcepXKe
TENaTOTOKCUYHEIX XEJIUHBIX KUCJIOT, NPOOYKUMM MEeOMaTOPOB BOCHAJIEHMs, LUTOKMHOB
1 CBOOOIOHBIX PaOMKAJIOB, YCUIIEHMI IEePEKMCHOTO OKMCIIEHMA JIMIMOOB UM IIOBPEXIEHUIO
KJIETOYHBIX MeMOpaH; C OPYyT'OM CTOPOHH, K M3OBITOYHOMY [IOCTYIJIEHMIO XeJI4M B KPOBb
M TKAHM M K YMEHBIIEHMIO KOJMYECTBa MM »OaxXe OTCYTCTBMUI XeJiUM B KUIEUHMKE

[16].

XapaKTepHOM MOPQOJIOTUYECKOM KapTUHON IOPaXeHNA [Ie4YeHn npu MB
ApngeTcd (QokaJIbHBI OMIMapPHBEM QUOPO3 C  ABJEHMAMUM OTeKa, XPOHUUECKOU
BOCHNAJIMTEJIBHOKJIETOUHOM MHOQUIIBTpaumelr, npoamdepanmer XeJdUHEX [IPOTOKOB,
CKOIIJIEHMAMM DO03UMHOPUIIBHEIX MacCC BO BHYTPMIIEUEHOUHEIX MNPOTOKAaX. JIMIlb y YacTu
O0oJIbHEIX (5-20%) 2TM M3MeHeHUSd IIPOTPEeCcCHUPYT M BeIyT K MyJbTUHOIYJIAPHOMY
OMIMapHOMYy LMPPO3Yy ¥ IOPTAJIbHOM I'MIEPTEeH3UM. BaXHO OTMEeTuTb, dYTO npu MB
byHKLMA TenaTouuTa OJIUTEeJIbHO He CTpalaeT UM, KIMHMUYEeCKME MNPM3HAKM [IeUeHOYHOMN
HeIOOCTaTOUHOCTM y OOJIBHEIX MB pasBMBAKNTCA KpalHe penkKo.

Y ©oJybHEIX MB C SABHEIMM KJIMHMYECKMMM [NIPM3HaKaMM 3a00JIeBaHMA [IeUYeHM OOBIYHO
BBIABJIAITCA THAXeJIEIE HapylWleHMda NUTaHudA, KaK B LeJioM, TaK M B OTHOUEHUU
cneundUUecKkmux MAKPOHYTPMEHTOB, XUPOPACTBOPMMEIX BUTAMMHOB U  (QaKTOPOB
cBepTHBaHMA KpoBu [11].

XenmuHoxamMeHHass O0JIe3Hb BCTpedaeTcsa NpubamsuTesbHO y 3-10% OosbHBIX MB.
OxoJjio 25% HabmomaeMelx HaMy OOJIBHEIX MB MMET TI'MIIONJIASUPOBAHHEIM MJM ITOJIHOCTLIO
CKJIEPO3UMPOBAHHEI XEJIUHBEM Oys3wepb [16, 17].
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JleueHMe nopaxeHMN nedyeHu npu MB

Ha COBPEMEHHOM HTalle JIEUESHNME HOan(eHT/HZ IIEYEeHM BKJIOYUAET:! KOPPEKUMI IIMTAaHMA,
TepaleBTNYeCKOe U1 XUMPYPIMUeCKOe JIeueHMe, B TOM UMCJIE TPAHCIIJIAHTALMIO IIeYeHNM.
I'eHHasda VMHXEeHeprMd OCTaeTCHd IIOKa Tepanmeﬁ GYHYH_LGI‘O.

EOMHCTBEHHEM DSTHMOTPOINHEIM JIEKAPCTBEHHEIM I[IpellapaToM, JOokKa3aBUIKMM CBOK
50PeKTMBHOCTDL BO MHOTHUX PaHIOMU3UPOBAHHBIX MCCJIeNOBaHUAX, aBJIgeTCSH
YPCOIEe30KCHUXOJIEBASA  KMCJIOTa (YIXK) , IOaBHO TIIPMMEHSWIAasACsS OpU  JIeUeHUMU
KEJTUHOKaMEHHOM O0JIe3HU M 5OQEKTMBHO paCTBOPANIAA B TAKMX CJIydasaX XOJIeCTEPMHOBEIE
xkamMHM [11]. Eme B 1990 romy OwvuiO mokaz3aHo, uTo YIXK yiayudmaeT HNPOOBWXEHMUE
XEJIUHBIX KMCJIOT 3a CUeT CTUMYyJIaurMy O00oraToro OMKapOOHaATaMM XeJIdeOTIeJIEHU .
J/IMEHHO BTOT MeXaHM3M BaXeH OJIg KOPPEeKLUMM HapylleHMy B IedeHM npm MB, TIoe
XKEeJIUHBIE MPOTOKM 3a0UTE BA3KMMM UM IIJIOTHEIMM cekKpeTaMu. YIXK objamaeT M NpPSMBM
LUMTONPOTEKTMBHEIM OeMCTBMEM, OJjlarolaps CIOCODHOCTHM MoJieKyJl YIXK o6pasoBHBATH
IpyD C OPYyI'OM IMMEPH M B TaKOM BMIE BCTpamMBaTbCa B MeMOpPaHB I'€NaTOLUTOB,
TeM CaMelM, Jejlad MX HeyA3BUMMEMM K LIUMTOTOKCHMYHEIM MulLesiJiaM. KpomMe Toro,
IIOCPEeICTBOM MeXaHM3Ma OOpaTHOM CBA3M OHa CHMXAeT BCAaCHBaHME XOJIeCTepMHa B
KMIIEUHMKE, CEeKpeLMI0 XOJIECTEpMHA B XeJldyb M CUHTEe3 XOoJleCTepMHa B IIeUeHM, UYTO
yMeHbIlaeT JIMTOTeHHOCTL Xejyium [16,17,18]. MHOTMMM MCCJEeOOBAHMAMM IoKasaHa
50QEKTUMBHOCTEL COUETAHHOT'O HaszHaueHusa YIXK m TaypmHa [11].

PesyJbTaTH KJIMHMUECKMUX MCIBITaHUM, NPOBeIeHHEBIXx coBMecTHO c T.H0.KanycTuHOH,
YKa3BEBAnT Ha HEeOBXOIMMOCTL HasHadeHumsa YIXK B mos3e He MeHee 15-30 M /Kr/cyT
OoJibHEIM MB Npy HadaJlbHEIX KJIMHMKO-JIaOOPATOPHBEIX [IPM3HAKaX [NOPaXeHMUA [IeYeHU.
[lp sTOM HaOJOaeTCcsa BHPAaXeHHOe xoJjlepeTudueckoe neynctsaue YIOXK y OOJBbHEIX
MB. KpoMme TOr'O, HaMM BEIABJIEHO MeMOPaHOCTAaOUIM3Mpyolee IeMCTBUE C BHEPAXEHHBIM
AQHTUOKCUIAHTHEIM 20bexkToM OpenapaTos YIOXK [17].

B HameM mnpakTuke HaumboJiee uYacTo OpuMeHdeTcd YpcocaH, oupMe [Ipo.Men.IlC
[lpara a.s. (Uexuda), uMeOUMM B CBOMX [IOKABaHMAX NPUMEHEHMUS - MyKOBUCLMIOS.
[logBuBUIMECS Ha POCCHMMCKOM OQapMalleBTMUECKOM pPHHKe JIpyIMe JieKapCTBeHHBIe
bopmer YIXK, B HNPOTMBONOKA3aHMAX MMEOT HETCKMM BO3PacCT M HaJMUME BBPAXEHHBIX
HapylweHuM OYHKUMM [IOOXEJIYIOUHOWM XeJjie3bl. YUMTeHBasg, d4YTo Oojiee 70% OOJBbHEIX
B P®d 5170 - 1metm, Oe30NaCHOCTH [IpMeMa TakMxX [OIpelapaToB BHEBEBAET IIOKa
HaCTOPOXEHHOCTD .

B Poccum mnepuoOMyuecKM [IPEeNIpVHUMATCS IIOMNBTKM MBYUYEeHMS KJIMHUUECKOM
50dexkTUBHOCTHU NpenapaTa l'enTpal (s—-ademetionine), doupme S66oTT [19]. OmHaKO
IOCTOBEPHBIX JaHHBEIX O HEOOXOIMMOCTM M Oe30MaCHOCTM €TI0 IPUMMEHEeHMS, OCOOEeHHO
y IeTey, HUM OTEeUYEeCTBEHHBIMM, HUM 3apyOeXHBIMM aBTOpPaMM I[I0JIYyUeHO He OBLIO.

[lepecanka IeUeHM IoKaszaHa OOJIbHEIM C MB C TepMMHaAJIbHOM CTalMel [IopaxXeHUs
IeyeHM, HO C OTHOCHUTEJIbHO COXPaHHOM OQyHKIMEe) BHEMHEeI'O IbBXaHusa. Bo3MOxXHa
IOJIHAS MJIM YacCTUUYHASA [Iepecanka ledueHM. [10 HaHHBEIM Pa3HBIX aBTOPOB OoJiee OINHOTO
Toma BeXKMBanT oT 75% mo 80% OosbHEHX, Oojyiee 10 jer - 60%. Ilpm CcouyeTaHHOM
nepecanke JIETKMX U I[IeUeHM, WM JIeTKUX, Cceplla ¥ [HedyeHu Oojiee OOHOTO TIomIa
BeDKMBaT no /0% [16].

[lopaxeHne xeNymodYHO-KMIIEYHOT'O TpaKTa

[loMMMO HapylleHMsa OQYHKUMM [DOIXEJIYIOUHOM XeJie3rel y OoJibHEIX MB uMewnTCcsd
IaToJIOTUYeCcKue M3MEeHEeHMd B caMoM KEJIYOOUHO—KUIIEeUHOM TpakTe (XKT) .
3BECTHO, UTO TpeMsa OCHOBHEIMM QYHKUMAMM  XEeJIYIOOUHO-KMIIEUHOT'O  TpakTa
ABJISIOTCA: IIepeBapuBaHMe, BCacChBaHME U IPOIBMXEHME KUIEUHOI'O COIEPXMMOTIO.
VIHTeCcTMHAJIbHBEIE HapylleHMsa Opu MB NpencTabygloT CcOOOM KOMOMHALMI HAPYLEeHHOU
XJ'[OpT/LJIHOT\/JI cexkpeumnum, KOTOpad BeIeT K »JerrjgpaTalury KUIedYHOI'O COIOepXMMOoIo,
¥ IOBHIEHUS CJaM3eoOpa3oBaHMA. I[IOBHIIEHHOE BHIOEJIEHME XeJIyIOUHOT'O CoKa
(nmermeecsa y 70% OosibHEIX MB) Ha GOHEe CHMXEHHOTO KOJMUeCTBa OMKapOOHATOB B
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NOKAABI

COKe IMOIOXeJIyNOUHOM XeJjle3bl BeleT K HM3KOMYy PH B IOBeHaILATUIEPCTHOM KHUUIKE.
VI3OBITOK BA3KUX TJIMKOIIPOTEVMHOB U GOKaJ'[OBI/I,JIHbIX KJIETOK B TOHKOM KUIIEUHVKE
BemeT K CHIWXEHMIO BCaCBhBAaHMSA MIMTATEJIBHHEIX BEUIECTB. YBEIMUEHHOE KOJMUUECTBO
OOKAJIOBMIOHEIX KJIETOK OOHAPyYyXeHO B pPas3JIMUHBIX OpraHax: B MOIpaIMOM KUIIKe,
anmneHIMKCe, I[IPOoTOKax IOIXEeJIyIOUYHOM XeJle3bl, [IMIeBOoHme, IOBEeHaNOlaTUIePCTHOM
KMIIKE, a TakXe B OPOHXMAJIbHOM IepebBe. MHOT'MMM aBTOpPaMM OINMCaHO 3HAUUTEJIbHOE
CHMXEHNVE CKOPOCTM IIPOOBMXEHMA COIONEPXVMMOI'O B TOHKOM KMIIEYHUKE, gTO MOXeT
IPUBOIMTE K IIOBBIIEHHOMY POCTY IIATOJIOTMYUECKUX OakTepul, BeOylleMy K yCUIIE€HMIO
Manpabcopbumm. STO MOXET BBEIBEIBATHCH HAaJIMUMEM He I[IepeBapeHHBIX XUPOB U
AMMHOKMCJIOT B HMWXHEM OTIeJle TOHKOTO KumeuHuka [3,9,20].

Braromapsa NOPOBOIMMEIM OOCJIeHOBaHMAM OOJIBHEIX C MyKOBUCLMIO3OM B KaXIOM
KOHKPETHOM CJlydae MOTYT BHABJIATHBCSA pPas3JjiMdHele 3abojieBaHMAa CcO CcTopoHel XKT,
ABJIAUMECS OCJIOKHEHMEM CaMOT'0 MyKOBMCLMIOBa MJIM CBA3aHHEHE C MMEUMMUCHS IPU
HeM HapymeHuaAMM (Tabiuua 3) . IllapajjlesIbHO BO3MOXHO BEISABJIEHME CONYTCTBYIOMMX
COCTOAHMUM, HaNpuUMep JaKTas3Hasd HeOOCTAaTOYHOCTb WM aJuleprusa K Oejkam
KOPOBBEI'O MOJIOKA, KOTOPBEE HEe MNO3BOJIAKNT CHIPaBUTBCA C CHMHIPOM MajlbabcopOuum
TOJIBKO BaMEeCTUTEJIbHOM MMaHKpeaTUUeCKOM Tepalueln.

Taosaunma 3. Yacrora HEKOTOPHIX IaTOJNOTHUYECKHX COCTOAHHH CO CTOPOHBI
JKEJIYJAOYHO-KUIIEYHOTO0 TPaKTa NPU MYKOBHUCIHJAO3€ (COOCTBEHHbIE JaHHBbIE U
JaHHbIE JuTeparTypsl) [3,9,11,20,21]

MaTtonornueckoe cocrtoaHue Hawwu paaHHbIe JintepatypHbie
ractpo3asodareasibHblin pedJitokc 11% 26,5-80%
CUHAPOM AUCTANbHOW UHTECTUHAILHOM O6CTPYKLMN 8% 8-16%
XPOHMYeCKMe 3amnopbl 2,30%
anneHanumnT 3% 1,50%
MEKOHWEBBIN naeyc 4,50% 6-20%
MHBarnHauunsa 1% 1%
Lenanakus 0,40% 0,40%
60one3Hb KpoHa 0 0,22%
é:%?ﬁ:;;::l)e sHTepokoauTbl (Clostridium difficile, 7% 16%
BbiMajeHVe NPSAMON KULLIKM 21% 20%
dunbposunpytoLlas konoHonatTmna Hwn ogHoro cnyuas Celiuac pegko
oHkonornyeckme 3abonesanms XXKT OauH cnyyan Peakune cnyuan

T'acTpossodpareanevHsnt pedsokc BCcTpeuaeTcad Oojiee ueMm y 1/3 OGomsbHEx MB. ETO
PasBUTHME CBS3aHO C 3aIepPXKOM XeJIyIOUHOT'O OCBOOOXIEHMS, [OBHUEHHOM NPONyKLMeN
KMCJIOTE M TaKXe HapylleHMeM [NepUCTaJlbTUKM XeJjlynka. OH NoOmepXrBaeTCda y MHOIUX
OOJILHEIX M3—3a [NOPAXEHUSd JIETKUX M YCUIIMBAeTCH IPM Kalljle M OIpeleJIeHHBEIX IpMeMax
bomsmorepanmumu. ClienyeT ydMTBEIBATH, UYTO M CaM PediInKC—-3300armuT MOXET IPMBECTU
K YXYOUWEeHMIO I[IOPaXeHMA JIeIKMX. PeryJapHO NIPpOBOOMMASA 3SHIOCKONMA I[I03BOJIUT
BOBPEeMA Ha3HA4YMTh MEeNMKaMeHTO3HYH Tepanuo. J[JId ero JedeHMd HeOoOXOOMMO
BO3BHIIEHHOE IIOJIOXEHME IIoCJle ensl. HaszHadawnTcsa OeMOJICMOMKAHTEL UM IPOKMHETUKU
— HOpenapaTel I'PyNlbl MeTOKJIONpaMMIa, MHDOBBIIAKIME TOHYC I'aCTpo3300arajibHOIO
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cobuHkTepa (umzanpmun unu npenyiascun 10 mMr. 3-4 pasa B OeHb B3POCJEM UM IETAM
crapume 12 gser, 12 HemenbHBM Kypc, 3a 30-15 MmMH. OO enn M Iepen CHOM),
TPYNIIE OOMIIEPUIOJa — MOTHMIAMYM. J3 aHTAUMIOB B IIOCJieIHEee BpeMsd MMPOKO Hadaju
IPUMEHATHCS OJIOKATOPH MIPOTOHHOM IIOMIIEL (OMEeNpasojl, JaH3omnpo3oJ) no 20 wMT
B CYTKM, CHMWXaKUMe KMCJIOTHOCTBbL XEeJIYyOHOUYHOI'O COKa. K XUpypIMUeCKOMYy JIeUeHMIO
obpamaiTCsa TOJIBKO B KpaMHMX ciydasax [3].

MexkOHMaNILHENL WMJIeYyC I[IPM POXIEHWUM, CHHOPOM QOUCTAaJILHOM WMHTECTMHAJIBLHOM
Oo6CTPYKUMM (1MJIM BKBMBAJIEHT MEKOHMAJIBHOI'O MJIeyCa B CTaplleM BO3PacTe) M 3allOPH
BO3HMKALT IIPY MyKOBMCLMIO3E B pesyJjibTaTe IIOBBIEHHOM BSA3KOCTM KMUIIEUHOTO
cexpeTa ¥ HM3KOM CKOPOCTM [IPONOBMXEHMS KUIIEUYHOT'O COIepPXMMOTO. lMeeTcsa
ONMCaHME HalMuMsa MEeKOHMAaJIbHOTO MJleyCa y HOBOPOXIEHHBIX C COXPaHHOM QyHKLMEN
IIOIIXEJIyOUHOM XeJle3bl, UTO yKas3ElBaeT Ha HapylleHME CEeKpPelLUM B KMUIIEUHOM CTEeHKe
KaK [IePBOIPUUMHY BO3HMKHOBEHMS NAHHOT'O COCTOSHMSA y IIJIofa. [IpyM I'MCTOJIOTMUECKOM
MCCJleNOBaHUM OOHAPYXMBATCsA KUIIEUHBIE KPUIITH, PaCHlMPEeHHBEEe W 3aloJIHEHHEBE
CIM3bI0. ITU Xe MeXaHM3MBl IPMBOAAT K BalopaM y OOJIBHEIX MyKOBUCLMIIO30M.

HemaBHO EBponemckmuM oOOWECTBOM IOETCKMX IACTPODHTEPOJIOI'OB, I'€IaTOoJIOTOB U
nueToJioros (ESPGHAN) OpliM BEIPaOOTAHEL OTJIMUMTEJIbHEE IPU3HAKM OBYX COCTOSHUM:
CUHIPOM OMUCTAJIBHOM MHTECTMHAJIbHOM OOCTPpyKUMM UM  3alopoB, vy OOJIbHBEIX
MYyKOBUCLMIO30M [21].

Tab6uuna 4. Kpurepuu IHarHOCTUKH CHHAPOMA TUCTATbHOU HHTECTHHAJIBHOM
o6crpyknuu (CAN0) y 601bHBIX MYKOBHUCIIHI030M, BhIpadoTaHHble EBponeiickum
00IIEeCTBOM JETCKUX IAaCTPOIHTEPOJIOTOB, TenaTo10roB u aueroaoros (ESPGHAN)

1. lNonHas TOHKOKMLLEYHas HErNnpoxoa4nMocCTb, CONPOBOXAdeMan pBOTOI‘/’I C XKenubto u/mauv YPOBHAMMU
XKUAKOCTU B TOHKOW KULLKE Ha peHTreHorpamme 6pI-OI.IJHOI7I MnoJsioCTh

2. PekanbHble Macchl B nneouekanbHOM yrny

3. AbsOMUHaNbHble 60N WU/VUAW B3ayTUE XUBOTA

Hogyuemt CINO: xpurepum 1,2 u 3;

Henmomuemt CIOMO: xputepum 2 m 3, 6e3 1

Ta6auna 5. Kpurepuu AHarHoCTUKU 3alIOPOB IMMPH MYKOBHCITU/I03€, BHIPAOOTAaHHbBIE
EBponencKkuM o01IeCTBOM JIETCKUX FaCTPOIHTEPOJIOTOB, FenarojioroB U INETO/IOTOB
(ESPGHAN)

1. AbaoMUHaNbHble 60N /AW B3ayTUE XMBOTA

2a. CHMXKeHWe YacToTbl gedekalmm B NocnesHMe HeCKOAbKO HeAeNb AN MecsLieB

26. MoBbILlWeHVe NJIOTHOCTU CTya B MOCAEAHME HECKOJIbKO HEAeNb NN MeCsLIEB

3. Pa3peLueH|/|e Kputepnes 1n2 npun npuMeHeHnmn cnabutenbHbIX cpeactse

Banop: kpurepuu 1 wiam 2a uiam 20 u 3

[Ipy HETSIXEeJIOM COCTOSHUM xopouuit sddexT MOTYT OKaszaThb JAaKTyJo3a W\WUIKu
N-aueTunuucTerH, HaszHadaeMeHe uyepes POoT o 2-3 pas3a B OeHb. JIakTyJjio3a MOXET
HasHauaThbCa B mo3e orT 5 mo 15 M yTpoM M BeuepoMm u/mim N-alLeTUJILMUCTEeUH
no 200-400Mr TpM pa3a B IOeHb. [IpM TaXeJHX - B CTalMoOHape IoX HabJiomeHMeM
xypypra C NOPMMEHEHMEM BBICOKOOCMOJIAPHEIX PACTBOPOB B KJIM3Max M BHYTPMUBEHHOM
pernipaTaluMOHHOM TepaluM, B TeUeHMEe HEeCKOJIbKMX IHelM. B Poccum MBI MCIIOJb3yeEM
20% pacTBop N-aueTHUJILUMCTEMHa IJIS MHTAJAUMNM MM BHYTPUBEHHOTO BBenmeHus (50
MJT aueTuauucrTerHa + 50 M1 MBMOSIOTMUeCcKOTO pacTBOpa B KJIM3MEe 2 pasa B
IeHb) . B nmanbHelleM TpebyeTCs KOppekLMs IO3H IIaHKpeaTHueCKUx OGOepMeHTOB, C
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NOKJIAZbI

OOHOBPEMEHHEIM OJIMTEJIbHEIM HasHaueHMeM JIaKTyJIO3bl. 3apyOeXHEIMM aBTopaMM Hapany
C JIaKTyJIO30¥ B IOCJiedHee BpeMs C YCIexXOM MCIOJb3yeTCS NOJIMDTUIIEHTJIMKOID
(per os, B BUIOe KIM3M MM KMIIEUHOTO JiaBaxa), M, SBHAUUTEJILHO PexXe — MEeIJIIOMUH
onuaTpmuzoaTr (lacTtporpadmH, ompmer Schering AG, T'epmanusa) . Ha boHe npuMeHeHUS
BCeX BHIIEYKa3aHHHX CPEICTB HOOBOJIBHO YaCTO yHmaeTcsa mu30exaTb XUPYPIMUUeCKOIT'O
JIeUueHMs, Iaxe MeKOHMaJIbHOTO myeyca [20,21].

Y 20-30% merer mo 5 jerT 6e3 HOJIydeHMS aIekKBaTHOM NaHKpeaTMUYeCcKOoM Tepaluu
MOXET Pa3BUTBCHA PEeKTaJIbHEM OpoJalc. llaTodmusmiormua e€ro He COBCeM IOHATHA,
OIOHaKO M3BECTHO, YTO OH He OXBaAaTheIBaeT BCIO CTEHKY TOJICTOM KUK, a TOJIBKO ee
CIIM3UCTEMN U NONOCAM3UCTEIM CJIOM . [IpY NIPUMEHEHUM HOBBIX QOPM MUKPOTPAHYJIMPOBAHHBIX
IaHKpeaTUUYeCKux GepMeHTOB C Ph-uyBCTBUTEJILHOM OOOJIOUKOM OH MNPaKTUUYECKU He
BCTpeuaeTcs M He TpelyeT XMPYPIMUEeCKOI'O JIeUeHMUS.

dubposupyilasi HENPOXOOMMOCTEB TOJICTOT'O KMIIEYHMKA, KOTOPYK0 CBSI3HBAKT C
BEICOKMMM IO3aMy HEKOTOPHEIX (QOPM MMaHKpPEeaTUUECKMX OGOEepPMEeHTOB - KparHe penkoe
ocJIOXHeHMEe, Tpedyolee, Kak NIPABUIIO, XUPYPTMUECKOTO JIEUEHU .

Cpemu OOJbBHEIX MB mMeeTCs I[OBBIUIEHHB PUCK Pa3BUTUI OHKOJOI'MYECKMUX
Babonepanmit XKT, uTO CTAJIO OUEBUIHEIM C yBEJMUEHMEM MNPOMNOJIXUTEIIBHOCTNY XMU3HU
[3, 11,20].

BaknwoueHne

TaxkuMm oOpa30oM, M3YyUYeHMe MeXaHM3MOB IIOpaxXeHMsa OpIaHOB IMUIEBapeHMs IIPpKU
MYyKOBMCLMIOO3Ee a, CJeIOBaTeJIbHO, M TepaluM, KOTopad CTPEMUTCS MaKCUMAJIbHO
OpuOIM3UTE I[IPOLECCH IepeBapMBaHMa M BCaACHBAHMSA K QU3MOJIOTMUUECKOM HOPMEe,
ele OnajleKo He 3aKOHUEHH M OyIOyT MNPONOJIKEHH B OyIylleM COBMECTHHMM YCUIIMAMU
YUEeHBIX U Bpauer. [laHkpeaTnueckre GepMeHTH B BUIEe KpucCTaJyioB (liprotamase),
MIOJIYUEHHEIe TI10 TEeHHOMHXEHEPHBEIM TEeXHOJIOTMSAM, a TakKxXe Bopab®aTeBaeMbe U3
OaxTepuil, YCTOMUMBEE K XeJIyIOOUHOMY COKYy, YXe B OJjwkxayumee BpeMsa MOIYT
CTaTb IOOCTYIHBIMM HaWMM [HaLMeHTaM. PacumupsaeMmMas TIeorpadusa IPOM3BOLCTBA
IIaHKpeaTUUeCKUX QEPMEHTOB U YPCONEe30KCMXOJIEBOM KMCJIOTH, BKJIOUAA Hally CTPaHy,
TpebyeT NPpOBeIdeHUS KIMHUMUECKMX MCCJEeOOBaHUM OJjd u3ydeHud 300ekTUMBHOCTU U
0©es30MaCHOCTHY MIPOM3BOIMMEIX IIPEeNapaToB.
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K BOIMPOCY O HEOHATAJ/IbHOM CKPUHWHIE HA MYKOBNCUWNAO3 B P®

Ilepman B./I.', Kamiupckaa H.10.2, Kanpanos H.U. 2, Kycosa 3.A. 2

1
OTpesieHre MyYKOBHCIH/I03a MOJMUKINHUYECKOTO oTAesaeHus [IF’KbN213 um. H.®.®dunarosa,
MockBa

2 HayuyHo-KIMHHUYECKHH oTAe] MykoBuciuao3a MI'HIT PAMH, MockBa

MHOTOJIETHUM OIHT CTPaH-IMOHEPOB B 00JIaCTM HeOHATAJIbHOTO CKpMHMHIa (HC)
Ha MykoBmMcuuzos (MB) nokaspBaeT, YTO NPM HNPaBMUIIBHOM OpPIaHM3alUMM MacCOBOIO
CKPMHMHTA IMarHO3 MOXeT OBTb ycTaHOBJIeH 90 % HOBOPOXIEHHHX C MB B TeueHUe
IIEPBEIX o—-Tu HeIleJIb XVM3HM, IOaXe IIPV OTCYTCTBUN KaKUX—-JIMOO CMMIITOMOB 3aboJieBaHmda
[1]. Bmaromaps CBOEeBPEeMeHHOMY MeIMKO-T'e€HeTUUEeCKOMY KOHCYJIbTHMPOBAHMIO CEMEN
Cc OOJIbHEIM pebeHKOM B IIepCIeKTMBEe yOaeTcsda NOBJIMATHE M Ha udacTtoTy MB. Tak,
B CTpaHax, TIIe CKPMHMHI OpoBoIMTCS Yyxe ©Oojsee 20 ner (Uranusa, OdpanHuug,
AHTJIVSA) , YyIOaJIOCh CHUB3UTL CpenHiin dvacToTy MB Ha 30-50% [2].

[lepBBlE IONBITKM IPOBENEHMS HEOHATAaJIbHOTO CKPMHMHIA Ha MYyKOBMCLMIO3 B
EBporne mnpennpuHMMaJMCh elle B Haudaje 70-xX TOOOB NPOLJIOTO BeKa, HO JMIb
obHapyxeHHOe B 1979 ronmy MNOBHIIEHME YPOBHSA MUMMYyHOPEAKTUBHOT'O TPUIICMHOT'€HA
(MPT) B mJjasMe KPOBM HOBOPOXIOEHHHEIX C MB, IOCJIYXWMJIO TOJIUKOM K Hadajly MacCOBOI'O
CKPMHMHI'A HOBOPOXIEHHEIX Ha IaHHOe 3abojeBaHre B H.3ejaHnoumu, ABCTpaIuM, a
3aTeM, M B psane EBponerckux crpaH. OTkpelTve B 1989 1. TeHa MyKOBUCUMIO3A
IO3BOJIMJIO BKJIOUMTL aHalmm3 [HK B CKPMHMHTOBEE I[IPOTOKOJIE, UYTO CYHEeCTBEHHO
IIOBEICMJIO MX UYYBCTBUTEJILHOCTL. [IO IDaHHEIM EBpPONEMCKOI'O KOHCeHCcyca, Ha 2004
ron no nporpamme HC B EBpone exeromHo obcjienoBajiock 0OoJsiee 1,5 MMIIJIMOHOB
HOBOPOXIOEHHBIX, M BHABNAJIOCH Oojee 400 GomnpHEX nmerel. B 2008 1. xoImuecTBO
,J:Le'I‘e]\/JI, npomenqumx CKPMHMHIY, IIPEBBEICUIIO 3 MMJIIMOHAa B oo B CBA3M C BHEIIPEHNMEM
IpoTrpaMMeEl HEOHATAJIbHOTO CKPMHMHIAa Ha MB B BenukobpurauHum m Poccum. B 2009
Tonmy ObUT ONyONMKOBAH EBPONENMCKMIM KOHCEHCYC II0 HEeOHATAaJIbHOMY CKPMHUMHIY, B
CO3IOaHUM KOTOPOTI'O NIPMHMMAJIM YydacTMe MHOTME CIeUuMaJIMCTE B TOM UYMKCJle U U3
Poccurickoro ueHTpa MB [3].

B HacTodmee BpeMsa B EBpoIne HaCUuMTHBaeTCcsa OkoOJIO 30 BapMaHTOB NPOTPaMM
CKPMHMHTa Ha MB, BKJOYUalMMX OT 2 IO 4 MOCJeIOBAaTEJIBHEIX 3Talob OOCJenoBaHMA.
Hambosiee uyacTee u3 HuX: WPT/IOHK/IoToBemi TecT, WPT/UPT/IoToBeli TecT, WPT/
IOHK/VPT (rab. 1). UV ecau BOIpoC «HyXHO JIM NPOBOOMUTEL CKPMHMHIT Ha MB?» cpenu
CHeuMaJiMCTOB YyXe He CTOMT, TO Bomnpoc «Kak NpOBOOMTE CKPMHMHI?» HGBJISETCH,
NO-NpexXHeMy, aKTyaJlbHeIM. [IpM BCeM pa3HooOpasmy HOOXONOB K CKPMHMHIY HM OIHa
M3 CcTpaTeruM He MOXeT OBTh HaszBaHa MIeallIbHOM C SKOHOMMYUECKOM, KJIMHMUUECKOM
VI 3TUYECKOM TOUEeK 3PEeHUA.

Taoauna 1. CxeMbl HEOHATAJIBHOTO CKPUHUHTA.

I13TAN 11 3TAN III 3TAN IV 3TAN
NPT MoToBbIl TECT
NPT AHK/BAN [NoToBbIN TECT
NPT NPT 2 [MoToBbIV TECT
NPT AHK + NPT2 MoTtoBbIi TeCT
NPT NPT2 AHK + MoToBbIn Tect
NPT MoToBebIl TECT AHK
NPT AHK/BAT NPT2 MoToBbIN TECT

VizyyaeTcsa BO3BMOXHOCTBL MCIIOJIb30BaHMA B KadeCTBe OOINOJHUTEJILHOTO MapkKepa
CKpPMHMHTa Ha MB 0Oejika, acCOLUMMPOBAHHOTO C HmaHkpeaTtuTom (BAIl) (pancreatitis-
associated protein - PAP), B KauecTBe TeCTa BTOPOTO YypPOBHsA, JubO B
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koMOMHaUMM C onpegesieHrveM JVPT B pamMkax TecTa NDeEPBOTO ypoBHA. BAIl - 3TO
CEeKPEeTOPHEM OeJIOK, KOTOPHM B OOJIbBIMX KOHLUEHTpaluuax OOHapyXMBaeTCs B KPOBU
Yy JMl, C 3ab0JIeBaHUSAMM IIOIXEJIYIOOUHOM XeJie3bl [4] . MHOT'OUMCJIEHHEIE MCCJIeIOBaAHUS
BO Opanumm, Hummepsanmax, B I'epMaHmMM I[okasajy, UYTO ypoBeHb BAIl B KpPOBU
HOBOPOXOEHHBIX C MYKOBMCHMIO3OM 3HaAUYMTEJIBHO BHIIE, II0 CPaBHEHMIO C Ppynnoﬁ
3IO0POBEIX IOeTeM. B xome MCCJIeOOBaHMM MMM OBUIM ONPEeNeJIeHBl NIOPOT'OBBE BHAUEHUS
KOoHUeHTpauum BAIl (N £ 8Hr/Mi) B nepudeprueckolr KPOBU HOBOPOXIEHHBEIX IPYIIMH
pucka no MB m paspaboTaHbBl KOMOMHMPOBaHHBIE HAOOPH OJIA OLEHKM ypOobBHA BAIl mnm
BAIl + UPT.

[Io MHEHMIO pSa aBTOPOB, MCIOJIb30BaHMe BAIl B KaueCcTBe ODMOXMMUUECKOTO MapKepa
CKpMHMHTI'a Ha MB, gaBjideTcs albTepHaTuBOM INHK IMarHOCTUKM. ITOT METOH C OINHOM
CTOPOHE, fBJISETCS 3KOHOMMUECKM HamboJiee BBII'OOHBIM, IO CPaBHEHMIO C 3aTpaTaMu
Ha OpoBeleHMe aHanuza [JHK, c »OpyT'OM CTOPOHBl, [I03BOJIgeT mu30exaTb IpobJieM,
CBS3aHHBIX C HEOOXOIMMOCTBLIO MNOJIydeHMSI MHQOPMMPOBAHHOT'O COIJIaCcKAa OT ponouTesiel
pebeHKa Ha NpOBEeNEeHMEe MCCJIeIOBaHMda, dYTO uMeeT MecTOo npu JHK-mmarnHocTuke
B DOJNBIIMHCTBE €BPOIEMCKUX CTpaH. K ToMy Xe, MCHOJNIb30BaHME HOOMNOJIHUTEJILHOTO
Mapkepa, BO3MOXHO, IIpMBEIET K CHMWXEHMIO IOOJIM JIOXKHOOTPMIIATEJIbHEIX Pe3yJIbTaTOB
CKPMHMHTIA .

[lepBEIM DTAallOM BO BCeX IMPOTOKOJIaxX CKPMHMHIA ABJIAEeTCS OIlpelelJieHMe YPOBHSA
VIPT B BEHICYUEHHBEIX IISTHAX KPOBM HOBOPOXIEHHHX B II€PBbHE CYTKM XU3HM (Tad.l). VY
5-10 m3 1000 HOBOPOXIEHHEIX ONpelesideTCs HeOoHaTajlbHas I'MIEPTPUICHMHOT'€HEMMS .
Ho, =mapany ¢ MB, cymecTByeT elle LeJbM pan [DAaTOJOIMYECKMX COCTOSHUM,
IpM KOTOPBEIX IMUIEPTPUIICMHOTEHEMMS MOXeT MMeTb MeCTO, a MMEeHHO, IodeuHas
HeIOCTaTOUYHOCTL, BHYTPUYyTPOOHasa MHOEeKLMS, aTpe3usd KUIeUHMKa, HeCaxXapHBIN
IoyeuHelr nuabeT, TpucoMusa 13 m 18 mnap xpomocom. C omnpenejieHHOM YacCTOTOM
noselieHye JVPT oTMeuaeTcsa Yy HOBOPOXIEHHEIX CebepOo-adpuKaHCKOTO U adpo-
AMEPMKAHCKOI'O NPOMCXOXIEHMS, a TaKXe y HOocuTeJley MyTaumum B reHe MBTP [5]. B
obpaszuax kpoeu VPT He cTabuiieH, B CBA3U C UeM, He PEeKOMEHIOyeTCHd UX XPaHeHUe
Oojsiee 14 nHel.

PerectT Ha VPT moJrxkeH OBITH B3AT He NO3OHee 8 HeleJlb XU3HU pebeHka (ONTMMaJlbHO
Ha 21-28 meHb), Tak Kak B HajibHEMNIIEM MOXET IIPOUCXOIMUTL CHMXEHME €TI0 aKTUBHOCTH,
M TepAdeTCd OMarHocTrudueCKasd LEeHHOCTb HpO@H. ﬂOXHOOTpMHaTeﬂbHHe pe3sybTaTe
aHanmsza KpoBuM Ha VIPT B oTHOwWeHMMM MB BO3MOXHBE IIPM MEKOHMAJIBHOM MIleyCce
(mpoBemeHMe TIOTOBOM MHNPOOE 00A3aTeJIbHO BO BCeX CJlydasx), HEeIOHOWEeHHOCTH,
reMoTpaHchy3UaX ¥ BUPYCHOM MHOEKLUM.

C 2006 Toma B psame pPermMoHOB, a c neproro sHBapsa 2007 roma Bo Bcex cybbeKTax
PO MaCCOBBIM CKPMHMHI HOBOPOXIEHHBIX Ha MyKOBUCLMIO3 BKJIOUEH B IIepedeHb
HaCJIeOCTBEHHBX 3ab0oJIeBaHUM IIoIJiexalx 0093aTeJIbHOMY HeOHaTaJlbHOMY CKPUHUHIY
Hapany C QEeHMIIKETOHYypMElM, TajlakKToseMuey, IUIOTUPEO30M UM aOpeHOT'eHUTAaJIbHEM
CUHOPOMOM, B pPaMKax HALUMOHAJIbLHOT'O INIPUOPUTETHOT'O IPOoeKTa «3OopoBbe». [IpOTOKOJI
CKPMHMHTa BkJwouaeT 4 srana: MWPT, WPT2, noroBemw TecT ¥ JHK-IMarHoCcTuky,
IpUyeM TOJIbKO IIEPBEE TPU ABJATCH oO0sg3aTesibHEMM (puc. 1). Ha nepBoM sTamne
B KPOBM HOBOPOXIOEeHHHX (4-5 @HOeHb Yy IOHOUEHHBIX, /-8 IOeHb Yy HeIOHOIEHHEX)
onpeznenseTcs yposeHb UPT. Ilpmu UPT > 70 ur/my OepeTcs NOBTOPHEM aHalM3 Ha 21—
28 nmeHb XMU3HM. [IOPOTOBEIM YPOBHEM IJIS peTecTa gBjgeTcs nokasaress 40 HT /M.
[Ipy eT0 MNPEeBBIIEHMM HOBOPOXIEHHBIM HANpaBJISeTCsd IJiS [IPOBEHOeHMsS IOTOBOM MNPOOH,
KOTOpasa ABJIAETCHA KJIIUEBEIM HSTalloOM CKPMHMHIa Ha MB. I[lo npexHeMy, «30JIOTHIM
CTaHIOAPTOM» CUMTaeTCsda OoIpenesyieHMe XJIOPpMIOOB N0 ImbcoHy-Kyky. BO MHOTHUX
LIeHTpax B KauecTBe IIOTOBOTO TecCcTa MCIOJb3yeTCcsa OoNpenejieHyre IPOBOIOMMOCTU
IoTa C WMCIOJIb30BaHMEM CHUCTeMH IJjd cbopa ¥ aHammsa norta “Macroduct” B
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KOMIIJIEKCE C IIOTOBEIM aHam3aTopoM Sweat-Chek, a Taxxe cucrteMe «Nanoduct»
bupmMeL Vescor (CIHIA) , pazpaboTaHHOM CllellMaJibHO IJig OOCJIeNOBaHMA HOBOPOXIEHHEIX .
MHOTOUMCJIEHHEE  MCCJIeIOBaHMSA  IEeMOHCTPMPYIT  XOPOoWyl  KOppelduuy  Mexny
onpenejieHVMEM IPOBOOMMOCTM UM KOHLEeHTpauuem xJjopunor [6,7,8]. Tem He MeHee,
ONTMMAJILHEIM SBJISETCS COUEeTaHHOE IIPMMEeHEeHMe MeTOIMK. BO BCexX COMHUTEJIbHBIX
Cllydadx, IIpM IOJIYYEHMM IIOTPAaHMYHBEIX Pe3yJIbTaTOB IIPOBOOMMOCTNM IIOTa CJjlienoyeT
npoBecTu npody no I'mbcony-Kyky [9]. O6paszsen nora, CODOPaAHHBEM B KOJIJIEKTOP
“Macroduct” wMoxeT OHTbH NPOaHaJNM3MPOBAH M Ha COIepXaHue XJOopMUIoB. JlaHHasA
MeTOIoMKa WMPOKO IpMMeHdeTCsa B EBponerckux LeHTpax MB, B 4uacTHOCTU B ['epMaHUM.
BaxHO MNOMHUTBL, YTO IPOBOOMMOCTBL IIOTa OINpenesysgeTCcs COBOKYIHOCTBLI BCEX MOHOB,
OPUCYTCTBYKRUIMX B IIOTOBOM XMIKOCTM (KaJMM, HATPUM, XJIOp, OMKapOOHAT, aMMOHMUM
)z ,IE[p.), jZ8 HOJ'[yL_'[eHHblﬁ re3sysipTaT IPEeBBIAaceT MCTVMHHYK KOHLUESHTPALMIO XJIOPMIOB
npuMmepHo Ha 15-20 MMomb/JI.

B OTHOmMEHMM »eTer IepPBHX 6-TK MeCslleB XM3HM B KaueCTBEe HOPMAaJIbHBIX
nokasaTeJyle PEeKOMEHIOYeTCHa YYMTHBATE YPOBHM XJIOPMIOB (npoba 0o I'mMOCOHYy-
Kyky) He mnpeswmabmye 29 MMOJb/J (Oja meTei cTapme 6 MeC. M B3POCHEX — 39
MMOJIB/J1) (Tab. 2).

Tao6uauna 2. UHTEeprIipeTanus pe3yJabTaTOB MIOTOBOTO TECTA.

Pesynbrat (MMosib/n) Hopwma MorpaHuuHbIN MonoXxntenbHbiN
Knaccnuecknin metog, (no : > 60
MMbcoHny-Kyky) S E AUk Ho He Bbiwe 150 mmonb/n
Aetn po 6 mec. <29 30-59 > 60
OnpegeneHve >80
NPOBOAMMOCTU < 60 (< 50) 60-80 Ho He Bbiwe 170 mmonb/n
(MakpogakT, HaHoaakT)

[IpMy OTpMLATEJIbHOM pe3yJibTaTe INOTOBOM NPOOH pebeHOK HabjowIaeTcsa 10 MeCTy
KMUTEJbCTBA C IOMAaTHO3O0OM HeOHaTaJibHad TIMUIEPTPUICUHOTEHEMU, IIOBTOPHAaL
KOHCYJIbTalUMsa C IIpOBEeIeHMEM IIOBTOPHOM IOTOBOM NPOOE NPOBOIMTCH B BO3pacTe
1 roma wiaM paHblle OPU [NOABJIEHUM CHUMITOMOB 3abojieBaHMAg. [IpM NOJIOXUTEJIEHOM
pe3yJibTaTe NOTOBOM MNPOOB yCTaHaBJIMBAETCHA OMArHO3 MB. B cilyyae HOT'PAaHUUHOTIO
pe3yJibTaTa I[IOTOBOM IMNPODOBE €€ PEeKOMEeHIyeTCda IIOBTOPSAThb, a TakXe BKJIKYUTL B
njaH obcyemoBaHusa JIHK »OMAarHOCTMKY, KOIPOJIOTMYECKOEe MCCJemOoBaHMe, aHaJms
Kajla Ha o2JacTazy-1 (B peruoHax, TI'IIle 5TO MCCJeloBaHMe IOOCTYIIHO), aHajams3
MUKPOG®JIOPEL M3 3eBa, PEeHTIeHOT'padMio OpraHOB I'PYOHOM KJIETKMU.

[Ipr OoOHAPYXEeHUM OOHOTO MYyTaHTHOTO ajljiesid, MNOTPaHMUYHEIX pe3yJibTaTax IOTOBOM
OPOOE ¥ OTCYTCTBUM CUMMIITOMOB MB ONTMMAaJIBHEIM ABJISETCSH NPOBEOEHME PACIMPEHHOTO
IHK-aHanm3a (cexBeHupoBaHMe JHK) . B Hamel cTpaHe 3TO UCCJIeIOBaHMe B HACTOSMUN
MOMEHT IOOCTYIIHO B OTIEJIbHBEIX pPeIlMOHax, HO M3—3a BBICOKOM CTOMMOCTM He [OJIYydMJIO
pacnpoCcTpaHeHusa. B CBA3M C 3TMM IeTU C [NOBTOPHEIMM NOTPAHUUHEIMM PEe3yJibTaTaMu
IIOTOBEIX TeCTOB, IIPOBEOEHHBIX C MCIIOJIB3OBaAHMEM PaA3HBEIX METOINMK (onpeneneHr/Le
XJIOPUIOOB oOg3aTelsibHO!), He3aBUCUMMO OT pes3ynbTaToB IHOHK OMarHOCTUKM, IOJIKHE
HabnmomaTbCcsa B LeHTpe MB.

HeOGXO,JII/IMO IIOMHUMTbB O BO3SMOXHOCTM IIOJIYUYEHNMA OTPMLIATEJIBHOT'O pe3yJjibTaTa
IIOTOBOM MNPOOH y OONBHEIX MB, B WaCTHOCTM y I'OMO— MJIM T'€TEPO3UTOTHHX HOCUTEJIEMN
HEeKOTOPHIX MyTaluy MBTP, IOpM KOTOPEIX YAaCTUYHO COXpaHdeTcd OQYyHKUMS XJIOPHOTO
kaHaja [10-11].
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PucyHox 1. Aarecopumm HeOHaAMa1bH0o20 ckpuHurza Ha MB & Poccuu.

I[lo maHHeM M3 m CP PO c¢ 2007 mo 2010 rom B PO Ha MyKOBUCUMUIOS3 OBIJIO
obcyenmoeaHo 5 902 749 HOBOPOXIEHHEIX C YacCTOTOM BHABJeHUS OosibHEIX 1:10 000

HOBOPOXIEHHBEX (XomyHoBa A.A., 2011). OxBaT OpoIrpaMMO} CKPMHMHI'E COCTaBMII
95-96%.

B MocCkBe MACCOBHM CKPMHMHI' HOBOPOXIEHHHX cCcTapToBajli B uioHe 2006 rToma.
3a nepmon c¢ 2006 no 2010 ronm Orwio obcnenoBaHo 557 344 HOBOPOXIEHHBIX.
Cpenn ob6cienoBaHHEX MB ObJI IOMarHOCTMPOBAH B 65 ciydasax, OpM 3TOM B 5
cIIydyasx WMeJIM MEeCTO JIOXHOOTPMIIATEJIbLHEE pPel3yJibTaThH Ha BCexX Tpex »sTanax
CKPMHMHTA. IMarHos 2TUM IOeTAM OblJl yCTaHOBJIEH B BO3pacTe OT 6 MeCc. 1o 2
JIeT IO KJIMHMUECKOM KapTMHE, IOJIOXUTEJIbHOMY IIOTOBOMY TeCTy UM aHanmusy JHK.
YacToTa MB B MOCkBe IO HUTOI'aM oOOCJenmoBaHMS HOBOpOxIeHHBIXx ¢ 2006 mo 2010
ron cocTaBmyia nopubamsuresnbHo 1:8500 (or 1:6462 B 2007 romy mo 1:13863 B
2008 1.). HecmoTps Ha npaktmuecku 100% oxBaT HOpoTpaMMOM CKPMHMHTA, OoJiee
20% ceMe¥ C HOBOPOXIEHHBIMM M3 TPYIIH PMCKa 10 Pas3HBEM IPUUMHAM OTKAaBHBAKTCS
OT MNPOBEINEHMs IOTOBOTO TecTa. JVcxomda M3 STOTO, MOXHO MpennojaraTk 0Oojee
BEICOKYI uyacToTy MB B MOCKEBe.

OCHOBHBIM [IPeUMyUeCTBOM, KOTOPOe IaeT HEeOHATAJIbHEM CKPMHUHI, Oe3yCJIOBHO,
ABJIS€TCA PaHHAd »OMAaTHOCTMKa MB M BO3MOXHOCTBE KOHTPOJMPOBATH C IIEPBEIX
MecHdlleB XM3HM TedueHMe 3aboJieBaHMSA UM pPas3BUTHME eT0 OCJOXHeHuM. K TaxkuMm
INIOTEHUMAaJIbHO GaTaJIbHEIM COCTOSHMAM OTHOCUTCS cuHOpoMm [lcermo-Baprrepa (IIBC)
(conmprepawmmana popma MB) . 3TO TaxeJOe 3JIEKTPOJIMTHOE HapylleHue, pas3BMBawlleeCHd
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NOKJIAZbI

IpeMMylleCTBEHHO B MJIaIeHUeCKOM BO3pacTe y OOJbHEX MB, MOXeT B pale CcJydaesn
ABJIATHLCH MaHubecTaumey 3abojieBaHMda. B  oTauuMe OT CHHIpPOMa bapTTepa,
IpM KOTOPOM IOTEepM COJIeM C IIOTOM HOPMaJllbHEIE, HO HapylleH CcoJiIeBOM OOMeH
B IIOYEUHEIX KaHaJlblax, Ipu cuHIpoMme Ilcepmo-BapTTepa, ONMCAHHOM y OOJIBbHEBIX
MB, XpOHMYUECKMEe IIOTepM C IIOTOM HaTpMA, KaJludad M xXJopa MMeT NIPUHLUUIMAJIbBHOE
3HaUYeHMe. OTU NOTEPM MOT'YT BO3PACTAThb [IPM I[IOBHIIEHHOM MNOTOOTIEJIEHUM B XapkKoe
BpeMsa ToHa, IIpUM JUXOPaIOOUHHBIX COCTOSHMAX, I[IPM HEeOOCTATOUWHOM I[IOCTYIIJIEHUM
cojie cC nume¥ (ocoBeHHO Yy HeTe¥ Ha TI'PYOHOM BCKapMIMBaHUM), YCYyI'yOJISaTbCH
IpM pPBOTEe, IOMapee, BO3HUKALIMX IIPM MHTEPKYPPEHTHHX 3abojieBaHMAX. B oTBeT
Ha BO3pacTanlyld IMUIOHATPMEMMIO I[IOBHUEHME YPOBHS aJIbOOCTEPOHA MIPMBOOUT K
YyBEeJIMYEeHMI0 €TI0 peabcopbumy B IOUCTAJIBHEIX I[IOYEUHBIX KaHajibllax B OOMEeH Ha
IIOBBIIEHHYIO CeKpelMiO MOHOB BOIOPOIa M KajMsa, YTO B CBOK Oouepelb IIPUBOIUT K
MeTaboJIMUeCcKOMY aJikaJiIo’y UM yCcyTyOJssgeT TUIIOoKaJIMEMM.

Knnumnuecku IIBC nOposaBigeTcsa HapacCTapllel TUIOTOHMEM, BaOepXKoy NpubaBKU
WY IIOTepey Beca I[IPM aXekKBAaTHO INONOOpaHHOM no3e (QepMeHTOB, I10BTOPHBEIMU
CPEITMBAHMAMM MJIM PBOTOM, IOMapeel MM 3adepXKOoM CTyJla, CBA3aHHOM C IIape30M
KMIIEYHMKE Ha QOHE BJIEKTPOJIMTHEX HapylleHMM. IMarHOCTMKa COCTOSAHMA HOCTATOUHO
npocra. JlabopaTopHO omnpeneiysdeTcsa Juodoe codueTaHMe 3JIeKTPOJIMTHHX HapyleHUM
(rMnoHaTpueMms, THUIOKaIMeMusa, TUIOXJIOpeMMsa) U MeTaboJMueckMuy ajJikaJlos.
Jleuenme IIBC 3akJjmouUaeTCHa BO BBEINEHMM COJIEBEIX PACTBOPOB. B clilyuae TAXeJIOIO
meduuMTa NpenapaTsl BBOOATCS BHYTPMBEHHO C II€PEXONOM Ha [IepOpaJibHEI NpMeM,
C TIocJenyllley IOCTENEeHHOM OTMEeHOV IOI CTPOI'MM KOHTPOJIEM KOHLEHTPalun
B3JIEKTPOJIMTOB B KPOBM. I[IPOJOJIXMTEJIBHOCTE JIeUeHMSs OYEHb MHIMBMIYAaJIbHa, MOXeT
COCTaBJIATE OT 1 Mec. 1o roma M OoJjiee. KpuTepueM OTMEHEH SBJISETCH CIOCOOHOCTH
yIOepXMBaTh HOPMaJlbHYIO KOHILIEHTPAaLMIO 2JIEKTPOJIMTOB B IJla3Me 0e3 IONOJIHUTEJIEHOTO
X BBEIOEHMA, a TaKXe HOPpMaJibHad BeCOBad KpMbBad. HpM CBoeBpeMeHHOT\/JI u a,JIeKBaTHOIZ
TepanrMy He OoTMedYaeTCHd HUKAKUX OCJIOXHEHUIM DTOTO COCTOSHUA. HpT/I IIOOTBEPXOEHUN
IorarHos3a MB y HOBOPOXIEHHEIX HEOOXOIMMO MHPOPMMPOBATE POIUTEJIEM O BO3MOXHOCTU
pazeuTua [IBC, ero cuMNTOMax M ajilOpMTMe IIOBEeHAeHMS NPM MX [NOSABJIEHUN.

Hapany ¢ OeCCHOPHBIMM ILIJIOCAMM MaCCOBOTO CKPMHMHIE HOBOPOXIEHHEIX HEJIb39 He
OTMETUTb HEKOTOPEIE NPOOJIEMEl, BO3HMKAKUME IIPM €I'0 NPOBEeOeHMM. BO-IEpPBHEX, 3TO
[ICUXOJIOTMUYEeCKasad Harpys3Ka Ha CeMbM M3 IPYINb PUCKa B OXMIOAHMM pPe3yJIbTAaTOB
obclylenoBaHMA. 3adacTyrn C MOMEHTa OIOBEleHMA poIuTeJyiel O HeOOXOAMMOCTU
obcllenoOBaHMA OO NPOBENeHMA IOTOBOM NPOOE NPOXOOAT Helenn. JpyToly HEMaJIOBaXHOM
NpoBJIeMOV fABJISETCS PUCK NEPEKPEeCTHOTO MHOMUIMPOBAHMUA, KOTOPOMY MNOOBEPTaKnTCH
HOBOPOXIEHHEIE C MB NpM MNOCEUEeHUMM CHeLMalIM3VMPOBaHHEIX LEHTPOB. [IO0 mDaHHBM 3.A.
Kycosom, B rpynne OOJBbHBIX, BBISBJIEHHHX 10 IpoI'paMMe MacCOBOTO CKPMHMHIA B
T. MockBe, IMEpPBBIM BHECEB CHMHET'HOMHOM [aJIOUKM [IPUXOIMIICA Ha ©0oJiee paHHUU
BO3pacT, uYeM B TIpylle, IMAalHOCTUMPOBAHHOM [0 KJIMHMUECKOM KkapTuHe [12].
HoBOpOXOeHHEIE M3 TIPYyNNE PUCKa M »OaxXe C yXe YyCTaHOBJIEHHBIM OMATHO3OM IIPU
BO3MOXHOCTM aMOyJIATOPHOTO OOCJIemOoBaHMsa M JIedeHMd, HOOJDKHBEI HalpaBJIATHCHA B
CcTaluMoHap TOJBKO B KpaMHMX CcJydadax. AMOYJIATOPHBM IIpMEM DBTUX IHalLMEeHTOB
KeJIaTeJIbHO [NPOBOIUTE B OTIAEJIBHOM I[IOMEUEHMM, OTPaHMUMB KOHTAKT C IIalMeHTaMu
cTapmero Bo3pacTa.

AHaJIM3 TPYOHOCTEM, BOB3HMKAIMX Ha BCexX D32Tallax I[IPOBeIeHMSa MaCCOBOIO
CKPMHMHI'@a HOBOPOXIEHHHX, Yy4YeT IPpeuMylleCTB, KOTOpHE HaeT CKPUHUHT »OJI4
KaxIoIr'o IMalMeHTa B OTIeJIbBHOCTM U IJig ofmecTBa B LEJOM, CIIOCOOHH IOOBECTU
NporpaMMy CKPMHMHI'A IO COBeplleHCTBa. OODHAKO, MaKCHMAJIbHEM 30OeKT OT paHHEU
OVaTHOCTUKM MB BOBMOXEH TOJIBKO IIpM JajibHeyueM oDOecCledeHMM I'OCYHapCTBOM B
IIOJIHOM OOBeMe COLMAJIbHOM U MeIMLMHCKOM IIOMOIM TaKMM IIalMeHTaM.
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NOKAABI

OUEHKA 3PPEKTVIBHOCTWN NMPOTPAMMbI HEOHATAJZIBHOTO CKPUHNHTA

HOBOPOXAEHHbLIX HA MYKOBCLUWAO3 B TOPOAE MOCKBE

Kycosa 3.A, Kammupckasa H.IO., ITlerposa H.B., Kannpanos H.I.

Yupexaenue Poccuiickoil akaieMuu MEAUIIUHCKUX HAYK
Meauko-reHeTUUeCKuii HayuHbIi ieHTp PAMH
115478, MockBa, yj1. MockBopeube, 1.1.

MyxoBucumnos (MB, CF; OMIM:219700) - uyacTas HacCJleOCTBEHHAas [OJIMOpPTaHHAas
IaToJiorusa, OOyCJIOBJIEHHAs MyTaluuelr B I'eHe TPaHCMeMOPaHHOT'O peryJdaropa
nposonumocTu CFTR, MaHMbecTupyKlas, Kak [IPpaBMJIO, B PaHHEM IOeTCKOM BO3pacrTe.
B Mupe, HeOHATaJIbHBIM CKPMHMHI Ha MB ycChnemHo NpoBOOAMTCA OoJiee TpuauaTu jeT. Kak
IoKasajl MHOTOJIETHMM OIBT 3apyOeXHEIX MCCJiefoBaTesiely, aKTMBHOe IMCIaHCepHOoe
HaOJOOeHe M CBOEBPEMEHHOEe KOMIIJIEKCHOE JIeUeHMEe BHOBB BBISABJIEHHBIX OOJIBHEX,
IO3BOJIAKT NIPEeNOTBPaTUTh WIIM, IO KpalHe) Mepe, 3aMeIJIMThb Pa3BUTHE OCJIOXHEHUN,
BeIyllMX K PaHHEeM MHBaIuIM3aluuu. [JoOTBepXIeHMEM 3TOMY SABJSETCH POCT dYMcia
OOJIbHEIX B3POCJIOTO BO3pacTa, IPpOM3oUWeNuMM B MUPEe 3a [OCJelHMEe IOeCATUIIeTUS
(Donna L., et al.1999; Brice P., et al.2007; Erika J., et al.2007; Southern
K., et al.2007; Castellani C., et al.2009).

B Poccum o6OcienoBaHMe HOBOPOXIEHHEIX Ha MB npoBoouTCcAa HEe Tak »OaBHO-C
mioHss 2006 Toma B paMKax IMNIPUMOPUTETHOTO IIpoeKTa “3mopoBbe”. B Hamey CcTpaHe
CKPUMHMHT Ha MB mnpoBomuTca no cxeme VPT/UMPT, MNOTOBHIM TECT, C UCIOJIb30BaHMEM
B KadyeCcTBe OMOXMMMYUECKOT'O MapKepa MMMYHOPEaKTMBHOI'O TPUIICMHOTeHa. [0 IaHHBM
€BPOIEMCKOTO KOHCEHCyCa HeOHaTaJlbHasd TIUIEPTPUICUMHOTEHEMMA B INONYJIALNN
obHapyxmuBaeTcsa c uactoror 1 Ha 100-200 3mOPOBEIX HOBOPOXIOEHHEIX. Kpome ToOTO,
NPUYMHOM IOBHUEHMS ypoBHA JVPT B KPOBM HOBOPOXIEHHEIX, HNOMMMO MB, MOXeT
OBITH PSSO BPOXIESHHBIX M HACJENCTBEHHBIX [IATOJOTMM, TaKMX Kak: BHYyTpUyTpoOHas
TUIIOKCHUSA IJIOZa, BHYTPUYTPOOHEE MHOEeKLUMUM, IepMHaTAaJIbHEIM CTPEeCcC, HEe3pPeJoCTh
mjona, KOHBbOTALMOHHAS XeJITyxa HOBOPOXIEHHEIX, XPOMOCOMHBIE I[I€PeCTPOVKU U
IOp., & TakXe I'eTepO3UMI'OTHOE HOCUTEeJIbCTBO MyTaumh B reHe CFTR, KakK CJIeOCTBUE
OYHKLUMOHAJIBHOM HEOOCTATOYHOCTM IIOIXKEeJIyIOUHOM XxeJjel3wsl (Scotet V., et al.
2001; Gomez Lira M., et al. 2001). Joisa JIOXHOOTPMIIATEJILHEX PE3YJILTATOB
CKPMHMHI'A@ C MCIIOJIb30BAaHMEM PAas3JIMUHBIX [NPOTOKOJIOB OOCJIeONOBAaHMS, HE IIpPEeBHIIaeT
3% (maHHBIE IO €BPOIEMCKMM CTpaHaM) .

HecMoTpsa Ha HeOOJIBIIONM CPOK CYWECTBOBAHMA NPOTPaMMEl HEOHATAJIBHOT'O CKPMHMHIA
Ha MB B PO (okoJjio 4,5 j1eT), B MOCKOBCKOM PETMOHE 3a DTOT NEPUOL OIMATHOCTUPOBAHO
foJiee mecTUOecAaTH neTer. JJo HAaCTOAWEI'O BPeMeHM OlLeHKY 30OeKTMBHOCTM PaHHET O
BEIABJIEHMS U I[OCJIeOylUeIro IPeCcUMITOMaTHMUeCKOIT'O JledeHMs neter ¢ MB B Poccuwm
He nposomuiM. C ydeToM B2TOTO ObUiM COOPMYyJMPOBAHEL LeJM M 3aladM HaCTOAWLEeIO
MCCJIeNOBaHUA .

[enplo OaHHOT'O MCCJIeHOBAHMA HABJIAEeTCHA OlLeHKa 30PeKTMBHOCTM MNPOI'PaMMEL
MaCCOBOT'O ODCJIeIOBaHMA HOBOPOXIEHHHX Ha MB B Poccum, Ha npmMmepe I'. MOCKBEH.
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Bamaum mccnepmoBaHUS :

1. OueHUTb IOOCTOBEPHOCTL METOIa IBYKPAaTHOI'O OlIpenesleHMs KOHLEeHTPpaLuM WM-—
MYyHOPEaKTUBHOT'O TPUICMHOTEHA B I[JIa3Me KPOBM HOBOPOXIeHHHX (MPT/UPT),
BEHIOPAHHOT'O B KadecTbBe NOMATIHOCTUUYECKOI'O TeCTa HEOHATAaJIbHOT'O CKPMHMHIA
Ha MB B PO.

2. CpaBHMTL [OPOTOKOJ CkpuumHTa WPT/VPT co cxemoint WPT/INHK, MCIOJNL3yeMOM
npu oOOCJIeNOBaHUM HOBOPOXIOEHHHIX Ha MB B OOJIBIIMHCTBE 3apyOeXHEIX CTPaH.

3. OueHuUTH KIIMHNYECKYIO SQQGKTMBHOCTB HeOHaTaJIbHOT'O CKPMHMHI'd Ha IIpruMe-—
e CpaBHEHMA TAXEeCTV TedeHUA MB vy GOJ'H::HI:IX, BBEIABJIEHHEBIX I1O0 CKPMHMHIY, U
OMATHOCTMPOBAHHBIX 10 CHMMIITOMAaM 3a00JIeBaHUA.

MaTepuans M MEeTOXLE MCCJIeNOBAHMUS

OLeHKa IOOCTOBEPHOCTM MNPOTOKOJIOB CKpMHMHTa VPT/UPT, UPT/IHK, mnpoBemeHa Ha
OCHOBaHUM PACUETOB KAUYECTBEHHHX MPU3HAKOB: YyBCTBUTEJIBLHOCTM, CIeUMdMUHOCTH,
NpeinCcKa3aTesIbHOM LEHHOCTHM I[IOJIOKMTEJILHOTO M OTPMLATEJBEHOTO pes3yJbTaToB,
OTHOIEHUA [IPaBIONOmOOMI, a TaKke, OOJU BO3MOXHEIX JIOKHOMIOJOXUTEJIbHEX U
JIOXHOOTPMLATEJIbHBEIX pPe3yJjibTaToOB, IIPOBEOEHHBIX II0 O6LLLerMHFITOﬁ MeTOIOMKeE .

[lpoaHamm3upoBaHa 0Oasa »OaHHBIX I[IallMeHTOR, HabjaoiaomMxcsa B oTHnejieHun MB
nonukIMuuky ATKBN13 mm. H.O.dujnaToBa (3aB. oTmejieHueMm k.M.H. llepman B.I.).
CohopMUPOBAHE IBE TPYIINH UCCJIeNOBaHUA . [[epBYyl I'pyHIny cocTarmiu 19 nerert 6OJIbHEX
MB (cp. BO3pactT 3,8%0,08 mseT), BHIABJIEHHHX IO HEeOHATAJIbLHOMY CKPMHUMHTY B 2006
- 2007 romax. Bropywn rpynmny coctaBunu 20 naumeHTOB (Cp. BO3pact 8,24%0,74
JIeT), Yy KOTOPHX OMarHO3 Obl 3aloHdo3pPeH I10 KIMHMYUECKMM M[IPOABJIEHMAM. s
IOOCTOBEPHOCTM CPaBHEHMA OLIEHUBAJIM TedeHMe 3a00JieBaHUA B [I€PBEE TPU I'OHa XU3HU
merey B obeux rpynnax. OCHOBHEE KpUTepUM OTOOpPa, KOTOPHIX IPUIOEPXUBAJIUCH IIPU
COCTAaBJIEHUN BbI@OpKI/I, BKJIOUAJIM CJlenyriye IIYHKTBE: BO3PACT IIalMEHTOB Ha MOMEHT
VICCJIEOOBAHMA HEe MEeHee TpeX JIeT; HaJlrndMe MEeIOMIMHCKUX CBe,JIeHT/HZ O IalurveHTe 100
MOMEHTa IIOCTaHOBKM IOMarHo3a MB. OlLeHMBaAJM IIoKaszaTelsM (Qu3MUecKOoT'o cTaTyca
B BO3pacTe OINHOI'O, IBYX M Tpex JeT XMU3HM BKJIOUMTEJIBHO; BpeMs I[IOSBJIEHUA
IIEPBHIX CMMIITOMOB 3aboJjieBaHMA; BO3pPACT YCTAHOBJIEHMSA IOMarHO3a M Hadaja
0as3MCHOM Tepaluy; YacTOTy OeKOMIeHCAalMM KUIEeUYHOI'O CHMHIPpOMa, XapaKTep u
YacToOTy OOOCTPEHUM PEeCHMPaTOPHOI'O CHMHIOPOMA; Pe3yJbTaTH MUKPOOMOJIOTMUECKOIO
MCCJlenoBaHMa OPOHXMAJIBHOTO CEeKpeTa, IaHHBE PeHTIEHOJIOTMUeCKOT O MHIekca (PU)
¥ BaJIJIbHOM OLIEHKM TAXEeCTM TeueHMa 3abojieBaHmMA M0 mkaje llpaxmaHa-Bpacdunbna,
B Momubukaumum C.B. PaumHckoro m H.M. KanpaHoBa.

I MCKJIUEHMS BOSBMOXHOTO CHEeUMOUUECKOTO BJIMSHMSA Ha KIMHMUECKMUEe QEeHOTMIIBE
OOJIbHEIX MyTalMM pa3JIMUHEIX KJIACCOB, IIPOBEIEH aHajiM3 I'eHOTUIIOB [0 TeHy CFTR.
B obeux rpynnax nebexTel reHa CFTR ONpencTaBJIEHH T.H. «TSXEJBIMM» MyTaumamMu 1
n IT xJjaccos.

PesynbTaTH M OBCyXOeHME

OleHKa KpUTEPMEB JAOCTOBEPHOCTHM IIPOTOKOJIOB HEOHAaTaJIbHOI'O CKPMHMHI'A Ha MB.

IOna oueHKM 30QeKTMBHOCTM NIPOI'PaMMbl MacCCOBOI'O OOCJIEeIOBAHMS HOBOPOXIEHHEIX
Ha MB B r1©. MOCKBE, IMNPOAHAJIM3MPOBAHH PpPEe3yJILTAaTH CKPMHMHIAa 3a UYeTHpe C
nojioBmuHOM rozma (2006-2010rr.), paccumMTaHB [IOKAasaTeJ M IOCTOBEPHOCTM MeToIa
VNPT/NPT. B 1. MockBe 3a 3TOoT mnepuon obciemoBaHo 557344 pebenka (Tabm. 1).
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Ta6aunmal. IToru HEOHATAIHBHOTO CKPUHHUHTA HA MyKOBUCIU/I03 B T. MOCKBe.

2006r.

2007 r.

2008 r.

2009 r.

2010 r.

Yncno obcnesoBaHHbIX, abc. 60372 | 109860 | 124772 125772 136568 557344

MonoxuntenbHbih IPTI, abc. 563 729 1254 1374 1851 5771

MonoxutenbHbinn VIPTII, abc. 52 100 179 259 467 1057

[MoToBbIN TecT, abc. 36 71 133 193 333 766

JAvardoctrpoBaHHble cnyyan MB, abc 7 15+1* 7+2* 17+1* 14 64

YacToTa 1:8624 | 1:6866 | 1:13863 1:6987 1:9754 1:8708
[IpuMeuaHmue: * - JIOKHOOTPMLIATEJIbHEM CKPUHMHT

[loBrmieHue ypoBHA UMPT > 70 HT/MJI Ha [HepBOM 3Tale CKPMHMHTA OTMeueHO y 5771
pebeHka, IpU I[IOBTOPHOM obOcJenoBaHMM Ha 23-27 CYyTKM, TUIEPTPUICHUHOTEHEMUI
(MPT II>40ur/Mi1) coxpaHanace y 1057 merelt, OIHAKO IIOTOBBIM TECT MPOBEIEH
766 (72,37%) HOBOPOXIEHHEIM, B 27,63% criiydaeB POOUTENM 110 TEM MJIM MVHBEIM
NpMYMHaM OTKaz3ajiMChb OT HajibHeMmero oOCJIeHOBaHMS. B UeTHpex Ciydasax OOHapyXeH
JIOXHOOTPULIATEJIbHEY Pel3yJibTaT. [IBoe IeTel BHABJIEHH [IPM aHaJIM3€ YaCTHEIX MyTalui
B TreHe CFTR B of6pasuax JHK 1254 HOBOPOXIEHHHX C I'MIEPTPUINCHMHOTEHEMUEN,
obcyienoraHHEX B 2008 rTomy. I'eHOTMIE IeTey NpencTaBJIeHH MmyTaluusammu I, II m V
kjlaccos: CFTRdele2, 3 (21kb) /CFTRdele2,3(21kb), F508del/L138ins.

T.K.

Fule nBouMM IeTsaM C OTPMLATEJILHEMU pe3ylibTaTaMM CKpuHMHTa (1-11 pebenox 2007
T.p.: VMPT I = 38,32ur/mi, L138 ins/?; 2-1 pebenok 2009 r.p.: UPTI = 32H1T/MII,
F508del/?), OuMarHO3 YyCTAHOBJIEH B MOCKOBCKOM LieHTpe MB B BO3pacTe 6 MeCsleB
n 1 1Toma 5 wMecHdleBR IO KJIMHMYUECKOM KapTHHe 3ab0JieBaHMsda, IIOJIOXUTEJIbBHOMY
MIOTOBOMY TecCcTy U aHaluzy JHK.

TakuMm oBpasoM, uyacTora MB mo . MockBe, paccumTanHas 3a 4,5 roma, cocTaBwuia

1:8708. OpmHaAKO YUMTHBAS KOJMUECTBO CeMeM, OTKasaBIMXCa OT ob6cieloBaHus
(27,063%), a Takxe IOJIIO OXMIOaeMbBIX JIOXXKHOOTPMIIA TEJIb HEIX Pe3yJbTaToR,
npennojiaraeM, UTO MCTMHHAS yacToTa 3abojieBaHMsa IO T'. MOCKBE MOXET OBITH BHIIE
npencraBjeHHOM (okxojio 1:6400).

[lpy pacueTe KPUTEPMUEB INOCTOBEPHOCTM MeToma MWPT/UMPT mocje nepBOTO 3Talra
obcJenoBaHusa, YYBCTBUTEJIBHOCTE METOIa OkKaz3ajlack paBHOM 96, 87%. 3To o03HauaeT,
UTO IIpaKTUUeCKM BCe HOeTu C TUIEePTPUIICHMHOTeHeMuel OynyT OOHapyXeHH IIpK
IPpOBEINEeHUNM CKPMHUHTIA. CHenmMpuMuHOCTE MeToma cocTaBmia 98,97%, T.e. nouru BcCe
OeTy C OTpHUILATEeJIbHEIM PEe3yJIbTaTOM CKPMHMHTA OyIyT 3IO0POBH.

Taoauna 2. OneHka gocroBepHocTa nporokosia UPT/UPT mocjie mepBoro stana CKpUHUHTA.

Hanuuve npushaka OtcytcTBMe npusHaka (MB)

(MB)
~ _ a+b= +PV=a/(a+b)=
WPTI > 70 Hr/mn a=62 b = 5709 5771 0,0107
=2 d = 557344-5771- c+d= -PV=c/(c+d)=
B 2=551571 551573 0,0000036
Se=a/(a+c)=62/64= Sp= d/(b+d)=

0,9687 551571/557280= 0,9897

a+b+c+d=557344

WNPTI < 70 Hr/Mn N0=¢/

(a+c)=2/64=0,03125

NM=b/(b+d)=
5709/557280= 0,01035

+LR= Se/(1-Sp)
0,9687/0,0103= 94,04

-LR=(1-Se)/Sp
=0,016/0,9897= 0,0316

P = (a+c)/(a+b+c+d) =
0,00011483

[IpuMeuanme: JIII'— JIOXKHOIOJOXUTEJNbHEN, JIO?— JIOXHOOTPMLATEJbHEM
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[locyle [NepBOTO BTala CKPMHMHIA JIOKHOOTPMIIATEJIbHOE  CHMXEHME  YPOBHA
VPT BHAEBJIEHO Yy HOBOMX IeTeV, OUATHOCTUPOBAHHBIX II03Xe [0 KJIMHUUECKOMU
KapTuHe 3aboJjieBaHMs, IIOJIOKUTEJIBHOMY IIOTOBOMY TecTy WM aHanmszy JHK. Honsa
JIOXHOIIOJIOXUTEJIbHEIX pes3ysbTaTos cocTaBmia 0,01035 (1:97) (rabn.2).Taxk Kak
MOBHIIEHME KOHIeHTpaluuu VPT (>70 HD/Mi) MoOXeT ObBTb BHABJIEHO Yy IHeTel C
(DYHKLU/IOHaJ'[bHOIZ HeIOCTaTOUHOCTLBIO HO,H)KeJ'[y;E[O‘{HOﬁ XeJie3bl, IOJId YMEeHBUIEeHWMSA IOJIN
JIOXHOIIOJIOXKUTEJILHEIX Pes3yJIbTaTOoB, PeKOMEHIOBAaHO MCIIOJIb30BaAThL OTCeKakllue
3HAUEHMs, KOTOpHE IJid NOBTOPHOTO MPT - Tecra cocraBiagoT 40 Hr/mi. Tak, mojsd
JIOXKHOIIOJIOXMTEJIbHEIX pPesyJIbTaTOB Ha peTecTe CcHu3mIacb, U coctaBuia 0,00178
(1:558) (Tabimn.3).

Ha BTOpoOM 3Tane CKPMHMHITA JIOKHOOTPMULATEJIbHOE CHUMXeHMe ypoBHA VIPT Takxe
BHIABJIEHO Yy IBOUX JEeTel.

TakyM 00pasoM, »OOJIS JIOXHOOTPUILATEJBHEX PEe3yJIbTaTOB IIOCJe Kaxmoro M3
IOCJIeIOBAaTEJILHO IMPOBEIESHHEIX 5TaloB He IpeBpmaeT 3%, YTO COMNOCTAaBUMO C
3apyOEeXHBIMM NAaHHBIMU .

UyBCTBUTEJIEHOCTE METOIA Ha pPeTecTe NpaKTMUYeCcKu He wuaMmeHusace (96,77%),
cnenm@muuHOCTE  npudbnmsmiaack k  100%. Kak wm3BecTHO, yeM crneumpmuuHee
OVaTHOCTUUYECKUM METOI, TEM BHIIEe NpejcKazaTesIbHas [[EHHOCTE €T'0 MOJIOXUTEJILHOTO
pesyibTaTa, 4TO U nojiydeHo (Tabisn.3) . OTHomeHme HNpaBOOnonobMs MOJIOXUTEJILHOTO
pesysibTaTa [IOCJIe INOBTOPHOI'O MCCIIeHOoBaHmMa KOHUeHTpaummn VNPT Takxe yBEJIMUMIIOCH
BoJjiee ueM B 5 pas.

Taoauna 3. OueHka gocroBepHocT nporokosia UPT/UPT mocjie BTOPOro sTana CKpUHUHTA.

Hannuwue npusHaka (MB) OtcytcTBMe npusHaka (MB)

MonoxunTenbHbIM a+b= +PV=
Tect: IPTI>70HT/MA a=60 b = 1057-60= 997 105; a/(a+b)=
WPTII>40Hr/MA 0,0567
d =557344-1057-1-3 c+d= PV=
c=4-2t=2 556283 556285 | | C/(Crd)=
OTpuuaTtenbHbIi 0,0000035
Tect: IPTI>70Hr/mn Se=a/(a+c)= 0,9677 Sp=d/(b+d)=0,9982
WNPTII<40HT/Mn P =
C/(a +C) =2/62:0,03 b/(b+d)= 0,00178 00001112
+LR=Se/(1-Sp)=537 -LR=(1-Se)/Sp= 0,0323

[IpyUMeUyaHme: *— JIOKHOOTPULIATEJbHEN CKPUMHUHT ¢ VPTI<70HT/MII.

TpeTbMM DSTaloM BCeX IMNIPOTOKOJIOB HEOHATAaJIbHOT'O CKPMHMHIa Ha MB aejigeTcs
noroBada npoba. UyBCTBHUTEJIBEHOCTE U CHELNMPUMUHOCTE METOIa COCTAaBJIAIT He MeHee
95,31% m 100% COOTBETCTBEHHO, BEPOSTHOCTHL JIOXHOIIOJIOXKMTEJILHEX Pe3yJIbTaTOB
paBHa HyJo. OOHAKO HE MCKJIIUEHA BEPOSATHOCTL JIOXHOOTPMIIATEJILHEIX 3HaueHuM. Ha
OaHHOM 3BTalle o0CJienoBaHMA BHIABJIEHH Tpoe neTer OOoJIbHEX MB, C oTpuLlaTeJIbHOM
IOoTOBOM HNpoboum (Tabs.4) .




NOKAABI

Ta6auia 4. Kpurepun gocrosepaocru nmporokosia UPT/UPT, HOTOBBIHA TECT
ocJjie KaskJA0ro U3 Tpex 3TaloB 00cjIe0BaHuA.

Mokasatenun NPT I NPT I MotoBbIN Tect
Jlo>xHOOTpULaTe/IbHbIE 3HaYeHNA 0,03 (1:31) 0,03 (1:31) 0,04 (1:21)
JIO>)KHOMOIOXUTEIbHbIE 3HAaUEHUS 0,01035 (1:97) 0,00178 (1:558) 0

YyBcTBUTENBHOCTH (S€) 0,9687 0,9677 0,9531
CneundunuHocTb (Sp) 0,9897 0,9982 1,0
MNpeackasatenbHasa LLlEHHOCTb 0,0107 0,0567 10
noaoxurenbHas (+PV)
7 kelinoodrat, LRy 941 5371 :

OIHAKO MOXHO IMPEnnoJjioXUTL, UYTO IMIPUMUMHOM JIOXHOOTPMIIATEJILHOTO TecTa, B
IOaHHOM CJlyyae, dABJigeTcsd, OOHapyXeHHad Yy IOBOMX M3 DTUX »OeTel, MyTalumus
3849+10kbC>T, xoToOpas COIVIACHO JIMTEPATYPHBIM INAaHHEM, BadYacTyil aCCOoOUMMPYeTCS
C OCTaTOUHOM OyHKLMEN XJIOPHOT'O KaHajla, M KakK CJeICTBMEe, HOPMAaJIbHEM YPOBHEM
XJIOPUIOOB IIOTa.

[lpy cpaBHeHuuu MeTtona VUPT/VPT c npoTokosioMm VIPT/IHK yCcTaHOBJIIEHO, YUTO IPOTOKOJ
VPT/OHK of6jiamaeT BHCOKOM UYyBCTBUTEJILHOCTEI, He MeHee 100% u cHeumM@puuHOCTEBI
nopsnoka 99,96%. BepoaTHOCTH Hamumusa 3abojeBaHus (+PV) NOpM HOJIOXUTEJHHOM
pesynbTare MWPT/IHK TecrTa, oKasajach BhHIle, [10 CPaABHEHMIO C IBYKPAaTHHM
onpeznejieHreM KoOHUeHTpauuu VPT B njasMe KPOBUM HOBOPOXIEHHEIX (Tabjs.5). OmHaxko,
BEPOSATHOCTDb I[OJIyU4EHMA IIOJIOXKMUTEJIbLHOI'O pe3yJibTaTa CKPMHMHITAa Opu Haauuum MB y
HOBOPOXIOEeHHOTO (+LR), BHUIe IpM OOCJIEeOOBaHMUM IIO CXeMe VPT/VPT, mo CPaBHEHUIO
c UPT/IOHK Gosiee ueM B naTb pas (555:1 mporms 100:1). T.e. oBOHapyXeHME Iaxe
ONHOY MyTaluuM B TeHOTMIIE He IMOANTBepXIaeT IMarHo3a U TpebyeT NpOoBeIeHUS
OaJIbHENMIIMX IOMATHOCTUYUECKUX MEPOIPUITUN.

He BHIEBJIEHO S2HAUMMBIX OTJMUMNM II0 UYaCTOTE JIOXKHOOTPMIATEJIBHBEIX PEe3yJIbTAaTOB.
Ho 1[oJsig JIOKHOIIOJIOKMTEJIbHEIX PEe3yJIbTaTOB II0CJe OBYX3TAMHOTO O6CIemoBaHus
IOCTOBEPHO BHIIE MpPM OpoBemeHuu WPT/UPT - TecTa, OO cpaBHeHuwo c UWPT/IOHK
(1:725 nmpormur 1:2901, p<0,05) (Tabiu.b).

Tab6suna 5. CpaBHUTE AbHaA OleHKA NPOoTOoKoI0B UPT/VIPT u VIPT//THK mo nanHbIM
HeOHaTaJIbHOI0O CKpUHUHTAa Ha MB, npoBoguMmoro B Mockse B 2008 roay.

NPT/UPT NPT/AHK

Se (sensitivity) 0,7778 1
Sp(specificity) 0,9986 0,9996

+PV (positive prevalent value) 0,039 0,173

-PV (negative prevalent value) 0,000016 0

LR+ (likelihood ratio positive) 555:1 100:1

LR- ( likelihood ratio negative) 0,22 0
Yacrota JIM* pesynstaToB 0,00137 (1:725) 0,000344 (1:2901)
YacTota J10? pesynbtaTos 0,22 0

OueHka KIMHMYECKOM ShbekTMBHOCTM NporpaMMil HEOHATAJNBHOT'O CKPMHMHIAa Ha MB

IOnsa onpenejyieHVs KIMHUYECKOM 50OeXTMBHOCTM HEOHATAJIbHOTO CKPMHMHTA,
NpOBEeEeH CPaBHUTEJILHHM aHajlnM3 TeueHuda MB B OBYX Tpyllax. B NepBy TpPyIny
Boumix 19 ©OosbHBEIX MB, BBAEBJIEHHHIX [0 CkpuHMHTY B 2006-2007 romax. BTOpyo
rpynny cocraBuau 20 DAaUMEeHTOB, IOMATHOCTUPOBAHHBIX 10 KJIIMHUYUECKMM CUMITOMAaM
3abosyieBaHusa. CPOKM YCTAHOBJIEHMS OMATHOB3a, OXMIAeMO HOOCTOBEPHO OTJIMYAJIMCH B
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obeux Tpylnax: B NepBOM rpynne (n=19) cpenmHuy BO3pPacCT COCTABMI 2 Mecsdla, BO
BTOpPOM Tpynmne (n=20) - 1,5 roma (0,177+0,026 roma npotur 1,469 £ 0,281 rozma;
p<0,001) . BospacT NOABJIEHUSA NEPBHEX KJIMHMUECKUX CUMITOMOB MB, B ofemux rpymnnax
OocToBepHO He oTamuancsa (0,155 + 0,037 roma m 0,251 £ 0,113 roma, p=0,87)
(TabJgi.6) . OOHAKO IEepPBHE NPU3HaKY 3a00JIeBaAHUSA Y OeTeM I'PYINE CKPUHUHT'A BESBJIEHE
B CaMOM g»eboTe, BBUIOY HaOJIOIOEHMUS M OOCJIENOBaHMSA B CIELUMaJIM3MPOBAHHOM LIEHTPE
C IEepBHX MecsAaleB XM3HuM (Tadn.6). VMeHHO [OB3TOMYy, CPemHMM BO3pacT Hauala
fasucHOM Tepanuu MB (Tepanmsa HaHKpeaTUdecKuMy OQepMeHTaMM, MYyKOJUTHUUeCKas
1 OPOHXOJIUTUUECKAas, aHTUOMOTHMKOTepanusa, BUTAMUHOTEpAalMs, KUHesuTepalusa) Yy
oeTel B IIEePBOM TPYyIIe IOCTOBEPHO MeHblle, 10 CPaBHEHMIO C TEeM Xe IIokKa3aTeJieM
y meren BTopom rTpynnua (0,449+0,17 roma nportuB 1,768%+0,47 roma, p=0,002)
(Tabm.o) .

B ofemx HabmmomaeMblx Ipylnax MB nDpeuMMylleCTBEHHO MaHMQeCTUpPOBaJl [NOSBJIEHMEM
KMIIeUHOT'O CcuHOpoMma (y 72% nmerem). B rpynne I - oOTCTaBaHMeM B Bece,
HEe3HAUMTEJIbHOM CTeaTopeel, HO DOCTAaTOUHO COXPaHHOM BHEIIHECEKPETOPHOM QyHKIMEN
IIOIXEeJIy DOUHOM XeJIe3k, O UeM CBUIETEJIbCTBOBAJI BEICOKUM YPOBEHbL IIaHKpeaTUUeCKOM
snacrase (>200Mkr/mir) y OGojnbumMHCTBA mOeTert (y 62%) . PecCnMpaToOpHBM CHHIPOM
MaHMOeCTMPOBaJl MNOABJIEHMEM CyXOI'O 3aTSAXHOI'O KallJld.

Taoauna 6. OneHKa CTaTHCTHYECKON 3HAUNMOCTH pa3jinauii (p) Bo3pacra NpoABJIeHUN
NPHU3HAKOB B HICC/IeyeMbIX IPyIIIax.

Mpu3Hak pynnal fpynna II p
Bo3pact nepBbIx KNMHNYECKNX NPOSBAEHN 6one3HN (roabl) 0,155+0,037 | 0,251+0,113 0,87
Bo3pacTt noctaHOBKM AnarHosa (rogbl) 0,177+0,026 1,469+0,281 | 0,000002
Bo3pact maHndecTaumm KMWEYHOro cMHAPOMa (roabl) 0,14 + 0,04 0,37 £0,1 0,25
Bo3spact maHmdecTaumnm pecnmpaTopHOro cMHApPoMa (roabl) 0,28 +0,046 049 +0,16 0,5
Bo3spact pervcTtpaumm nepBoro BbiceBa Ps. aeruginosae (rofbl) 1,39 + 0,33 2,26 £ 0,28 0,09
Bo3pacT pernctpaunn nepsoro Bbicesa S. aureus (roapl) 1,06 £ 0,19 1,58 £ 0,24 0,07
Bospact Hauana cneumduryeckoro neyeHuns (rogbl) 0,449+0,17 1,768+047 0,002

B rpynne II kK MOMEHTY YCTAHOBJIEHMA IOMarHO3a Yy BCex JeTel HabJjomaljachb
IOeKOMIIeHCaluMsa KMUIIEUYHOT'O CUMHIOpoMa (cTeaTopes, noaubekanusa, IJoxasd npubaBka B
Bece), T.K. OOJBUMHCTBO M3 HMX He [OJIydyall¥ aIeKBaTHOM 3aMeCTUTEJIbHOM Tepaluu,
B TOM UMCJIe IIaHKpeaTUUeCKuMM OGepMeHTaMM. BpOHXOJIET'OUHBE [IPOABJIEHMS TaKXe
HOCUJIM OO0Jiee TaXeJEl xapakTep. Y 74% nmereli m3 Trpynnel 11 B aHaMHese OTMEUeHH
HEOOHOKPAaTHBEE TOCHUTANM3ALMM O [IPUYMHE PEeUVIMBUPYRIETO OPOHXOODCTPYKTUBHOI'O

cuHgpoMma (y 15%), OpoHxomnHeBMOHUM (y 25%),

OmHuM U3 KpuTepruers OLEHKM TAXeCTU

peunarMBOB KUIEUYHOI'O M PECIMPaTOPHOI'O CHMHIPOMOB.

rnokasarn,

meTey C mnos3nHey Bepuburauuel IyarHo3a

aTeJIEKTas30B

(Tabmn.7) .

(v 5%).

TeueHusa 3abosieBaHUAa ABJIeTCHd dYacTOoTa
AHaAJIMU3 KIIMHNYEeCKMX ITaHHBIX
UTO YaCTOTa OeKOMIIEHCaluuM KMIIEYHOI'O CHMHIOPpOMa B II€PBEIE TPpM I'OIoa XM3HU,
Kak ¥ YacToTa OOOCTPEeHUM [IaTOJIOTMUECKOI'O IIpollecCa CO CTOPOHHE JIeTKUX,
(p<0,05)

BHIIE Y
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Ta6auna 7. OneHKa CTATUCTUYECKOHM 3HAYNMMOCTH pa3jauduii (p) B YacToTe NpOsSABJIEHUH
NPHU3HAKOB B 00eux rpynmnax 60bHbIx MB.

— = grpynnel (n=19) | & rpynne Il (n=20)

v Ha 1-m rogy 0,71+0,21 2,11+0,43 0,02
acrora Aekomnencaun Ha 2-M rogy 0,38+0,22 1,7+0,34 0,04
KULIEYHOrO CMHAPOMa

Ha 3-m rogy 0,37+0,13 0,82+0,21 0,07

YacTtoTa O6OCTp6HV|l7| Ha 1-m roay 1,87i0,22 3,0610,49 0,01
pecnpaTopHoro Ha 2-M roay 1,59+0,25 3,5£0,43 0,01
cMHApoMa Ha 3-m roay 1,6+0,27 2,6+0,30 0,07

Kak wm3BeCTHO, OpoTrpeccuMpoBaHme 3aboJjiepaHMda JIeTKMuMx y OoJapHeIx MB B
3HAUUTEJIbHOY Mepe OOYCJIOBJIEHO XPOHMUECKOM PeCHMPaTOPHOM MHOeKLMel.

K TpeM romaM MUKPOOMOJIOTMUECKMM CTaTyC IMNAalMEeHTOB M3 IePBOM TPYIINE OBLI
IpencTaBJieH XPOHUUECKOMW CTaAOMIIOKOKKOBOM (S.aureus) wuHbexkLMern Yy 68%,
XPOHUUYECKOM CUMHETHOWMHOM (Ps. aeruginosae) mHbexkumenm y 5,3% OonpHEX. Y 5% npu
MCCJIeOOBaAHUY OPOHXMAJLHOTO CeKpeTa NepUMOOMUecKy BhICeBaJjlach CTeHOTpodoMoOHAC
ManbTObMIMA (St. maltophilia).

Bo BTOpOM Trpynne BCe IOeTM K TPeM T'omaM MMeJM XPOHMUECKYKn OOCEMEHEHHOCTb
JIETKMX IIaTOTeHHOM GJIopoM, NpelcTaBJIeHHOW y OoJabmmHCTBa (y 75%) 30JO0TUCTHM

CcTadMIIOKOKKOM, CHMHETHOMHOM najioukom (31%). Y 16% OOJIbHEIX MMeJia MeCTOo
KOMOMHMPOBaHHAS XPOHMUEeCKas CHMHEeTHOMHas U cTabuioxkokkoBas uHbexums, 20%
neremr BheICeBasn St. maltophilia,y omHOTO pebeHKa B aHaMHEe3e - XPOHMUECKOe

MHOUMLIMPOBaAHME JIETKMX BO3OymmuTeseM OypKxojimepusa uenauus (B. cepacia).

B rpynne II BHICEB CMHEI'HOMHOM IajloukyM Ps. aeruginosae OTMedYeH y OoJblleIro
npoueHTa 6osbHHEX (p>0,05), onmHako BO3pacCT perucTpaluM I1epBOI'O BhHCeBa Ps.
aeruginosae wMeHvpume B rpynne I (1,39+0,33roma m 2,26+0,28 roma; p=0,09)
(Tabs.6) . BOBMOXHO, ©TO ABJAeTCs CJencTBMeM O0oJiee PaHHEM IMarHOCTUKU U
KOMIIJIEKCHOT'O OoOcJienoBaHMsa OOJIbHBEIX, BEIABJIEHHBIX 10 CKPMHMHIY. HO He MCKJIIOYeHa
BEPOSATHOCTL IIE€PEKPECTHOTO MHOMUMPOBaHMA MalMEHTOB, MIPM [OCEWEeHUM LeHTpa
MB, a sHauuT M OOJlee PaHHEI'O KOHTAKTa C TAXEJIOM [NaTOT'EeHHOM OQJIOPOM.

Iig oueHKM GOM3UMUeCKOTO CcTaTyca y IeTer obeux TPYIN PpacCurMTaH UM IpOoBeIeH
CPaBHUTEJNIBHEM aHallM3 nokasaTesiel MacCh Tejla, PoCcTa, MAacCo-pPOCTOBOTO MHIEKCA
(MPM) mnpm poxmeHuu, B Bo3pacTe 1 rTvoma, 2-x M 3-X JI€T XM3HU BKJIIOUUTEJILHO
(Tabm.8.) .
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Taoauna 8. CpaBHHUTeIbHAsA OIEHKA MOKa3aTesael (pu3nueckoro crarycay 60abHb1x MB

BBaBHCHMOCﬂlOTBONMKTaHaﬁﬂmmeHHH.

B rpynne I B rpynne II
e Macca (% oT HopMbl) 98,16+1,67 93,37+2,96 0,17
POXAEHUM Poct (% ot HopMblI) 101+0,67 100,76+1,41 0,87
MPW(%) 93,00+1,35 88,0 £2,08 0,07
Macca (% oT HopMbl) 93,97+1,86 91,02+3,37 043
OauH rop, PocTt (% oT HopMBbI) 100,16+1,05 100,33+2,04 0,94
MPU (%) 96,11+1,77 93,33+5,61 0,55
Macca (% oT HopMbl) 96,84+2,33 95,47+3,77 0,75
[Ba roaa Poct (% oT HopMBbI) 100,17+0,78 98,87+1,79 0,50
MPWU (%) 98,63+1,78 100,56+2,2 0,35
Macca (% oT HopMbl) 97,55+2,55 92,97+3,42 0,29
Tpw roga Poct (% oT HopMbI) 100,2+0,77 99,65+1,81 0,77
MPW (%) 98,88+2,23 95,31+1,96 0,55

He Orbu1o IIOJIYYEeHO CTaTUCTUUECKM HOOCTOBEPHBIX OTJINUUM 10 aHTPpOoIIoMeTpr4Ye CKMM

IIokaszaTesyiadM Yy IalVMeHTOB obemx I'pyIIl.

OOHAKO TeHOeHLUUHA K OoJjiee BBPAXEHHEM

HapylleHVsaM 10 Macce OTMedeHa y meTey u3 rpynnel I1I. INojig O0JbHEIX MB C ypOBHEM

MP/ HMXe BO3PACTHOM HOPMH,
rpynnon I.

B rpynne II Takxe npeobjiamajia O CPaBHEHUIO C

[Ipy OLlEHKE TaXeCTU TedeHMd 3aboJiepaHud B 00eux BHOOpPKax O wkaje llBaxMaHa

- Bpacowmibma, K BO3pacCTy TpexX JIeT, COCTOSHME BCeX IeTel I'pynne I pacleHeHO
KakK xopollee (CcoO cpelHeM OlleHkoM 1o mKkaJje cBeme 70 ©asjoB). BoJjibHBEIE
XapakKTepus30BajIMCh xXopoley npubaBko¥ B Bece, KOMIEHCHMPOBAHHEIM KMUIIEUHEM

CUHIPOMOM U PEeIKUMU PECIUPATOPHEIMU DSMNMU30IaAMUA .
B cpenueMm cocTaBun 4,8%2,74 m3 38 Oassios.

(P))

PEeHTIeHOJIOTUYECKUY MHIEKC

B rpynne II x TpeM rojaM TOJIbKO y 16,7% meTel COCTOsAHME 3I0POBbs PaCLleHEeHO

Kak xopoimee, y 50% OOJBHEIX OTMEUEHO YIOBJIETBOPUTEJIbHOe cocTosHue (56-70
famnyor), y 25% - cpeznuHetrsaxejyioe (41-55 GamyoB). 8,3% OOJBHEIX MMEJIM TsIXeJioe

TeuyeHre MB C OLIeHKOM IO mkaje IlIBaxMaHa -—
2TUX OOJILHEIX OTMEUEHO IOBYCTOPOHHEe IMOopaxXeHMe JIETKUX C pa3BUTHEM BHPAXEHHOM

IBIXaTeJIbHOM HegoCTaTO4YHOCTH,
HapylleHrMe HYTPUMTVMBHOI'O CTaTyCa.

CHVIMIIT OMEI

IaHKpeaTUuyeCcKom

K Tpem romam PU no rpynmne II cocrasun 12,41+2,87 6Gannos,

XyXe [0 CPpaBHEeHMIO C Tpynmnom I

(p<0,05)

(Tabs.9) .

Bpaco¢mnbma wMeHee 40 Oamjos. VY

HeJgoCTaTO4YHOCTH,

UuTO OOCTOBEPHO

Tabmuma 9. OneHKa CTaTHCTUYECKOM 3HAYMMOCTH pazauuuii (p) B mIOKa3aTeasax
PEHTTeHOJIOTUYECKOT0 HHAeK ca (B 6a/LIax) y ieTeil 06enx rpyIi.

PU fpynna I O LER! p
Ha 1-Mm rogy >Ku3Hu 7,0£4,30 11,36+2,57 0,013
Ha 2-M rogy >u3sHu 6,36+2,33 11,25+2,91 0,0008
Ha 3-m rogy >KusHu 4,85+2,74 12,41+2,87 0,000000




IJ1g OLIeHKM YaCTOTHE BCTPEUYAEeMOCTM OIOHOT'O M3 PaHHMUX OCJIOXHeHMM MB, CHUHIpOMAa
nmoTepu coJier (nceBmo-BapTTepa CHMHOPOM), IIPM KOTOPOM, B Cllydae OTCYTCTBUSA
CBOEBPEMEHHOM TepanuM BO3MOXEH JIeTaJIbHBIM MCXOHI, [IPpOoaHaJM3UMPOBAaHBEL MCTOPUU
BosiesHM Bcex 64-xX JeTeM, BHABJIEHHEIX I[10 HEOHATaJIbHOMY CKpuHMHITY c 2006
nmo 2010 rTomel M HabIOIAKIMMXCS B MOCKOBCKOM IlieHTpe MB. JIaHHOE OCJIOXHEHME
3abukcupoBaso y 28 (43%) u3 64 meTer, NPEeMMyNECTBEHHO, Ha IMEPBOM T'OIY XM3HU.
Braromapsa CcHUCTeMaTMUECKOMY HaOJIOIOSHMIO M OOCJIeNOBaHMD, IMUIORJIEKTPOJIUTEMUS
y BCexX »eTel BOBpeMS IMaTlHOCTMPpOBaHa, JeTaJIbHEIX MCXONOB IO IPUUMHE C-Ma
nceBpno-bapTrrepa B MOCKOBCKOM LeHTpe MB He 3aduUKCHMPOBAHO.

BriBOLEBI

Taxyum o6pa30oM, OlieHKa 200eKTMBHOCTM IPOTPaMMEl HEeOHAaTAaJIbHOT'O CKPMHMHIA
Ha MYKOBMCLUMIOS3 I[OKaszaja, UTO MNPOTOKOJ CKpMHMHTA WPT/VPT objlamaeT BHICOKOM
UyBCTBUTEJILHOCTHIO, He MeHee 96,77%, u chneundruyHoCTbiD He MeHee 99,82%.
IoJia JIOXHOIIOJIOXMTEJILHEIX Pe3yJIbTaTOB CKPMHMHIa cocTaBjger 0,00178 (1:558),
BeJIMUMHA JIOXHOOTPULIATEJIbHEX Pe3yJIbTaTOB I10CJIe KaXIOoT'o U3 NBYX [10CJIeNOBaTEeJIbHO
IPOBEIEHHEX »2TaloB He npesomaeT 3 % (0,03), uTo corjlacyeTcs C 3apyDexXHBMU
maHHEMM . [IpoTokOJI ckpuuMHTA VPT/VPT COOTBETCTBYET KPUTEPUSIM HOCTOBEPHOCTH,
HO ycTyrnaer nporokosy VIPT/IHK mo uyscTBUTenbHocTr (96,77% nporus 100%);
Bonpmer BEePOSTHOCTM  JIOXKHOIIOJIOXMUTEJHHBIX (0,00178 mporwr 0,000344) u
JIOXHOOTPMLATEJIbHEIX nokazaTejser (0,03 nporumr 0). HecmoTps Ha 2TO, gBJISeTCH
ONpaBIaHHBIM IJIS MCIOJIb30BaHMA B PO C DKOHOMMUUECKOM TOUKM 3PEHUS.

OnpeneJsieHH OCOBOEHHOCTHU KJIMHUYECKOM KapPTMHEBL MB N4 OOJIBHEIX,
BEIABJIEHHBIX I[IO0  HEOHATAJIbHOMY  CKPMHMHIY. [Io cpaBHEHMIO C  OOJIbHBEMIU,
IOIVMaTHOCTMPOBAHHEIMM 10 CUMMITOMaM 3aboJjieBaHMsa, IOJd HUX, B OoJjbliel Mepe,
XapaKTepHO Xopollee CaMOUYyBCTBME C OleHKOM 1o wkaje leaxMaHa-Bpacounbna
Bosee 70 OammoB. K TpeM TomaM OTMEUEHH IJOCTOBEPHO JydllMe I[OoKasaTesu
PeHTreHoJIOTHMUeCKOTO uHOekca (p<0,05), mocToBepHO MeHbIAs YyacToTa ODOCTPEeHMN
BbpoHxoJeTouHOTO Inpolecca (p<0,05), obycrnoBieHHas 0OoJjiee PEeOKOM YaCTOTOM
BBICEBA IMaToTeHHOM MUKpOodJops (p<0,05); 3HaUuMMO MeHbIlasd YacToTa INeKOMIIeHCalMuM
KMimeuHoro cuHiapoMa (p<0,05); myumme nokasaTenu OMBMUIECKOT'O CTaTyca, BKJIoUas
Macco-pocToBOM mHOekc (p>0,05).
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OBCJIEAOBAHUE MYXXUUH C KNTACCUYECKOW N TEHUTA/TbHOW

®OPMOW MYKOBUCLIAO3A

Yepubix B.B.:, Ameaunna E.JI.2, Kpacosckuii C.A.2, Copoxkumuna T.M.:, IIunxeiixko JI.B.!,
Kypuio JI.®.', ITerpoBa H.B.!, CremanoBa A.A.", IlosiakoB A.B. *

1 Meauko-reHeTuueckuii HayuHbli ieaTp PAMH, MockBa, Poccust
2 ory HUU IIyasmonosmoruu ®MBA, MockBa, Poccus

BBeneHue

MyTaumum reHa MykoBucumunoszsa (CFTR) ABJIARTCHA NPUUMHONM KJIIACCUUECKUX UM aTUINUHBIX
dopMm MykoBMCLMIO3a (MB) [1]. Ten CFTR (Cystic Fibrosis Transmembrane
Conductance Regulator, MyKOBUCLMIOOSHEM TPaHCMEeMOPaHHBM PETYIJIATOP NPOBOOMMOCTH,
MBTP) xomupyeT Oejiok LIAMO-3aBMCUMMOTO XJIOPHOT'O KaHajla, pachojaraklumerocs Ha
anMKaJbHOM MeMOpaHe »BNUTEeNMaJIbHEIX KJIETOK, KOTOPHM ydacTBYyeT B oOOecliedueHUU
TPaHCMeMOPaHHOT'O TpPaHCHOpTa XJopa, HaTpusa M OukapbOoHaTa M IOPpyI'MX MOHOB, a
TakKXe BOBJIEUEH B pPeIyJdaLMi0 BOCHaJIMTEJIBHOM peakKumuyu, paboTy MOHHEIX KaHAJIOB,
MeMOPaHHEIX PELEeNTOPOB M LMUTOCkeseTa [2, 3]. OcHoOBOM nartoreHesa MB saBigercs
HapylmeHre QyHKLIMM XJIOPHOTO KaHajla, Peryaupyllero BA3KOCTh CeKpeTa, BBIOEJIAEMOTO
SK30KPUHHEIMM XeJle3aMy U KJIeTKaMy CEeKPeTOPHOI'O SNOUTeNMs OpIraHOB HObXaHUH,
NMieBapeHMsa, I[NOTOBEIX XeJjle3 M ypPOI'eHUTAJIbHOT'O TpakTa. [JedbexTt OoyHxumm MBPT
BBEIBEIBAET yBEJIMUEHME KOHLUEHTpaluuM XJiopa, HaATpUAd M OPYI'MX MOHOB B IIPOCBeTax
SKB30KPUHHEIX XeJle3 UM KJIETOK CEeKPEeTOPHOI'O BIUTENMS, YTO IPUBOOMT K I[IOBBIIESHUI
BABKOCTHM CeKpeTa, €TI0 3acCTOol, NPUCOENMHEHMI MHOEeKLUMM M XPOHMUECKOMY TeUeHMI
BOCHANMTEJILHOTO MNpPOollecCa B MNOPaxXeHHHX opraHax [1-3]. IIpy 3TOM CEMSBBHOCSIIME
IyTV MMeT HauOOJIbUYID UYyBCTBUTEJBLHOCTL K CHIXEHMIO IOJIM OYHKIUMOHAJBHOTO Deska
MBTP, mnosToMy IHOpaxaklnTCd B IEepPBYK OUepenb [0 CPaBHEHMI C OPYyTMMM OopTaHaMu
VU TKAHAMU.

Y MyxXdrH MyTauuy reHa CFTR MOTYT BBI3BIBATH HAPYyUEHME Pas3BUTUA CTPYKTYP,
bopMUPYIIOIIMXCS U3 BOJIEQOBEIX NPOTOKOB (MIPUIOATKOB AMUYEeK, CEMABEHOCHAIMX IIPOTOKORB,
CEMEHHHX IIYy3HPbLKOB), a TakKxe MOT'YyT OBTb I[IPMUUMHOM CHMXEHMS KOJIMUEeCTBa U

KauecTBa MYyXCKMX TaMeT [2-4]. IlouTu BCe MyXuMHBE C MB MHOEPTWUIILHBE BCJIENCTBUE
HAapPyWEeHVsa IPOXOOMMOCTM CEMSABBIHOCAWMX NPOTOKOB (vas dereferens) . HapymeHue
maccaxa cekpeTa OOHAPYyXMBAKT B JNUIVIMMMCE UM CEMSABBIHOCHAWMX NYyTAX, OOCTPYKLMIO
KOTOPEIX oTMeuanT y 95-98% wMyxumH, CTpamammx MyKoBUCLUMmo3oM [2, 3]. B
OTCYTCTBME KJIIMHUUECKOM KapTMHHE MB y MyXuuH MyTaumy reHa CEFTR MOT'YyT BE3HBATH
IOIBYXCTOPOHHIKD M 3BHAUMTEJIbBHO pexXe - OHNHOCTOPOHHKI alljla3Mil CeMABBEHOCHAIMUX

IIPOTOKOB (curmpomer CBAVD wm CUAVD, COOTBETCTBEHHO) , pacCleHMBaAaeMyln Kak
TeHuTaJibHasa bopMa MykKOBUCLMIO3a [2-4].

[[eJsiblo DaHHOM PaboThl SABJIAJICA CPABHUTEJIbLHBIM aHallM3 I'eHEeTUUECKUX UM QeHOTUNIU—
UEeCKMX MBMEHEHUM y MYyXUdMH C KJIaCCHUUECKOM M I'e€HUTaJIbHOM QOPpMOM MyKOBMCLMIO3A.

MaTepuasns ¥ MEeTOIE MCCIEeIOBaHMUS

Tpynny oOCJeNOBaHHBIX IIAlMEeHTOB COCTaBMUIM 29 HEPOICTBEHHEIX MYX4YMH, M3 HUX
— 8 OOJBHEIX MyKOBMcCLMIO30M, 20 maumeHTOB C cumHApoMoM CBAVD, 1 — Cc CHMHIPOMOM
CUAVD. BceM OOJIBHEIM »OMarHo3s MB HOOOTBEPXIOEH pes3yJbTaTaMM MOJIEKYJISPHO—
TeHeTUYeCKOT O obcnenoraHud. IllaumMeHTel ¢ cuHApoMamu CBAVD m CUAVD Obuin
OTOOpPaHEl B XOIe KPYIHOMACWLTAOHOIO MNPOCIEKTMBHOI'O KOMIIJIEKCHOI'O KJIMHUYECKOTO
1 TEHeTUYEeCKOT'O OOCJIeNOBaHMUA MYyX4dMH C OeCIJIOOMeM.

CrepMmMoJIOTMYEeCKOe MCCJIeNOBaHMe BHIIOJIHAIM 10 CTAHOAPTHOM METOOMKE COTJIAaCHO
oBmenpMHATEIM pekoMeHIanuuam BO3 (1999) [5]. [lokazaTesu 2aKyJdTa, XapaKTepu3yoime
CIIEPMMOJIOTMYECKUN OMarHO3, OlEeHMBAJIM COIJIACHO KPUTEPMUSAM BHIIEYIOMSAHYTOTI'O
pykoBoncTBa BO3. KonmmueCTBEHHHY KAaPUOJIOTUUECKUN aHAJINE HE3PEJIEIX [IOJIOBHX KJIETOK
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(HIIK) m3 ocanka »4KyJldaTa OPOBOOMIIM IO aBTOPCKOMYy MeTony npod. JI.d. Kypwuio,
llaTeHT Ha wn3006p. N2328736 ot 01.02.2007, Poccusa, “Crnoco® UUTOJIOTUUECKON
IMATHOCTUKM HapylleHus crnepMaToreHesa”/Kypuimo JI.®. / [6].

MoseKyJIAPHEBIM aHaums BBIITOJIH AJIN Ha IHK, BEIIEJIEHHOM nu3 JIEMKOLIMTOBR
neprdpepnueCcKoy KpPpOBM. AHAIM3MPOBaNM Hamuue 14 dyacTelx MyTaumy reHa CFTR, a
Taxxe IVS8T (Tn)- nomuMmopdmsMm B MHTPOHe 8. JeTajlbHO METOOMKAa MOJIEKYJISAPHO—
TEeHEeTUYECKOT'O MCCJlenoBaHmusa Obljla ONMCaHa HaMu paHee [4].

PesByneTaTH M OBCyXIOeHMue

BospacT obcienoBaHHHX OOJBHEIX C MB cocTaBmi orT 17 mo 22 mer. Ha MOMeHT
oOCJIenOBaHMA HUKTO M3 HMX HEe COCTOAJNl B Opake, IOBOe IIJIaHMPOBAJIM BCTYIUTH B
Opak. CBezeHMa O BO3pacTe OTCYTCTBOBaJM y uYeTpex naumeHToar CBAVD, cpenu
OCTaJIbHEIX OOCJIeZOBAHHEIX MYXUMH HOAaHHOM MNOIOTPYIINE BO3pacT BapbMpoBajl oT 24
no 42 jieT, BCe U3 HUX OOpPaATMIIMChL IJiSd MEeOMKO-TeHEeTUUYeCKOTO ODCJIenOBaHUuS U
KOHCYJIbTMPOBAHMSA IO I[IOBONY MNEPBUUYHOTO Oecruionmuda B Opake.

[Ipy aHOPOJIOTMUYECKOM OCMOTpe OTMeueHO, UTO Yy BcCcex OOJIbHEIX C MB IIOJIOBHIE
OpPT'aHEl COOPMUPOBAHEL I10 MYXCKOMY THUIIY ¥ Pa3BUTEL COOTBETCTBEHHO BO3PacTy.
HpMSHaKOB I'MIIOTOHaOM3Ma, HeIJOCTAaTOUHOCTU MaCKYyJIMHM3aluulM, T'VTHEKOMa CTUN
He oTMmedueHO. CpeznHeTsxeJioe TeueHye MB oTMeueHO y Bcex OOJIBHEIX, I[IPY DTOM
COOTHOIIEHME €TI0 JIETOUHOM U JIETOUHO-KMUIEeUHOM QOpM COCTAaBMUIIO 6:2.

[Ipy CHepMMOJIOTMUYECKOM MCCJIeODOBaHUM y 6 M3 8 DAUMEHTOB C MYyKOBUCLMIO3OM
OpTM OOHAPYXEHH CIIEPMAaTO30MON B CHWXEHHOM KOHULeHTpaumm: MmeHee 20 MJIH., HO
6osiee 10 MIH/MII — OJUTO300CHEepPMMS JleTKoM (n=2), 1-10 MiaH/MJI — CpemHeTsIXeJon
(n=1) m wMeHee 1 MaH/MI Tgxesol (n=3) cTeneHm, a y 2 OoJdbHHX (0Ba us
KOTOPEIX MMEJIM JIeTOUHO-KUIlleuHylo ¢opMy MB) — MX OTCYTCTBME (a300ClIepMus)
(Tabm. 1) . OTcyTCcTBME CIEPMaTO30MIOB MIIM HaJIMUMEe €OMHMUHBIX CIIepPMaTO30MIOB B
sakynare (koHUeHTpauusa crnepMarosonmnos or 0,0 mo 0,1 MIH/MII) NPM CTAaHIAPTHOM
CIIEPMMOJIOTMUECKOM MCCJIEeOOBaHMM OBUIO YyCTAHOBJIEHO Yy MNallMEeHTOB B BOo3pacTe 20-
22 JjeT m y omHoTo (maumeHT P.UM.) u3 Tpex OO0JbHEIX C MB B BO3pacTe 18 jerT.

ObwpeM 5aKyJiaATa OBJI HU3KKM (MeHee 2 MJI, T.&. OJUTOCIepMHUs) y BCeX OOJIbHEIX
c MB, HO oBmeM 1 MJI ¥ MEeHee, a TaKxe I[okKa3aTeJlb KUCJIOTHOCTHM (pH MeHee 6.5)
OBJI OTMEUEH HaMM TOJIbKO Yy TIallMEHTOB C a300CIepMMEN WM OJIMI'0O300CIepMMUen
TSAXEJIOM CTeleHM. I[loBHIIeHHass BA3KOCTbL CEMEHHOM XMIOKOCTM U HajJIuuue TaXen
CJIM3M BHABJIEHA TOJIBKO Yy IOBYyX OosbHBEIX (C.M. m C.H.), KOTOpBE MUMeNIM OOBEM
sakynasaTa (1,5 m 1,2 M) ¥ HaubOOJbWyId M3 BHSABJIEHHEIX KOHIeHTpauwo (17,5
m 14,0 wMjiH/MJI) CIOEPMATO30MIOB, COOTBETCTBEHHO. KOJIMUECTBO JIEMKOLMWTOB B
DAKYJIATE Yy BCexX HnauueHTor C MB ObUIO B Npenejlax HOPMBI, UTO CBUIETEJILCTBYET
00 OTCYTCTBMM BEPAXEHHOTO BOCIAaJIeHMS B MOUEIOJIOBOM TpakTe.

KomMueCcTBEHHBY KapMOJOTMUYECKUY aHaJIM3 He3pPeJblxX I[IOJIOBHX kJIeTok (HIIK) Owln
npoBeleH y 7 nauueHTor ¢ MB. ETO BEIIOJIHEHME MIO3BOJIMIIO OOHAPYXUTE CIIEpMaTO30UIEL
B OCalIKe 24KyJiATa y Bcex OOJIbHEIX ¢ MB, B TOM UMCJIE IPU a300CHepMUM (OT e IMHUUHEIX
OO COTEeH CIepMaTO30MIOB), a TakKXe NPM3HaAKM 4YaCTUUHOTO OJIOKa CcliepMaToTreHe3a
Ha HOONAaxXMUTEHHHX CTaIuax (B IIpeJIelITOTEHe-JIENITOTeHe U 3uroreHe) npodazswl I
Meroza y 5 m3 7 00OCJeIOBAHHEIX C IIOMOUBID KOJMUECTBEHHOT'O KapMOJIOTMUEeCKOI'O
aHanmmza HIK nauMeHTOB, KOTOPBE MMEJM pas3JMUuHBEe QOPMEI IaTO300CIEPMUM, OT
OJNIMT'O300CIIEPMUM JIETKOM CTEeINeHM OO aszoocnepMuu (Tabia. 2).
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TaoJ1. 1. [laHHBIE CIEPMHUOJIOTHYECKOTO AaHAJIU3Aa Y MAIIUEHTOB ¢ MyYKOBHCITUIO30M
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Tao6J1. 2. /laHHBIE aHAJIU3Aa HE3PEJIbIX MOJOBBIX KJIETOK U3 OCAIKa
IAKYJIATA MAINMEHTOB C MYKOBHUCIIHIO30M.

He3penbie nonoeble knetkm (HMK) Ha ctagnax wx passutusa

£
&

Cnepmatouuntsi [
MauwuenrT, e Cnepwmato- | Hepazo- Hg:AjHZ_
Bospact 10300 Mpenen- umtbl 11/ | weawmecs Hvp
cnepMmum TOTeHa- BaHHbIE
Maxu- | Avnno- | AnaknHes, | CNeEpMa- cnepma-
Jientorexa % % | ML MIL % | Tvabl, % mabl, % | ofloBele
3UroTeHa, TeHa, 7o TeHa, /o , , /0 ’ / KIeTKU, %
%
Hopma 0,66+0,16 |0,45+0,10(1,11+0,26/ 0,04+0,02 | 91,99+0,89 | 22,98+2,65 | 5,85+0,85
C.M,, 18n. OATI H.N. H.N. H.N. H.N. H.N. H.N. H.N.
C.H., 18n. OATI 58 0,7 0,0 0,0 66,0 31,0 27,5
PW., 18x. OAT III 0,8 0,0 0,0 0,0 90,0 30,0 9,2
M.T.,, 19x. OAT II 7.2 0,0 0,6 0,0 63,8 29,0 284
A.X., 20n. A3 3,8 0,0 0,5 0,0 82,3 48,8 13,4
3A,21r A3 5,5 0,6 0,0 0,0 63,2 21,0 30,7
lE., 21r. OAT III 0,7 0,0 0,0 0,0 89,5 38,6 9,8
AM., 22r. OAT III 2,9 0,0 0,0 0,0 79,4 11,0 17,7
[lpMeyaHnAg : OAT - OJIMT'OAaCTEHOTEPATO300CIEPMUA (I-IIT CTeneHu,
COOTBETCTBEHHO), A3 — a300CHepMHus.

BaxHO OTMeTUTbL, UYTO IIPMBHAKM HapylleHMusa clIoepMaToreHes3a ObUJIM OTMEUYeHH
HaM¥ KakK Ccpely I[IalUMEeHTOB C JIeTOYHO-KMUIEUHOM, TakK M C JeTOUYHOM GopMoM
MYyKOBMCLUMIOOZa. B OoTjMUMe OT pPes3yJIbTATOB CIEePMUOJIOTUMUYECKOT'O MCCJIeNOBaHUSA,
IO IaHHBM KOJIMUECTBEHHOTO KapMOJIOTMUECKOT'O aHaJiM3a HEeBPEJIEIX IIOJIOBEIX KJIETOK
(HIIK) , mpoBeleHHOTO y OOJIbHEIX MYyKOBMCLMIO30M, HaMM He OBJIO OTMeUYeHO CTPOIOM
3aBUCUMOCTM MBMEHEHUM [oKaszaTeJleM CeMEeHHOM XMIKOCTM OT QopMel MB (JIeTO4YHOMU
WM JIETOUHO-KMIIEUYHOM) M BO3pacTa I[IalMEeHTOB.
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Y Bcex OOJbHEIX MB OOHapyXeHO HaJudye, I[IO KpaMHeV Mepe, OIOHOM “TAXeJIOon
MyTauun TeHa CFTR. Hawmbojiee pacHpoCTpaHeHHad, B YAaCTHOCTM B EBPONEMCKUX
nonyynsauuax, “raxeynasa” myraumsa F508del, Owpwta obHapyxeHa Hamu B 8 m3 16
(50%) wmccyenoBaHHEIX XPOMOCOM, UYTO COOTBETCTBYEeT €€ UYacTOoTe BCTPpedaeMOCTHU
Yy PpoccuMckux OoJbHEIX MB (51,9% xpomMocowm). M3 OCTaJIbHEIX TUIIOB M3MEHEHUM
reHa CFTR y HauMEHTOR, CTpaZaliMX MyKOBMCLMIOS3OM, OBUIM BHABJIEHE: MYyTalWM
3849+10Kb C-T, CFTRdele2,3(21kb) wm Bapbupybmasa wvmyTaums I1VS8-5T (asjesb
5T), B KOMIAayHI-TeTepPO3UTHOM cocTosHuM c wmyTaumern F508del (n=2, n=1 wu
n=1, COOTBETCTBEHHO), a Takxe wmyTauusa 2143delT B T'eTepPO3UTOTHOM COCTOSHUMU
(n=1). Ecau He YUMUTHIBATL OOJIMMOPOM3M IVS8-Tn y UeTHpexX I[IalMeHTOB HaM
yIajloCchk OOHAPYXMUTb TOJBKO OIHY MyTalMio, TakuM obpazoM, B 4 u3 16 (25%)
MCCJIeNOBaHHEIX MB xpoMocoM MyTalmsa B T'eHe CFTR ocTajlaCb HEM3BECTHOM.

Haunyduye nokazaTesM KOJIMUeCTBa M KadeCTRa CIIEpMaTO30UIOB cpelr 00CJIeJ0OBaHHEIX
HaMy OOJIBHBEIX OBIIM BEIABJIEHEl y Tpex MyXdMH B BOo3pacTe 17-19 meT, cTpamamommx
JerouHoM dbopmoy MB. IIOMMMO OJIMT'O300CIEPMUM JIETKOM MM CPEeIHEeTSAXeJIOM CTelleHMU
Yy IaHHBIX [alMEeHTOB OMAaT'HOCTMPOBAJIM aCTEHOTEPaATO300CIEepMMI, T.E&. CHWXEHUE
INOOBVMXHOCTM M YMEHBbIIEHME OOJK MOPQOJIOTMUEeCKM HOPMAJIBHEIX CIEePpMaTO30MIO0B
B »n4akynaTe. llpuMedaTeJyibHO, 4YTO nOBoe mu3 Hux (C.M. m M.T.) uMeIM I'€HOTUIL
F508del/3849+10Kb C-»T, a y Tperbero (C.H.) Owa obHapyxena MyTaumsa F508del
B COoUeTaHuM C BapmaHToM IVS8-5T B KOMIayHI-TE€TEepPO3UIOTHOM COCTOSHMM. Kak
myTanusg 3849+10Kb C-T, Tak m ajuienb IVS8-5T orHOCHUMTCS K “MATKMM” IO TSXEeCTU
MyTaumaMm rreHa CFTR, KOTOpele HapylalT OPOLIEeCC CIJIaMICMHIa M BeOyT K CHIMXEHMIO

YPOBHA HOPMAaJIbHBEIX MOJIeKyJl ©Oejka MBTP (V jnacc wMyTaumy) . OTHOCUTEJbHASA
yacTtoTra wMmyTaumm 3849+10Kb C-T cpemu MB xpomocom ©6es wmyTaumm F508del vy
poccuMCKMX OOJIBHEIX C MyKOBMCLMIOO30M cocTarjgeT 1,5% [7, 8]. IlokazaHOo, dYTO

redoTrun F508del/3849+10Kb C-T xapakTepeH OJ8 [IalUMEeHTOB, WMEKIMX JIEeTOUHYIO
bopmy MB mM HOpMaJIbHEIE [OKAaBaTeNM XJIOPMIOB nora [9].

Cpenn o6cCJenOoBaHHEIX HaMM OOJIBHEIX C MB HalMume ajiIeJIbHOT'O BapmaHTa IVS8T-
5T (5T) OBwWIO OOHAPYXEHO TOJIBKO y OOHOTo OosbHOTO (C.H.). IaHHBM ajjieib,
ABJISeTCH OOHOBPEMEHHO U NOIMMOPOM3MOM (Tak Kak BCTpeuaeTcd y 4-5% eBponeNiiesn)
n “maArxkon” (“Bappupymomen”) wvmyraumen reHa CFTR, BEHCOKO XapaKTEpHOM IJid
IauMeHTOB C cuHApoMaMu CBAVD m CUAVD, M MMeeT HM3KYK 4acToTy cpelM OOJIbHBIX
C KJIACCUUYECKOM (QopMOM MykoBUCLUMIO3a [2]. Myraums F508del Orvuta oOHapyXeHa
HaMM B codeTaHuM c ajjejeM 9T, UYTO CBUIETENLCTBYeT 00 ee accoumauum cC
IOAaHHBEIM aJIJIeJIbHEIM BapuaHToM TreHa CFTR, HabJomaeMasd M OPyI'MMM aBTopaMu [7].

Y obomx OOJIBHEIX, MMEBIMX JIETOUHO-KMIIEeUHY dopmMy MB, O HaHHEM CTAHIOAPTHOI'O
CIIEPMUMOJIOTMUECKOT'O MCCJIeOOBaHUSA OMAaTHOCTUMPOBAJM OTCYTCTBME CIEepMaTO30UIOB
(az3oocnepMuio) . Y OOHOTO M3 HHUX OOHapyxeHa wMmyTauusa F508del B T'OMO3UIT'OTHOM
cocTogHuM (nmaumeHT O.X.), Yy IOPpYyroro — B TE€TEPO3UTIOTHOM COCTOSHUM (MIalLMEeHT
3.A.), BTOPYL MyTalUMi y HEI'O BHABMTb He yIaJjloChb, BO3MOXHO, UYTO Yy HOAaHHOI'O
OOJIBHOT'O IIPMUCYTCTBOBAaJIa BTopasa ‘Taxesad’ myTaumsa reHa CFTR. Cpenu nauMeHTOB,
Yy KOTOPHIX yIaJjloCh OOHAPYXMUTbH IOBe MyTauumu, y obomx OoJapHEX (P.M. m IO.X.),
VMMEBIIMX TeHOoTun “rTaxenaga” wmyTaumsa/ “raxenas” MyTaums, OUMATHOCTUPOBAJIN
a300CIIEPMUI0O MM TaXeJyin GbopMy OJMIO300CHepMUM. IlokazaTesib KUCJIOTHOCTH,
obbeMa DAKyJIATa, M KOHILEHTpalMsa CIepMaTO30MIOB Yy HUX cocTaBjaaam (pH 5.5-
6.1, 0,2-0,8 Mt m 0-0, 05MyH./MJI, COOTBETCTBEHHO), UYTO yKas3LHBAaJIO Ha HaJUdKe
BEIPAXEHHOTO IIpolecca OOCTPYyKLUUM CEMABBHOCAUMX IyTel.



MYKOBUCLMNAO3 B POCCUUA (20 net Poccuinckomy LLeHTpY MyKOBMCLIMA03a)
Mo maTtepuanam X HauunoHanbHoro koHrpecca «MYKOBUCLIMAO3 Y AETEV 1 B3POCIIbIX», 1-2 nioHa 2011, Apocnasnb

CraTnuCTMYeCKM »OOCTOBEPHO OLEHUTh BJIMAHME BoO3pacTa, O¢opmel MB um  CFTR
TeHOTUIla Ha Ioka3aTesiM D2AKYyJiAsTa HaM He MPelCTaBJiIAJIOCh BO3MOXHEM BCJIEACTBUE
HE3HAQUMTEJIbHOTO pasMepa BHOOPKM OOJBHEX MB. OOHakO [NOJIydeHHBIE HaMM IaHHEBIE
CBUIOETEJIbCTBYIT B I[IOJIb3Y OIpeneJjIeHHOT'O BJIMAHMA BOo3pacTa naumeHra, CEFTR
reHoTuna u GopME MB Ha CTeleHb HapylleHusa OIPOXOAMMOCTM CEeMABBEHOCIIMX
IIPOTOKOB M IIOoKa3aTeJjieM B4AKyJifaTa y MYyXuMH C MyKOBMCLUMIO30M. Tak, yMepeHHOe
CHUXEHME KOJIMUeCTBa CIEepMaTO30MIOB OTMEUYEeHO Yy TOJIbKO IMalMeHTOB B BO3pacTe
18-19 mjer, a y naumeHToB 20-22 JjeT YCTAHOBJIEHO HaJiMuMe a300CIepMUM WU
OJINT'O300CIEePMUM THAXEJION cTeneHu. OueBMIHO, YTO IIOMMMO BO3pacTa, Ha CTEIeHb
IIOpaxXeHMsa CEeMABHHOCAWMX [NPOTOKOB, I'OHA M ClIepMaTOoI'€éHe3a BJIMAKT TAXEeCTb U
Tun CFTR MyTauudi/reHoTuna M Opyrure (QaKTOpPE. BepoOaTHO, HaJMUMe [IOpaXeHMs
IIOIXEeJIYODOUHOM XeJjie3bl (JIeTOUYHO-KMIleuHOM GopME MB) M TaXeJoro TI'eHOTHUIIAa
(“raxemaga” myTauma/“raxenag” mMyTaumMdg, HAIPUMEpP, TOMO3UIOTHOCTM I[10 MYyTaLMUN
F508del) BenyT k DoJjiee BHPaXeHHOMY, M BO3BMOXHO PaHHEMY HapyUIeHMIO MPOXOIMMOCTHU
CeMABBHOCAIMX yTeM, a HajludyMe M3O0JIMPOBAaHHOM JIeTOUHOM QOpMEL MB M HeTaXeJIoT'O
redoTuna (“raxenaa” myraumsa/“umarxkasa” myrauusa, B dacTHocTM F508del/3849+10Kb
C-»T m F508del/IVS8-5T) moxeT OBTHL ACCOLMMPOBAHO C MEHEee TaXeJBM u/unm Bojee
IIO3OHUM I[OPaXeHMeEM PeNpPONyKTUMBHOM CUCTEMH y MyXuMH C MB.

Cpenu MyxuyH ¢ CBAVD MyTaluuM I'eHa MyKOBMCLMIOO3a MM €TI0 ajijiesib 5T OoOHapyXeHH
y Hux B 32,5% m 50% wmccjgemoBaHHEIX XPOMOCOM, COOTBETCTBEHHO. B uejoM, Yy
18 m3 20 (90%) OOJNBHEIX DSTOM NOATPYIIHE BHABJIEeHO Haauuue CFTR MyTauum B

TeTepO3UTOTHOM CcoCTOodHuUM u/unu asnngensa 5T, y 11 (55%) - coueTanue MyTalLunm
c ameyem 5T, m y 4 (20%) - TOMOBUTIOTHOCTHL 1o 5T ajjesbHOMY BapMaHTy I'eHa
MykoBUcuMnoza (Tabm. 3). IoJlydeHHEHE HaMM pPes3yJbTaTH IIOINTBEePXIalnT IaHHBE

OPpYyTMUX MCCJIeoBaTeJIel O BHCOKOM uYacToTe ajuiesis 5T cpel POCCUMCKUX MYyXUMH
C TeHuTaJIbHOM QopMOo¥ MB M penkoy ero BCTpedaeMOCThin y OoJbHEIX ¢ MB [2, 3].

HamboJsiee pacnpocTpaHeHHas B EBpomne MyTaumsa T'eHa MykoBucumnoza — F508del
obHapyxkeHa Hamy B 6 mu3 40 (15%) wmcciemoBaHHEIX XPOMOCOM y MyxumH c CBAVD
(Tabs. 3). Bo Bcex ciayuadax OHa codeTayack ¢ rTeHormunoM 5T/9T, dYrTo Takxe

IoITBepPXIaeT ee accoumaumio c ajjueseM 9T. Cpenu OpyIUX TUIOB MyTauuy reHa CFTR
Y MYXUMH ITaHHOM MNOATPYINH BeABJEeHE: CEFTRdele?, 3 (21kb) (n=3), 2143delT (n=1),
2184insA (n=1), G542X (n=1) m G85E (n=1). Bce wmyraumm CFTRdele2,3(21kb),
a Taxxe wMmyTauum G542X um G85E, OvbuiM OOHAPYyXEeHH B IPUCYTCTBUM aJlJIeJIbHOT'O
BapraHTa 5T. Y nByx OOCJEeIOBAaHHEIX HaluMeHTOB C CBAVD He yZIajioCb OOHAPYXUThb
HY MyTauum, HM 5T annensa. Hambojiee YacCcTEIMM HaPYUEHUAMM B I'eHe MYyKOBMCLMIO3a
Y MauMeHTOB OaHHOM MNOATPYIINH SBJSJIMCH KOMIAYHI-TeTepOo3UroTHoCcTs F508del/5T
(n=6) m CFTRdele2,3(21kb)/5T (n=3), M TOMOBMTOTHOCTBL IO aJjyeymo 5T (n=5),
cocraBupmme 70% orT Bcex CFTR T'€@ HOTMIIOB B IOAaHHOM IMOATPYIINEe IMalMeHTOB.

TaxyuMm o6pa30M, Yy MYyX4dMH C TeHUTaJIbHOM (QopMo¥M MB oOOHapyXeHO OTCYTCTBUE TIXEJIBIX
TEHOTUIIOB (roMOBUTOTHOCTHM IO  “TsaSxeJieIM”  MyTauusam, HalpuMep, F508del)
1 npeobiazaHue Oojsiee wMATkMx CFTR renorunos (“raxenas” wim “yMepeHHas”
MmyTaura/“mMarxkaa” (“Bapbupytomasa’) My Taumsg, “Markasa” (“Bapbupyomaa”)
MyTaunsa/“markas” (“Bapbupywomas”’) wumyTaumsa. TakuMm oOpasoM, I[IOJIyYeHHBe HaMu
pesyJibTaTh MOJIEKYJISPHO-T'€HETUUECKOT'O MCCJIeNOBaHMA MOOTBEPXOAT pPa3JIMuMsS I10
PacHpOoCTPaHeHHEIM I'eHOTHUIIaM MeXIy OOJIbHEIMM C KJIAaCCUUeCKOM GOopMOM UM MyXUuMHaMU
C TeHUTAJbHOM OQOpMOM MyKOBMCLMIO3a M BECOKOM uYacToTe aJjuienda 5T cpendu
nocjgengHux [2, 3].
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Yy 17 wm3 20 (85%) m©DAuUMEHTOB C »OBYCTOPOHHMM HapylleHMEM [IPOXOOMMOCTHU
CEMSABLIHOCSAIMX INPOTOKOB IOMAaTHOCTUPOBAJM OOCTPYKTUBHYID QOpPMY asoOoClIepMuUu, VY
3 (15%) - ommuroszoocnepmuio Tsaxejion crerneHm (OAT III), OpPUM 3TOM KOHIEHTPAaLMSI

crepMaTos30mMnoB He npebmmajsa 0,1 MuH/mi. [lokasaresnu obbeMa S59KyJIaTa U eTo
KMCJIOTHOCTY (pH) BapbMpoBaM OT BHPAXEHHOT'O MX CHWXeHMs »nO0 HopMel: 0,3
no 5,5 mn u or 6.0 mo 7.4, COOTBETCTBEHHO. I[IpOBemeHME KOJIMUECTBEHHOTO
KapMoJIOI'M4YeCKOoTo aHaamz3a HIIK y MHOrMX naumMeHToB C CBAVD OBUIO 3aTpPyOHEHO
B CBE3M C HEe3HAUMTEJIbHEIM OOBeMOM 24KyJidTa, OTCYTCTBUEM W/MUIM  MAaJbM
KOJIMUECTBOM IIOJIOBEIX KJIETOK B ocazke. CpenIM NaUMEHTOB IAHHOM IOANTPYIIIBE HE
OBLJIO ODHAPYXEHO OJIOKa ClIlepMaToI'eHes3a Ha IOONaXMTEHHBIX CTaIuax ([IpeJlenToTeHa-—
JIeNTOTeHa, 3UIOTEeHa), OINHAKO OLEeHUTH HapylleHusd CclIepMaToreHesa B Cclydae
IIOJIHOTO ZOBYCTOPOHHETO HapylleHMs MNIPOXOOIMMOCTM CEMABHHOCALMX IIyTen 60e3
nporeneHrd OMONCHUM He MNPenCcTaBJISJIOCh BO3MOXHBIM. KpoMe TOTO BaXHO OTMETUTH,
UTO HaJlMuMe eOVMHMYHBIX CIepMaTO30MIOB M Hes3peJblX I[IOJIOBEIX KJIETOK B OCaIkKe
3AKyJIATa OOHAapyXeHO y dYacCTHM IIalMEeHTOB C a300ClIepMHuel, YTO CBUIETEJILCTBYET
O YaCTMYHOM (OOHO- MJIM OBYCTOPOHHEM) COXPaHEHUM IPOXOOVMMOCTM CEeMSABEHOCIIMX
oyTey y HEeKOTOPBIX MyxurH c CBAVD.

SKCTpareHUTaJIbHEE IPOABJIEHMA, XapaKTEepPHEE IJid MyKOBUCLUMOO3a, OBUIM OTMEeUeHH
HaMu y 4 w3 20 (20%) nauMeHTOB C »OBYCTOPOHHUM HapylleHMeM MIPOXOIMUMOCTHI
CEeMSABBIHOCAUNMX IPOTOKOB, HEe MMERIMX KJaccuueckol QopMel MB. ¥V OBYX HALIMEHTOBR
¢ CBAVD, wumMewnmux reHormn CFTRdele2,3(21kb) /5T, O6BUIO OTMEUEHO B aHaMHese
HaJIMuMe HeTAXEeJIOTO XPOHMUEeCKOTO OpoHxXMUTa; Jmbo OpoHxuTa (nopu padboTe Ha
BpelHOM TIIPOM3BOICTBE, KYypPeHUM) Y XPOHMYECKOTO TI'aMMopuTa. HeTaxernum
XPOHUYECKUY NTaHKPEATUT UIIM COUeTaHME XPOHUUECKOT'O OPOHXMUTA C HEAOCTATOUHOCTHIO
SKCKPETOPHOM QYHKUMM [IOIXEJIYOOUHOM XeJIe3HE BHEABJIEHE Yy »OBYX IIalLMEHTOB C
renoTunom F508del/5T. Taxmm o00paszsoM, >SKCTpareHUTAJIbHEIE NOPOABJIeHMs MB Mb
HaOI0IAIM TOJBKO y OOJBLHEIX ¢ CBAVD, wuMmenmmx “Taxenbse” myTaumm (F508del wmam
CFTRdele2,3) B KOMIAyHI-TE€TEPO3UIOTHOM COCTOSHMM C ajjejgeM 5T. Y OOHOTO
MYXUMHE C OECIJIOAMEM ¥ OJIMT'O300CIIEPMMENV TAXEeJIOV CTelleHM, uMellero aJjieslb
5T B I'eTepO3MI'OTHOM COCTOAHMM, OMATHOCTUPOBAJM cuHOpoM CUAVD C nopaxeHMEeM
vas deferens ciieBa B CoOUeTaHMM C alljla3Mey uicuiarTepajbHoOM nouxkm. Y 3 m3 20
(15%) maumenToB ¢ CBAVD/ CUAVD BHSABJIEHO COUETAHHOE HAPYUIEHME MNPOXOIMMOCTU
CEeMSABHIHOCAWMX IIyTe¥ C I[IOpaxXeHMeM AMUueK (TUIOoNJa3usa, KPUITOPXM3M WU
Bapukounese) .

IOaHHEIE CIEPMMOJIOTMYUECKOTO MCCJEeOOBaHMS CBUIOETEJIECTBYRT O UYaCTUYHOM
COXPaHEeHUM IMIPOXOIMMOCTM CEMABHHOCAIMX IIyTeM, Kak y OOJbHHX MB, Tak u vy
Y4acTM [AalLMEeHTOB C cuMHIpoMoM CBAVD, 4WTO nomTBepXOaeT NPaBMIIBHOCTL TEepMMHA
‘anjmaszudg vas deferens’, a He MX BPOXIEHHOTO OTCYyTCTBMA. OTCYyTCTBME IIOBBIIEHHOM
KOHLEHTPpAaUMM JIEMKOLMTOBR B CEMEHHOM XUIOKOCTM COIJIACHO I[IOJIYYEeHHEM HaMu
pe3ylbTaTaM MCCIeIOBaHMsa, TaKXe KakK M IOAaHHBM IPYyI'MX aBTOPOB CBUIETEJIECTBYET
O He BOCHaAJMTEJIbHOM XapaKTepe I[OopaxXeHMsa MOUEeIOJIOBOI'O TpaKTa U aTpodum
vas deferens [10, 11]. BugBJI€HHAd HaMM 3aBUCUMOCTL oOOBeMa D29KyJIaTa u
KOHLIEHTPalUMM CIIEPMaTO30MIOOB OT BO3pacTa OOJIbHEIX MB KOCBEHHO CBUIETEJILCTBYET
O NPOTPECCUPOBAHUM ODCTPYKLUUM CEMABBEHOCAIMX IyTeM C BO3PacTOM, IO KpalHeN
Mepe, Yy yYacTu MyxumH. OUeBMIHO, UTO YacCTb CuHIpoMOB CBAVD/CUAVD U CTEPTHX
bopMm MB y MyXuMH, OCOOEHHO B CJydaax C YaCTUUHO COXPAHEHHOM NPOXOIMMOCTEIO
CEeMABHIHOCAIMX IIyTeM, OCTaeTCHd He IMAaTHOCTUPOBAHHOM.

Ocofboro BHMMaHME M OajIbHEMIIET'O M3YyUeHMs TpebyeT HapylleHMe clepMaToreHesa
Yy OOJIBHEIX MYKOBMCLUMIO30M. llOoCJenHue MCCJIeOOBAHMUS CBUIOETEJILCTBYIT O TO, UYTO
MBTP oka3bBaeT IEeMCTBME Ha PAB3JIMUHBIX YPOBHSAX: Ha MNPOXOIMMOCTBL CEMSABBHOCAUMX
nyTey; Ha IIPOLleCCH CIepMa- M CIepMrMoI'eHes3a; Ha CO3peBaHMe CIepMaTO30UIOB
B HNpuIaTKe gaudka,; Ha OIJIOJOTBOPSAIYI CIOCOOHOCTM clepmaTo3zommorB [3, 11].
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Taoauia 3. Jlanuabie oociaeaoBanua nanmueHTos ¢ CBAVD/CUAVD

U ®dopma kcrpareny- MyTtauum reHa iVS8<Tn Cnepmuonoru-
o6cTpyKUMN TAAIBHBIE CFTR noanmop- yecKui guarHos
BO3pact CAMNTOMBbI ¢unsm
H.3., 38 n. CBAVD - F508del/— 9T/5T Asoocnepmus
JI.A., H.C. CBAVD - F508del/— 9T/5T Asoocnepmusn
K.O., H.c. CBAVD - F508del/— 9T/5T Asoocnepmumsn
O.A,33r. CBAVD naHKpeaTut F508del/— 9T/5T Asoocnepmumsn
X.A., H.C. CBAVD - F508del/— 9T/5T Asoocnepmus
H.A., 26 n. CBAVD - F508del/- 9T/5T Asoocnepmusa
CA, 28T CBAVD f:;;gg; (CZFI:S‘/E%ZB 7T/5T Asoocnepmus
[.B., H.c. CBAVD - (CzFlTthSjl_ezs 7T/5T Asoocnepmms
H.A., 37 1. CBAVD 6POHXUT (CZFIT&S‘;'_‘?Z’S 7T/5T OAT Il
ra.33r CBAVD - 2143delT/- 7T/9T OAT Il
C.C,42r. CBAVD - 2184insA/— 7T/7T Asoocnepmumsn
B.W., 24r. CBAVD - G542X/- 5T/7T Asoocnepmumsn
A.0., 25 n. CBAVD - G85E/— 5T/7T Asoocnepmumsn
w.A., 31r. CBAVD - —/- 5T/5T Asoocnepmusn
B.W., 29 n. CBAVD = —/- 5T/5T OAT IlI
0./1., 30 A. CBAVD - —/- 5T/5T Asoocnepmus
AP, 24r. CBAVD - —/- 5T/5T Asoocnepmus
T.4.,29 n. CBAVD - —/- 5T/9T Asoocnepmumsn
LL.E., 35 a. CBAVD - —/- 7T/7T Asoocnepmumsn
K.A., 28 1. CBAVD g:::;:';m /- 7T/7T Asoocnepmus
M. 40n. | CUAVD /:2:::”" neson |, ST/7T OAT II-1lI

H.c. - HeT cBeIOeHUl.




NOKAABI

OmHakKO IJig OeTaJIbHOTO aHadr3a (QaKTOpPOB, BIMAKIMX HA IOMHAMUKY, XapaKTep
M CTeleHb BHPAXEHHOCTM OOCTPYKLUMM U HaAPYIIEeHMI ClIepMaToreHesa y MYyXuuH C
KJIaCCUUYEeCKOM GOopMOM MyKOBMCLUMIO3a TPeOylnTCsa MCCIeOoBaHusa Ha OOJbIMX BHOOPKAX
MalMeHTOB Pas3HOT'O BO3pacTa.

CpaBHMUTEJILHEIM aHaliM3 pe3yJibTaToB obOcjeloBaHusa OOJIbHEIX C KJIACCUUECKOM
¥ TeHUTanbHOM OGopMOM MyKOBMCLMIOB3a ykasEBaeT Ha TO, UYTO, HECMOTps Ha
BHIPAXEHHEIE T'E€HOTUNMUECKME M QEeHOTUNMUECKME Pa3IMuMsa MexXOy IaHHBIMM I'pyllaMu
IalUMEHTOB, CYIECTBYET HEKOTOpPas [NePEeKPHBAEMOCTb IaHHEX dopMm MB y myxumH. Tak,
KOMIIayHI-TeTepo3uroTrHocTs F508del /5T, aBngwomasca Hambojiee YacThM I'€HOTUIIOM,
ODHAapPyXeHHBEIM Ccpenu naumeHTor ¢ CBAVD, Ovlla BEBESBJIEHA HaMM UM cpenr OOJIbHEIX
MyKOBUCLMIOO30M. Y dYacTu OoJdpHEIX C CBAVD HaMM OTMEUEHH 3KCTpaleHMTAaJlbHBIE
nposaByeHus MB (‘crepras’ dopma MB). XoTsa NOpU3HaAKM HapPyULEeHMS OPOXOAMMOCTU
CEMABHHOCHAIMX IIyTel OBIM BBEBJIEHH B o00eux Ipyllax, TOJIbKO CpeIy MOJIOIBIX
MyXUMH, CTpalanlyMx JIeT'OYHOM (QOpMOM MyKOBMCLMIO3a, OTMedallM yMEepeHHYI QopMy
onuroszoocnepmMur (OAT I-IT), a B Ciaydasax as00CIepMMEN MM OJIMI'0O300CIIepMMUeN
TAXEJIOM CTeIleHM — IokKa3aTenu obbeMa UM KUCJIOTHOCTM (pH) 24axyndTa HaxOoOWUJIM
HIMXE HOPME[, Yy I[alLMEeHTOB C HaumMeHTOB C CBAVD — BHABJAJIM TOJIBKO a300CIIEPMUIO
MM OJIMTO300CIEPMMIO TXEJION CTENEeHM M 3HauMTEeJIbHBI pa30poc 3HAaYeHUM IaHHBIX
noxkasaTeJen.

OBbHapyXeHHEE HapylleHUS ClIepMaToT'eéHe3a y MNalMeHTOB C MB TpebOyioT OaJlbHEMIIET O
uccrenoBaHmg. llanueHTaMm C cuHapomamy CBAVD/CUAVD, MyXdMHamM C OeCIJIoOueM u
a300CHIepPMMEN UM C TAXEeJION QOPMOM OJIMT'O300CHEPMUM, MMEIYM 3KCTPaTreHUTaJlbHbEle
nposasjieHusa MB, HeoOXOIMMO IMpOBeIeHMe HOONOJIHMTEJIBHOTO OOCJelOBaHMsa HOJid
BEIIBJIEHMSA CTEPTEHX (CyOKIMHMUECKMUX) (QOPM MYyKOBMCLMIOOS3a. BaXHOM NPaKTUUECKOM
PeKOMeHIaumrey  ABJIAeTCA IpoBeneHre KPMOKOHCEepBauuy  CIepMaTO30MIOB Y
MaJIbUMKOB-MNOOPOCTKOB C MB mOja »OajlbHEMUEIO MX MCIOJIB30BaHMA B IporpaMMax C
IPMMEHEHMAX BCIOMOTATEJIbHEX PEeNPOIYyKTMBHEIX TexHojiormit (BPT).

BriBOIEI:

e TPpOXOOMMOCTBL CEMABEHOCHAIMX IIYyTEW YaCTUUHO COXpaHeHa Yy dYacTUM MOJIOIBIX
(mo 20 ;eT) MyxumH c MB m y 4YacTM naumeHToB ¢ CBAVD, B TOM UMCJle IIPU
as300CIIepPMUN .

* BLIIBJIEHHHE MBMEHEeHMs I[oKazaTeJell 5aKyJidTa KOCBEeHHO CBUIOETEJIbLCTBYIT O
IPOTPECCUPOBAHUM OOCTPYKLUMM CEMABHHOCAIMX MNyTer Yy oaluuMeHToB C MB c
BO3pPaCTOM.

i Y OOJIBIIMHCTBA MyXuMH C MB BHABJIEHH NPM3HAKM YAaCTUMUHOTO OJIOKa ClIepMa-—
TOTEeHEe3a Ha OONaxXMTEHHEIX CTaIMAX M HapylleHMe CO3peBaHMA ClIepMaTui.

e Y 25% maumeHTOB C ‘reHuMTaNbHOMU' GOpMOM MyKOBUCLMIO3a MOTYT OBTH BH-—
ABJIEHBE BKCTpaTleHMTaJIbHEE MNPOSBJIEHMS MYyKOBMCLMIO3a (CcTepTas, aTulMuHasa
bopma MB?) .
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OCTEOMOPO3, YACTOTA LEGOPMALMIA MO3BOHKOB U MEPUDEPUYECKIAX MEPE/IOMOB, YPOBEHb
KOCTHbIX BUOXNMUNYECKNX MAPKEPOB 1 BAITAMWHA D ¥ B3POC/IbIX BOJIbHbLIX MYKOBNCLUNAO30M

Kpacosckuii C.A.', Bapanosa I.A.2, [lemun H.B.3, Ameaunna E.JL.!

lory HUN ITyasmonoaoruu ®MBA Poccuu, 1aGoparopusi MyKOBHUCITU03A.

2T'BOY BIIO PHUMY um. H.N.IIuporosa Mun3sapasconpassutusa Poccun,
kadeapa rocIUTATHHON TEPAIIUH ME€JUATPUUECKOTO (PaKyIbTeTa

3 HUN pesmarosiornu PAMH

BeegeHue

Ycnexum B JIeUeHUM MyKOBUCLUMIO3a (MB), HacledICTBEHHOTO TAXeJIoTo 3abojieBaHUA,
OOYCJIOBJIEHHOT'O CMCTEMHOM IMCOYHKLIMEM 5SK30KPMHHEIX XeJles3, IPpUBOOAT K
IIOCTOSAHHOMY VYBEJIMUEHMIO I[IPONOJDKMTEJIBHOCTM XM3HM M JOJIM IIalMEeHTOB CcTaple
18ymeT. BO B3POCJIOM BO3pPACTe COCTOSHME B3I0POBbs OOJBHEIX MB yCcyrydngeTcs
PE3KO BO3POCIIEN YaCTOTOM KakK JIETOUHBIX, TaK ¥ BHEJIETOUHHX OCJIOXHEHUN .
[IpoduakTMKa, CBOEBPEMEHHOE BHIABJIEHME U JIeUeHMEe OCJIOXHEHMM - STO 3anadn,
HapAdy C [OOoOOEePpXaHMEM HYTPUTMBHOTO M PEeCHMPaTOPHOT'O CcTaTyca, ABJIA0TCH
OCHOBHEIMM B BEeIEHUM B3POCJEBIX [HaluMeHTOB C MB. B3HAUMTEJNBHO IOOMMHUPYIOT IO
CPaBHEHMI C IOEeTCKMM BO3PAaCTOM YaCTOTa BO3HMKHOBEHMS HAPYUWEeHMUM YyIJIEBOIHOI'O
obMeHa M ocTeomnopo3a [1].

[IpobyieMa ocTeonopo3a npm MB akTyasibHa: MMMOOMUIM3aLMg, Kak MeTOI JIeUeHUS
OOJIbIMHCTEBA HU3KOTPABMATUUHEIX [1E€PEJIOMOB, NPMBOOUT K HaAPyWeHUI 30QEeKTMBHOIO
OTKAUJIMBAHMSA MOKPOTEl, Pa3BUTUIO MyKOCTaza ¥ OOOCTPEHMIO I'HOMHOI'O OpOHXMUTA.
[lepesioMel pebep ONAaCHB Pas3BUTMEM IHEBMOTOpakKCa M TPaBMbl JIETKOTO. IlepesioME
n nebopmMalMy [NO3BOHKOB IMNPMBOIAT K Pa3BUTHUIO BHPaXeHHOTO IpynHoM xudoza,
CHUXeHMI0 20bexTMBHOM JIETOUHOM BEHTUIIALMS M Pas3BUTUIO JIETOUYHOW I'MIEPTEH3UM.
YMeHBUIeHMEe JIETOUHHX OOBEMOB, HAapylleHMEe I'eOMeTPpUM I'PYyIOHOM KIJIIETKM M OOJIeBOM
CUHIPOM yCyI'yOJIgloT »OEIXaTeJIbHYI HEeIOCTaTOYHOCTL. JlerodHad IMIEPTEH3UI CO
BpeEMEeHEM MOXEeT IIPUMBECTM K HEeOOCTAaTOUHOCTM KPOBOODpalleHMS.

B Poccum mMBYy4YEHMI OCTEONOpO3a, YPOBHSA KOCTHEX OMOXMMUUECKMX MapKepOoB,
BUuTaMmHa D y meTer OOJNBHEIX MB IOCBsAWEHH eOMHMYHBIE PaboTe [2-6] . MccienoBaHue
MMHEPAJIbHOM IJIOTHOCTM KOCTHOM TkaHM (MIK), dYacTOTH HM3KOTPaABMAaTMWUHEIX
IepeJjioMOBE ¥ IJedopMaluM I[IO3BOHKOB Yy B3POCJEX HaluMeHTOB MB B Halleyl CTpaHe
paHee He IIPOBOIMJIIOCK.

Heslb MCCJEeIOBaHMA: M3IydeHMe B3aMMOCBA3M M 3aKOHOMEPHOCTEM pPas3BUTUA
ocTeonopos3a npu MB. 3amauu uccijienoBaHua: 1. OLeHKa Y4aCTOTH HU3KMX [IoKa3aTesiel
MIIK; 2. BugBJIeHMe IOJM HUIKOTPABMATUUHHIX [IepUPEepUUIECKUX IIepPesjioOMOB U

nebopMaumii TO3BOHKOB TPYIHOTO ¥ IIOSCHMYHOTO OTIEeJIOB IIO3BOHOYHMKA,; 3.
OnpenesyieHre YPOBHSA KOCTHBIX OUMOXMMMUECKMX MapKepoB, BUTaMMHa D B KpPOBU
BomnpHEIX MB. 4. BHABJIEHME B3aMMOCBS3M BHIUIEIIEPEUMCJIEHHEIX [I0Ka3aTeJell MexXIy
cobor, c ypoBHeM C-peakKTurBHOIO Oeyka (CPB), a Takxe C pPa3IMUHBIMM KJIIMHUKO-—
TeHEeTUUYECKMMNM, aHaMHEeCTUUEeCKMMM, AaHTPOIIOMETPUUECKUMM U QYHKUMOHAJIbHEMM
napamMeTpaMy, xXapaKTepMsayolMMy OCHOBHOe 3aboJjieBaHMe.
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Ma':r.'epua.nu n MeTOonsl

149 naumeHTOB, HAOJIOIAaEMEIX B LeHTPEe MyKOBMCLMIO3a B3POCJHX opm OI'Y HUU
nyJbMOHOJOTUNM OMBA Poccum (. MockBa) OBUIM BKJIOUEHH B D2TO MCCJIeOOBaHUE.
IrnarHo3 MB yCTaHOBJIEH Ha OCHOBAHUM XapPaKTEPHOM KJIMHMUECKOM KapTMHEL, INaHHEIX
MOJIOKMTEJILHOTO I[OTOBOTO TecTa wu/uiamu OofHapyXeHMd OBYxX MyTaluul B TeHe
TPpaHCMeMOPAaHHOTO peryyaTopa MykoBucummoza (MBTP). Bce OoJibHBIE IIOJIy4daJiu
Oas3nucHOe JledeHMre, COIJIACHO COBPEMEHHHM pPeKOMeHIOALUMAM: OTxXapKuBallue,
XeJIYeT OHHEIEe, B OOJIBIIMHCTBE CJlydaeB  (GepMeHTH I[NOINXEeJIyOOWHOM  XeJle3H,
IPOTUBOBOCHIAJIMTEJIbHEIE [IpellapaTe, TakMe KakK: MakKpoJuIs B CYOMHIUOMPYOIMX
nosax, WHTanaumoHHwe (MI'KC) /MM CHUCTEeMHBE TJIOKOKOPTUKOoCcTepouns (CI'KC),
VIHTQJIALMOHHBEIE aHTUOMOTMKM . B MCCllegOBaHMe He BKJIIOYAJIMCh OOJIBHEIE, IIPMHMMAaBLINME
Tepanuion oOucdocboHaTamMm. IllaumeHTH OOCIIEenoOBaJIMCh BHe OOOCTPEHMS OCHOBHOTO
3abo0JIeBaHMA.

AHaMHecTuduecku ( wmHQOpMaUMsa M3 KapTEl OOJBHOTO M ONPOC IHalMeHTa)
OL€HMBAaJIMCh: BO3PacCT ¥ XJOPMIH I[IOTa I[IPM YCTAHOBJIEHUM OMarHosa, OGopMma
3aboJyieBaHMA, Oo3a [NaHKpeaTUdeCKMX QepMeHTOB, IMHAMMKa MacCChH Tejla M 4JacToTa
oboCTpeHMM OpPOHXOJIET'OYHOM MHQEeKUMM B TedYeHMe IOBYX JeT IO BKJIOYEeHUd B
MUCCJlegoBaHMe, TIpOBeIdeHMe I[OCTOAHHOM KMKCJopomoTepanuu, Tepanua CI'KC nu
UTKC, mNpoTMBOOCTEONOPOTMUYECKMMM IIpelapaTaMy, IOPMOHAajibHad KOHTpAallenluusd,
COMYyTCTBYKIME OCJIOXKHEHMA MB (JIeTOUHasa I'MIEPTeH3Msd, CaxXxapHel amabeT, LUppos
rnedeHu, ), HUBKOTPaBMaTMUHBIE IIE€PEJIOMEl, a TaKXe MUKPOOMOJOTMYECKUM CTaTyC
OPOHXMAJIBHOTO IOepeBa U NIPONOJIKUTEJIbHOCTBL BHICEBA I'PAM—OTPMLATEJIBHOM OQJIOPHL.
PerucrpupoBajiM KOJIMUECTBO OEpeMeHHOCTEM, COCTOABUMXCHA PONOB, MeHapxe,
PerynapHOCTb MEHCTPpyaluM. BEpPaXxeHHOCTb OOJIEBOTO CHMHIOPOMA B KOCTAX UM CIMHE
oueHmBanu 1o GajmaMm (1 - 60Jb MOCJie HATPY3KM WM IJIMTEJIbHOW XOIbOw, 2 — O0Jb
PV HEe3HAUMTEJIbHOM Harpy3Ke WMIM IOJIMTEJIbBHOM NPeOBBaHMM B OOHOM IIOJIOXEHUM,

3 - OoJyib OpPM IOBWXEHUM U IIepeMeHe I10JIOXeHUusa Tejia, 4 - O00Jib IPpU IBVMXEHUU
¥ B IIOKOE, U IpephBallas HOUYHOM COH). ONpeleydaiiMCh aHTPOIOMeTpUUuecKHMe
nokaszsareamn (pocT, Macca Teja). HyTpUTHMBHEI CTaTyC OLEHUBAJICA C [IOMOIKLIO

UHIeKCca Macce Teja (MMT, xr/M?), a ypoOBeHb OU3MUECKOM AaKTMBHOCTM C I1OMOIIBLI
IIepeBelleHHOTO Ha pycckmit a3k International Physical Activity Questionnaire
[7] . BeIpaXxeHHOCTBL OJEBIIKM OIpenenajach no umkaje MRC. OUeHMBajloCh KOJMUECTBO
noTpebigeMOoTro KajlbUMA B eXeIHEBHOM palMOHe MNalMeHTa.

CnupoMeTpus NPOBOIMIJIACH OINHMM CIELUMAJIMCTOM B COOTBETCTBUM C KPUTEPUSIMU
ERS/ATS Ha amnmnapaTe Master Screen Body (Erich Jaeger GmbH, TepmaHuda).
OLeHMBAIMCh TIokKa3aTenu: OQopcHUpOBaHHASA XM3HEHHasd EeMKOCTb JeTrkux (OXEI),
o0beM (QOPCMPOBAHHOTO BHIOOXa 3a IepByl cekyHny (0®B ), oTHoweHye O@Bl/

®XEJI, mnMKoBas CKOpoOCThb BHOoOxa (IICB). V3MeHeHME WM COXPaHeHue OQYHKLIUU
IOIXeJIYDOUYHOM  XKeJie3bl [NONTBEepXIaJIOCk Ha OCHOBAHMM KIMHUUECKOM KAaPTUHBL
(Hanmnume wmiIM OTCYTCTBME CTeaTopeu), WIM YPOBHEM DHIOI'€HHOM 3JlaCTasH.

T'eHeTHUUeCKOe MCCJIemOBaHMe Ha IOMCK HauboJjiee YacTeX MyTaumy MB B reHe MBTP
(MyKOBUCLUMIORHEM TpPaHCMeMOPAaHHEI pPerysaTop) OvJIO npoBeneHO 146 maumMeHTawM,
B TOM uYMucjie HeOoJibloM »ojie OOJbHEX OBl [NPOBEeIeH IMNPpsSMOM CHMKBEHC TI'eHa.
CaTypalMio I'eMOIJIOOMHA KMUCJIOPOIOM OIPEenesisaiM MeTOINOM IIyJIbCOKCUMETPUM.



NOKAABI

Onpegnesienve MIIK NOSCHMYHOT'O OTHeJla II03BOHOUHMKA Ha ypoBHe L1-1L4, a vy
nauMeHTOoB cTapume 19 jleT ¥ IPOKCUMMAaJILHOTO oTrnejsia Oelpa, NIPOBOOMIIOCE METOIOM
IBYXBDHEPTeTHUUYeCKOo) PEeHTIeHOBCKOM abcopumoMeTpum (DXA) Ha neHcuToMeTpe QDR
Hologic-4500A ¢ mcnojyb3oBaHMueM pebepeHcHoOM Oaswl NHANES ITII. MIK oueHMBAaJachb
B abCOJIOTHHX (T/CM?) M OTHOCUTEJIBHHIX (Z-KPUTEPUN) [NOKABZATEJAX. Z-KPUTEPU—
3TO KOJIMUECTBO CTAHHOAPTHEIX OTKJIOHEeHMM (SD) BHIIE MJIM HMXE CPeOHeI'O IoKasaTejsd
OJI JIML aHAaJIOTMYHOTO Bo3pacTa. HuskmMm cumTanmMces nokaszartenum MIK npm
Z-xpurepum < -2 SD. lcciemoBaHMe MNOACHMUUHOT'O OTHEeJla NO3BOHOYHMKA MNPOBEOeHO
149 nmaumeHTaM, NPOKCHMMAaJIBHOTO oTnejya Oempa — 102 OOJBbHBM.

40 naumeHTaMm (22 wMyxumHaMm, 18 XeHmyHaM) OIPEeMMYHNEeCTBEHHO C HU3KUMU
nokazatrenaMmu MIIK Ovula »OpoBeneHa peHTreHorpadud TIpyOHOTO M HOOSCHMYHOTO
oTmeJsia IMO3BOHOUHMKA. Ha OOKOBHIX CHOHOMUJIOTPaAMMax TPYOHOTO U I[OSCHUYHOTO
oTHeJla [IO3BOHOUHMKA M3Mepdaau nepenHme (A), cpenHue (M) m 3amHMe (P) pas3Mepsl
(BeicoTe) Test T - L, BHUMCIIANM UHIOEKCHE TeJlI [MO3BOHKOB (COOTHOWEHMA A/P,
M/P I OTHOUeHU e BaﬂHeﬁ BEICOTHEI TeJla MCCIJIengyeMOI'O IIO3BOHKa K 3aIHMM BBEICOTAM
OOHOTO-IOBYX BHIIEJEXAIMX MM ONHO-IBYX HMXEJIeXallMx TeJl NO3BOHKOB (P/Pl wmnm
P/P2)) . OueHMBAaJNM CTENEeHb MepenHel, 3alHel, OBOSKOBOTHYTOM UM KOMIPECCUOHHOM’
nebopMaumi MNO3BOHKOB. JVICIOJb30BaJIM I[IOJYKOJIMUECTBEHHBM MeTon Genant [8]:
MHIEKC Tejla ITOo3BOHKOB > 0,8 (80%) cBMIEeTeNbCTBOBAJ O HOPMAaJIbHOM KOHOUI'ypaluu
Tejyla nozmoHka; 0,61-0,75 - o cinabex nebopMalMOHHEIX M3MeHeHusax; 0,61-0,75
- 00 yMepeHHBX nebpopmaumax u meHee 0,61 — O BEPaXeEHHBIX OCTEONOPOTUUECKMUX
ODebopMaumax TeJl I[IO3BOHKOB, IIPM MCKJIOUEHUM IOPYI'MX HEeBOCHAJUTEJIBHEIX U
BOCITIAJIMTEJIbHEIX M3MEHEeHMSIX TO3BOHOUHUKA .

YpoBHM [B-Crosslaps (Mapkep pez3opbuMy KOCTM), OCTeOokKaJibLMHA (Mapkep

bopMMpPOBAHMSA KOCTM) OINPENesyiaiMCh VMMYHOXEMMJIOMMHMCIIEHTHEIM METOIOOM Ha
aHanuzaTope COBAS 6000 (ROCHE), xoHueHTpauus 25(0OH)D - Ha aHaJIusaTope
LIAISON (DiaSorin). Ouenka pB-Crosslaps, ocCTeoKaJbliMHa MNIPOBOIMIIACHE Yy BCeX

64 nauvenTorB, 25(0OH)D - y 42, CPB - 40 OOJBbHHEX.

CraTmucTtnueckasa o0OpaboTKa HOaHHBIX NPOBOOMIIACH C IIOMOUBI HaKeTa IPMKJIIAOHBIX
nporpaMmm SPSS (SPSS Inc., Chicago, IL). B 3aBUCHMMOCTM OT BUIA pPaclIpelesieHMUs
(HOpMaJIbHOE MJIM HEHOpPMaJlIbHOE) MepaMM LeHTPaJjIbHOM TeHISeHUMM M pPacCCesaHUsd
CIIyXMJM CcpenHee 3HadeHue (M)+craHmapTHOe OTKJIOHeHMe (SD) wmim MeImaHa
(Me) (MHTepkBapTMJIbHBIM pasMax) . l[IpM CpaBHEHUM CPEeIHMX 3HAUEeHUM MM MeIMaH
OpUMeHAIMUCh tT-kpuTepurt CTbIOIEHTa WM KpUTepuy MaHHa-YUTHM. [Ja OLEeHKU
PasIuuMii KaTerOpMallbHEX [IePEeMEeHHHX B IOAIPYINax MCIOJNbL30BaJICA X2 UM TOUHBIA
MeTon duimepa. B3aMMOCBA3L IOBYX IIPMU3HAKOB MexIy COOOM OlleHMBajlaCh C IIOMOIULIO
KOPPEeJNALUMOHHOTO aHanm3a no Illupcorny m COMpMeHy .

PesynsTaTs

XapakTepucTMKa I'pPyIHnel. B uccjaenoBaHMe OBIM BKJIOUEHB 75 MyXUMH M 74 XEHIMHE
B BO3pacTe oT 16 mo 42 mer, MmemmuaHa 21(5,0) r. B Tabmmue N 1 npencTaBiieHH
nokasaTenu, xapakTepusyolye Tpynny oO0cCIedOBaHHEIX OOJIBHBIX.
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Taoaunma N 1. KImHuKoO-aHaAMHECTUYECKHE U AaHTPOIIOMETPUYECKHE ITOKa3aTeTN B3POCIbIX

0O0JIBHBIX MYKOBHCIIUA030M (N=149)

Mokasarenb RS My>KumnHbI YKeHLwWuHbI P
rpynne
KonnuectBo, n 149 75 74
Bospacr, 21,0 (5,0 21,0 (4,0 21,5 (5,0) 030
min-max, rojbl 16-42 17-32 16-42 '
Macca, 51,8+11,2 55,7+12,5 48,0+8,3 <0.001
min-max, Kr 32,0-105,0 32,0-105,0 33,5-65,0 !
NMT, 18,31+3,01 18,41+3,36 18,21+2,64 063
min-max, Kr/m? 11,1-30,0 11,1-30,0 11,76-24,97 !
Bo3pact yctaHoBAeHMA 59 (12,2) 3,5 (10,2) 9,0 (12,7) 0021
JAnarHosa, min-max, rogbi 0,1-43,0 0,1-32,5 0,1-43,0 !
Xnopwvapel nota, min-makx, 98,8+34,6 97,3+39,6 100,1+29,7 069
MMOb/N 40,0-300,0 40,0-300,0 48,0-180,0 '
LI CE] 110 (73,8) 57 (76,0) 53 (73,6) 0,583
HeA0CTaTOUHOCTb, N (%)
Cyrounas Aosa 6368+3439 6291+3003 6454+3894
naHkpeaTn4ecknx pepmeHTOB 0.0-17105 0.0-14200 0.0-17105 0,79
no nvnase, min-max, Ea/kr ! ! !
YactoTa 0bocCTpeHuli
BPOHXONErOUHOM NHPEKLIMM 6,0 (5,0) 6,0 (4,0) 7,0 (6,0) 0198
3a /Ba roja o BKAHOUEHWA B 0,0-20,0 0,0-20,0 2,0-20,0 !
nccaesoBaHMe, min-max, n
o op a0 oemonenn s 40B5) 40(30) 30 375) 0082
ABA 1oAa A . 0,0-21,0 0,0-21,0 1,0-19,0 '
nccaegoBaHme, min-max, Kr
Mpuem CrKC, n, (%) 37 (24,8) 21 (28,0) 16 (21,6) 0,373
anunsoaunyecku, n, (%) 24 (16,1) 12 (16,0) 12 (16,2) 0,975
MOCTOAHHO ANUTENLHO, N, (%) 13 (8,7) 9(12,0) 4 (54) 0,129
Mpunem UTKC, n, (%) 61 (40,9) 30 (40,0) 31(419) 0,789
[Mpunem npenapatos kanbumna n | 38 (25,5) 21 (28,0) 17 (23,0) 0,812
BUTamMuHa A3, n, (%):
HeMNoCTosAHHO, N, (%) 22 (14,8) 14 (18,7) 8 (10,8) 0,161
MOCTOSHHO, N, (%) 16 (10,7) 7 (9,3) 9(12,2) 0,478
Mpuem kanbuma c nuwei, min- | 850 (350) 850 (300) 850 (300) 0974
max, Mr/cyTku 400-2250 400-2200 450-2250 !
CaxapHbIn graber, n (%) 18 (12,1) 11 (14,7) 7 (9,5) 0,30
Linppos neuenu, n (%) 9 (6,0) 8 (10,7) 11,4 0,039
JlerouHas runepteHsus, n (%) 21 (14,1) 12 (16,0) 8 (10,8) 0,253

55



NOKAABI

83 OompHEIX (55,7%) MMenr HU3KYyKH Maccy Teja (MeHee 18,5 kr/M2), M TOJBKO
66 (44,3%) VMMT 18,5 xr/M2 u Bome. [IOUTK KaxIblM UYeTBEPTHIM HaumMeHT (23,6%)
UMEeJI BBIPAXEHHHI nebuumT mMaccu Tejia (VMMT menee 16,0 xr/M2) .

Bce mnauMeHTKM OTMeudaJlM HaJMuue MecsquHelx, 81,1% ux peryJagapHOCTD.
Cpenuuii BOo3pacT MeHapxe 14,1+1,5r. Tonbko 5 XEHMMH NPUMHMMAJIM IOPMOHAaJLHYIIO
KOoHTpauenuuo. Y 9 nauMeHTOK B aHaMHese OIHa OepeMeHHOCTh, y 4 mo nmee. Y 9
OepPeMeHHOCTM 3aKOHUMJIMCh pPONaMMU.

JOMMHMPOBAaHME TpPaM—OTPULATENBHOM (QJIOPH B MHOMUUMPOBAHMM PECOMPaTOPHOTO
TpakTa ABJIAETCA OCOOeHHOCTBI TeueHMsa MB BO B3pOCJIOM BO3pacTe, B HalleM
UCCJIenoBaHMM OHa Obvwla BHABJeHa y 85,2% OOJbHEIX. [I0 MUKPOOMOJIOTUUYECKOMY
rnems3axy MOKPOTH BBIOEJIEHO NATH TPYNN NauMeHToB (Tabmmua N 2) .

Tab6smna N 2. XapakTepHuCTHKA IATOJIOTHUECKOM MUKPOQJIOPHI AbIXaTeIbHbBIX ITyTel

B uenom

Mwukpodnopa no MyxuunHbl  XeHwuHbl P
rpynmne

MoHokynbTypa Staphylococcus aureus, n, (%)* 22 (14,8) 11 (14,7) 11 (14,9) 0,723

Pseudomonas aeruginosa B MOHOKYALTYpe UAW B

coyeTaHumm ¢ Staphylococcus aureus***, n, (%) 92(6L7) 42(56,0) >0 (67.6) 0,621

Achromobacter sp.** B MOHOKY/IbTYpe UK B cOYeTaHUM
¢ Pseudomonas aeruginosa u/wau Staphylococcus 534) 2 (2,7) 3(4,1) 10
aureus,*** n, (%)

Stenotrophomonas maltophilia B MoHokynbType
nnn B coyetaHnm c Pseudomonas aeruginosa vn/vam 53,4 22,7 34,1 10
Staphylococcus aureus,*** n, (%)

Burkholderia cepacia B MOHOKyAbTYype nan B co4eTaHUn
C BblLLEMNEPEYUYNCAEHHBIMU MUKPOOPraHM3mMaMu, n,*** 25 (16,8) 18 (24,0) 7 (9,5) 0,04
(%)

*-yckiouas MRSA, **- Achromobacter sp: Achromobacter xylosoxidans/
xylosoxidans u Achromobacter xylosoxidans/denitrificans, ***-pxuymouasa MRSA

[lokazaTenu PecIyMpaTopHOTO CTaTyca IOIpencTaBjyieHH B Tabmmue N 3. Y 118
naumeHToB (80,3%) BHABJEeHa OpPOHXMAJIbHAasA OOCTPYKUMS PasJIMUHOM CTelleHU, B
CTPYKTYPE KOTOPO¥ OOJIbIIyId YaCTb COCTABJILIT BHpaxeHHele (OOBl1 or 35 mo 49 %
OT IOJIXHOT'O) UM pe3KO BHpaxeHHEHe (OPBl meHee 35% OT HOJIXHOTO) OOCTPYKTUBHHE
MBMEHEHUs, KOTOpHE OOHApPyXMBAKTCA y 42 M 26 IDALUMEHTOB COOTBETCTBEHHO, UYTO

¢}

cyMMapHO cocrTasyana 45,6 $ orT ofmero umcia [HaluMEHTOB.
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Taoauma N 3. XapakTepuCcTHKa PECIUPATOPHOTO CTaTyca 00CIeyeMbIX 00JIbHBIX ( N1=149)

B uenom no

Mokasarenb My>KuuHbI XeHwwmHbr P
rpynne
. 57,3+23,3 56,2+22,6 58,2+24,2
_ 0, I~ r = ! 1= r
O®B,, min-max,% OT AO/IKHOTO, 18.0-115.0 20,0-115,0 18.0-110,0 0,61
. 76,0+19,5 75,4+19,9 76,4+19,2
_ 0, Y — U 1 — ! r— ’
OXEJT, min-max, % oT A40AXHOro 30.0-144.0 40,0-120,0 30.0-144,0 0,76
. 63,0+13,9 61,1+12,5 64,8+14,9
_ 0, Y — ! = — ! 1~ — !
O®B,/GXEN, min-max % 36,0-95,9 36,0-95,9 360920 | 210
. 75,7+22,0 74,5+21,0 76,8+23,0
_ 0, 1= ' 1~ = 1 1O '
[MCB, min-max, % oT A0AXHOTro 20,0-129,0 30,0-129,0 20,0-118,0 0,546
MoTpebHOCTb B KuciopogoTtepanuu, n, (%) 12 (8,1) 7 (9,3) 5 (6,8) 0,530
. 95,0 (3,0 95,0 (3,0) 95,5 (3,75)
_ 0,
SPO;, min-max, % 80,0-98,0 80,0-98,0 840980 | 039
Oppbliwka no wkane MRC, 6annbl 1,0 (1,0) 1,0 (1,0) 1,0 (1,0) 0,479
. 2,0 (1,0) 2,0 (1,0) 2,0 (1,0)
dusnyeckas akTMBHOCTb, min-max, 6aabl 10-3,0 10-3,0 10-3,0 0,302

[Ipy TeHeTUUeCKOM muccienoBaHmum B 20,2% ciaydyaeB MYyTAaHTHBEIM aJijiesib He OBLI
nneHTUGMUMPOBAaH. BrgBJIeHE 24 MyTauuM, KOTOPEE bopMmpoBanm 37 pPa3JIMUHBEIX
TeHOTUIIOB. AJIJIejibHAsg dYacToTa MyTauuM C »nojey O0oJjiee 1% [OpencTaBJieHa B
nopsanke yowmeaHua: F508del 50,3%, CFTRdele2,3(21kb) 7,2%, 3849+10kbC>T
4,8%, 2143delT 3,8%, 2184insA 2,4%, N1303K 1,7%, a myraumm 394delTT, R334W
n E92K mo 1,0%. «Tsaxejble» TEeHOTUIIE, T.&. TI'eHOTUNH 00S3aTeJIbHO BKJIUAINMe
IOBe «Taxesele» MmyTaumm: F508del, CEFTRdele2,3 (21kb), 2143delT, 2184insA,
W1282X, 394delTT, 3821delT, N1303K, W1282R, 604insA, G542X, D572N, 4015delA,
622-1G>C, L1335P, 712-1G>T, dup6b>10 BoaBjeHe y 72 (48,3%) [alLMEeHTOB.
«MATKME» TEHOTUIIE, T.e. TEeHOTUIIE BKJIUallMe XOTS OB OOHY «KMATKYIO» MyTallMio:
3849+10kbC>T, R334W, L138ins, R347P, E92K, S1159P, G461E omnpenenanuco y 24
(16,1%) OOJILHEIX.

MIIK. PesyjbTaTe uaMepeHus MIK B MNOSCHMYHOM OTIeJIe I[IO03BOHOUHMKA, lelKe
Oempa ¥ IIpPOKCHUMaJIbHOM OTHejle Oenmpa B LeJIOM OpelcTaBJieHb B Tabiauie N 4.
HamboJiee BHIPaAXEHHHE MBMEHEHMs HaOJOOAJIMCh B [NOACHUYHOM OTIEeJIe MNO3BOHOUHUKA :
Z-xputepunt < -2 SD onpemejeH y 61 6Gojybueix (40,9%), B mmamasoHe oT -2 mo -1
SD - y 52 6onbHEx (34,9%), > -1 SD - TOo;NbkO y 36 mauueHToB (24,2%). Huskwue
noxkasaTesam MIK (< -2 SD) merku Oenpa BHABJEHH y 23 O0JbHEX (22,5%), B 31,4
% crayyaeB (32 OOJIbHEIX) Z-KPUTEpUM cocTaBujl oT -2 mo -1 SD, B 46,1% (47
naumueHTos) — > -1 SD. Iloxoxee pachnpellelleHMe UYacTOT B yKas3aHHBIX OMalas30Hax
HabJoIanocks npu olleHke obmero MIK npokcmMajibHOTO oTneja Oempa: 18,6%, 33,3%
n 48,0%. CHmwxenme MIK Ha 2 SD m Oojee xoTa O B ONHOM OOJIACTM M3MEPEHMUHA

oTMeuyeHO y 65 naumeHnTorB (43,6%), BO Bcex obiyacTtax - y 44 6onabpHBIX (29,5%).
MIIK B mmanazoHe oT -1 mo -2 SD xoTg OB B OIHOM OOJIACTU MBMEPEHUS OIIpenelieHO
y 53 mnaumentonB (35,6%). Kaxnmem mecToy naumeHT (15,4%) wmMes BHPaxeHHOE
cumxeHue MIK (< -3 SD), m3 HuUX y 9 OGojybuHbxX (6,0%) Z-KpuTepuit Obll MeHee - 4

SD u B nByx caydasax (1,3%) - Hwxe -5 SD.




NOKAABI

Taoauma N 4. MIIK B3pocabIx G0JIbHBIX MyYKOBHCIUA030M ( N=149)

Moka3artenb

o6wuii no rpynne

My>KumnHbI

YKeHLWuHbI

MoACHUYHBIN oTAeN NMO3BOHOYHUKaA

MK, r/cm? 0,859+0,142 0,841+0,141 0,877+0,143

Z-KpUTepuii -1,74+1,32 -2,10+1,28 -1,39+1,28 0,001
lenka 6eapa

MK, r/cm? 0,755+0,140 0,775+0,158 0,736+0,121

Z-KpuTepuii -0,97+1,14 -0,97+1,21 -0,97+1,09 0,998
MpokcumanbHbIN oTaen 6eapa B LieioM

MK, r/cm? 0,825+0,136 0,832+0,156 0,819+0,116

Z-KpUTepuii -1,04+1,03 -1,11+1,10 -0,97+0,98 0,496

B Tabsmue N 5 npencraBJiieHE 3HauuMMele Koppensauuu MIK ¢ OCHOBHBIMM [IpM3HakaMu B
MCCIIenyeMOoM TIpylle.

Ta6suna N 5. 3HaYNMBbIe KOPPeIAIun

Mon (1-My>X4YMHBI, 2->KEHLLMHBI) 0,27 0,001 NS

Bospact yctaHOBAEHMA AMarHO3a, rogbl 0,17 0,042 NS

O®B,, % ot pgonx. 0,53 <0,001 0,74 <0,001
OXEJ, % ot gonx. 0,46 <0,001 0,66 <0,001
OB, /OXEJ, % 0,46 <0,001 0,54 <0,001
MCB, % oT gosX. 0,47 <0,001 0,56 <0,001
NMT, kr/m? 0,56 <0,001 0,60 <0,001
Mpuem CrKC, % -0,43 <0,001 -0,32 0,001
SpO,, % 0,48 <0,001 0,60 <0,001
Oapliwka no MRC, 6annbl -0,45 <0,001 -0,65 <0,001
durznyeckas akTMBHOCTb, Hasbl 0,45 <0,001 0,49 <0,001
lpam-oTpuuaTenbHas MHbekLMs, n -0,29 <0,001 NS
MoTpebHOCTb B KUCAIOpPOAOTEPANNN, N -0,19 0,03 -0,25 0,017
JlerouHas runepreHsus, n -0,21 0,013 -0,26 0,01
Mpuem KanbLms C NULLER, MI/CyTKI 0,25 0,03 0,25 0,017
::;T:;’:MOf'?]CTpeHVIM 6poHxX0NEroyHom 021 0,11 20,20 0,049
Boan B cnvHe, 6annbl NS 0,2 0,048
Boau B kocTax, 6annbi NS -0,30 0,002
MeHapxe, roasbl -0,36 0,005 -0,33 0,024
PerynapHocTb MecauHbIx 0,48 <0,001 0,35 0,014




MYKOBUCLUAO03 B POCCUU (20 net Poccninckomy LieHTpYy MyKOBUCLMA03a)
Mo matepuanam X HaumoHanbHoro koHrpecca «<MYKOBUCLIMAO3 Y AETEN U B3POCSIbIX», 1-2 uioHa 2011, Apocnasnb

NepesnoMel 1 nebopmariym

[Io maHHBEIM aHaMmHe3a Iepubeprueckyre HUIKOTPABMATUUHLE [I€PEJIOMEl BO3HUKAIU Y
12 GoJybHEIX (8,2%). BOBHMKHOBEHME HepudEepPUUECKUX I1ePeJIOMOB KOPPEeNIMPOBaJio C
MIIK mosBoHouHmMKa ( r= -0,17, p=0,04), He BHABJIEHA B3aVMOCBA3b NepudepmuecKmx
[IepejioMOB C IIOJIOM I[IallMeHTOB, AaHTPOMIOMETPUUECKUMU, KIMHUKO-TEHETUUECKVMU U
byHKUMOHAJIBHEIMY TaHHBIMU .

HebopMaumm TeJ MIOBBOHKOB OvIM OomnpernejyieHe v 16 u3 40 o6cjieqOBaHHBIX TALMEHTOBR
(40%) . OHu npemmymecTBeHHO (14 OOJNBHEIX) JIOKAJIM3O0BAJIMCH B HWXHeTrpynHOM (Th8-
Thl2) oTnejie MNO3BOHOUHMKA, UM JIMIb Yy OBOMX IallMEHTOB OlpelejieHa nebopMaumsa
BTOPOTO IMOACHMYHOTO IIO3BOHKa. IlaumeHTEl C »OedopmMalumaMmMy I[IO3BOHKOB UMeJIU
BoJsiee HU3KMe nokaszarTesu MIK IOACHMUHOTO OTHeJla IIO3BOHOUHMKA 10 Z-KPUTEPUI

(-3,04+1,16 SD) no cpaBHeHun C OOJbpHEIMU Oes pgedpopmaumi (-1,42+1,13 SD,
p<0,001) . Cpenu naumeHTOB C Z-KpuTepueMm < -2 nedopMmalus NO3BOHKOB OTMeUaslacCh
y ©63,6% OOJBbHEX. YacToTa mebopMaluMy He pazjMyaljiacb y MyXdMH M XEHIUH.

B OosbummMHCTBE cJydaeB (13 mnaumMeHTOB) BCTpeudajlacCh IlepelHasd KIMHOBMOHASA
nedopmMaumsa. Y 8 [AUMEHTOB olpenejieHa cJjabas medopMalums I[HO3BOHKOB, y 7 -
yMEpeHHass, y 1 — BHPaxeHHas. 3 OOJIbHHIX MMeJM YyMEepPpeHHYWn IebopMalMio IOBYX U
foJjiee MO3BOHKOB.

YpoBeHs ocTeokanbumHa, P-CrossLaps, 25 (OH)D

CpenmHmMe rnokaszsaTenu ocTeokanblyHa u p-Crosslaps ¥ »OoJig IalLUMEHTOB BHe
pedepeHCHEX 3HaUYeHMM NpencTabijieHsl B Tabiauie N 6. Cpenr BapMaHTOB Pa3JIMUHBIX
KOMOMHaUMM M3MEHEHMM YPOBHSA KOCTHHX OMOMapKepOB IOMMHMPYRIMM SBJISJIOCH
coueTaHMe MOBHUEHHOTO ypoBHA R-CrosslLaps Cc HOpMaJibHEM (57, 8%) MM NOHMXEHHBM
(23,4%) ypoBHeM ocCcTeokKaJiblLMHaA (cyMMapHO 81,2% oT Bcex OOJIbHEIX) .

YpoBeHb P-Crosslaps KOppeaupoBajJyl C IIOJIOM IallMeHTa (BHIlE Yy MYyXUMH, I=-
0,36, p=0,04), MIK menku Oempa (r=-0,336, p=0,03) ¥ OPOKCMMAJILHOTO OTIEJa
Bempa B uenom (r=-0,356, p=0,02).

CpenHas kOHUeHTpaumus 25(0OH)D mno rpynme cocTaBuia 16,8+8,2ur/MIi.
HemocTaToOUuHOCTE BUTaMMHa D, T.e. ypoBeHb MeHee 30HT/Mi, wmMenu 38 (90,5%)
OOJIBHEIX, B ToM uucye y 9 (21,4%) BegBJEeH TJAyOOKUM »meduumT BUTaMMHA D
(<10HT/MIT) . Pasauumii Mexny nojiaMu B ypoBHe 25 (0OH)D no TpyIrne He BHSBJIEHO.
Y nmauMeHTOB, He NOoJiydallMx IpernapaThH BUTaMMHa D cpenHsad koHUeHTpaumsa 25 (OH)
D cocraBuna 15,6+7,9Hr/Mi; y OOJBHEIX C HEPeIyJIAPHEIM [IPMEMOM BMTaMMHa D -
15,7+6,0ur/MII, a C perynsapHbeM npueMmMoM - 21,2+9,3HT/Mi. JMejacbk TeHIOEHUMS
K 0OoJiee BHCOKMM IokKazaTeyuaM 25(0OH)D B rTpylnne JMl C pPeryJasapHBEM [IPUEMOM
npenapaToB BuTammHa D (p=0,084).

YporeHs 25 (OH)D Obul B3aMMOCBS3aH C «TSXECTHIO» TI'€HOTMUIIA [aluMeHTa. Tak
CpelHMII YyPOBEHbL MNALMEHTOB C «MATKMM» TEeHOTMIOM cocTaBmui 23,9+6,8 HID/MI,
uyTO pmocToBepHO Brme (p=0,022), uyeM Yy [ALMEHTOB C «TIXEJIEIM» IT'€HOTUIIOM,
Ip¥ KOTOPOM OH COCTaBJIAJ 14,7i8,3HP/MH. BzammocBa3m KoHLeHTpauum 25 (0H)
D ¢ KOCTHBEMU OMOXMMMYUECKMMM Mapkepawmyu, MIK, dYWacTOTOM OepeJioOMOB, OOJIEBBEIM
CUHOPOMOM HE BBIABJIEHO.

Kak ypoBeHb KOCTHEIX OMOXMMMUECKMX MapKepos, Tak 1 25 (OH) D He OvlJI B3aMMOCBA3aH
C OOJIBIIMHCTBOM KJIMHUKO-(QYHKLMOHAJIBHEIX M AHTPOIOMETPUUECKMX IIoKas3aTeJlel.




NOKAABI

Taoauna N 6. YpoBeHb ocTeoKaabiiuHa U [3-CrossLaps y B3pocabIX 60JIbHBIX
MYKOBHCIIUZ030M (n=64)

CpepgHee 01 60/IbHbIX CO 3HAUCHUAMM
KocTHble pea A

6uoxnmunueckme ST .+SD' HWKe 8 sbiue
3HayeHus, Hr/ma  (min-max), o npegenax | HOpMbl,
MapKepe! H/Mn HOPMEL | 1 opmbI, % %
18-30 net
. 24,0-70,0, 31,2+17,7
My>kckown 30-50/6T- (4.9-71,4) 38,7 58,1 3,2
OcreokanbLnH 14.0-42.0
. Ao 55 ner: 24,1+15,0
XKeHcknn 11,0-43.0 (24-65,9) 18,2 75,8 6,1
o 0,75+0,41
My>kckon 0-0,3 (0,14-1.79) --- 9,7 90,3
B-CrossLaps 0512031
~ ! i r
JKeHckumn 0-0,28 (0,1-1.41) --- 18,2 81,8

OBcyxmeHne

[l[poBemeHHOE HaMM MCCJIeNOBaHME [IPOINEMOHCTPUPOBAJIO BHICOKY UYAaCTOTY HUIKUX
rnoxasaTeJjiey KOCTHOM MACCHl M BEPAXEHHBE M3MEHEHUS YPOBHS KOCTHEIX OMOXUMMUECKUX
MapKepOB M BUTaMmHa D N BBpOCHHX O0JIbHEIX MYKOBMCLUVMIO30M: IIOoYuTM y IIOJIOBMHEL
oBCcyieqoOBaAHHEIX IMalMeHTOB (43, 6%) BHABJIEHA HMBKAsg KOCTHAasS Macca (Z-KpuUTepun
<-2), y 85,9% moemmeHre KOCTHOM pezsopbumyu, y 90,5% CHuXeHME ypPOBHA BMTammHa D.

[loslydyeHHasa B3aMMOCBA3b Mexny cocrTroaHmeMm MIIK, pecnmMpaTOpHEIM UM HYTPUTUBHBIM
CTaTyCOM TI'OBOPUT O BaKOHOMEPHOCTM CHMXEHMS KOCTHOM MAaCCH y OOJIBHEIX C DoJjiee
TAXeJIEIM TedeHueM MB. Takme Xe QOaHHBE I[OJIyUYeHBl B I[OHABJIAKIEM OOJIBIMHCTBE
paHee MpoBeIleHHHIX MccienoBaHum [9,10,117.

BeﬂVMMM B IIaTOoIreHe3Ee CHUMXEeHMNA KOCTHOM MaCCEI ABJIAEeTCHA BEIPAXEHHOCTbBb
CHUCTEMHOTO BOCIajIeHMsa, KOTOopasd aCCOUMMPOBAHO C XPOHMUECKMM MHOUIMPOBaHMEM
OHIXATEJIbHEIX [Ty Te)V I'paM—0oTpullaTesbHOoM GJIopor, ocofeHHO B.cepacia. 3To NpUBOIUT
K YCHMJIEHMIO CUCTEMHOIT'O BOCIAJMTEJIbHOTO CTpecca, KOTOPHM B CBOKO ouepelb
IPOBOLMPYET YyBeJIMUeHMEe KOCTHOM pes3opbumm 1, COOTBETCTBEHHO, CHMWXeHMe MIIK.
B HameMm mMcCJemoBaHMM, TOJBKO y 9,5% HalumMeHTOB C XPOHMUECKOM CTADMIIOKOKKOBOM
MH@@KHMeﬁ BEIABJIEHaA HM3Kad KOCTHaA MacCa, B TO BpeEMA KakK aHaJlIoTM4uHadA IOOJIA
cpeln OOJIbHEIX C XPOHMUECKOM I'paM-OTpHULAaTesJIbHOM MHOekumey cocTaBuia 49, 6% (
p=0,002) . [laumeHTH, MHOMUMPOBAHHEE B.cepacia, mmenu Gojiee HMBKME IOKA3aATEIMU
MIIK 11O CpaBHEHMIO C OCTAaJIbHBIMM OOJIbHEMM . Hamy pe3yJsibTaThl NOOTBEePXIalnT IaHHbBEe
Haworth C.S. c coaBT., IOPOIEMOHCTpPHMpPOBaBuMe OoOJjiee BLBICOKMM ypPOBeHbL I1L-6
(BUOXMMMUECKOTO MapKepa CHUCTEMHOTO BOCIAJMUTEJIBHOTO IIPOLIECCa) ¥ BHPAXEHHY
€XEeTONHYI IIOTEepI KOCTHOM MAacCCH IIPM KOJIOHMBAalUMM B.cepacia O CpaBHEHMIO C
Ps.aeruginosa [12].

BelpaxxeHHOE CHMCTEMHOE BOCIAaJIeHMe, BO3HMKAaKIee OpM OOOCTPEHMAX THOMHO-
ODOCTPYKTMBHOTI'O OpPOHXMTA KPOME HENOCPeICTBEHHOI'O BIMAHMA Ha MIK, no pany
OIIOCPENOBAHHEIX NPUUMH (CHMXEHME allleTuTa M [NOBHIeHMe KaTaboJm3Ma) IPUBOAUT
K CcHmwxeHuo VMT. JpyToy I'pyNIOV IPUUMH, [IPUBOOANMX K HM3KOM Macce Teja Yy
B3POCJBEIX OOJIBHEIX MB 4BjgeTcAa CHMHIPOM Majlbabcopbuum BCJEeOCTBME pPaA3BUTUA
IIaHKpeaTUYeCKOM HeOOCTaTOYHOCTH, a TakXe BBECOKAfg dYacToTa HapylleHUM
YyTJIEBOOHOTO OOMeHa WM CHMXeHMre OeJIKOBOCHMHTETUUECKON OQYHKUMM IIedeHM IIPpKU
Pa3sBUTUM ee IHopaxeHuda. HeoOxomomMMO OTMETMTHB, UYWTO IOMMHMPYKIEe BJIMAHME HA
VMT, oOxka3BBaeT MMEHHO COCTOSHME PEeCHMPaTOPHOI'O CTaTyca, a He CODOCTBEHHO
Hanu4dye IaHKpeaTMUYeCcKOM HeNOCTATOYHOCTM, UYUTO I[IOATBEPXIaeTCs I[IOJIydeHHOM
TECHOM B3amMoCBa3bio Mmexny VMT n O9B , ( r=0,535, p<0,001), B TO BpeMsa Kak
Mexny VIMT ¥ naHKpeaTUMUYeCKOM HeIOCTATOYHOCTBIO OHa OTCYyTCTBOBaja.
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Boicokasa dYacToTa OpPOHXOJIETOUHHIX OOOCTPEHMUM, HEeKOHTPOJMPpyeMoe TeueHUe
OPOHXOJIETOUHOM MHOeKUMM, pasBUTME IBIXaTeJIbHOM HeOOCTaTOUHOCTM 3a4dacTyio
OPUBOOUT K TUIOOMHAMMM U/UiM HasHadeHuio CI'KC.

TakuM o60pa30M, HEeCMOTPS Ha BJIMAHME MHOI'MX (QaKTOpPOB Ha CHuxeHume MIK
MOXHO TOBOPUTbL O TOM, UYTO CAaMBEIM 3HAUYMMEIM CPenOM HMX ABJIAETCA aKTUBHOCTH
MHPEKUVMOHHO-BOCIAJIMTEJILHOTO Mpolecca B JIETKUX M CBA33aHHOE C HMM BHPaXeHHOE
cucTeMHOe BocHnajieHre. OHO HENOCPEeNCTBEHHO MUHMLUMMPYET KOCTHYKND pPe30pOUuMio U
OIIOCPEenOBaHHO onpenesdeT QOopMMPOBAHME HUBKOM MACCE Tejld, HU3KYD QUM3NUEeCKY
AKTUBHOCTBL M HaszHaudeHme CI'KC, KOTOpEE caMmM IO cebe ABJAKNTCSA He3aBUCHMBIMU
baxTOopaMmM pMCKA CHMXEHMSI KOCTHOM MaccCH.

Hamm ObBUIO OIpenesyieHO 3HAUUTEJIbHOE M3MEeHEeHMEe KOCTHOT'O oOOMeHa: IIOBHIIEeHUEe
IIPOLECCOR pe30pbuuM IpY Majioy TpaHchopMalMy CO CTOPOHBE QOPMMPOBAHMA KOCTHOM
TKaHM, YTO OTpaxaJioCh B BHPaXeHHOM yBeluueHuM P-Crosslaps ¥ HOPMAaJlbHBIX
MM HECKOJIbKO CHIMXEHHEIX [IOoKasaTeJiax OCTeokaJiblMHa. Cxoxue pesyJbTaTe OB
IOJIYUEHH B IPYI'MX MCCJIEeOOBaHUAX y OO0JIbHEIX MB [2, 13,14]. 2T0 CBUIETEJNLCTBYET
o mucbHajlaHCe ¥ aCUMMETPMYHOCTM KOCTHOT'O oOMeHa C IpeBajiMpOBaHMEeM KOCTHOM
pezopbunm. OUeBUIOHO, UTO M3MEHEHME YPOBHSA OCTEeOKaJIbLMHA BCJIe] 3a 3HAUUTEJIbHEIM
pocToM PR-CrosslLaps He BEPAXEHO M He BHXOOUT 3a Ipeleitl HOPMAJIbHEIX BeJIMUMH.
Tak cpeIM MNalMEeHTOB, Y KOTOPEX OBJIO BHABJIEHO NOBHImeHMe B-CrossLaps, TOJBbKO
y 5,8% onpemenasca  CUMMETPUUHBIM POCT OCTeOKaJibLMHA BhIle pedbepeHCHBIX
noxkasaTeJien.

[IpeBalMpOBaHME KOCTHOM pe30pbumy Hal GOpMMPOBAHMEM CO BPEMEeHEM IIPUBOIUT K
CHMXEHMI0O KOCTHOM MacCCH. B HalleM MCCJIeOOBaHMM BIIEPBHEE OIpelejieHa B3aMMOCBA3b
f-CrossLaps c¢ MIK npokxcuMaJbHOTO oThejia Oempa y B3POCJHEIX OOJbHEIX MB.

B Hamel paboTe [IOKAasaHO BHPaXeHHOEe yBeJIMUeHMEe Mapkepa KOCTHOM pe30opbumnmn
u 6boJyee 1yybokoe cHmwxeHue MIK y JmMu MyXCKOT'O II0Jla, UYTO TOBOPUT O OoJee
BHIPAXEHHOM KOCTHOWM PEe30pOLMiD Yy MyX4UMH. TeM CaMbM MOXHO OTHECTM MYXCKOWM I10JI
K Tpyllle pKCKa [0 Pa3BUTMI HU3KOM KOCTHOM MacCCH.

90, 5% OOJILHEIX B MNPOBEIEHHOM MCCJIeIOBaHUM MMeJIM CHUXeHMe ypoBHA 25 (0OH)D. OH
MOXET OBITh OOYCJIOBJIEH : YMEHBIIEHMEM abcopbuun BUuTaMmHa D B KMIIEUHMKE BCJIEOCTBUE
INaHKpeaTMUeCKOM DB3K30KPMHHOM HEeIOCTAaTOUHOCTM, HapylleHMEeM IMIOPOKCUIMPOBAHUS
BMTaMMHa D B edeHlM, CHUXEHMEM YPOBHS BUTAMMH D-CBA3BIBAKIETO Oejika, n3beraHueM
npeOeBaHMA Ha COJIHEUHOM CBeTy M3-3a OOTOCeHCUDOMIM3ALUM [PpU IpMeMe HEeKOTOPHBIX
AHTUOMOTHKKOB, HEIOCTAaTKOM XMPOBOM TKAaHM, HakKalluBaomey BuTaMuH D [15]. Kak
¥ B IOpyTuMx uccienoBaHuax [14,16] He BHABJEHO Koppensuum ypoBHA 25 (0OH)D c
MIIK. TOJBKO «MATKOCTL» I'€eHOTHUIIa M aHAMHECTUUECKUM MNPpMeM IIpPerapaToB BUTaAMMHA
D oxasplBajl BAMAHME Ha OoJjiee BEICOKUM ypoBeHb 25 (0OH)D cpeam 5TUX [HAlMEHTOB,
HO nokazsatreyau MIK y HMX He OTJIMYaJIMCh OT OCTAJIbHBEIX OOJIbHHEX.

Mel mmocumMTaJiM, dYTO HauboJiee aKTyaJIbHBEIM B IIOMCKEe TeHOTUNO-OeHOTUNMUECKUX
CBA3EV HABJIS€TCHA CPAaBHEHME «TIXeJBIxX» ( paHHee pa3BUTHME I[IaHKpeaTUdeCKOU
HeIOCTAaTOUYHOCTHM) U <«MADKMX» TEeHOTUIIOB ([O3OHEee pPasBUTME MM OTCYyTCTBUE
IaHKpPeaTUUYeCKOM HEeIOCTaTOYHOCTM), a He OLeHKe BJIMAHMA OTIAEeJIbHEIX MyTalul,
Kak B paHee TIpoBeneHHEX paborax [4,5,10,16]. EIMHCTBEHHBIM I1apaMeTpoOM,
B3aMMOCBSA3AaHHBM C KTSXECTBIO» "eHOTHUIIa ABUJICA ypoBeHb 25 (OH) D, »TO noOTBepXIaeT
Te3MC O TOM, UYUTO «TAXECTL» TEHOTUIIa TECHO KOPPEeJMpyeT C IaHKpeaTUdeCcKoMu
HeIOCTaTOYHOCTEIO, HO He C I[IOpaXeHMeM JIpyI'MX OpraHOB M CHCTEeM, I'IOe »3Ta
B3alMMOCBA3b HaAMHOT'O cJjlabee.

B paborTax Bapy0exHEX aBTOPOB UYAaCTOTAa HMBKMUX I[IOKasaTeJiel B [NOSCHUYHOM
oTreJsyie IMO3BOHOUHMKA WMJIM OOmeM I[okazaTejsie 1o 6Oenpy okKasajlaCb MeHblle, ueM
B Hamel BuHOOpke. MIK 1mo Z-xpurepuio MeHee -2 SD omnpemejieHa B MCCJIeIOBaHUMU
Haworth C.S. ¢ coaBT. y 34% nmaumeHTtoB [16], a B padore King S.J. C CoOaBT.
[10] - Tompko y 17% OOJILHEIX.
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Mel MOXeM MNPelloJIOXUTL HEeCKOJIbBKO GakKTOopOoB, OOYCJIABJIMBAIIMX BHICOKY YAaCTOTY
HM3KOM KOCTHOM MaCCH y OOCJIeIOBaHHEIX HaMM MNalMEeHTOB. HecMOoTpsa Ha CONOCTaBUMBIE
nokasarenu O®B , B MCCIenyeMoOil BHOOPKE C HAHHHMY MNPENBOyLMX MCCIEeNOBaHWNA,
MBE OTMEeTMJIM 3HAUUTEJIbHO 0oJiee HM3KMe [okasarenu JVMT B HawWeMw Ipylle 10
CPaBHEHMIO C 3BapyOexHEMM IOaHHEIMM: TakK B uccjaenmoBaHum King S.J. ¢ coarBT. (
2005) MMT cocrasun 21,4+2,6 xr/M?, Haworth C.S. ¢ coamT.( 1999) - 21,2(2,5)
kr/M?. Huskme nokaszsarenn MMT y B3pPOCIHX OOJBHEX MB B Poccum o0OyCJIOBJIEHH,
BEPOSATHO, OTCYTCTBMEM IOIOJIHUTEJILHOTO B30HIOBOTO MNUTAaHMUA Uyepes I'aCTPOoCTOMY,
a Taxkxe peIKuM WM DSIU30OMUECKUMM MCIOJIE30BaHMEM I'MIEPKAJIOPUMHEIX CMeceu
B paluMoHe IaluMeHTOB. BoJjiee HU3KkUM ypoBeHb 25(0OH)D B HacTosmey pabore,
10 CpaBHEHMIO C ucciaemnoBaHmem Haworth C.S. ¢ coasT. - 19,0 (11,1) /M,
n King S.J. ¢ coasT. -24,0 (14,0-33,4) Hr/MJ, BO3MOXHO, CBA3aH C 0oJee
Hu3kuM VMT, a Takxe B nomabBlidwomeM OoJblMHCTBe ciayudaer (74,5%) orcyTcTBUMEM
npoduIakKTUUECKOT'O IpMeMa IMpelapaToB BUTaMyHa D OO BKJIOUEHMS B MCCJeIOoBaHUe
B Hallel TIpylIe.

BOBMOXHO, YTO  OONOJIHUTEJIbHEIMM  bakTopamu, BIAMAKRIMMKY  Ha  [IOJIyYeHHEBIe
PesyJbTaTH, SBJISETCS OTHOCUTEJIBHO BHBICOKMM MNPOLEHT OOJIbHEIX, MHOMUMPOBAHHEIX
B.cepacia (16,8%) um npuHmMmaklummx CI'KC (24,8%) B Hamwel paborTe.

BrIBOLBI

Hyzkasg MIK MO3BOHOUHMKA U/UM OEOPEHHOM KOCTY BCTPEUYAeTCsS IOUTU Yy I[IOJIOBMHEL
B3POCJEIX OOJIBHEIX MB 1 B3aMMOCBA3aHa C pPas3BUTHUEM HepUbOepUUECKUX [IEePeJIOMOB. Y
NalMeHTOB C HMU3KOM KOCTHOM MaccoM medpopMaluuM TPYIOHEIX M [NOSCHMWYHEX [TO3BOHKOB
BCTpeYanTCcsa B 63,6% ciydaer. OnpenejeHa B3auMMocBa3b MIK C pecnupaTOPHEM U
HYTPUTUBHEIM CTATYCOM OOJIBHEIX .

Jmua MyXCKOT'O IoOJla MMeKnT 0o0Jiee BHPAXEHHYID KOCTHYK pes3opbumio u oOoJee
HU3KMe nokasaTrenam MIK, 4TO OTHOCUT MX I'PyIle PpMCKa IO Pa3BUTUI OCTEONlOopo3a.

[IoJIyUeHHEIE Pe3yJibTaTH ONPenesidioT HeOOXOOMMOCTb IIPOBENEHMI aHTUPEe30POTUBHOM
TepanmuM M HeOOXOOMMOCTH IMIPMMEHEHMS I[IpPenapaToB BUTaMMHa D JjiedeHMM OOJIbHBIX
c Hu3koM MIK m mnepejomMaMy, a Takxke BaXHOCTL MNonmepxXaHMsa OYHKLUUM JIeTKUX U
OUTATEJIbHOT'O CTaTyca IOJid NpenylpexXIeHMSa CHMXEHMS KOCTHOM MacCCH.
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NOKAABI

OCOBEHHOCTVI MUKPODIOPbI HVXHWX AIXATENbHBIX MYTEN Y PA3INYHbIX

BO3PACTHbIX I'PYMM AETEN BOJIbHbIX MYKOBUCLIAAO30M.

larunaax N.A.', Kanpanos H.I.2, Yepuyxa M.I0.!, Anexceena I'.B.!, Cembixkun C.10.3,
Asetucsan JI.P.', Kamupckaa H.10.2, InBkuna H.B.!, /lanniuna I'.A.', baroB A.B.},
Bbycyex I'.I1.*

! I'y HUUAM um.H.®. Tamanen PAMH
2 MocCKOBCKHii IEHTP MyKOBHCII03a
3 erckan pecnmyoJauKaHcKasa 00JIbHUIA

BBegmeHue

MyKOBMCUMIO3 MM KMUCTO3HEM Oubpo3 (cystic fibrosis) nomxenymouHOM XeJjies3b
ABJISETCS  HACJIEOCTBEHHBIM ayTOCOMHO-PELMCCUBHEM  3aboJjieBaHUEM, yacTora
PacrnpoCTPaHeHHOCTM KOTOPOTO cpenu OeJior'0 HAaCeJIeHUs COCTAaBJISET B CpPeIHeM
1:2500. BoJye3Hb HOpaxaeT pPasJIMUHEIE CHUCTEMB OPTaHM3Ma ¥ MMEET Pas3HOODpasHYyo
CYMIITOMATHUKY, OHOHAKO MPONOJIKMTEJIbHOCTbL XWM3HM, B OCHOBHOM, 3aBUCUT OT
CTEeNneHM I[OPaXeHMs OPITaHOB HEXAaHMSA YCJIOBHOIATOTEHHBEMM MUKPOOPTaHM3MaMu. B
naroreHese MHOEKUIMOHHEIX OCJIOXHEHMY OCHOBHYIO POJIb MI'PAT TaKMe MUKPOOPIT'aHM3MEL
xkak Staphylococcus aureus, Pseudomonas aeruginosa, Haemophylus influenzae,
Burkholderia cepacia [1, 3, 14]. B 1958 1. OpOmoOIXMTEJIBHOCTb XM3HU OOJIbHEX
MYKOBMCLMIO30M COCTAaBJIANa 6 MECsSleB, B HACTOSllee BPeMs C COBEPUEHCTBOBAHMEM
MEeTOHmOB OVMaTHOCTUKM n BO3MOXHOCTEMN COBPEMEHHEBIX MEeTOIOB JleuyeHus
IPONOJIXUTEJSIBHOCTE XMB3HM B CTPaHax EBPONH ¥ AMepuky npubimxaercs xk 40 ronmawm,
a B Poccum - 27 ser. OOHAKO OCHOBHOM NPMUMHOM JIeTaJIbHEIX MCxoZmoB y 90-95%
BOJILHEIX MYyKOBMCLMIOO30M SABJIAITCS MHOEKIMOHHBIE TPOLECCH B JIETKUX, YacTo C
reHepalmMzauuey MHOekLUMMr, TO €CThb C Pas3BUTMEM CelCHuca.

Henbio »aHHOM paboOTH HEBJIAJIOCH M3yUYeHMEe MUKPOOGIJIOPE HIDKHMX IObIXATEeJIbHBIX
NyTey Pas3HBEIX BO3PACTHEIX I'PYHNN OeTel OOJIbHEX MyKOBMCLMIO30M B IOMHAMUKE IIJIS
BEIABJIEHMA €€ VMSMEHUMBOCTNM UM OllpeldeJIeHVA BO3MOXHEIX VMCTOYHMKOB I/IH(DGKLU/IOHHI:IX
OCJIOXHEHUM .

MarTepmasnsl ¥ MeTORHI

[IpoaHanu3auporaHsl 114 mcTopui 6o0Jie3HeM OOJIbHHIX IeTel MYyKOBMCLMIO3O0OM PasHBIX
BOBPACTHBEIX I'PYyIMIl, NPOXMBaoIMX B I'. MockBe M MOCKOBCKOM OOJIaCTM M HaXOOUBIMXCS
Ha aKTMBHOM IMC IaHCEPHOM HabJomeHUM B MOCKOBCKOM OTIeJIeHUM POCCHUMCKOTO
LHeHTpa MYyKOBUCLUMIO3a WIM [IPOXOIOUBIIMX JIeUeHMe B OTIEeJIEHUM MeIUUMHCKOMN
TeHeTUKM PecnyOJIMKAaHCKOM IOeTCKOM KJIMHMUeckoM OojnbHMUE (PIKB) .

Taxxe TNpOoBeIeH aHajJM3 BEHEIMCOK M3 MCTOpMM Ooje3Hel 27 nperei ©OOJIBHEIX
MyKOBMCLMIO30M Pas3JIMUHEIX PETMOHOB Poccuiickoy demepalumyt, NPOXOIMUBIMX
IepruooMuecKky JieueHMe B OTHEeJIEHUMM MeIMLMHCKOM IeHeTuku PIKEB.

B nmuHamuke obcjenoBaHoO 84 pebeHKa OOJIBHEIX MYyKOBMUCLMIO30M XMUTeJiel I'. MOCKBE
n MockoBckoy obstacTu. 40 meTell NPOXOOUIIM JiedeHMe B OTIeJIeHUM MeIUIMHCKOM
reHeTuky PIOKB, 44 pef®eHka HaxXOOUJIMCH Ha aKTMHOBM OUCIAHCEPHOM HAOJIOIEHUM U
amMOyJIaTOPHOM JieueHVM B MOCKOBCKOM OTAeJIeHUM POCCUICKOT'O LIeHTPa MyKOBMCLMIOS34A .

VccrenoBaHye MOKPOTH M Ma3KOB M3 3eBa MNPOBONMIIM B COOTBETCTBUM C MIPUKABOM
M3 CCCP N 535 or 22.04.1985. HlmeHTUOMKALMIO BHIEJIEHHEIX KYJIbTYP I[IPOBOIMIIU
CTaAHOAPTHEIMM METOIaMM, MCIOJb3yS MUISHTUOMKALMOHHEIE TecT-cucTemel API 20
NE (Biomerieux), Enterotest, Staphylotest, wmeromm I[P wmneHTUbUKaALUU
¥ TUIMpoBaHmsa B.cepacia, P. aeruginosa, S. aureus. Bcero orT 84 OOJBLHEX
nerelr (aMOyJIaTOPHHIX ¥ TOCHUTAJIM3UPOBAHHLEIX) OBJIO BhHOeJeHO Oojiee 350 KyJIbTYyp
MMKpOOpT'aHmaMoB (S.aureus, S.epidermidis, P.aeruginosa, P.alcaligenes,
P.fluorecens, Enterococcus spp., Candida spp., Haemophilus spp., B.cepacia,
S. maltophilia, K.oxytoca, N.subflava m mp.).
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UyBCTBUTEJIBHOCTh MMKPOOPTAHM3MOB K aHTUMMKPOOHEIM IpenapaTaM IPOBOIMIIN
IMCKO-IMOOY3MOHHEIM METOIOM, MCIOJb3yd arapM30BaHHYK cpeny Mojjep-XMHTOHA,
YYBCTBUTEJBHOCTL K aHTUMMMKPOOHBIM NpenapaTaM Haemophilus spp. ocymecTBIANM,
MCIIoJIb3ysa cpeny HTM.

Pe3yJbTaTh MCCIEeOOBAHUM NOOBEPTHYTH CTATHUCTUUECKOM oBpaboTke.

PesynesTaTe

[Ipy aHaamMze ucTopmuy 6oJesHM 114 OOJIbHEIX HeTe¥ MyKOBUCLMIO3O0M, CPpell KOTOPHIX
21 pebeHOK OBJI B BO3pacTe no 1 rona, 28 merew - 1-4 jer, 16 merem — 5-7 jerT,
29 — 8-14 ser n 20 merey — 15-18 jeT. ¥ 75 (65,8%) ymanochb yCTaHOBMUTL BO3pacT
meTelr, korna MM ObBUI BIEPBHE YCTAHOBJIEH IMATHO3 MyKOBMCUMIO3 (Tabs.l).

V3 oTux 75 OosbHBIX 44 @meTsaM IMAaT'HO3 BIIEPBEE OBJI IOCTaBJIEH B BO3pacTe Io
1 roma (58,7%), B 1-2 roma — 9 meram (12,0%), B 3-4 roma - 8 (10,7%), 5-7
jger - 8 (10,7%) m B 8-14 jier — 6 meram (8,0%) .

[Ipy aHajIM3e OaHHBIX MUKPOOMOJIOTUUECKMX MCCJIeNOBAHUM YCTAHOBJIEHO, UTO
MUKPOOPTAaHU3ME OBLIM BhIOEJIeHH y 13 m3 21 pebeHka B BO3pacTe 1o 1 TozIa
(61,9%), v 26 ums 28 merem B Bo3pacTe 1-4 roma (92,9%), y 15 ms 16 nmerewm B
BospacTe 5-7 mer (93,8%), y Bcex meTel B Bo3pacTe 8-14 jeT ml1l5-18 jeT (100%)
(29 m 20 meTelm COOTBETCTBEHHO) .

B rpynmne neren no 1 rToma S.aureus ORI BHIOESJEH Yy 6 znerem (28,6%), a
Paeruginosa - y 4-x merem (19%).

B rpynne meTel B BOo3pacTe 1-4 rozma IOMMHMPYOUMMM MUKPOPIaHM3MaMM TaKxXe
G S. aureus ¥ P. aeruginosa, KOTOpble BHSABJIeHH y 13 (46.4%) m 10 meren
(35.7%) cooTBEeTCTBEHHO.

Y meTrey B BO3pacTte 5 -7 JjleT S. aureus Owl oOHapyxeH y 14 (87.5%), a P.
aeruginosa y 5 (31.2%) wus 16 meren.

B Bo3pacTe 8-14 s;eT S.aureus BHABJEH y 19 merey m3 28 (67.8%) m P.aeruginosa
— vy 15 us 29 (51,7%).

I, HaxkoHen, B Tpynmne 15-18 seT HaumMHaeT IJOMMHMPOBATHL P. aeruginosa,
BRIDEJIeHHas v 12 merenm ms 20 (60%), a S.aureus — y 11 mus 20 (55%).

TaxyM 00pasoM, MOXHO 3BaKJIOUMThL, YTO B BOo3pacTe mo 1 ronma Oojsee uem y 1/3
OOJIBHEIX HeTell MyKOBMCLMIOOSOM HIXHME IEXaTeJlbHBle IIyTHK elle He OOCEMEeHEeHH
MMKPOOPTaHM3MaMM, y OeTelM B Bo3pacTe 1-4-x jJleT MUKPOOPTaHM3ME OOHAPYXMBAKTCI

B 92,9% cnyuaeB, B BO3pacTe 5-7mer — B 93,8%, a B BO3pPaCTHHX Tpynnax 8-14
jger m 15-18 jger — B 100% ciayuaes.

[Ipy aHanM3e MUKPOQJIOPE YCTAHOBJIEHO, UTO B I'pyIIe geTel 0o 1 roga HeOOHOKpPATHHE
BEICEBEl OIHOTO M3 BMIOOB BO30yauTesa HAOJOOAMMCh TOJBKO B IBYyx ofOpasuax,
B3ATHX OT 21 pebenHka (9,5%).

V3 28 merem B BOBpacTe 1-4 jieT XxpoHMUeckKas MHOeKUMsS BHABJEHaA y 1 IOeTen

(25%). ¥ 4-x gpmerem (14,3%) IMarHOCTUPOBAHAa XPOHMUECKAsS CTabMIIOKOKKOBASA
uHbexuusa u y 3-x (10, 7%) — cuHerHoMHas mHbexkumsa. [IpM 3TOM CMellaHHasa MHOeKUMUA

BeIgBJIeHa y 10 merem (35,7%). ¥V meTem CcO CMemaHHOW MHOekKLMelr B 7 Cciaydasx us
10 omHMM M3 OpelcTaBUTeNIeV MUKPOQJIOPH aBJAjica S.aureus (70%), B 4-x ciydasax
n3 10 (30%) - rpmbu poma Candida, B 3-x cayuasax mu3 10 (30%) - P.aeruginosa.
BelmM BHIABJIEHEL Takxe S.viridans, K.oxytoca, NOpencTaBUTENM CaNpo@UTUUIECKON



NOKAABI

MUKPOGDIIOPE M HEUIEHTUGMUIMPOBAHHOM I'PaM—OTPHUIIATEJIEHOM MUKPOGIIOpEl. B 2-x 3 10
ciydasax B ofpaslax BHESABJIEHHE IPEeNCTaBUTEN M MUKPOOJIOPH 3-X BMIOOB — S.aureus+P.
aeruginosa+S.viridans m S.aureus+P.aeruginosa+rpube poma Candida.

B rpynmne meTeyn 5-7 JleT IMAaTHO3 XPOHMUECKOV MHbekummM ObBJI YyCTAHOBJIEH y 8 U3

16 merem (50%) . Ilpu 3TOM CMelmlaHHasa MHbeKLMsa OblJla BHABJIeHa y 6 M3 16 merek
(37,5%). ¥ 5 us 6 meTel oHa HpencTaBidajla coueTaHme S.aureus + P.aeruginosa,
a y omHoro pebeHka S.aureus + H.influenzae.

Cpenun netem 8-14 JeT xXpoHMUecKasd MHOQEeKUMS IMarHOoCTMpoOBaHa y 19 wu3 29

nerer (65,5%). ¥ 10 merer NOCTOSHHO BHABJIAIM S.aureus (34,5%), a y 9 —
P.aeruginosa (31,0%) . CmemaHHas uHbekuMsa BbHABJIeHa y 7 u3 29 merem (24,1%).

B 6 ciyuasx OHa IpencTabifdjla codeTaHMe P.aeruginosa m S.aureus ¥ B OIHOM
cityyae B.cepacia ¢ npezmncrTaBUTeNSAMM CeMeMrcTBa Enterobacteriacae.

B rpynne gpeter 15-18 JsileT xpoHMYecKas MHOeKUMA OMATHOCTMPOBaHa y 16 wus
20 pmerem (80%). Y 9 nmerem (45%) ImarHOCTMpPOBaAHA XPOHMUEeCKAas CHUHET'HOMHAas
vHbekluusa, y 5 (25%) - cradminoxkokkoBas, y IOBYX — CMEllaHHAas, IPenCcTaBJiaBIIAS
coueTaHue P.aeruginosa + S.aureus u S.aureus + B.cepacia. CmemaHHass MHOEeKUUS
0es IMarHo3a «XPOoHMYecKas» Obljla BHSABJIEHa Takxe ele y 3-x O0oJbHBEIX (15%). V¥
5TUX OOJIBHEIX OBUIM BHIABJIEHE TakKMe COUYETaHMsa MUKPOOPTAaHM3MOB - P.aruginosa
+ S.aureus + B.cepacia, S.aureus + B.cepacia m P.aruginosa+S.aureus+E.
coli+CTPEnTOKOKK TPYIIH A.

TaxuMm o6pa30M, IpM aHalM3e MUKPOOIIOPH OOJIBHBEIX IeTeM MYyKOBMCLMUIO30M MOXHO
KOHCTATMPOBATH, YTO C yBEeJIMUEHMEM BO3pacTa y OOJBHBEX QOPMUPYIOTCH NOCTOSHHEE
odYary XPOHMUECKOM JIETOUHOM MHQEeKLUMM, OCHOBHEIMM BO30OyOIMUTENAMM KOTOPOMU
ABJISITCHA S.aureus u P.aeruginosa.

B cBa3u C TeM, UTO mu3ydeHHas BHOOpkKa u3 114 meTel OOJIbHHIX MYyKOBUCLMUIO30M
BKJIOUAJIa TOJIBKO XMUTEeJIe¥ MOCKOBCKOI'O peruMoHa (66 merel — xuTenu I'.MoCKBE, 48
— MockOBCKOM oOOjlacTH) Jajiee HaMmy OBJIM NPOaHAaJM3MPOBAHBEL BHIIMCKM M3 MCTOPUN
Boye3umn 27 nperel OOJBHEX MYyKOBMCLMIOSO0OM Pa3JIMUHEIX PETMOHOB POCCHUMCKOM
demepalumy, KOTOPHE [IEPUOOMUECKM IPOXONUIIM JIeUdeHME B OTIEJIEHUM MeOVLVHCKOM
reHeTuxky PIOKB. Cpenu meTel maHHOM BHIOOPKM 5 meTelr OvIM B BOo3pacTe 5-7 jer,
13 — B BospacTe 8-14 jer m 11 — B BO3pacrte 15-18 mer. Ilpm sTOM 8 meTel
TOCIUTaNUBKPOBaNUCh B oTmejieHue 10-18 paz, 5 — 8-9 pas, 9 - 4-7 pas U TOJNBKO
5 - 1-3 paza.

B rpynmnel meTey TocnuTanm3mMpoBaHHEIX 8-9 m 10-18 pa3s BxoouiaM OeTu »OBYX
BOo3pacTHHX Ipynn 8-14 m 15-18 jer. M3 191 MuKPOOMOJIOTMUECKMUX OOCIIeIOBaHUM
IDaHHBIX OOJIbHEIX B Iepuon ¢ 1998 r. mo 2007 r. MMUKpPOPTaHM3Mbl OBUIM BEIIEJIEHEL B
190 cayuasax (99,5%) (rabn.2).
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Ta6a. 2. Mukpodiopa HHKHHUX bIXaTeJIbHBIX IIyTed y 27 OOJbHBIX JdeTed
MYKOBHCITHI030M.

KonuuectBo 60/bHbIX, Y

A MUKpoOOopraHnsma

KOTOpbIX 6b11 06Hapy>keH

Pseudomonas aeruginosa 24 83
Pseudomonas aeruginosa MyKOWAHbI GeHoTHN 20 69
Staphylococcus aureus 20 69
Burkholderia cepacia 7 24.1
[pnbbl poga Candida 6 20.7
Stenotrophomonas maltophilia 4 13.8
Acinetobacter spp. B 10.3
Pseudomonas alcaligenes 3 10.3
Ralstonia pickettii 2 6.9
Staphylococcus epidermidis 1 34
Risobium radiobacter 1 34
Ochrobactrum anthropi 1 34
HenaeHtndunumpoBaHHas rpamoTpuLiatenbHas ? 6.9
MUKpodiopa )
HengeHtndburumpoBaHHas rpaMnonoxuntensHas 1 34
MuKpodaopa ’

B MOHOKYJbTYype MMKPOOPTAaHM3MEl OBUJIM BHIEJIEHE B 55 obciemoBaHuax (28,8%), a
B accoumauum B 114 cunyuaax (59,4%). Accoumauus M3 2-X MUKPOOPTaHMBMOB pa3HEIX
BUIOB BHSABJeHa B 54 crayuasax (28,3%), U3 2-X MUKPOOPT'@HM3MOB OIHOTO BMUIA
(P.aeruginosa MyKOMIHOT'O M HEMyKOMIOHOTO GeHOTMNOB) — B 14 ciuyuasx (7,3%).
Accoumauus Tpex MUKPOOPTaHMBMOB 2-X BMIOOB (S.aureus u P.aeruginosa MyKOMIHOTO
M HEMYKOMIHOTO GeHOoTMNoOB) B 25 ciayuaax (13,1%), IpyIuxX BUIOOB MUKPOOPTAHM3MOB
n P.aeruginosa MyKOMIHOTO ¥ HEMYKOMOHOTO (GEeHOTMNOB — B 3-x ciayuasx (1,6%).
Accoumaumusa M3 TpexX—UYeTHpeX MUKPOOPTaHM3MOB pPa3JIMUHBIX BMIOB BHABJeHa B 18
cayuasax (9,4%).

TakuM oOpa30M, MNPOBENEHHHM aHaliM3 IOBYX BHOOPOK MCTOPUM O0Je3HU meTeM OO0JIbHBIX
MYyKOBUCLMIOB30M, NPOXMUBAWLMMX B MOCKOBCKOM UM IPYIMX PeTMoHax PoccuMcKoM demepalumnm
CBUOETEJILCTBYET O TOM, UYTO OCHOBHHMM BO3OYIUTEJAMU JIET'OUHHIX OCJIOXHEHUM
ABJATCS P.aeruginosa m S. aureus, a Takxe NPeICTaBUTENM ITPaMOTPMUIIATEJbHEIX
HebepMeHTVPYOIMX BMOOB OakTepuii — B.cepacia, S.maltophilia, Buzmer Acinetobacter.
AHaNM3 »OaHHBIX BHOOPOK TakXe MNpelcTaByigeT yOeIMTeJIbHBE IOKal3aTeJIbCTBa, 4YTO B
60% ciyuyaeB MHOEKLMOHHEE OCJIOXHEHMS Yy OOJIBHHIX IeTelV MYKOBMCLMIOS30M BHSBLHBAKTCSH
accouMauMaMy MUKPOOPTaHM3MOB, I[penCcTaBJIeHHBE IOBYyMsS U 0Oojiee BuUIaMM OaKTepui.
[Ipy 3TOM B HEKOTOPHIX clydasdax (7,3%) accolumaums MOXeT COCTOATL M3 NpencTaBuUTesel
OOHOTO BMIa, NPEeICTAaBJIEHHEIMM PA3JIUYHEIMU (QeHOTHNaMM (MYyKOMIHEM M HEeMYKOMIHBIM
benoTumn) .

IOnsa ©oJjlee IeTaJIbHOT'O aHajlyz3a MUKPOOJIOPE y OOJIBHEIX IeTel MyKOBMCUMIO30M OBLIO
[IPOBEZEeHO IMHaMuueckKoe oOCiIellOBaHME Ha MNPOTAXeHUM 2-X JeT 84 mereli, M3 KOTOPHIX
40 peTeV NPOXOOUIIM JI€UEHME B OTIEJIEHUM MeIOUMUMHCKONM TeHeTuku PIOKE (nmasee
TOCHUTANM3UPOBaHHEEe OOJibHEE), a 44 - Habmojmanuch aMmOyJlaToOpHO B MOCKOBCKOM
LIeHTpe MyKOBMCLMIO3a (majiee amMOyJlaTOpPHBEE OOJILHEE) .
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NOKJIAZbI

[Ipy CpaBHEHMM MUKPOOMOJIOTMUECKOTO Mel3axa MNepBUUHO OOCJIeNOBAHHEIX aMOyJiaTOPHBIX

U TOCHUTAJMBMPOBAHHHX IeTell yCTaHOBJIEHO, UYTO y aMOyJIaTOPHHEIX OOJIBHEIX Hambojee
yacTo BuIeJsaoTcs S.aureus (79,5%), P.aeruginosa (41,0%), rpmbel ponma Candida
(35,9%), S.epidermidis (15,4%), B.cepacia (7,7%), Buma Enterococcus (3,5%),
K.oxytoca (2,4%). Y TOoCHMTANM3UPOBAHHEIX OOJILHEIX SBHAUMTEJILHO uYalle BHIEJISJIUCDH
BakTepum BuIa P.aeruginosa (75,0%), pexe S.aureus (45,0%), moutm B 4 pasza uame
S.epidermidis (57,5%) (p<0.05), B 7 pas uyame OakTepuy KOMIIJIeKCa B.cepacia
(55%) (p<0.05).

,HOMI/[HI/IpyIOLLU/IM STUOJIOTUMYECKMM aI'eHTOM, KTOprZ BBEIOEJIAJIM OT TIT'OCIMUTAJIM3MPOBAHHBIX
BonbHEIX ObBIM P.aeruginosa. lMx oOHapyxuBanau B 75% cjyuyaerB, SATO I[IPEBHIAJIO
aHaJIOTUMUHBINM [TO0KazaTesb y aMOyJlaTOPHEX O0JIbHEX B 1.8 paza (p<0.05) . Y amOyJiaTOPHBX
OOJIbHEIX BeOyUMM 3TUOJIOTUUECKMM aTeHTOM GBJIAJICA S.aureus, IpPeBHIlas aHaJIOTUUHHM
rokasaTejylb y TOCHMUTAlIM3MPOBAHHEIX OOJbHEIX B 1.7 paza (p<0.05). ObpamaeT Ha
cebd BHMMaHMUE yBeJInueHre BBEIOCSJIEHUMA I[IOYTUM B 4 Paza MUMKPOOPI'aHM3MOB B IOOB
S.epidermidis u Bojyee uem B 7 pas B.cepacia.

CoOTHOmEHME MOHOKYJBTYP M MUKPOOHBIX accouMauuy y TOCIUTAJIM3UPOBAHHEIX U
aMOyJIaTOPHEIX OOJIBHEIX OBJIO NPakTUUYeCKM OIMHAKOBEM. Y 32,5% IoCcnmMTalM3MPOBAaHHEIX
GoNbHEIX My 36,4% aMOyJIaTOPHEIX OOJIBHEIX BEIIEJIEHE MOHOKYJIBTYPH, a MUKPOOHEE
accouMauuy BBIABJIEHH Yy 67,5% TOCHOMTANM3MPOBAHHEIX U 63, 6% y aMOyJIaTOPHEIX OOJIbHBIX .

Y aMOyJsaTOpHEIX OOJILHEIX accoluMalusa M3 OBYX KyJIbTyp Habmonanack y 60, 7% OOJBHEX.
Y TOCHUTaNIM3UPOBAHHEIX OOJIBHEIX IBE KYJBTYPH B COCTaBe OvuiM BrmeJieHel y 40,7%.
3-5 KyJbTYypP BHICEeBaJM OJHOBPeMeHHO Yy 59,3% ITOCHUTalIM3UPOBAHHBIX OOJIBHEIX U Y
39,3% amMOyJIaTOPHBEIX OOJIbHEIX .

[Ipy »TOM DOakTepum KOMILJIEKCA B.cepacia BHCeBaJiM OT T'OCHUTAJUIUPOBAHHEIX OOJIbHBIX
B 7 pa3 uyame, YeM OT aMOyJIaTOPHBIX OOJIBHEIX, a B COCTaBe MMKPOOHEIX accolualui
IOaHHBIM MMKPOOPTAaHM3M OBl BHIOEJEH B 27,3% CJydaeB.

Y aMOyJlaTOpPHHX OOJIBHHX MUKPOOHEE accouMalmM, COCTOSlMe U3 2-X KYJIbBTYP,
B 35,3% criayyadax TI[pencTaBJANM @ codueTaHue P.aeruginosa wm  S.aureus. Y
TOCIMNTAJIM3VIPOBAHHEBEIX O 0JIb HEIX MMKpO@HbIe accoumaumm m33 2-X KYyJIbTYP INpenCTaBJIAJIM
3HAaUMUTEJIbHO BoJibllee pasHooOpasne U BKINUAM Clenyie coueTanmsa: P.aeruginosa

+ S.aureus - 18,2%, P.aeruginosatB.cepacia - 9,1%, P.aruginosa+O.anthropi
- 9,1%, P.aeruginosa +P.fluorescens — 9,1%, P.aeruginosa+Enterococcus spp.-

9,1%, B.cepaciatrpubs pozma Candida — 9,1%, S.epidermidis+rpube pona Candida
9,1%, O.anthropi+rpube pozma Candida — 9,1% u, HakoOHel], MYKOMUIOHHMN GEHOTUII
P.aeruginosa+HeMyKOUOHEM beHOTMNI P.aeruginosa — 9,1%.

B cocTaBe MMKPOOHBIX accouMaliuy, COCTOSWMX U3 3—-X MUKPOOPI'aHM3MOB, BHIIOEJIEHHBIX
OT TOCIUTANIMBUPOBAHHEIX OOJIBHEIX, P.aeruginosa BegBjeHa B 54,5% ciyuaes,

S.epidermidis - B 45,4% ciayuaen, S.aureus - B 36,4 % ciayuaerB, Trpubu poma
Candida - B 36,4% crayuaeB, B.cepacia - B 27,2% cnyudaer um S.maltophlia
u O.anthropi - B 9,1% cayuaer. B 18,2% craydaeB oOT OOJBHHX B COCTaBe

MUKPOOHEIX acColMaluil BHIEJIAIM OOHOBPEMEHHO MYKOMUIHEI ¥ HEMYKOMIHBEINM GeHOTMUI
P.aeruginosa.

B IMONBEITKE ONpelesMTh BO3MOXHEE MCTOUHUKM UMHOMUMPOBAaHMSA OOJIBHEIX JeTeln
MYKOBUCHUMIO30M B MOCKOBCKOM ILIEHTPE MYyKOBUCLMIIO3a M B OTIEJIEHUM MEIUILIMHCKOM
reHeTuky PIKE OblIM B3ATE OOPa3LEL C IPOLEeOYPHEX CTOJIOB, CTOJIOB C MHCTPYMEHTAapMeM,
CTEPMJIbHEIX JIOTKOB, PYyK MeONepCOHAaljla, BHEWHeM Cpelbl NPOLEeNypPHHEIX KaOMHETOB.
V3 npoBemeHHEIX 25 aHaIM30B B MOCKOBCKOM ILI€HTPE MyKOBUCLUMIO3a 13 1Ipod
oKaszamchb crTepulbHEMM. B 10 ofOpasuax BHABJIEHH OakTepuu BuIa S.epidermidis
B koJmuecTBe He npesbmabBmeMm 300 KOE/ramn. m B 2-x ofpasuax — Enterococcus
spp. B koJmuecTBe He npeBomasmeM 300 KOE/rawmr.
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B 28 obpasuax, B3ATHX M3 BHEMHEMN Cpelbl OTIOEJICHMS MEeOUMLMHCKOM TeHeTuku PIKB

B 25% crnyuaeB BHSABJIeHH P.aeruginosa, B 21,4% ciayuaeB — S.epidermidis, B
10,7% cnyuaeB - 1JjecHeBwe Tpude, O.anthropi, P.fluorescens, B 7.1% cayudaesn

- B.cepacia u S.maltophilia.

MoxHO TMmoJjiaraTbk, 4YTO BHEWHAA cpena, OOBEeKTH MPOLEeNyPHEX KabMHeTOB U
PyKM MegnrnepcoHalyla MOCKOBCKOTO LIEHTpa MyKOBUCLMIO3a He HABJIAJIUCH [IPUYMHON
MHOMUMPOBaHMA aMOyJIAaTOPHEIX OOJIBHEIX JeTel MyKOBMCLMIOO30OM, B TO BpeMa Kak
ODOBEKTE BHEWHEN cpensl OTOeJIeHUT MEeIULMVMHCKOM Te€HEeTMKM MOTJIM OBITh OHOHMM U3
BO3MOXHBEIX QaKTOPOB QOPMUPOBAHUA MUKPOQJIOPEL BO BpeMda NPeOEBaHMAa B CTalMoOHape.

O6cyxnmeHue

VI3 NOJIyYEeHHHX B NPOlLleCCe aHalM3a BBINIMCOK U3 UCTOpMUM Oosyie3HM 114 OOJIBHBEIX OeTel
MYKOBMCLUMIO30M XuUTejie MOCKOBCKOT'O perMoHa, 27 OOJIbHEX OeTey MyKOBUCLMIO3OM
XUTeJiey pPasJMUHBIX PerrMoHOB Poccuyckoym demepauuy ¥ MUKPOOMOJIOTMUECKOT'O
MOHUTOPMUHTA 84 aMOyJIATOPHLEIX M TOCHUTAJIM3UPOBAHHEIX IeTel UeTKO IPOCIJIEXUBATCI
crenypure BaKOHOMEPHOCTM: a) OCHOBHEIMM BO3OYyOMUTENIAMM MHOQEKUUM JIEDKUX Y
OOJIBHEIX HeTely MyKOBMCLUMIO30M SABJIATCS P.aeruginosa ¥ S.aureus, IIpUYeM
B IEepBBHE TOOH XM3HM IOOMMHMPyeT S.aureus, a 3aTeM OCHOBHBEM BO30OyIMTeseM
cTaHoBUTCA P.aeruginosa; ©0) XxpoHMUecKasd CUHETHOMHAas, CcTabuIoKOKKOBaS WK
cMellaHHasa MHOekUMsa HauMHaeT IMaTHOCTUMpOoBaThbCca y 25% @meTel yxe B Bo3pacTe
1-4 roma, a k 18 romam orMeuaercd y 80% OOJbHHX MyKOBMCLMIO30OM; B) B 2/3
cllyyaeB MHOMUMPOBAHME JIETKUX OCYUECTRBJISETCS He MOHOKYJIBTYPOM, a accoluraluen
MMKPOOPIT'aHM3MOB, nmpmdyeM Yy T'OCIMTAJIM3MPOBAHHBIX OOJILHEIX DBTHU accoumaumm B
60% crayuyaeB ImNpelcTaBJieHH ©OoJiee YyeM IOBYMS MUMKPOOPITaHM3MamM,; I') B COCTaBe
accoumaumy, KpoMe P.aeruginosa, YacTO BCTpeudalnTCa »OpyTMe IIpelcTaBUTeNU
TpPaMoOTpMLaTEJIbHEX HebepMeHTHUP YUK MUKPOOPT'aHMBMOB - B.cepacia,
S.maltophilia, A. baumanii, uTO, BepoOsATHO, OOYCJIOBJIEHO TPOIM3MOM DTUX BUIOB
MUKPOOPT'aHM3MOB K JIETOYHOM TKaHM [5].

[lonlyyeHHBEE HaMM IOaHHBEE I[IPM aHaJluz3e ucTopui ©Ooje3Hu 114 nmerelt OOJIbHBX
MyKOBMCLMIO30M XUTEJIe MOCKOBCKOT'O peruoHa, 27 meTel OOJIbHBIX MyKOBMCLMUIO30M
XyTesey pPasJIMUHEX pPeTrnMoHOB PO m 84 amMOyJIaTOPHBEIX M TOCHUTaJIM3UPOBAaHHBIX
neTeMy NOCIHIYyXWUJIM OCHOBAHMEM IJIS SBaKJIOUeHMd, YTO OJig OOJIBHEIX MYyKOBMCLMIOS3O0OM
XapaKTEePHEM IPOSBJIEHMEM MHQEKIIMOHHEIX OCJIOXHEHMUM ABJIS€TCS CMellaHHad MHOeKUMuS
”“ 4UTO B.cepacia 49BJiSeTCH TUIMUHBEIM [IPEeOCTaBUTEJIEM TOCHUTAJIBbBHOM MUKPOGDIIOPEH.
O BMIAX MMKPOOPIaHM3MOB P.aeruginosa, S.aureus kak OCHOBHEIX BO30OyAMTeJIAX
JIETOYHOM MHPeKUMM y OOJIBHEIX MyKOBUCLUMIO3OM MMeeTCHd IOCTAaTOYHOEe UMCJIIO
nyonmkaumii, Kak M O PpoJM B.cepacia B BOB3HMKHOBEHMM TIXeJIBIX MHOEKLMOHHBIX
ocnoxHeHuy B 20% ciydyaeB, NPUBOOSIMX K BOSHMKHOBEHM «LelalMd CUHIOPOMa» —
JIETOYHOY NHEBMOHMM M CEICUCY M JIeTaJlbHOMY MCXOIY, OINHAKO IaHHBIX O TOM, UYTO
XapaKTEepPHHEM IPOSBJIEHMEM MHQEKIIMOHHEIX OCJIOXHEHMUM ABJISeTCS CMellaHHad MHOeKUMus
paHee He NpenCTaBJIAJIOCh. HaMy yCTaHOBJIEHO, YTO OIHOM M3 YAaCTO BCTPEeYanlMXCH
accourauuy CMemaHHOW MHbeKUMM saBJjiseTCcsa coueTaHme P.aeruginosa m B.cepacia.
B cBga3m ¢ sTuM M.00. YepHyxOM OBIIM NPOBEHOEHE SKCIEPMMEHTH 1O MONEJIMPOBAHUIO
IOaHHOTO BapMaHTa CMemaHHOM MHbekuuy in vitro m in vivo [2]. BeUJIO moxasaHo
B3aMMHOE YCHUJIEHME T EeMOJIMTUUECKOM AaKTMBHOCTM STUX MUKPOOPTAaHM3MOB in
vitro M BMPYJIEHTHOCTM 1n Vvivo, YTO MOXET CBMIETEJbLCTBOBATH O BO3MOXHOCTU
B3aMMHOT'O MCIIOJIb30BaHMA KOMIIOHEHTOB PeTyJIATOPHOM CMCTeMbl «Quorum sensing” B
IIOTEHUMPOBAHMM MX BUPYJIEHTHBIX CBOMCTB M CIOCOOHOCTM QopMMPOBaHMA OMONJIEHKM
S3TUMM ONM3KOPOACTBEHHEMM OaKkTepuaMM. B KIMHMKE II0 CBUIETEJILCTBY Bpaudely,
paboTamnmMx B OTOEJICHUM MENULIMHCKOY TeHETUKM, Takoe codeTaHMe BO30yOuTeney, Kak
npaBUJIO, NoIpasyMeBaeT TAXeJioe KJIMHMUeCKOe TeueHMe MHOEKUMOHHOTO OCJIOXKHEHUS
1 HeOJIaTONPMATHBEI [NPOTHO3. B HacTodAllee BpeMA HaMM [IPOBOLATCHA MCCIIEeNOBaHUA
10 M3YyYEeHMI0 BUMPYJIEHTHEX CBOMCTB IOPYyI'MX YacTO BCTpedallMxcsa Yy OOJIbHBIX
MYyKOBMCLMIOO30M accoumaumii: 1) P.aeruginosa+S.aureus, 2) P.aeruginosa+S.
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aureus+B.cepacia, P.aeruginosat+S.aureus+B.cepacia+ rpube pozma Candida,
P.aeruginosa+S.epidermidis+ B.cepacia. IllramMmel, BXOIsduMe B COCTaB TaKUX
accoumanuuy, MOPOBEPSITCS Ha CIOCOOHOCTBL kK bopMMpOBaHMI OMOINJIEHOK [6], Ha
BUPYJIEHTHEIE CBOMCTBA B MOIEJIAX Ha SKCIEPUMMEHTAJILHEIX XMBOTHHX, CIOCOOHOCTDH
NpOooyUMPOBaThE OIpenesieHHEEe (GAaKTOPH MNaTOT'E€HHOCTH .

HamboJjiee MHTEpPeCHBEIM OJId aHajM3a SBJISAETCS TaKXe MaTepurall, B3ATHEM OT OOJIbHHX
BO BpPEeMsA KaxIoy M3 TOoCHUTalIM3alMi. AHAJIM3 MUKPOOMOJIOTMUECKMUX MCCJIeNOBaHUM
IOoKa3blBaeT BO MHOIMX CJlydasax I[IOCTOSHCTBO MMKPOGJIOPE, NpPpMUeM BTO IOCTOSHCTBO
XapaKTepHO He KOHKPEeTHO IJjid Kakoro-Jjubo OIHOT'O BMIA, HO UM IJd psala BUIOOB,
ONHOBPEMEHHO BHIEJISeMEIX OT OOJIbHHX. OIHako B PpdAOe CJliydaeB B IOMHAMUKE
VCCJIenOBaHMsA HabJornaeTcsa NepruoIndecKoe OTCYTCTBME BHIIEJIEHMS OINHOTO KaKOoI'o-—
mbo Buzda Bo3OyauTesa. C UeM 3TO CBSA3aHO — C HECOBEPUIEHCTBOM MUKPOOMOJIOTUUECKOM
IOIVMaTHOCTUKM, SJIMMMHAalLME) BO30yIOUTesid NpM NPOBEeOeHMUM CHeUUOUUEeCKOTO JIeUeHUS
XVMMOTEpaleBTUUECKMMY NIpellapaTaMy, NepexoloM BO3OyIUTesid B HeKYyJIbTUBMPYyeMoe
COCTOAHME C MNepCUCTEeHLMeNM BO30yIuTeJyida - CcJjledyeT MCCJIenoBaThb, MUCIOJb3yd
pasHoOOpa3HEle METOIE MOJIEKYJIIPHOM BMNUIEMUOJIOTUM U M3ydas WTaMMB, [10JIyUYeHHEBE
B IOIMHaMMKe OT OIHOTIO OONIBLHOT'O Ha IIPOTAXEHNM pAIa JIeT.

OnpenesyieHMe T[IPUUMH BBESABJIEHMS pPa3HEX OEHOTUIIOB, HaIpMMEpP, MYyKOMIHOIO U
HEeMyKOMIOHOT'O BapMaHTOB P.aeruginosa B ofpasuax, [IOJIYUYEeHHHX OT OOJILHOT'O IIpU
OOHOKPATHOM OOCJIEHOBAHUM MM WU3MEHEHMS CIeKTpa aHTUOMOTUKOYCTOMUMBOCTHU Y
BOBOYyIMUTENS NPU IIOCJeNOBATEJIbHEX BHIESJIEHUAX TakKxXe NpelCTaBJigeT 3HauMTeJIbHBM
VHTEepeC IJig BHACHEHMA MexXaHu3Ma OGOPMUMPOBAHMSA XPOHUUECKOM JIETOUHOM MHOeKUUM
y OOJIBHEIX MYyKOBMCLUMIO30M. B HacTodmee BpeMsa YCTaHOBJIEHO, UWTO Iepexon
HeMyKoOMIOHOM GopMel P.aeruginosa B MYKOMIHYIO ABJISETCS MapKepOM XPOHUUECKOM
JIETOUHOM MHPeKUmnM. HaHHE TIepexond OOBACHAKNT TI'eHeTUUeCKOM alallTaluuen
fOaxkTepraJibHOM IMONYyJIaUMM K OKpyXallel cpele B BO3OYUWHHEX IyTAxX ©OOJBHOIO
MyKOBMCUMIOO30M. OmHa ofmad MyTalumsda B MUCA TeHe OOyCJaBJIMBAET TPaAH3ULMIO U3
HEMYKOMIHOTO B MYKOMIHEM OGEeHOTUII C CYNepHPOOyKLUMEN aJibIMHaTa. MyKOMIHBINM
beHOTHUII MNpPenCcTaBJiIgeT OCOOBI MHTEepeC Kak MHIOMKATOP XPOHUUYECKOM MHbekumm u,
B CBA3M C HeOJIaTONPMATHEIM [IPOTHO30M, pa3pylleHMEM M HOBPEXIEHUAMM JI€T'OYHOMU
TKaHM. PaHHee BHABJI€HMEe MHQEKUMM UM MHTEHCUBHAS AaHTUMUKPOOHAS Tepanusa
ABJIAITCS HEeOOXOOMMEIM YCJIOBMEM IMpelylpexlIeHMs IIepexolla M3 IlIepeMexanueyics
VHOeKUUM B XPOHMUUECKYIO.
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BO3PACTHBIE U3MEHEHWS MOHHOTO COCTABA MJIA3MbI KPOBW I SPUTPOLIATOB, AHTVIOKCUAAHTHOW

AKTUBHOCTW W TTPOTEA3HO-AHTUIMPOTEA3HOIO BAJTAHCA Y BOJIbHbBIX C MYKOBUCLIMAO30OM

BacuiaseBa E.M., CoaoBséBa 10.B., bakanos M.H., Cumonosa O..

HHUMUN neguarpuun HII3/1 PAMH, MockBa

V/I3BBECTHO, YTO MNPMMEPHO KaxXIBl 25-11 IpencTaBMUTeslb eBPOIeMCKOM PaCH SABJISETCH
HOCUTEeJIeM I'eHa MyKoBMcLMIoza (MB). MyTauuy reHa NPMBOLAT K HAPYWEHMIO QYHKUMN
fesika — TPaHCMeMOPaHHOTO peryJygaTopa MykoBucUumoza (MBTP), KOTOpPHM ABJIAETCSH
MeMOPaHHBM KaHaJIOM IJIs aKTMBHOI'O TPAaHCIOPTa MOHOB XJIOpa, a TakKXe peryJsaTOopOoM
abcopbuur MOHOB HaTpma. JokaszsaHo, uTo 10% ypoBHs HOpMaJlbHOTO MBTP mocTaTOWHO
IJIg 3allMTHEl IOBEIXaTEJIbHBEIX IIyTel OT PpPa3BUTHUSA [IaTOJIOTMYECKOI'O Ipollecca. B
pesysibTare yBenuueHus a®copbury HATPUS CHMXAeTCs U/WiIM NpeKpalaeTcs CeKpeLus
XMIOKOCTHM, BBpabaTBIBAEMBEI B OPOHXaxX CEeKpeT O0e3BOXMBAETCHA M CTAHOBUTCA OoJjee
TyCcTEM U BA3KkMM [1]. HebeKT cekpeluM XJjiopa BJIEUET 3a CODOOV INOBHIUIEHME BA3KOCTHU
cim3u. CreneHb 3JIaCTUYHOCTM CJHM3M UM CKOPOCTB €& IepeMelleHMs 3aBUCAT OT
KOHLeHTpauuu mMoHOB Ca m Mg [11].

/I3MeHEeHMS CO CTOPOHH OPOHXOJIETOUHOM CUCTEMH NpM MB BEABJIATCSA yXe IIpHU
POXIEHUM MJIM B IIE€PBHE HeIenu XM3HU pebEHka. llpm MB BOCHanmmMTesibHBE IPOLIECCH B
JIETKUX IIPOSABJIAITCA yXe B HEeOHATaJIbHOM Iepuome. OTO OBJIO NPOIEMOHCTPUPOBAHO
y MianeHUueB 4 Hemesb M 0OoJibllel dYacTu zmerer ¢ MB mo roma — BOCIAJIeHME B
OTCYyTCTBUU MH@@KHMM. B kauecTBe HaAuvaJbBHOTIO CTVMYyJla IpenrnojiaralnT IIOBBIIESHME
YPOBHA BHYTPUKJIETOYHEIX [IPOTea3 M HedMUMUT aHTUIPOTEea3 M BO3MOXHOCTBE IIpoTeas
OecrnpenaTCTBEHHO BHBEHBATL IOBpexIeHMe OpoHxoB M JErkmux [20]. B TeueHue
IepBOTO TOIa XMU3HM MM [NO3OHEee, UYacCTO I[IOCJIie BUPYCHOM MHOEKLUMM, CHWXaoIel
300eKTUBHOCTL JIOKAJIbHEIX MEXAaHMU3MOB IPOTUBOMUKPOOHOM BallMTH, B HIXHME OTIEJIH
PecnMpaToOpPHOTO TpakTa I[IpOoHMKaeT OOJIbIoe KOJUUECTBO Pa3JIMUHBIX I1aTOT'@HHBIX
MMKPOOOB [7]. OTM HapylleHMd NPOBOLUPYIT pPa3BUTHEe OaKTEepPMaJIbHOM KOJIOHM3ALUM.
/I, OOHOBPEMEHHO, NIPMBONAT K CHIXEHMIO aKTMBHOCTM SBalMTHHX IPOTUBOMUKPOOHEIX
CMCTEM Ha KJIETOYHOM ¥ MOJIEKYJISPHOM ypoBHAxX [1].

BakTepMraJibHEIE AT'€HTH 3allyCKAalT BOCIAJIMTEJIbHEIM IIPOLECC, XapaKTepU3YIWMICI
MaCCHUBHOM MHOMIIE TPpaumuen HeuTpoduiIamm . Mobunmzaumsa HeTpoduiIoB
IpeyMylmleCTBEHHO B CPEeOHME M MeJIKMEe OTIeJIbl ObXATEeJNbHEX IyTel OpencTaBigeT
coDOoM KJIOUEBOM OTBET MaKpoopraHM3Ma Ha OakTepuajibHOe BTOpxeHMe. llpu rubenu
IOJIM— ¥ MOHOHYKJIEAPHHIX QaTrouMTOB BEHCBOOOXIaeTcs OO0Jiblloe KOJIMUEeCTBO IIpoTeas,
OKCUIAHTOB (CBODOOHEHE paIMKaJE, MMEJIONIEpPOoKCKIa3a), LUUTOKMHOB, KOTOPHE
CIIOCOBCTBYIT PA3BUTHUI KPECIUPATOPHOT'O B3PEBAY», Pa3pyllainT 2JIaCTUH, OUOPOHEKTUH
¥ IOpyTHe CTPYKTYPHEE OeJIKM SHOUTEeNMI IOEXaTeJIbHBIX IIyTeM, UYTO CIOCODCTBYET
bopMupOBaHMI0O OPOHXO3KTazoB [9]. IlpoTeasw ABJIALTCS QepMeHTaMy, o6JiamaloumMuy
CIIOCOOHOCTBIO I'MIPOJNIMB0BATH IIeNTUIHBE CBA3M, U IeTpalIupOoBaTh IpyIue OeJIKU.
OCHOBHBIM MCTOUHMKOM IIPOTeas B JIETKUX ABJISITCH BOCIAJIMTEJIbHBIE KJIETKM, Takue
Kak HeMTPOOUIIE, TYyUHBIE KJIETKM, Makpobaryu u JuMMOOUMUTH . [[poTeasbl CUHTE3UPYIT U
OIpyTMe KJIETKM, BKJIOUAd DHIOOTEJMAJIbHEIE, BNuTeNrallibHee u QubpobnacTel. CEeprHOBEE
IpOTEeMHAa3bl, BKJIOUAS HEeUTPOOUIbHYI 3JacTas’zy (HD), kxarencuH G M IOpOoTeEMHa3y
3 ymakoBaHbl B IIepBMYHBIE TPaHyJE B HeMTpodmiax. HelTpoduibHEE OIpoTeasbl
BEIIEJIAIOTCS BHYTPUKIIETOUHO B GarojM30COoMax MM BHEKJIETOUHO I[IOCJIe aKTUBalUU
kJjeTok. ImbbepeHuMauys MOHOLUMTOB B Makpodaru NPMBOOUT K IIOTEpe KOMILJIEKTA
CEPMHOBEIX IIPOTEeas 3TUX KJIeTOK. OOHAKO, B3Ta MNOTEeps 3aMellaeTCs MX CIOCOOHOCTHIO
CUMHTE3VPOBATDb opyrne npoTeaslsl, BKJIOUA A MaTPVMKCHEIE METAJIJIOIIPOTEMHA3EL
(MMP) ¥ 92JacCTOJUTUUECKOTO KaTelCHHa. AHTUIPOTEAa3bE MUHIUOMPYIOT OIPOTeasH,
B3aMMOIENCTBYS C WUX KaTaJUTUMUeCKMM LEeHTPOM, IPpYM DBTOM 3alMmainT KX OT
paspylleHrus HOPMAaJIbHOM CTPYKTYpPhl. OCHOBHBIMM MHTUOMTOPAMM IPOTEOJIM3a B JIETKUX
ABJIALTCA o —aHTUTpuncud (o, AT), CEKPEeTOPHBI JIEMKONPOTEAa3Hb MHIMOUTOP
(JIIIN) , o2madmH, TKAHEBBM MHIUMOMUTOP MeTajulionpoTrenHas (TVMP) ¥ LUMCTaTUHH.
B HOPMAJIbHBEIX JIETKUX AaAHTUIIPOTEea3bl NPenynpexnalnT BpPenHOe IeMCTBMEe IIpoTeas,
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IIOCKOJIbKY OHM IIPUCYTCTBYIT B OOJiee BBCOKMX KOHLEHTpalMax, UYeM IIpOoTeas3dHl.
Ho, ecam KOHULUeHTpaluMsa IIpoTeas3 JOKAJbHO IIOBHIIAETCSH, 3allMTa AaHTUIPOTeas
CTAaHOBUTCSA HEeOOCTATOUWHOM, UTO HaOJoIaeTCd IPU XPOHUYECKUX BOCIAJIUTEJIbHBIX
BoJyie3HAaxX JIETKMX. B pesyjbTaTe 3TOTrO I[IOBBIIAETCH BHEKJIETOYHaAsS AaKTUMBHOCTH
npoTeas, Benyumasd kK Oerpalaluy JIETOUHOM TkKaHM. [IpoTeassl He TOJIBKO pa3pyllailoT
KJIeTOuHble OeJIKM, HO U obJjanailnT OMOJIOTMUYECKOM aKTMBHOCTLIO, BKJIOUAS CJelnyolee :
1- npu BOCHAJIEHUM BOBJIEKAKNT PEKPYTUPYEMEE KJIETKM, YCUIMBALT MX MUTPALMUD; 2-—
VHULIUUPYIT MMMYHHEII OTBET; 3- BOBJIEKAKNTCS B OaKTepMaJIbHHY KUJIJIMHT, arollTo3,
baroumMTo3s M NPOOYKLUMIO MylLMHa. Kak e 3TM HeOeCTPYKTUBHEIE [IPOLECCHE OCHOBHBIX
JIETOUHEIX [IOTeas paszobmanTcd npr 3abojeBaHMAax JETKMX? CepMHOBBE NIpOTeasHl,
TakMe kak HD, MOTYyT MHIYLUMPOBATHL BHAOeJIeHMe WI-8 snuTenmalibHBEMM KJIeTKaMuU
OpOoHXOB M JleukoTpueHa B4 (JITB4) - makpodparamm. HO, no-BMOMMOMY, OTBETCTBEHHA
3a I[OBHIIEHHYI 3KCIpeccun WI-8 npmM MyKOBMCUMIOB3e, T.K. MHTUOMpOBaHue HD B
BpoHXOaNIbBeONIPHOM JlaBaxe (BAJI) npym MB mouTM MNOJIHOCTBIO CHMMAaeT BiIxXonm MJI-8
n3 snurenaus Oponxos [14, 18].

BO3IOyXOHOCHBEIE NyTM OOJIBIMHCTBA [NalMeHTOB C MB XpOHMUYECKM UHOUIMPOBAHEL
IaTOTeHHBEIMM MukpobOamMu, ocobeHHO Pseudomonas aeruginosa. B pesyibTaTe 3TOTO B
JIETKUX U OpoHxax OOJIbHEX C MB HakamnjamMBaeTCcsa OOJIblIOe KOJIMUECTBO HEUTPOPUIIOB,
IPpMBOIOA K DHIOOPOHXMAJLHOMY BOCIAJIEHMIO, YBEJMUEHMIO IIJIOTHOCTM MOKPOTH U
BOBJIEUEHMIO B IPOLIECC alallTUBHEIX MMMYHHBEIX MexaHmamoB [14]. H3, karencuH G u
npoTemHasa-3 ABJISIOTCH BO3MOXHBIMM CTUMYyJIAMM CEKPeLUUM CIU3U U3 CyOMyKO3aJlbHEIX
XeJjies M KJIeTOK snurenams [12].

XpoHnuyeckasa OPOHXOJIETOUHAA MHPEKUMS CONPOBOXIAETCSH BEICOKMMM KOHILEHTPAUMAMU
IIPOTUBOBOCIAJNIMTEJIbHEX IMTOKMHOB, B TOM UMCJIe, MHTEpPJIeMKMHA-6, CTUMYyJIMPYOIEeTO
bopMmMpoOBaHME OCTEOKJIACTOB, a Takxe MHTepJserkuHa lo m OHO-o, CTUMYIMPYIOMMUX
pPe30pPOLMI KOCTHM, UYTO CIHOCOOCTBYET CHMXEHMI0O MMHEPAaJIbHOM KOCTHOM IIJIOTHOCTM.
CHmxeHMre BMD BHABJeHO y 53% -62,5% ¢ MB. B OOJBIMHCTBE CJIyUyaeB M3MeHEHUd

cooTreTCTBOBRAJIM OCTEOIIEeHUNM, pexe — OCTeOolIopo3y. 9Ty OOJIbHBIE OTJIMYAJIMCD
foJjiee TAXENHM TedeHMem 3abosiepaHusa [3,6,10]. BmecTe ¢ TeM, HD cHuxaerT
IMTOTOKCUYHOCTDB 12 IIPOo Oy KIIMIO IMTOKMHOB T-kJjIeTKaMmM. PaCI.LLeHJ'IFIFI C,H14 Ha

bnbpobiiacTax ¥ MOHOUMTAX, HD HOPpMBOIMT K CHMXEHUIO UYYyBCTBUTEJBHOCTU K
JunonoamucaxapmuonamMm [147].

XOopowo U3BECTHO, UTO ODPOHXOJIETOUHAS HATOJIOTMA CONPOBOXIAAETCHA I'MIIOKCHUYE CKUMM
COCTOSHMSAMM, BHI3BIBANIMMY M3MEHEHMS B OOMEHHBIX IIPOLleCCaxX He TOJIbKO B JIET'OYUHOM
TKaHM1, HO M B KJIeETKax KpOBIV, npexne BCeT' O B spuTpoumMTax. B HOPMaJIbHO
OYHKUMOHMPYIMX KJIETKaX comepxaHue OIPOOyKTOB CBOOOOHO-PaOMKaJIbHOT'O
OKMCJIEHMSA HAXOOMUTCA Ha KpalHe HMBKOM YPOBHEe, HECMOTpsS Ha obujiMe CcyOCTpaToB
[IOJI. VIMEeHHO COCTOSHME AaHTMOKCUIAHTHOM CUCTEMH OlIpenejisgeT, HaACKOJIbKO OyayT
BBIPAXEHBl I[IATOJIOIMUECKME WM3MEHEHMS, BEB3BAHHEE BO3IEMCTBMEM HecHeluudruueCKUx
bakTOPOB, AKTUBUPYOULMX OKMCJIEHME JMIMIOB. B TO Xe BpeMsa II0OKasaHO, UYTo
B OOJIbIMX JO3axX MHOTIMEe AaHTUMOKCUMIAHTBEI TOKCHMYHBL M MOI'YT IaXe CTAaHOBUTHCHA
IPOOKCHUIAAHTaMM. YCTAHOBJIEHO, UYTO HapylleHMe oOMeHa (MJIM YCBOSEMOCTM?)
IOBYXBAJIEHTHEIX KAaTMOHORBR HABJIAETCHA Te€HEeTUUECKM HOEeTEePMMHMPOBAHHBEIM UM MOXET
OTHOCUTBCH K UMNCIYy OMOJOTMYECKUX HOedeKTOB, IMOBBHIIAKIMX PUCK pas3BuTuda BA.
BO3MOXHO, YTO WM3MEHEHMS MUKPODJIEMEHTHOI'O COCTaBa KPOBM HABJISETCH ONHOM U3
NprurH QOPMMPOBAHMA BTOPMYHBEIX MMMYHOIEQUUMTHEIX COCTOAHMM NOPM 3aboJIeBaHMUAX
OpTraHoOB JeIxaHusa [5].

B OTeUeCTBEHHOMV NeOuaTpUM OTCYTCTBYIT KOMIIJIEKCHEIE MCCJIeHOBaHMS CUCTEME
«OPOTEeONUTUUYEeCKus depMmeHT sjacTasza/ aHTurena k depMmeHTy/ MHTUOUTOPH
B3JlacTasel/ MOHBL KATaJM3aTOPED y OeTelr NPYM MyKOBMCUMIOOS3E. YIOOHONM MONEJIbI IS
OLIEHKM COCTOSHMSA OPTaHM3Ma MOXHO CUMTATbH SPUTPOLUMTAPHYI MeMOpaHy J3BeCcTHO,
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UTO DBPUTPOLMTE UIPAT CYULECTBEHHYIO POJIb B IIaToT'eHe3e OPOHXMAJIbHOM aCTMEL,
y4acTByd B IIpollecCcax IIepeHOoCa KMCJoponda M OMOJIOTMUECKM aKTMBHEIX BEUIECTB, B
obecrieyeHuUr PeoJIOTUM KPOBM, B MMMYHHBIX peakuuax [8]. B Bamaum mcCcJIemoBaHUS
BXOOMJIO: OINPEeIesSIMTL CcolepXaHue/akKTUBHOCTL B I[IJlJa3Me KPOBWM OOJIBHBIX HeTel
3J1aCTasbl, MAaTPMKCHOM MeTajuionporemMHaszel—/ (MMII-7), aHTHUTeJ K »3JjacTrase u
Karencmury G, uMHIMOMTOpPa D3JlacTas3el M KaTencmHa G - O, —"aHTUTPUICKHA (al—AT);
BBISBUTL MBMEHEHUS YPOBHSA KATMOHOB — KaJlblMsda, LUMHKA, Xejesa, Menoy, MaTHUA U
aHmoHa OGochaTa B MmjasMe KPOBM; MCCIENOBATh M3MEHEHMSA COHNEpPXaHMA CBOOOIHEIX
(He cBa3aHHEIX C OejikaMM) MarlHMA, Xejes3a, LMHKa, Menu, dbochopa B spuTpoLMTaAX
OOJILHEIX HOeTel.

Ma'repna.nu n MeTOnsl MCCIIeOJOBaHWUSA.

ObcrnenmoBanmchk 60 OOJBHBEIX C MYyKOBMCLMIOSM, HAXOOMBIIMECS Ha JIeUeHUM B
OTHOeJIEHUN IIYyJIBMOHOJIOTUM U ajuieprojyiorum HVNM nenmaTtpum HI3I PAMH. Il51a BHABJIEHUA
BOBPACTHHEX pPas3jiMuMll B M3ydUaeMEIX [IapaMeTpax HaMM BHIEJIEHE IOBe IpyNiel: 1 -—
oneTu wMJjanmero Bo3pacTa oT 2,5 wMmecsauer mo 5 gjer (n=34) m II - cTapumero
- or 11 pmo 18 mer (n=21). HamM WMCCJIemOBAaJIOCh COHEepXaHMre pana MaKpo—- U
MUKPOSJIEMEHTOB B LEJbHOM KPOBM MOHMBUPOBAHHHI Kajbluui (Ca ?Y), B miasme
kpoBu: Ca?’ («Muxpomur» o¢upMmel «Konelab»), docdop (Pi), marHum (Mg), xeneso
(Fe) B masMe u spurpouutax (Mg in, Fe in — mo MeTony, pa3paboTaHHOMY B Halleu
nabopaTopun) , YPOBEHb o -aHTuTpuncuua (o -AT) onpemessyiM Ha aHaamMsaTope
Synchron CX 5A ¢wmpmel Bekman Coulter, CHA . Memp (Cu), UMHK (Zn) B IJa3Me
KpoBM B ospurpoumTax (Cu in, Zn 1in) onpeznensanm Habopamy QUPME «CeHTHHeJI»
(Uranma) Ha cnexkrpodoToMmMeTrpe DU 530 Qupmel «Bekman», crnekTpobdoTOMeTpUUECKU
MCCJIenoBadM COIepXaHMe ONHOTO M3 KOHEUHBIX NPOOYKTOB IIE€PEeKMCHOI'O OKMCJIEHUSA
Jununor (IIOJI) — mMajloHoBOTO guanbierunma (MIA) M aKTMBHOCTE »JIacTal3bl, B KauecTBe
cybcrpara wucnosbszoBamu Succinyl-(L-Ala), -4-nitroanilide, xpoMe TOTO,
onpemenanr obWMy aHTMOKCUMIaHTHBEM cTaTyc (OAC), aKTMBHOCTL AHTMOKCUMIOAHTHEBIX
bepmMeHTOB — cyhnepokcunamucMyTasel (COL) m ruiyTaTMoOHIepokcuzaszwl (I'Il) ¢ IOMOILIO
CTAHIOAPTHEX HaAaOOpOB OUPMEl PaHOOKC. B mjia3sMe KpPOBM, OOOTAlEHHOM HeMTpodmiamMm
ompenesyiaaM akKTMBHOCTBL UM COIepXaHMe HeMTpoduiibHOM 3JjacTasbe (HD) axkTMBHOCTHU
aHTuHO m anTu-KarencuHaG (anTuKarG) . ComepxaHue sjiacTasel, MMP-7, akTMBHOCTH
aHTuKarG u anTuHD mccaenopaaMcCh METONOM MMMYyHOQEPMEHTHOI'O aHaJM3a C IIOMOILIO
CTaHOAPTHBEIX HaAOOPOB Ha MMMyHOQEPMEHTHOM aHanamsaTope o¢upmMmel Labsystems. B
KadeCcTBe BO3PaCTHOT'O KOHTPOJIA IO MOHAM INPMBOIOATCSH OaHHBE OoOCJemoBaHMA Dojiee
700 nerew, HabOmomaBumxca B HUM negmatpum muM. I'.H.COepaHCKOTO B TeUeHUE
IocJenHux 7 JieT, IapaMeTpH NPMHMMAaJMCh 3a «HOPMAaJlbHBIE», €CJM yKJaIOHBaJlMCh B
vHTepBaJ M*t1, 645 crMbEl. VI3 BEHIOOPKM OBUIM MCKJIIOUEHE IETHY C TSXEJIOM HAaCJIeIICTBEeHHOM
W/WUAY  XPOHMUYECKOM naTojiorueri. I'pynny cpaBHeHus (I'C) cocraBuim 30 mereit
0e3 NPUBHAKOB XPOHUUECKOMW OPOHXOJIET'OUHOM MNaTOoJIOTMM CcpelHui Bos3pacT 11+1,6
rozja, NPOXOIMBIIME I1JIAHOBOE IOUCIIaHCEepHOe oOCcJjienoBaHUE.

CrarucTudeckasa obpaboTka OaHHEIX NPOBOAMIJIACE C MCIOJIb30BaHMEM NNE€PCOHAJIBHOT'O
KOMIIBIOTEPA  OpoTrpaMMma Statistica. Paszmuuma  Mexny  IDpynnaMu — CUMTalu
CTATUCTUYUECKM 3HAUMMBEIMM [IPM BepOSTHOCTM INporHosza (p<0,05). Kosbduumen
KOppendauuy ONpenesisanyM 0 I[IMPpCOoHY.

PesyneTaTiH MCCJeOOBaHMI M OOBCYyXIeHMe.

Kax BuoHO wm3 Tabjamurel, Yy OOJBHEIX C MB C BO3pacTOM CHMXaeTCH YPOBEHb
VOHM3MPOBAHHOT'O KaJIbLUMA B LEJIbHOM KPOBM M IIJlasMe, OIHAKO 3HaueHMS IaHHOTO
mokasaTeJid OCTalTCcd B IIpelejax BOBPACTHHX HOPM. Kakux JIubOO M3MeHeHUM B
COOEePXaHMM B IIJla3Me KPOBM OOWEro KaJjibLUMsa, MAarHMA, LMHKa M Xejle3a He BHIABJIEHO.
Y OoJibHBIX I TPYNNBEl OTMEUEHO HEKOTOpOe CHIMXeHMe ypoBHA Cu IO CpaBHEHMIO C
koHTposiem (11,6+0,13 mxM/nm 0-6,5 ser p<0,01; 10,5+0,1 wmxM/; 10-18 semT).
CHmxeHMe comepxaHusa dochopa Bo II rpynmne OBJIO OXMIAEMEIM — C BO3PAaCTOM YyPOBEHb
IODaHHOT'O MOHAa CHMWXAeTCsd, UYTO He CJMIIKOM XeJlaTeJIbHO nJjda OoJbHBIX MB, Tak Kak
MOXEeT CBUIOETEJIbLCTBOBATEL OO SHEPIreTUUeCKOM HEeIOCTATOUHOCTM OpITaHM3Ma .
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Bo3spacTHbIEe N3MEeHEHUA
HU3yJYaeMbIX OMOXMMHUUYECKHUX MMOKa3aTeied y 00JIbHBIX C MyKOBHCITHIO30M

TPyMNa ;4 mec -5,5 ner (n=34) I - 11-18 ner (n=21)
MNMokasatenb
Bospact 2,73+0,26 13,7+0,46 p<0,001
Ca?* kpoBM 1,255+0,009 1,204+0,007 p<0,001
Ca?* nnasmbl 1,200+0,01 1,162+0,01 p<0,05
Ca obwuni 2,64+0,03 2,6+0,04
Mg mM/n 0,99+0,01 0,94+0,03
Mg in MM/10*? 3puTp 0,429+0,18 0,364+0,016 p<0,05
Pi 1,71+0,04 1,35+0,06 p<0,001
Fe mkM/n 145+1,17 13,5+1,85
Fe in MkM/10* sputp 61,6+3,14 47,4+3,0 p<0,01
Cu MkM/n 10,6%0,29 10,4+0,5
Cu in MKkM/10* 3puTp 5,11+0,31 4,56+0,3
Zn MKM/n 21,4+0,34 20,7+0,26
Zn in MKkM/10*? 3puTp 26,9+1,19 27,1+1,1
COJ ea/mn 805,7+130,0 639,9+72,0
IMea/r He 18,1+2,9 12,6+2,43
OAC mM/n 1,166+0,065 1,188+0,09
H3 ea/mn 82,1+11,5 83,6+14,4
H3 Hr/ma 204,3+29,7 459,1+120,0 p=0,05
aHTMH3 ea/mn 448,2+36,7 649,0+137,0
MMP-7 Hr/mn 6,38+0,42 887+1,41
aHTKKatG ea/mn 414,4+32,2 519,2+38,5 p<0,05
o, -AT mr/an 165,5+6,82 168,1+12,1
MAA mkM/10*2 sputp 36,3+2,6 24,1+34 p<0,01

Y OGOJBHEIX 1 TPYINBE BHABJIEHO IOBHUIEHME comepxaHusa Mg in 1o cpaBHeHUBO C
xoHTposieM (0,380+0,066 MM/10' spurp. p<0,05) u ¢ GonpuemMmm 11 rpynne (p<0,05) .
YpoBeHs Mg in Bo II rpynne OBl HECKOJIBKO BHIle, uYeM B koHTpoJie (0,338%£0,004
MM/10'? spuTp), HO pasHMIla He OBJla CTATHUCTUUECKM BHAUMMOM. WM3BECTHO, UTO
Mg OJIOKMpPyeT NOTEeHLMAaJI— M arOHMCT-3aBucuMmele Ca KaHaJel, CHMXasd BHIOeJeHue Ca
"3 BHYTPUMKJIIETOUHEIX HOENO, akKkTueupyeT Ca-ATd®asy, ajeHmsaTumMkiasy, IPMBOOA K
IIOBHIIEHUI0 YPOBHSA LAMO ¥ pacciablieHMio TJIaOKMx MHI, OpoHXOoB [5].

Y ©GosbHEIX 1 TpPyNNH colepxaHue B spurpoumrax Cu in, Zn in m ocobeHHO Fe
in ©Owio BRImE, uYeM B koHTpojye (4,39+0,1 (p<0,05), 24,8+0,58 u 50,6+0,96
(p<0,001) MxM/10'? spuUTPp COOTBETCTBEHHO) . I[IOBHIIEHME ypPOBHA Fe in MoxeT OBThb
pPes3yJbTaToOM BOCIAJIEHMS, KOTOpOe MNPUBOOMUT K BHIEJIEHMI0O I'eéMOIJIOOMHa B JIETKUE.
[lokazaHo, uTOo H3, mommHupywomas npoTeasza npu MB, cnocobHa pacumemnaTs Hb m in
vivo, Kkak BeABJIeHO B BAJl npm MB. Brimenexnme Hb npm MB crumynmpyercs IL-8 u
IL-10 B sOuMTesMalIbHEIX KJIETKaxX. B 3TOT NpolleCcC BORBJIEKAKWTCS MEPIMH, PeLernTop
snmMmepManbHOTO OdakTopa pocTta (EGF) m MgD-88. Ilpm MB ypOoBeHB MepHnMHa B
KJIeTKax ¥ OPOHXMAJIbHEIX BOPCMHKAaX MOBbmaeTcsa. o -AT CHoCoGeH CBA3BBATL I'eM
¥ HeUTpalu30BaTh BHIOeJeHue 1L-8 m3 kjeTtoxk BL410 nmpm MB [13]. Kpome ToOTO,
YCTaHOBJIEHO, WYTO KATEICMHEl CIOCOOHEI OBICTPO MHaKTMBUPOBATE JaKTOPEeppuH -
OCHOBHOM XeJIe30-CBA3bBanlMl OeJIOK BO3IOYXOHOCHEHX IyTeM (BO3MOXHO, UYTO IIPKU
5TOM yBeJIMuMBaeTCcsa CBOOOOmHoe Fe). 9TO OoueHb BaxXHO nNpu MB, T.k JakTopeppuH —
€OVHCTBEHHEM NPUMPOIHEIM OEeJIOK, CHOCOOHEM MHIMOMPOBATH oOOpa3oBaHMe OMoQMUIIbEMAa
Pseudomonas [18]. YCTaHOBJIEHO, UTO BO BPeMd aCTMaAaTUUECKOM aTakKM KOJMUECTBO
‘OH mMOHOB MOXeT yIBamBaTbCHa WM ele OoJblle yBelnuusaTbCca. OIDHOBPEMEHHO
yBeJIMUMBAETCA BBIOEJIEHMEe CBOOOIOHBIX MOHOB Xejle3a M MeIM M3 MeCcT 3allacaHud,
YTO NPMBOAMT K IOBBIIEHHOM NPOOYKLMM CBOOOHHEIX pPaIMKAJOB M COOTBETCTBEHHO
rnopemaeT puck artaky BA [19]. C Bo3pacToM comepxaHre Fe in npm MB 3HauMTEJBHO
CHUXAJIOCh, OCTaBasgCh HECKOJIBKO BHIIE, YeM B KOHTpoJse (43,2+0,29 wmxM/10%?

SPUTP) .
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OrMeueHo emé OoJbliee MOBBHIIEHME C BO3PACTOM YPOBHS Zn in, oIoHAKO pas3HUla
o CpaBHEHMI C KoHTposeM (25,040,15 in MxM/10'? spurp) He Obla CTATUCTUUECKU
3HAuUMMOM. Hamm IJaHHHE pacxomaTcsa C pes’yjbTaTamu, IOIoJydeHHeMu Krebs N.,c
coasTopamMu, (2000) oOTHOCHUTEJIBHO HM3KOM KOHLEeHTpauum Zn, OoIpelelaBIelcs
npuMepHo y 30% 7rpynHeEIx Inerer ¢ MB, IOMATHOCTMPOBAHHOM IIPU CKPMHMHTE
HOBOPOXOEHHLIX . ABTOPH MNPEINOJIOKMUIIM, UTO CHUMXEHME YPOBHS HAHHOTO MOHA MOXET
OBITE XapaKTEepPHO nJdA BCcex OosbHEIX MB. IlpaBma, 5TO 3akjodeHMre OBJIO CHOeJIaHO
B MCCJIeOOBAHMAX IO IOMNOJHMUTEJNBHOM HAaTpy3kKe TPYyIHBX IeTer Zn. I[lpaBrma, STO
3akJioUeHre OBJIO CIEeJIaHO B MCCJIEOOBAHMAX [0 HOOMNOJIHUTEJILHOM HAaTpy3Ke IPYIIHBIX
neren Zn [16]. BMmecTe Cc TeM, B pabore Urushidate S. ¢ coaBTopamm (2010) npu
VCCJIeNOBAHUY COINEPXaHMs B CHEHBOPOTKE KPOBM CJIENOBHX sJjeMeHTOoB (Mn, Cu, Zn,
Se, Fe) mnoxkxaszsaHO, UYTO Yy XEHIMH, CTpajapolMx OPOHXMAaJIbHOM acCTMOM, YPOBEHb
LUMHKA OBJI 3HAUMTEJIBHO BHIIEe, YeM Yy 3I0POBHX M MyXumH c BA [19].

AKTUBHOCTEL COJl y OOJbHEIX I T'PYIINE HE OTJMuajiack oT Takosoi I'C (835+106,0 en/
MJI) , @ aKTUMBHOCTL 'l Beuia Ha 35% Bemie, uem B I'C (13,440,88 en/r Hb) . C BO3pacToM
akTupHOCTb Il m COJI npm MB cHmxalacb, Kak M KoJaudecTBO MIA B 3pPUTPOLMUTAX,
nocJjiegHee CHMXeHMe OBJIO CTaTUCTUUECKM 3HauuMmelM. OnoHako, ypoeeHb MIA B
SPUTPOLMTAX OOJBLHEX MB OBJI 3HAUMTEJILHO BhIe, yeM B I'C (19,142, 71 MxM/ 10 spurp.
pI<0,001) OueHb HE3HAUUTEJILHO YyBeJMUMBAJICA OOmWMM aHTMOKCUIAHTHHM CTaATyC,
ocTaBasch BHAUMTEJIbLHO HWXe, uem B I'C (1,598+0,131 mM/m;, p<0,05). IlokasaHo,
uTo y OO0JbHBEIX MB oTMeuaeTcs aucOaJlaHC MexXIy OKCHIAHTaAMM M aHTUOKCUIAHTAMMU,
IPUUMHEL KOTOPOT'O pa3yinuHbl. C OOHOM CTOPOHH, BCJIEICTBMUE OUCOYHKUMUM XeJIyOOUHO—
KUMIIEYHOT'O TpakTa B OpIraHM3M OOJIbHOTO IOCTyIlaeT HEeZOCTATOUYHOE KOJUUECTBO
TaKMX BaXHBIX aHTUOKCUIAHTOB, KaK BUTaAMMH E M KapaTMHOWMIE; C IPYyT'OM CTOPOHH,
XPOHMUECKMM BOCIAJMTEJIBHEN IIpOoLecC MHOEKUMOHHOM DTUOJIOTMM B PeCHMpPaTOPHOM
cucTeMe IIPMBOOMT K CTUMYyJIAUMM CHHTe3a Makpodaramu CBOOONHEIX pPaIuKalJioB,
KOTOPEe 00JIaZaioT IOBPEeXIanilMM NeCTBMEeM. XPOHMUEeCKasad I'MIIOKCKA TakxXe BJMAET Ha
LUVPKYJIALMIO CBOOOIOHEIX PaaMKaJIOB B CHIBOPOTKE KPOBMU. KOHUEeHTpaluusa aHTUMOKCUIOAHTOB
B CHBOPOTKE KPOBM M KJIeTKax TKaHeM C BO3pacToM y OOJibHEIX MB CHMXaeTcsa U
KOppenupyeT C TaXecTbil 3abojeBaHua [4]. BumecTe C TeM, CHMHIJIETHBIM KMCJIOPOIN U
[IEepPEKMCh BOIOpOINa, oObpas3ynuMrecd B pe3yJibTaTe YAaCTUUHOM MHAKTMBALMM AKTMBHEBIX
bopm xmciopoma COJ, MOI'yT B3aMMONEMCTBOBATHL B IIPUCYTCTBUM CBOOOOHOI'O Xeje3a
Cc oBbpasoBaHMEM BHICOKOpPeaKTMBHOTO (-OH) panukana, O;’MoxeT BCTyIlaTh B pPeaKLMO
¢ NO ¢ mponykUMey NePOKCUHUTPUTA, KOTOPBM Takxe reHepupyeT *OH. OKMCIAMTEJIbHBI
cTtpecc (OC) BeI&T K OKMCJIEHMIO apaxXMUIOHOBOM KMCJIOTH M OOpa30BaHMIO HOBOM CepuM
IPOCTAaHOUIHEIX MENVMATOPOB — M30MNPOCTAHOB, KOTOPHE YCUIMBAKT OPOHXOKOHCTPUKIIMIO
u sKCccymaumo. B Henrpodmiiax HO, MeTabuimsupyeTcs MMEeJIONePOKCHMOAa30M B
IPUCYTCTBUM MOHOB XJIOPa B I'MIIOXJIOPHYIO KUCJIOTY, ABJIANIYICS CUIIbHEM OKCHUIAHTOM.
B JIETKUX BHYTPUKJIETOUHAS aHTMOKCUIAHTHAS CUCTEeMa DKCIPeCCHUPYeTCHa B HeDOJbIMX
KoJM4yecTBax M He wuHAOyumpyeTrcsa OC, OCHOBHBE AaHTMOKCUIOAHTHE OQYHKUMOHUPYIOT
BHEKJIETOUYHO. IJIyTaTMOHOBAasA CUCTEMa ABJISETCS LEeHTPaJibHEIM aHTUOKCHUIAHTHEM

MEXaHM3MOM B BOBOYXOHOCHHX nyTax (BII). IIpm OC cHmxaeTcsa OQyHKIMOHAaJIbHAA
crnoco®HOCThL aHTHnporeas - o -PI m SLPI npm B5TOM YCKOPSETCs pacleljeHne
3JlaCcTMHA B JIETOUYHOM mnapeHxmMme [12]. IIokaszsaHo, uto Cu,Zn-COI omnocpenmyemoe

BeimenieHye H O, aJlbBEOJIAPHEIMM Makpodparammu OPMBOAMT K pPasBUTHD (ubposa JETKMX.
Obpasopanue HO,, onocpenosaHHoe Cu,zn-COl, uMHIMOMPYeTCsa NPU OTCYTCTBUM
KeJe30—-CepHBIX DeskoB. Memy, nedmumTHele 1o Cu, Zn—-COJII reHepMpOBaJM 3HAUUTEJIBHO
MeHbume koJudecTBa HO, n nmMenn MEHBIIUM OKUCIMUTEJILHEM cTpecc B BAJl u JIETOUYHOM
napeHxmuMme. Kpome Toro, COI -/- Mbmm He pasBuBalM OmOpos3 JETKMX U Yy HUX
OTCYTCTBOBAJIO IepepacnpeneiyieHne KojulareHa I tuna B ¢mbpobiacrtax JErkmx [15].

AKTUMBHOCTbL HEMTPOOMIILHOM BJiacTase (H3) y 6osbHEX C MB OblJla 3HAUMTEJILHO BHIIE,
uem B I'C (45,4+47,31 en/mn p<0,05), He BHABJEHO HUKAKMX BO3PACTHHX M3MEHEHUM
IOAaHHOI'O INapaMeTpa. V3BeCcTHO, 4UTO HD MOXeT merpalMpOBaTh Pa3JIMUHEIE KOMIIOHEHTE
SKCTPALEJJIIJIAPHOTO MaTpMKCa, TaKMe KaK 3JIaCTMH, KOJUJlaTr'€H, I[IPOTEeOIJIMKAHEL,
OMOPOHEKTUH U »OpyTue OeJIKM, BH3BEBAS NPM STOM OUCTPYKUMIO JIETOYHOM TKaHM.
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B norepmeHre H3 cnocobHa MHaAKTMBMPOBATH aHTUIpoOTeasHew TVIMP u siaa¢mH. Ilpu
MB HabjomaeTcsa OIMTeNbHasd (IPOJIOHTMPOBAaHHAaA) ©SHIOOOpPOHXMAJIbHAS MNIpOoTeas3Hasd
akTuBHOCTE (PEPA), xOTOpas BEH3BBaAeT I[IOBPEXICHME Pa3JIMUHBIX CTPYKTYPHBIX,
KJIETOYHBIX M PAaCTBOPMMBIX KOMIIOHEHTOB JIETKMX, B pesyJbTaTe dYero HabJmowiaeTcsd
[IaTOTeHHAasa KOJIOHM3aUua JIETKMX U OpOoHXOB. HO paspymaeT MMMYyHOTIJIOOYJIMHEL,
OpuBOOa K MX OparMeHTauuMM M yMeHbllasd (QaroumMTo3 M KUJJIMHI. IlojlaranT, dYTO
HS gBjgeTcd OOTEHLUMAJIbHEIM AKTUBATOPOM MNPO-QepMeHTOB UM MHOYKTOPOM T'€HHOM
skcrnpeccum MMP-2 uy KaTencuHa. [IOBHIEHHAas OPOAayKuUusa MMP-2 MOXeT MNPUBOIUTL K
Pa3pylLeHMi0 M MHaKTMBALUMM KJIOUEBEIX MMMYyHHBIX O€JIKOB, TakMxX Kak P-mebeH3MH U
JakTobepprH. OCHOBHEIMM KJIETOUHBIMM MMUIeHAMM OJid PEPA gaBidoTca: a) — daroumTos
AIONTOTUUECKUX HEeMTPO@UIIOBR, UYTO INIPMBOOUT K [IOBBIIEHMIO Opomykumm TGE-(3,
KOTOPEIM, B CBOK OuUepelb, yBeJMUMBAET MNPONYKLUMIO NPOBOCHAJIMTEJIbHBEIX LMTOKMHOB
HeTpobuiamm,; 0O) - aJIbBEOJIAPHEIE Makpobaru, yHajgdouye aloNTOTHUYECKHUE
HENTPOOMIIEL M3 PEeCIMPaTOpHOIO TpakTa uepe3 GochaTUOMIICEPMHOBEE pPeLelTOpPH,
Ipy 5TOM OOJlerdaeTCcsda PacCIpOCTPaHeHMe BOCIAJIMTEeJIbBHOT'O IIpollecca. BmMecTe c Tem
OOKa3aHoO, 4YToO HO HeoOxommMma IOJI4 AHTUMMMKPOOHOM IeATeJIbHOCTM. VHTUMOMpOBaHME
AKTUBHOCTM CEPMHOBEIX [IPOTEA3 [IOBHIIAJIO NIPOTPECCHUPOBaHME TYyDEepKyJé3a, OCOOEHHO
OpyY CHMXeHHOM nponykumm NO. IlojaraloT, UYTO akKTMBalMsa CEPMHOBEIX [IpoTeas
ABJIAETCHA NPOTEKTMBHEIM MEXaHU3MOM M MOXET IPelCTaBJIAThE I[IOTEHLMAJIBHO HOBYIO
cTpaTermio Jjsa JeudeHusa TyOepkyséza [17]. BojgbHele MB IOJIXKHE OBITH OTHECEHE
K Tpylle pucka 10 3adojieBaeMoCTU TyDepkyJészoM. I3 37 HabJomaeMbelXx ©OOJIbHHBX
Tpoe (14, 15, 17 jer) zabojenu akTUBHOM QopmMmoM TyOepkyJé€szsa, B IOBYyX CJydasax
OOYCJIOBJIEHHOT'O MYJIbTUPE3MCTEHTHEIMM MUMKOOaKTepuaMu. KimHMUeckasa KapTuHa MB
u TybepKyJié3a, KaK M3BECTHO, CxomHa [2].

HTepecHO OTMEeTUTL, UYTO C BO3pacToM Opm MB 3HAUMTEJBHO YBEJIMUMBAJIOCH
comepxaHue HD, Oojyiee, ueM B 2 pasa IO CpaBHeHMIO C 1 Tpynmnoy m B 3,6 pasa

IO OTHOWEHMIn K maHHeM I'C (127,5+13,5 ur/mi, p<0,01). BO3MOXHO, 3TO CBS3aHO
C HeOOXOIMMOCTBLIO IJIS OpTraHm3Ma OOJIBHOTO I[OBHIIATH AKTUBHOCTH HD, MTOCTOSHHO
CHUXXaeMylo IPMMEHEeHMEM aHTUOMOTUKOB ¥ MaKpoJuIoB [12]. YCTaHOBJIEHO, UTO Y

OO0JIbHEIX MB HapylleH KIMPEHC AlONTOTUUEeCKMX KJIeTOoK (AKi) . YpoBeHb AKi y OOJIBHEIX
c MB u OpOHXOB®KTaszaMM OBJI 3HAUMTEJIbHO yBEJIMUEH IO CPaBHEHMIO C OOJIBHEIMU C
OPpyTOM OPOHXOJIETOWHOM HaTojormey. IllokaszaHo, 4uTO BAJI MB OOJBHEIX cozepxat HO
¥ kaTencuHa G B HECKOJIbKO pa3 MeHblle, uyeM OOJIbHEIX C OpOHXO3KTazammu. KpoMme
TOTO, Makpobarm OoJibHBEIX MB norJsiomasam Majio AKm [20]. BO3MOXHO, YTO MyTaluM,
nporoumpynoumme MB, sBaTparuBaiT M HO, nOpmuBomd K OPOOYyKUMM M30bepMeHTa C
U3MEHEHHBEIMY CBOMCTBAMM.

AKTMBHOCTBL aHTMHO BO II TIpynmne HOOBHIIAJNACH, HO WM3-3a 3HAUUTEJBHOI'O
pa3bpoca IOaHHBEIX, BH3BAHHOTO MHIMBUIYAJIbLHEIMM OCOOEHHOCTAMM OOJIBHEIX, TAXECTbIO
3aboJieRBaHMsa, DTO IOBHIUIEHME He OBJIO CTATUCTUUECKM 3HAUMMBIM. AKTUMBHOCTD
aHTMHD y GosbHeEIX ObUla Bhmie, uem B I'C (331,4418,0 en/mm, pI<0,01, pII<0,05).
AKTUMBHOCTBL aHTHUKaAaTG y BOJILHEIX M3MEHAJIaCh TakKXe, KaK M aHTuHD, HO 2TU MBMEeHEeHUId
OBIM MEeHee BHEPAaXEeHHEMM. AKTMBHOCTE aHTMKaTG, kak M aHTm HO, y OosnpHEIX MB
OBJIa SHAUUTEJIbHO BhIme, uyemM B I'C (264,0+49,9 en/mmn, pI<0,05, pII<0,05). He
BEIIBJIEHO M3MEHEHM) B COIEepXaHMM OCHOBHOT'O MHIMOMTOpa HD - o -AT, ypoBeHb
IAaHHOTO BemecTBa npu MB He oTiamuasyica orT Takosoro I'C (161,5%4,1 mr/mm), dUTo
corJyilacyeTcsa C maHHeMM Griese M. (c coaBT. 2008), He OOHAPYXMBIIMMU HUKAKUX
VM3MEHEHMIM B ypOBHe aHTunporeas npm MB [14].

MMP-7 gaBiigeTcsd OOHOM M3 HEMHOIMX HeODOXOIOMMEIX OPITaHM3My MaTPUKCHEIX
MEeTaJIJIONPOTEMHAS, T.K CHMHTE3MPYEeTCHd B OOBIUHBIX YCJIOBMAX Yy 3IOPOBBIX JIOIEN, C
poxneHusa. YpoBeHb MMP-7 npm MB 3HaUMTEJIBHO IIOBHIUEH, YeI'0 He OTMeuYaJIOCh HaMM
Yy OPpyTux OOJIBHBIX C OPOHXOJIETOYHOM MNATOJIOTMEN. Y OOJIbHEIX 1 T'PYMNNE COOEPXaHUE
MaTpukcrHa (MMP-7) MNOBHIIEHO MO cpaBHeHumo ¢ I'C B 2 pasza (3,05+0,15 ur/wmim,
p<0,001), y OompHEX II Tpynmnel comepxaHme MMP-7 OOBHUEHO HOYTM B 3 pas3a
(p<0,01) . MHOTHMe wucCcyegOBaTEeJIM CXONATCS BO MHeHMM, uYTo MMPs HeoOXxoOMMO
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paccMaTpmMBaTh HE OPOCTO KaK MOPOTEeMHABsH IJIS MAaTPMKCHOTO KaTajim3a, HO Kak
BHEKJIETOUHEIE OGEepMeHTH, KPUTUUECKM BOBJIEKaeMble B KJIETOUHO-KJIETOUHHM U
KJIETOUHO-MAaTPUKCHEIM CcuTHaJ. Wilson et al (1999) mokaszsanm, UTO sNMUTeIMaJIbHAS
MMP-7 mMHOyUMPYEeT aKTMBALMUIO 3alMTE, 3TO SBUJIOCH [IE€PBEIM IOKa3aTeJIbCTBOM TOTO,
yTo MMPS ONOCpPeIOBaHHO BOBJIEKAKNTCS B AHTUMMKPOOHYK aKTMBHOCTL [21].

TaxkuMm oO0Opas3oM, B JEIKMX MISHTUOMLUMPOBAHEL TPM OCHOBHBIX KJjlacCa IOIpoTeas
— CEpMHOBHE, LMCTEHMJIOBEE M MAaTPUKCHBE MeTaJujionpoTemHasel. OOHAKO Kaxnoe
CEeMEeNICTBO IIpPOTeas MMeeT MHOXECTBEHHEHE PeIlyJIATOPHBE (QYyHKLUMM, KOTOPEE HOeJalT
X OCHOBOM B BOCHAaJIEHMM, MHULUMALWM UMMYyHMTETa M MHOekUUM. [IpM XPOHUUECKUX
BOCIIAJIMTEJIBHEIX 3ab0oJIeBaHMAX JIETKMX BTM INPOLECCH CTAHOBATCH HEPETYJMPYEMBIMU
u3-3a UIOBITOYHOM BHEKJIETOUHOM IIPOTEeas’HOM aKTUBHOCTHU, KOTOopas B MTOTe
BeIET K UYpe3MEPHOMY HAKOIJIEHMIO IPOBOCHAJIMTEJIBHEIX MeIMaTOpPOB, I[IOBEHUEHHOMY
barounToszy, YBEIMUYEHMIO NPOAOYKLUMM MyLMHA M MHAKTMBALMM BaXHBIX IIPMPONHEIX U
AHTUMUKPOOHEIX OeJIKkOB. OODHAKO OCTa&TCH HEeSACHOM NPpUUMHA OJIMUTEJIBHOIT'O INOBHUEHMS
NPOTEONUTUIECKOM AaKTUMBHOCTU. IIpm MB 5TO MOXeT OHTH CBA3aHO C T'E€HEeTUYECKUMU
MyTauMaMM B MMMYHHEBIX M HEMMMYHHEIX KJIETKAX, BBIBBBALIMMM IIOBBIIEHHOE OOpa30BaHME
WM BHIOEJIeHMe npotrea3. llpu MB npencTaBJieHb HEWTPOOWMJIIEL BOCIAJUTEILHOTO
beHoTHUNIA, CcekpeTUpylMe OOJiblle OKCHMOAaHTOB M HO, uyueM HeUTpodUJiel OOJIBHEIX C
OPOHXOBKTasaM, HO 0e3 MB, 1 ueM KOHTPOJIbHEE CyOBEeKTEl. [loJjlaralnT, 4TO Z-BapMaHT
o, —AT, KOTOPHI MNPOJIMMEPM3YETCS, MOXEeT NeMCTBOBATH KAaK XEMOATTPAKTAHT IJid
HeMTPOoOMJIOB ¥ HOPOBOLUMPOBATEH M30BITOUHOCTE H3 [18]. Ha OCHOBaHMM HaMMX
MCCJIeOOBaHUM MHEl NpennojaraeM, 4To MMII-7 MOXeT ObBTb IOMNOJIHUTEJILHEIM MapKEPOM
IpY IOMATHOCTMKE MYyKOBMCLMIOSBa M I[OBBIUEHHBM ypoBHA MMP-7 oTpaxaeT TIXeCThb
COCTOSHUA OOJBHOTO pebEHKa.
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NOKAABI

METO/, KOHCEPBATMBHOW TEPAMUI XPOHUYECKOTO CUHYCUTA

Y IETEV C MYKOBUCLUWA030M

Ymaxkosa C.I'.}, tmu CumonoBa 0.11.2, Besrasuna I1.1.2, kmH Kapueesa 0.B.2, J/lykuna O.®.>

1
I'Y3 «Tyabckasa nerckasi 061acTHasA KINHHUYECKas 00JabHUIIa», T. Tysra

2 HayuHbIi eHTP 310poBbia Aereii PAMH, MockBa

B HacTodmee BpBpeMsa MykKoBMCUMIO3 (MB) ocTaeTcd OIOHMM M3 CaMBIX TSIXEJIBEIX
HACJIEOCTBEHHEIX XPOHMYECKUX I[IOJIMOPTAaHHEIX 3a00JieBaHuM, KOTOpOoe IPMBOIOUT K
CTOMKOM MHBaIMIOM3auuy pebeHKa NpaKTudecku C poxrdeHmsa [l]. B natoreHeszse MB
Benyllasg poJib NPMHALOJIEXUT M3MEeHEeHMAM B OEXaTeJIbHOM CHUCTeMe, B IIEPBYK ouepelb
— B HMXHUX e€e oTrnejax. IlpyM BSTOM BpauM dYacTo OGOKYCUPYIOT CBOE BHMMAaHME Ha
0as3nCcHOM TepanuM [HaTOJIOTUMUEeCKMUX M3MEeHEeHUMM HWKHUX »ObIXaTeJIbHEIX [IyTeM, He
yoendas OOJDKHOT'O BHMMAaHUS Tepanuyu sadosieBaHuy JIOP-opraHoB y nmetTey ¢ MB [2].
C TOUKM B3peHMS DK30KPMHHOM OUCOyHKUMM HOpM MB, HOCOBBE XOHH UM NPpMIATOUYHEE
nmas’yxm HocCa 0CcoOeHHO ysa3BuMELI[3] . [IpenmnojiaraeTcs, 4UTO BSA3KUM CEKPEeT IOoIaBJisgeT
MYKOLUMJIMAPHBIY KJIMPEHC, CIOCOOCTBYET 3acCTOl CJM3M, I[IPOHMKHOBEHMIO MHOEeKUUM
B OKOJIOHOCOBHIE Ias’zyxXy U IMPENATCTBYET HOPMAJIbHOM LUMPKYJIALMM BO3OyXa B HUX.
CosmaeTcs CBOeIO pona MNOPOUYHHM kKpyT (puc. 1).

O6cTpyKuMA

HapyweHue
BEHTUAALUN
M ApeHaXka

YTonueHme cnmsncTon coyctun

(3kCccymaTMBHOrO UK
nponnpepaTMBHOro
XapakTtepa)

BocnaneHue cob6CcTBEHHOM
NAACTUHKK CIM3UCTON

KonoHusauma natoreHHomn
MUKpodnopom

3acTol cekpera

N3meHeHue cocTaBa
n pH cekpera

lNoBpexxaeHne
pecHuyeK
W aNnTenna

HapyweHue
razoobmeHa
B C/IN3MCTON

Naumann HH, HNO 26(12):397, 1978

Puc.1 IIopounwslil kpyz dmuonamozeHe3a puHocuHycuma

XpoHMUYECKOEe BOCIAaJIeHMe B OKOJIOHOCOBHIX MNa3yxXax 4acTO MNPUMBOIMUT K 0Opas0OBaHUIO
B  HMX TIOJIMIIOBHOM TKAHM M PABBUTUIO XPOHUUECKUX TIIOJIMUIOBHEIX CUHYCUTOB.
TUNMYHEIMY CUMIITOMaMM XPOHMUUECKOT'O BOCIAJMTEJILHOTO INPOolLlecca B IMOJIOCTUM HOCA M
OKOJIOHOCOBEHIX TMal3yxax SBJISOTCSI 3aJIOKEHHOCTHL HOCA, 3aTPyINHEHUE UM OTCYTCTBMUE
HOCOBOTO JIBEIXaHMs, I'OJIOBHAS OOJIb, BHIOEJEHUS M3 HOCOBHX XOIOB, B TOM UYMCJE
THOVHEE . Hajnmume XPOHUUECKOTO PMHOCUHYCUTA SBHAUUTEJIBHO YTAXEJIgeT TeueHue
OCHOBHOTO 3aboJjieBaHMsa ¥ NPUBOOUT K CHMWXEHMI [NOKasaTeJiey JIeTOUYHOM GyHKUMM,
BO3PaCTaHMI KOJIOHMBAUMM CHMHETHOMHOM MaJIOUKM C €€ XPOHMUECKVM HOCUTEJIECTBOM
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[4]. Tlo maHHBIM HEKOTOPHIX ABTOPOB, 5bbekTMBHAS CaHalLMa BEPXHUX OHXATEJbHBIX
nyTen ¥ NOPUMOATOYHBEIX I[1al3yX HOCa YyMEHbIlaeT KOJIOHM3ALMI I[IaTOTeHHOW GJIopon
BpouxosyieTouyHoM cucTemuel [4]. MemvkaMeHTO3HOEe JIeUeHME IOJIUIO03a CUCTEMHBIMU U

TONNYECKUMY KOPTUKOCTEPOUIAMM, AHTUT'VCTaMUHHEIMY [IperapaTaMu M IeKOHT'eCTaHTaMu
npm MB, kakK NpaBmMiiO, HEOOCTATOUYHO 5PPeKTMBHO. Yalle MCHNOJIb3yeTCHa OlepaTMBHEIM
MEeTOI JeueHMs, HO UM OH IPMBOIOUT JMIL K BpPeMeHHOMy yiayumeHuioo [5]. Bojee
TOTO, IO MHEHMUIO HEKOTOPBEIX aBTOPOB, XMUpypIMUecKoe JieueHue 3aboJieBaHUM
BEPXHMX IObBIXaTEeJIbHHEIX NyTel npu MB HexejnatesnbHOo. OnepaTMBHOE JieUeHUe
3ab0JIeBaHMM HOCa, OKOJIOHOCOBHIX IIal’yx, JMMOaIeHOMIHOTO KOJIblLa IJIOTKM IIPpU
MB — 2TO «Tepamnms oTuasHUSA» [6]. OOHOM M3 BaXHHX COCTABJIANIMX KOMIIJIEKCHOT'O
JledeHMsa meTer Cc MB Hapany C pasiMyYHBEIMM @ BUIOaMM Oa3MCHOM TepalnuM SABJSEeTCH
MyKOJIUTHMUeCckasa Tepamnud [7]. HopHaza ajdbba — pekoMOMHAHTHad YeJioBeuecKas
ne3okcupuboHykJeasa (OHaza) — rumponusyeT JHK gamep pachamanumMxcsa HeMTPpoduos
— cybcTpaTa, BO MHOTOM OINpenesyigiuero IaTOoJIOTMUeCKYD BA3KOCTb MOKPOTH IIPU
MB [8]. IopHaza ajbbda 3HAUUTEJILHO CHMXAeT BSA3KOCTbH MOKPOTH, €& CIOCOOHOCTBb
K ainresmr m YyJydluaeT MYKOLLI/L]'H/IaprHZ TPAaHCIIOPT . Ocobo HYXHO OTMeTUTb, UYTO
IIOMMMO MYyKOJIMUTUYECKOTO IEeMCTBMA, IOpHasa ajbda objamaeT ele OBYMS BaXHBIMU
CBOMCTBAMM: I[IPOTUBOBOCIIAJIMTEJILHEIM UM aHTUOaKTepuaJibHEM [7]. I[IpM OpUMEeHEeHUMU
OopHaszbl ajlbda IPOUCXOIUT CHMXEHME YPOBHS HEMTPOOMIIEHOY BJIaCTa 3k U MHTEePJIeNKMHA
(WJI) 8 B MOKpPOTe, a TakxXe uMucjla HeMTpoduJoB, YPOBHS HEMTPOOMUIILHOM 3JiacTas3EH
n WI 8 B XMIOKOCTM OPOHXOAJIbBEOJIAPHOT'O JaBaxa. Kpome Toro, mnopHaza aJjbba
NpenaTcTeyeT QOPMMPOBaAHMI MyKOMIOHOM GopMmel Pseudomonas aeruginosa, CHWXaeT
YacTOTy BEICeBa OakKTepMallbHEIX KYyJIbTyp, ocobeHHO Staphylococcus aureus [8].

XPOHUUECKUN CUHYCUT MOXeT COOpMUPOBATLCHA BCJIENCTBMEe pana 3abojieBaHUM WK
aHoOMaJInY pPa3BUTHUA. Bce npexpacnosiaramnmme GakTOPH MMET OIHY OOy XapaKTEPHYIO
YepTy: HapylleHMeE NPOXOIMMOCTY B 00JIaCTY HOCOBOM MTOJIOCTY MEXTY CPeIHUMM HOCOBEIMU
PaKOBMHAMM UM JIaTE€PaJIbHOM HOCOBOM CTEHKOM, B KOTOPYK OTKPHBATCHA QPOHTAaJIbHEE,
STMOMIAJIbHEIE M MaKCUIJIJIAPHEE CHMHYCH [9]. IJdg JjiedyeHUd IeTel C PUHOCUHYCUTAMU
Pa3JINUHOY B3TUOJIOTUM (aJJIepI'MUeCcKUxX, BUPYCHHX, OakTepuasibHbex) B 2005 1. OBLI
IPenJyioXeH MeTOI alllJiMKaluMyM JIeKapCTBEHHOT'O CPeICTBa C IIOMOWLI IIYJIbCUPYLEN
Iomauy amspo30Jig, IIPM BSTOM adpo30Jlb yIaeTCsa IOCTaBUTL HENOCPEINCTBEHHO B
IPMOaTOUHEE MMal’yxu Hoca [9]. [Jig 3TOTO MCIHOJIB3YeTCs CIelLMaJibHO pal3pad®oTaHHBIM
npmbop — IIAPY JIII CMHYC. B pabore npubopa codyeTaeTcsd OOHOBPEMEHHO IIyJlbCHUpYyolaa
¥ TIOCTOSHHAS IoJada anpos3ojid. JMHTalgauuy IIPOBOIOATCS UYepes HOC C  IIOMOUbLI0
crielMaJibHOM HacaIkM, IIPpM 2TOM IpyTrasd I[IOJIOBMHA HOCa IIepeKpHBaeTCs C IIOMOUBIO
OKKJIOHmOpa. JHONOJHMUTEJNIbHAaS MyJibCcUupyllas Iolada anpo30Jid CO3IaeT MeHdlleecs
oaBJIeHME B IIOJIOCTM HOCa, UYTO ofbecrneumpBaeT Jiydllee MNPOHMKHOBEHME anpO30Jig B
npMOaTouHele mas’yxu Hoca [10]

VHranauum c nomouwsio I[IAPU JIII CUMHYC npoBomaATcda B cpelHeM 5-8 MMH ¥ MOTYT
IIOBTOPATHCA OO 3 pas B neHb [9]. MerTomuka TakKMxX MHTAJNALMM ONMCaHa IIPpU
PMHOCHUHYCUTAX Pas3JIMUYHOM STUOJIOTMM: NPM OCTPOM M ajilepruuecKoM puHMTe [11].
O6 ycHnemHOM MNPMMEHEHMM HOOpHasz3bl ajibda NpM XPOHUYUECKOM PUMHOCHMHYyCUTEe y b
OonbHEIX MB BHepBrle coobumi B 2008 r. J. G. Mainz [12]

B HaydyHOM LeHTpe 300poBbsa meren (HI3I) PAMH Ha Oasze OoTIeJIeHMS IYJIBMOHOJIOTUMU
Y aJlJIEPTOJIOTUM IPOBOOMIIOCE JieueHre 28 meTer B Bo3pacTe 4-18 jer (15 meBouek, 13
MaJIbUMKOB) C OMarHo30M: «MyKOBMCLUMIO3, JIEeTOUHO-KMIIeuHas GopMa. XPOHUUECKUM
PMHOCUMHYCUT». B KauecTBe MYKOJUTUUECKOT'O CPEenCTBa MCIOJIb30Bajlach JopHaszsa
anbba (IIynbmozmM, ©. Xobdbmanu-Jla Pow JlTm, Ileenuapusd), KoTopad SBJIdeTCH
OOHMM M3 OCHOBHBIX KOMIIOHEHTOBR Oa3MCHOM Tepanumr OOJbHEX MB. IlpenapaT BBOOUIIM
C IMOMOWBI KOMIPECCOPHOTO MHTajsaTopa I[IAPU JIII CUHYC. Y 8 HaOMOIaeMBIX IeTen
OBLIIM BHEIABJIEHEL I[TOJIMIIOBHBIE pPa3pPacCTaHMsa B OOHOM MJM ODeMxX HOCOBHIX Nasyxax, y 4
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— IeBMalLMsa HOCOBOM Ieperoponku. Ina Oojbmero sbdekTa MHITAJNISLUMOHHOM Tepalumu
BCeM HeTdaM MNpOoBOIMIICA TyaJleT Hoca (mo, a OpM HeoBXOOMMOCTM — U IIOCJe
MHTAJSaLUMM) C IIOMOMBI HasaJIbHOTO Oylla, YTO IOMOTAaJlo OCBOOOAMTHL IIOJIOCTH HOCA
OT CJIMBY ¥ BOCCTAHOBUTH IPOXONOMMOCTBL HOCOBEIX XOHOB. Kypc MHTANAUMM BKJIOYAJ
7-14 npouenyp no 2-4 MuH (B 3aBUCHMOCTM OT BO3pacTa) B KaxIyl HO3IpH 1 pas B
OeHb. [IOBTOpPHEIE KYPCH (uepes 3 MeC) NPOBEHeHH / meTsaM; TPpOoe HOeTel BHIIOJIHSIJIU
KypC MHTAaJgaUM¥ Oowma.

BaxHemM misg obecrneueHrs 3QQEeKTUBHOCTU MHTAJSALUUM SABJISETCS NEePeKPHTHE HIMDKHUX
OBIXATEJNIBHEIX [IyTeM IOCPEeNCTBOM MATKOTO Heba (puc 2).

Puc.2 Meroauka npoBeeHUuAa HHraaanuu ¢ nomouisbo ITAPU JII CUHYC

g 3TOTO0 BO BpeMda IIpoLuenypPhsl cBOoOOOHAA OT MHITAJNAUUM HO3IOPA TIIepeKpeBaeTCAa
OKKJIIOOOPOM,; BBIIOX OCYHEeCTBJIAETCA dYepe3 HOC hpiziele porT. HpM BEIIOXE Yepe3 poT
IIalVeHT COIIpOBOXOalnT e€I'0 CJIOBaMM «KY—Ky», «KO—KO», «IIapOoxXomm». OpMeHTMpOM
IIPABMJIBHOCTM IIPOBEINEHNVA MHI'AJIALUMYM ABJIASTCHA IIOABJIEHME OIYyIEeHMA II0XOJIOOaHMA
B objacTtu T/IHI‘aJ'H/IpyeMOﬁ IIasyxXmm 4Jdepes HEeKOTOpoOoe BpeMAd OT HadaJla MHITaJldluuM.

Bce merm ¢ MB HaxommuiIMch Ha Oa3BUCHOM TepanumM (NaHKpeaTUdecKue OQepMeHTH,
YyPCOOEe30KCMUXOoJlepas KMUCJOTa, MNOJIMBMUTAMMHE) , a TakKXe MHIAJALMOHHO MOJydaln
OopHa3y ajbda B HMWXHME IBEIXaTeJIbHBE IIYyTM IO CTaHOApPTHOM cxeMme. TakuM obpasomM,
MHTAJIALUMM JOPHAa3H ajlbda NPMMEHANMCh OBaXIE B IOEHB: pPas3OeJIbHO IOJIA JIeUeHU:A
BEPXHMUX M HIMWKHMUX IObHXaTEeJIbHEX nOyTel. Kpurepusamy >3QQeKTMBHOCTM JIeUeHMUS
CIIyXWUJIM OOBEeKTUBHBEE JIaHHBE: CcaTypalud, CAaxXapMHOBEI TeCT, PMHOMaHOMEeTPMUA,
SHIOOCKONMYEeCKasa KapTMHa HOCOBBIX NIasyX, OaHHEEe ocMoTpa JIOP-Bpaua. B xkauecTse
CYDBEKTUBHBEIX KpUTepreB 5QPeKTMBHOCTM pacCMaTpMBajMChb: BpeMA [NOABJIEHUA
npenapaTa HENOCPEeOCTBEHHO B Ia3yXe HOoCa (omylleHre MNOXOJIOOaHUA) , YyJydlleHue
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HOCOBOI'O HOBIXaHWUHA, orTMedaeMoe pe@eHKOM HEIIOCPeOCTBEHHO IIOCJIe TIIPpOBEIOECHUMA
nmpouenypel M B KOHIE KypcCa MHI‘aJTHL[MVI, a Takxe obJjieTdyeHMEe OTXOXIEHUS BSA3KOTO
ceKpeTa M3 HOCOBHX IIa3yX.

B OHIXaTeJIbHBEIX [IYyTAX dYeJloBeKa CYyULEeCTBYIT MeXaHM3MBl 3allMTEL OT Pa3JIMUHBIX
IIaTOTEHHEIX ¥ YCJIOBHO-IIATOT'€HHEIX AaT'€HTOB, HaxXoOdmMxca B Bo3ayxe. OOHMUM
M3  BaXHENMIMX MEeXaHM3MOB  3allMTH  SBJISeTCS MYKOUMIJIMAPHHEM  TPaHCIOPT —
OOHOHAIPAaBJIEHHOE (K IJIOTKEe) I[epeMelleHMe MHOPOIHBIX UYaCTHUl, BMECTE CO CJIOEM
CcIM3K B pes3yJibTaTe KoJieOaTeJIbHHX IBWXEeHUN pecHUUYeKk. JV3BeCTHO, UTO IIpu
BOCIIQJIMTEJIBbHEIX IIpOolleCCaXxX B BEPXHUMX IOEIXaTEeJIbHBIX IIYyTAX (B JaCTHOCTHM, npn
XPOHMYECKOM BOCIaJieHMM y OOJIbHBEIX MB) HapylleHMSa MYyKOLUMJIMAPHOT'O TpPaHCHIopTa
CTAHOBATCA OIHOM M3 IIEPBHEX M IJIABHEIX MNPUYUMH MX BO3HMKHOBEHMSA; B OCHOBHOM
OHM CBS3aHE C M3MEeHEeHMeM (3aMenjieHMeM) IOBUTATEeJIbHOM aKTUMBHOCTM PEeCHUUEK.
T'JlaBHEIM IIOKasaTeJyIeM COCTOSHMS TPAaHCIOPTHOM CUCTEMBl MepUAaTeJIbHOTO SIUTEeJIUS
ABJIZIETCHA CKOPOCTH MyKOUMIJIMapHOT'O TpaHcnopTra [13]. Hambojee mnpueMmyieM s
KIIMMHNYEe CKUX I/ICCJ'[e,JIOBaHI/HZ MeTon OIlIpeneJyieHrMd MYyKOUMIIMAapHOI'O KJIMPEHCa IIpun
IIOMOIM CaxapMHOBOTO TecTa (KPMCTAaJJI caxXapMHa alllJIMUMPYIT Ha CpelHeM TpeTu
IIOBEPXHOCTHU CJM3UCTOM OOOJIOUKM HOCOBOTO XOHa U OINpenesidioT BpeMs [IOSBJIEHUS
[IEPBEIX OUYIEeHM) CJaIKOT'O BKyCa B POTOBOM IIOJIOCTM) . Y 3IOPOBEIX JIOIOEN BpeMs
MYKOLMJIMAPHOTO KJIMPEHCA 10 CaxXxapMHOBOMY TecTy cocTaBjdgeT 24 = 7 muu [15]. Ilo
ODaHHeM H. I'. TOpOBeHKO, y OOJbHEX MB Ha QoHe TI'pyOHIX HapyULEeHUN MyKOLUUIMAPHOITO
KJIMPEHCa C PpPa3BUTMEM MYyKOLUMIJIMaApPHOM HemocTaToOdHOCTM II-III CTeneHM BpeMsAa
CaxapMHOBOTO TecTa yBeJuuMBaeTcd B 2 pasz3a (mo 58 + 19 mwmu) [16].

[lonyyeHHEE HaMM OO ¥ TIIOCJIe Kypca MOpoUenyp pes3yJIbTaTE OOBEeKTUMBHO
OEMOHCTPUPYT 30OeKTMBHOCTL MEeTOHa. B YacTHOCTHM, OBJIO OTMEUEHO IIOBBIIECHUE
carypauum 02 c¢ 94,1 mo 97,2%, CHMXeHME BpPEeMeHM MYyKOUMIJIMAPHOTO KJIMPEHCAa
(mo maHHBIM caxapuHoOBOTO TecTa) — ¢ 20,8 mo 7,3 MMH, yBeJMUeHME CYMMapHOTO
BOBIYMHOTO TI[OTOKa (IO »aHHEM pUHOMaHOMeTpuu) — c 401 + 21 wmia/c  (uTo
cocraBnago B cpenuem 71,8% or Hopwmu) mo 529 + 30 mu/c (94,6% OT HOPME) .
OTMEUEeHO IOCTOBEPHOE yMEeHLIIeHME BPEMEHM II0SBJIEHUS IIpernapaTa B IPUIATOUHHX
nasyxax HOCa B TeUeHMre Kypca MNPOBOIMMEIX MPOLEenyp Kak C I[IpaBoM, Tak U C
JIEBOM CTOPOHH (IO IaHHHM BPEeMeHM IOSBJIEHMS UYyBCTBa I[IOXOJIOIAaHMI B oOJjlacTu
VHTaJIMpyeMom nasyxm) (puc. 3, 4).
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Puc 3. YmMenbuweHUue 8peMeHU NOABAeHUA Npenapama 6 npasoil nasyxe.
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Puc 4. YmMeHbuwieHUue pemeHU NOA6.1eHUA Npenapama 6 1e80il na3yxe

HOP—BpaT{OM N 4 IIallMMeHTOB OplJIa OTMEeuUeHa Bblpa)KeHHa,q IIOJIOXKMTEeJIbHAA IOVMHaMMKaAa,
IPOSBJIABIIASCS COKPAUIEHVEM IMOJIMIIOBHEIX Pa3pacTaHul («BO3BPAIIEHME» UX B MOJIOCTH
HOCOBOM nasyxu) (pmuc.5,6).

Puc 5. IHdockonuueckan kapmuHa Puc.6 3IHlockonuueckan kapmuHa

NOAUNO3HO20 pa3pacmaHus NOAUNO3HO20 PA3PpaACMaHUA

00 neueHusn nocae uHzaasayuil 0opHa3svl arvga
yepes IIAPU JII] CUHYC

Y Bcex @meTel YMEeHBIMJICS OTeK CJIM3UCTOM OOO0JIOUKM HOCOBEX XOIOB; Yy 12
— CYUEeCTBEHHO YMEHBIMJIOChH KOJIMUECTBO CJIM3MCTO-THOMHOIO OTIOeJISeMOTO B
IIPOCBETE HOCOBHEIX XOHNOB; Yy 13 — YMEHBUMJICS OTEK CJMU3UCTOM HOCOBEX XOIOB.
HesHaumMTesibHAS IMOJIOXMTEJIbHAS IMHAMMKAa DSHIOOCKOMNMUECKOM KAaPTUHH OTMeueHa Yy
4 obcyenoBaHHBX. CyOBEeKTMBHO MCUE3HOBEHME UYyBCTBa SBaTPYyIOHEHHOT'O HOCOBOTO

OBIXaHMS OTMeudaJiM 17 meTel, HOopMalM3alui IEIXaHMs BO CHe — 12, 3HAUUTEJIbLHOE
yYMEeHbIIeHMEe (BIIJIOTH OO MCUESHOBEHMS) KOJMUeCcTBa I'HOMHOTO OTIEJISeMOI'O M3 HOoCa
BO BpeMsa YTPEHHEeIO TyajieTa — BCce OOJIbHEE.
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BaxHO OTMETUTL, UTO y BCEeX IeTel yJYUlMJIOCH HOCOBOE IbXaHMue yXe I[ocye 2-1
npouenypel. OTkasa OT MNPOBEeIeHMd MNpolenyp He ObUio.

TaxkuMm o6pa30M, IIPVIMEHEHME ,HaHHOI\/JI MEeTOOMKNM B TepallM XPOHMYECKOI'O CHMHYCHUTAa
aBygeTcsa 20QeKTUBHEIM MeTOIOM KOHCEPBATMBHOM TepaluuM y JdeTter c¢ MB. O3Sra
MeETOOMKa MOXeT OBThH pPEeKOMeHIOBaHa K I[IPMMEHeHMI0 C JiedeOHOM, a TaKxe C
npoduiakTUdeckoy ueybpion. OcoBoM LIeHHOCTbI HOAaHHOTO BMIa Tepaluu gBJISeTCs
BO3MOXHOCTEL MCIIOJIB30BaHMA €€ B HOOMAallHMX YCJIOBUAX.
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NEPEHOCMMOCTb ®U3NYECKOW HATPY3KW AETbMM C MYKOBUCLINAO30OM

Hemmuesna C.10., JIykuna O.®., IBanos A.Il., Peyroa B.C., Cumonosa O.U.

HayuHbIi eHTP 310poBbia Aereii PAMH, MockBa

B mocJsiegHee BpeMs [NOABJIAINTCS HOBBE JIEKAPCTBEHHBIE CPEACTBA M METOIbl JIEUEHUSI
MykoBMcLMOo3a (MB), UTO CyleCTBEHHO yJlydllaeT [NPOI'HO3 TedeHud 3abojieBaHUSA
¥ KAYeCTBO XM3HM OOJIbHEIX. BaXHOM YaCTb KOMILJIEKCHOTO [IOAXOHAa K JIEUEHMUIO U
peabunurauum TakKux OOJIbHHEX ABJIAETCS aleKBaTHBM, MHIMBUIAYAJIBHO IONOOPAaHHLIM
YPOBEHb OMBMUECKOM HATPy3KM UM CIOPTMBHOM akKTMBHOCTM. B pdame MCCJIeOOoBaHUM
[1,2,3] Oubll nokasaH OJATONPUATHEM 30QeKT OT BHIIOJIHEHMS KOMILJIEKCOB YIIPaXHeHUMN
OeTbMM M B3POCJEMM C MyKOBMCLUMIOO30M. IlOBHIIEHME (QU3MUECKOM aAKTUBHOCTU
OPUBOOMIIO K YBEJUUEHMI I[IE€PeHOCUMOCTM O(QM3MUEeCKOM Harpy3KM, CTabMImM3alum
WM Oaxe YIydlleHMIO QYHKUUM JIETKMX M KadeCTBa XMBHUM 23TUX OOJIBHEIX. [IO0 IOaHHBM
Lysinger J. (2007) amexBaTHas dmanueckas aKTUBHOCTHL y IeTel C MyKOBUCLUMIO30M
yJydllaeT KaueCTBO XM3HM, Iaxe KoT'la KapAMOPECIMPAaTOPHEM OTBET Ha HATPY3KY
OTJIMYAETCHA OT HOPMaJIbBHOIO.

JICIOJIb30BaHME TECTOB C JO3UPOBAHHOM O(QMBUMUECKOM HATPYy3KOM MIpPaeT BaXHYIO
POJIb IJiS MHIOVMBUAYyaJIbHO Tombopa HeOoOXOIMMOT'O YyPOBHSA GM3MUECKOM aKTUMBHOCTMU,
OLIEHKM YPOBHS OMBMUECKOM I[ONT'OTOBJIEHHOCTM, onpenejieHus 200eKTUBHOCTU
IPOBONVMEX JIeUEOHHX ¥ pPeabUIMTAalMOHHEIX MEPONPUSATUM, OLEHKM CTEeIleHUM PUcCKa
BOBHMKHOBEHUS OCJIOXHEHUM MMelIeIroCs I[IaTOJIOTMUECKOTO Ipolecca. Odmauueckas
Harpy3Ka [I03BOJISeT ODHAPYXMUTh CKPHITHE HAPYWEeHMVA QYHKIUM KapOMOpeCIMUpaTOPHOM
CUCTEME, KOTOPEE HEBO3MOXHO BHABMUTL IIPM OOBIUHEIX, CTAaTUUECKMUX MCCIIEeIOBaHMAX
[4]. OnpegneneHue O0us3nueckoy padoTocnocobHOCTM Yy JeTer ¢ MB gBjageTcd
BaXHBIM TEeCTOM IIpM OTOOpe KAHOMIATOB Ha TpaHCIJIaHTauuo Jerkmx [5]. TaxkumMm
oOpas3oM, KOMIIJIEKCHAaSA OLEeHKa KapAMOPEeCIMPAaTOPHOI'O OTBeTa Ha OO3UMPOBAaHHYI
(DMBMT:IGCKVIO HAT'Ppy3Ky ABJIA€TCA BaAXHBIM MHCTPYMEHTOM OLIEHKM COCTOAHMA O0JIbHBIX
C MYKOBUCLMIO3OM.

Lenplo McCcaenoBaHUA OBJIO OLEHMTb I[IE€PEHOCHMMOCTb OO3MPOBAHHOM (QU3MUECKON
HaTPyYy3KM U €€ BJIMAHME Ha KapOMO—-PECIMPATOPHY CUCTEMY Y OeTeM C MyKOBUCLUMUIO30M.

O6mexkT M MeTOns MCCIeNOBaHUS

VicciemoBaHMe MNPOBeNeHO y 13 OOJIBHEIX MYyKOBMCLMIO30M IeTell B BO3pacTe OT
7 mo 17 meT (MaJbuMKOB-8, IeBOUeKk-5): CO cpemHeTsaxeJeM (9) M C TAXEeJHM
(4) mTeuenueM 3abojieBaHUSA BHe oOoCTpeHMs. I'pylna CpaBHeHMS COCTOsAJla U3
15 merelt (ManbuMkM-9, IeBOUKM-6) 0Oe3 CepIeuyHO-JIeTOUHHX 3aboJieBaHMUM, 10
BO3BpPACTy, POCTYy M BeCy COIIOCTaBMMas C OCHOBHOM Ipymnnou. Ilpm oTbope IeTen
Ha Harrpy304YHOE TecTrMpoOBaHMe YUUTEIBAJIVICH CTaHIOApPTHEIE IIPOTMBOIIOKA3aHMA n

(¢}

BeymuuyHa OOB, (He mMeHee 60 % OT OOJIXKHOT'O SBHAUEHMI) .

Harpy3o0o4uHOe TeCTHMPOBAHME Ha BeJIORPIOMeTpe C olpenejieHMeM ofmey (MamdeCKoM
PaboTOCnIOCOBHOCTM MHNPOBOIOMIJIOCE C MCIIOJIB3OBAHMEM HENPEPHBHOT'O CTYIIEHYATO—
BO3pacTanmero I[IPOTOKOJIa C pPacyeToM MOMHOCTM HAarpy3KM B 3aBUCHMMOCTM OT
Macce Tejla (HauvajibHas MOWHOCTL HATpPys3ku cocrTasBmia 0,5 BT/KI ¢ OPUPOCTOM IO
0,5 BT/xT' Ha KaxIon cTyneHu). KpuTepreMm OpeKpalleHUs HATPY3KM IPpY XOPOolleMm
CaMOUyBCTBMM IIalMEHTa UM OTCYTCTBUM Xajio® HgBJIAJIOCHE NOCTWXeHMe nyjbca 160-
170 ymapoB B MMHYTY. B Xome Harpys3kM KOHTPOJIMpOBaJMchb UCC, wacToTa IHXaHWUA,
apTepuasbHOE IaBJIeHME, HACHIIEeHME KPOBM KMUCIJIIOPOIOM (MIyJibCOKCuMeTpus), OKI' B
12 orBenmeHuMaAx. [JO HATPYy3KM, Ha €e MaKCUMyMe UM B KOHIE 5 MMHYTH PECTUTYLUMU
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METOHNOM HOONIJIepaxXOoKapIMorpadmuy  OoNpelesdanMchk [NoKaszaTeNM I'eMOIMHaMMUKU:
yIapHBEY OOBEM JIEBOT'O XeJlymouka, MMHYTHEM o0oO0BeM KpoBooOpalmeHusa. JJo M I[Iocie
HarpysKM Mcciaemopanmch nokaszsarenn OB, a Taxkxe OLEeHMBAaJIMCh KUCIJIIOTHO—
OCHOBHOE COCTOSAHME U TI'a3bEl KPOBM B apTepUaiM3MPOBAHHOM KPOBUM M3 MOUKM yXa.

PesynsTaTs

MakxCMMaJIbHO BHIIOJIHEHHAS MOIMHOCTL HATPY3KM SABJISETCS OINHMM U3 OCHOBHEIX
noxkasarejyiey obumen o¢usndeckoym paborTocnocobHocTu (OOP) . IuHaMMKA M3MeHeHUS
UCC m yvacTOTH OuxaHusa (Ull) B xoIe HaTPy3KM OTPaXaeT amalTUMBHEE BO3MOXHOCTMU
KapIMO—-peCcnMupaToOpHOM cucTeMsl (Tabmamia 1) .

Tao6auna 1. [TIokazaTes i MOIITHOCTH BHITIOJTHEHHOU Harpy3KH,
auaaMuka YCC u Y1 (M+SD).

Fpynna cpaBHeHuA Aetn c MB
(n=15) (n=13)
MoLuHocTb Harpy3ku, Br/kr 2,12+0,29 2,02+0,4
YCC B nokoe, ya/MUH 91,3+6,8 93,1+8,7
YCC Ha nuke Harpysku, ya/MuH 172,0+£2,5 166,8+4,8*
Y/l B nokoe B MUH 19,7+2,7 20,5+2,8
Y/l Ha nuKe Harpyskun B MUH 32,8+5,3 40,7£6,7**
[IpyMmeyaHmne: *— HOOCTOBEPHOCTH paszymumy UCC Ha nmke Harpyszkm (p-0,01)

**— IMOCTOBEPHOCTH pasznuuui Yl Ha nmuke Harpy3km (p-0,01)

Kaxk BMIHO "3 Tabiauibl, OOJIBHEIE IeTM XapaKTepM30BajlMChb HECKOJIBKO MeHbleM
MOIWHOCTBIO BEIIOJIHEHHOM HATPy3KM M, COOTBETCTBEHHO, CHIMXEHMEM IOOCTUITHYTOM Ha
nrKe Harpys3ku UCC, OOJIbLIMM NPUPOCTOM YWaCTOTH OBIXaHMA. OTM OaHHBEIE COIVIACYITCHA
C pes3yabTaTaMM MCCJeONOBaHMM, [NOKABaBUIMX, YTO OIHMM M3 BEOyIMX JIMMUTHUPYIOUMX
busmueckyio pPaboTOCIOCOOHOCTE QAaKTOPOB Yy HOEeTeM C XPOHUUECKMMM 3aboJieBaHUAMU

JIET KX, H[ABJIA€TCHd CHMXEeHUEe SQ@GKTMBHOCTM M OKOHOMMUHOCTNM BEHTUIIALUM JIET'KMUX
[6,8].

[Ipy MHOVMBUIOYAJBLHOM aHalM3e IoKaszaTejelr y nOeTer C MyKOBUCLUMIO30M OB
BEISBJIEHE pPal3JiMuMsa B 3aBUCUMOCTM OT TAXEeCTM TedueHus ©Oojges3znmu (puc. 1).
Vcxomuele nokazaTesm UCC M YACTOTH OEIXaHMSA KakK I[IPpM  TAXEeJIOM, TakK M I[Ipu
CpelHeTsaXeJIoM TeueHur MB He OTJMYauCh OT Pel3yJIbTaTOB B TPYINe CpaBHEeHUd,
oTHomenme UYI/UCC cocTaBiajgo B rpymnmnax or 1:4,5 mo 1:4,7.

BosbHEIE CO CpeIHEeTSXeJIEM TeudueHMeM 3ab0JieBaHMsa BHIIOJHMIIM HaTpys3Ky TOM Xe
MOIHOCTM, YTO M INEeTU B T'PyIlle CcpaBHeHMd. [Ipu 3ToM y OOoJbIMHCTBA meTent (7 u3 9)
Harpy3Ka BHE3BaJla adeKBaTHEM HpupocT UCC m Ull, MaKCHMaJIbHBE 3HAUEHMSA KOTOPHBIX
CONOCTAaBMMEl C I[IOKasaTeJNAMM B TPYIINe CPaBHEHMS. Y OeTel M3 IPyNNs CPaBHEHUA
orHomeHue UJI/UCC B XOIe HATPY3KM OCTABAJIOCh He MeHee 1:4 Ha KaxIOMW CTyIeHU,
UTO ABJISETCH HOPMOM IJId COCTOSHMSA I[IOKOS M, BEPOSTHO, MOXET pacCMaTpMUBATbLCS
Kak aleKBaTHBIM npupocT Y]l Ha KaXIyln CTYIeHb HAaTpPy3KM. OTO Xe oTHomeHue U]/
UCC Ha kxaxIoM CTyIeHM Harpys3ky HabJomaslock y OoJbWMHCTBa OOJIBHEIX (8 nereln)
CO CpemHeTaXeJiblM TedeHreM 3abojieraHuda. CyOBEKTMBHO IIE€PEHOCUMMOCTH HATPY3KU Y
BCex OOJIBHBEIX DTOM TPYMNIEl OBJIa XOpolweM: 5 meTel He NPenbABJIANIO HMKaKMX Xajlo® B
XoIe MCCcJenoBaHMsa, y 4 oTMeuajlach yMepeHHas yCTaJIoOCTh HOT B KOHIEe HATPY3KM.
TakuM oBpasoM, MNEPEHOCHMMOCTH HATPY3KM OOJIBLIMHCTBOM OOJIBHEIX CO CPEeIHETSIXeJIbIM
TeueHMeM 3aboJjieBaHMsS ObUla He XyXe, YeM y IeTey M3 IPYINbH CPaBHEHUS.
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OnHako y IByxX [allMeHTOB M3 IOaHHOM TPyNIb OPM XOopolel CcyOBbeKTUBHOM
IePEeHOCUMOCTM M OTCYTCTBMUM Xajio® OTMeuaJioCh HapylleHMe amanTauuy K duamdyeckomn
HaTpy3ke. Y OonHOTO pebeHka Harpys3Ka Bh3Bajia OvCTpelt npupocT UCC mo 170 ym/
MUH U CONPOBOXIAJIaCh CHUMXEeHMeM padoTocrnocobHocTr mo 1,6 BT/xr. BeposaTHO,
3TO CBSABAHO C OOWEN IeTPEeHMPOBAHHOCTLIO OpTraHm3Ma (npu sToM Y]] Ha MaKCHUMyMe
cocTaBuna 36/MmH, oTHomeHme UI/UCC 1:4,7). B mpyroM HaOJOOEHMU IIPU HATPy3Ke
MomHocThio 3 BT/kT ¢ UCC mo B 170 GpUM 3apeTUCTPUPOBAHH MNPUBHAKU Ieperpy3Ku
B BMIE HealeKBATHOTO YyuYalleHUs IOexXaHus 10 46/MuH Ha [DOCJenHel CTyIeHU
c oTHomeHnmeMm UJ/UCC=1:3,7 ¥ CHMXEHMEM CcaTypaumumM KpPOBM 10 87% (HUMKAKUX
HENPUATHEX OIyNeHM) peOeHOK NPM DBTOM HEe MCHBITHBAJ) . I[lpensloymas CTYIEeHb
HATPY3KM B 2,5 BT/KI' y 3TOr0 NauMeHTa xXapaKTepr30Bajlach aleKBATHOM peakumen
UCC m YO (155 yo/MmH M 36/MMH COOTBETCTBEHHO C OTHomeHmem UYJI/UCC 1:4,3).
STY NOPUMEPH MWIJIOCTPUPYIT OT'PaHMUEeHMEe amalTalMOHHEIX BO3MOXHOCTEM KapIOuo-—
PEeCHMPaTOPHOY CUCTEMEl Yy HEKOTOPHX OOJIBHEIX CO CPelHEeTSXeJIEIM TeueHuem MB.

Y  OOJIBHEIX C  THXEJBM TEeueHMEeM MyKOBMCLMIO3a  OTMedalJioCh CHUXEeHUE
paborocnocobuocTt mo 1,68+0,3 BT/xr, npm sToM HaOI0OaJsCsa OBCTPHEM OPUPOCT
UCC u BHIpAXEHHOE yualleHMe MHXaHMa C oTHomenmem UI/UCC 1:3,5 Ha 2-3 cTyneHax
HaTPy3KM, YTO B IOBYX CJydasdx I[IPMBEJIO K CHMXEHMIO CaTypaluuM KpoBM IO 86-87%.
CyOBEeKTUBHO OeTM NPEeObaBJIAJIM XAJIOOHE Ha OOMyK yCTaJloOCTh, a y OBOMX IIOSBUIIOCH
omyleHMe HexXBaTKM BO3IOyxa. Harpyska OwblJla npekpameHa npu YCC ot 145 mo 160
yIO/MyH. D3TM IaHHHE CBUIAETEJECTBYIOT O BHPAXEHHOM CHUKEHUM KOMIIEHCATOPHBIX
BOBMOXHOCTEN KAPAMOPECHMPATOPHOM CMCTEeMEl y OOJIBHEIX C THAXEeJBM TedeHue MB.




MYKOBUCLUAO03 B POCCUU (20 net Poccninckomy LieHTpYy MyKOBUCLMA03a)
Mo matepuanam X HaumoHanbHoro koHrpecca «<MYKOBUCLIMAO3 Y AETEN U B3POCSIbIX», 1-2 uioHa 2011, Apocnasnb

BoJsbHbIE ¢ HOpMaibHOi ®B/I (n=9) PucyHoxk 2
120

109 109

110 4
100 4
90
80
70 A
60 -
50 A
40 4
30 A
20 A
10 4
0

I:l 00 Harpvskn

&l nocne Harpysku

BoJsbHBIe ¢ reHepan3oBaHHbIMHI HapymeHuamu BIT (n=4)
120

110 A
100 A
90 A
80 A
70 A
60 -
50 A
40 A
30 A
20 A
10 A
0

/I3BeCTHO, UTO y OOJIBHEX C XPOHMUECKMMM BOCIAJIMTEJIbHEIMY 3a00JIeBaHUAMY JIETKUX
buznueckas HaTrpy3Ka MOXET YyXYINMTH IOKa3aTes OPOHXMAJBLHOM MNIPOXOIMMOCTU U
CIPOBOLMPOBATE PAa3BUTME IMNOCTHATPY30UHOTO OpoHXOCHasMma. Y BcexX OOJIBHEIX CO
CpeIHEeTSaXeJItIM TedueHreM MB perucTpupoBalJiMCh HOPMAaJIbHEIE MCXOIHHE I[IOoKa3aTeJu
®BJl, y DOJILHEIX C TSXEJIBIM TeUeHMEM MMEJIMCh YMEPEHHO BHPAaXEeHHBEIE T'eHepaliM30BaHHbIEe
HapyleHrsa OPOHXMAaJIbHOM MNPOXOOMMOCTM. BrmoJiHeHHas OOJIBHEIMM HaTpy3Ka He
BHI3BaJla LOOCTOBEPHHIX M3MEeHeHM) nokaszaresiert OBl B obemx rpynnax (pmc.2). Ha
OTCYTCTBME IOOCTOBEPHBIX M3MEHEeHUN [oKas3aTeJiey BHeUWHeTI'O IbelXaHua y nmerer ¢ MB
oaxe INpPM MHTEHCUBHEX OOMBMUECKMX HATPy3kKax ykaspeaeT P.H.C.Klijn [3].

I'az0BEIM COCTaB KPOBM M €€ KUCJIOTHO-OCHOBHOE COCTOSHME TakKxXe OoTpaxannT
KOMIIEHCATOPHBEIE BO3MOXHOCTM KaK 3IOPOBOIO, TakK M OOJIBHOT'O OpraHmM3Ma B [IOKOe
n npu QusMUYecKoM Harpyske. I[IpM HEOOCTATOYHOCTM KOMIEHCATOPHBIX MEXaHM3MOB
peryndauum ral3oBOTO COCTaka KPOBM IPpM DOJIe3HAX JIETKUX Pas3BUBATCHA apTepralibHadgd
TUIIOKCEMMS, THUIEPKAaIlHUA, MU3MeHeHMe PH KpoBM. M3BeCTHO, UYTO y JeTer c MB
HabJonaeTcs 3HaAUUTEJIbHOEe yBeJIMUeHMEe HEePaBHOMEPHOCTM JIETOUHOM BEeHTUMIISLUUM U
BEHTUJIALMOHHO-TIEPOY3MOHHEIX COOTHOWEHUY, Yy YacTU OOJILHEIX OTMeuaeTCsa CHUXEeHME
ouddy3MOHHOM CIIOCOOHOCTHM JIETKMX. B psame mccjenmoBaHuit [6,7,9] OBIJIO BESABJIIEHO,
uTo (i)MBMT:IeCKa,CI HaT'py3Ka Yy -5Tux GOJ'[I:HI:IX, ITOBHIIA A aaneoanHoﬁ BEHTUWIIAUVNM U
JIETOUYHBM KPOBOTOK, MNPMBOIMUT K YBEIMUEHMIO IIJIOWANM ajlbBEOJISPHO-KANMUIIJIAPHOTO
razoobMeHa U yJydllaeT OKCUIEeHAalMo KPOBM (yBeJNMUMBAEeTCHd HalpsSXeHMe KMCJopona
B apTepMrajibHOM KPOBM) .




NOKAABI

OueHka T1Taso0B kpoBM u KOC Owia npoBemeHa y 10 GojbHEIX ¢ MB m 9 merenr mus
TPYNNE CpaBHEHMA. B Tpynne cCcpaBHEHMS MCXOIHBIE [NoKaszaTenu OBIM B Ipeleiax
BO3pPaCTHOM HOPMEI. Cpeny OOJNBHEIX MB y 6 NalMEHTOB CO CPpeAHeTSXeJBIM TedeHMeM
3ab0JIeBaHKMsa HaIpsSXeHMe KMucjopola B KpoBu (PaO2) ©Ovwmio B HopMe (87,516,5
MM PT. CT.), & y 4 OOJNbHEIX (2 C TaXeJEM M 2 CO CPEeIHETIXEJEIM TedeHMUEM)
yMeJiach MCXONOHAs apTepualjibHas runokcemmsa (PaO2 or 63,6 mo 78,1 MM pT. CT).
[lonlydyeHHBE pPes3yJIbTAaTH IpPenCcTaBJIeHE B Tadbmnuie 2.

Tab6uuna 2. /[uHaMHUKa ra30B KPOBH B OTBeT Ha (pu3nuecKyro Harpy3ky (M+SD).

Fpynna cpaBHeHusA BonbHble 6e3 ucxogHot  BosibHble ¢ cxogHoM

(n=9) runokcemum (n=6) runokcemmemn (n=4)

PaO2 ncxogHo 90,3+4,3 87,546,5 70,6+7,7
(MM pT.CT.)
PaCO2 ncxoaHo 321424 33,2+2,7 34,3+3,0
(MM pT.CT.)
HbOZ(BM%OAHO 94,6+0,74 94,7+0,7 92,5+1,1
Hb nexoaro 14,6+1,3 12,717 15,0414
(r/an)
PaO2 nocne Harpy3ku 99,148 5* 98,5+8,3* 77,4+5,0*
(MM pT.CT.)
PaCO2 nocne Harpysku 313436 29,7+3,7** 28,5+1,0%*
(MM pT.CT.)
HbO?2 no(c;n;o )Harpy3KVI 94,9+0,49 94,5+0,9 91,9+1,5
Hb nocne Harpysku 144410 13,8+1,1 13,2+1,2
(r/an)

Ipumeyanme: * — DOCTOBEPHOCTH pasymumii PaO2 mo m nocie Harpysku (p < 0,05)

** — INOCTOBEPHOCTHL paziuuuiy PaCO2 mo u nocje Harpys3ku (p<0,05)

Kak BuMOHO M3 Tabauue 2, Yy OOJILHEIX 0e3 MCXOIHOM IMIIOKCEeMMM IIOoKa3aTeJ M I'a30B
KPOBM IO HAaTrpys3KM IOCTOBEPHO HEe OTJMUYAJIMCh OT Moka3aTeJieM B T'PYyIIlle CPaBHEHUS.
Y OOJIbHBIX C TMIIOKCEMMEN OTMEeUYaJiloCh TOJIbKO HOCTOBEPHOEe CHMXeHue PalO2.

B oTBeT Ha HarpyskKy BO BCexX TIpyllaxX OTMEeYaJIoOCh IOCTOBEPHOE YyBeJMUYEHUE
Pa02, xpoMe TOToO y OOJIbHBEIX B O0eux Ipylnax HabjomaeTcsd HEKOTOpOoe yMeHbleHMe
PaCO2 1o CpaBHEHMIO C MCXOIHBIM (y 3 OOJBHEIX ObBJIa MCXOIHAS TIUIEePKalHUSA) .
Ipy »ToM y OOJIBHHX C MCXOINHOM THIIOKCEMMEN O¢u3nueckas Harpyska XOTb U
BEI3BaJla npmpocT PaO2, omHako y 3 u3 4 @meTell I'MIOKCEMMUS COXPaHMIIachb M IIOCJe
HAT'PYy3KM, gTo, B IOVMO, CB43aHO CO CHMXeHMEM SQ(I)GKTMBHOCTM BEHTUWIIALUVNM W
HEeIOCTAaTOUHOCTBHI0 KOMIIEHCATOPHHEX MEXaHM3MOB Yy BTUX OOJIBHEIX. HachllleHMe KPOBU
KIMCJIOPOOOM, a TaKXe COINepXaHMe B KPOBM I'eMOIJIOOMHa B OTBET Ha Harpys3Ky BO
BCexX Ipyllax CYyULEeCTBEHHO HE MEHSJIMCH.

B oTBeT Ha HaATPy3Ky Yy BCeX JeTey MNOABJIANIMCH MNIPM3HAKM MeTabonnMuecCKoIO
aumMmosa, dYTO SABJSeTCHS SBaKOHOMEPHBIM CJIeICTBMEM aKTMBHOM MbIIEeUHOM pPaboTH U
CBA3aHO C HaKOIJIeHMeM B paboTalmMx MBIIIaxX MOJIOUHOM KMCJIOTE C IIOCJIeOy UMM
yBEeJIMUeHMEM ee KOHILEeHTpaluM B KpOoBU. l[IpM 3TOM B T'PYyIIe CPaBHEHUS y BCeX HeTel
Harpy3Ka BH3Bajla TOJBKO YyBeJMUeHMe »neduumMTa OCHOBAHMNM (CpelHee 3BHAUeHUEe
ABE yBesmumjock ¢ -0,25 mo -4,6; p-0,001) 0OpM COXPaHMBIMXCS HOPMAJIbHBIX
3HaUYeHUx pH KpoBM (T.e. PasBMIICA KOMIIEHCHUPOBAHHEINM MeTabOoJMUYEeCKMM aluuios) .
Cpemu OOJNBHEIX MB y IOJIOBMHBE JeTel MCXOOHO HabJowmajyica KOMIIEHCUPOBAaHHBIM
MeTabonmueckuy aumnos (pH xposu 7,42+0,02 MM pT.cT, ABE oT -3,2 mo -4,7).
Harpyska Be3Bajla ycCyryoOjieHMe MeTaboJMueCKOTO auupos3a (cpenHee 3HadeHue ABE
yBenmuuiaocs ¢ —-1,75 0o -7,47), 4TO y OBOMX OOJIBHBEIX NPUBEJIO K CHIXEeHMI PH KpPOBM.

/I3BeCTHO, UYTO Yy 3IOOPOBHBIX JeTelM OCHOBHEM JUVMUTUPYOIUM (QU3UUIECKYI
PaboTOCHOCOOHOCTE (QakTOPOM ABJAeTCH OQYHKLUMOHAJIbBHAA BO3MOXHOCTb CEpIOEedHO-—
COCYOMCTOM CUCTEMEl IOINNEPXMBATH aIOeKBATHHM HaT'py3kKe CepIeuHbl BHOPOC.



MYKOBUCLMNAO3 B POCCUUA (20 net Poccuinckomy LLeHTpY MyKOBMCLIMA03a)
Mo maTtepuanam X HauunoHanbHoro koHrpecca «MYKOBUCLIMAO3 Y AETEV 1 B3POCIIbIX», 1-2 nioHa 2011, Apocnasnb

[Io mauHeM JguTepaType [10,11,12] y meTel cepOedHHM BHIOPOC B OTBET Ha HATPY3KY
yBennurBaeTcsa B 2-5 pa3 B 3aBUCHMMOCTM OT €€ MOULHOCTM M QYHKLUMOHAJIbHEX
pes3epBOB OpTraHus3Ma. lIpy 5TOM NPUPOCT yOapHOToO obbeMa OOEYHO He mnpesbmuaeT 30-
40 % m HabyopmaeTcsa npu paboTe MaJIoM M CpenHel MHTeHCHMBHoCTM npm UYCC 130-140
y,JI/MI/[H. ﬂaaneﬁmee YBEJIMMUEHME HAaTl'DYy3KM IIPUMBOIOUT K IIPOI'PECCUMBHOMY YMEHBIEHNMIO
yOapHOTO oOBeMa, IOoIIepXaHMe aIeKBaTHOT'O MMHYTHOTO oOOBbeMa KpoBOOOpalleHMH
NPOMCXOOUT 3a cueT npupocta YCC. B pabore Caresnbera B.Il., lupsaesom I.C.
[6] mnpu aHanmM3e peakuuy TeMOIMHAaMMKM Ha HATrpy3ky B 1 Br/xr y zmerem cC
XPOHMUECKMMM 3a00JIeBaHUAMM JIeTKMX B I[IOKOe BHIABJI€Ha HEKOTopas TeHIeHUMA
K YBEJIMUEHMIO yIapHOTO ofObeMa M CepHedHOTo BHOpOCa, D3KOHOMMUHOCTL pPaboTH
cepaua (KMCJIOPOIHEIM MyJIBC) HE OTIMYaJiacb OT 3IOPOBHIX »OeTel. IIpu Harpys3ke
oTMEeUaJyICad HEeCKOJIbBKO MEeHBIIMIM II0 CPaBHEHMIK C OOJIXHBEIM IIPUMPOCT cepnedHoTro
BEIOpOCa, OCTaJjibHBIE IIOKasaTeNM OCTaBaJIMCh B NpernejyiaX OOJDKHBIX BEeJIMUMH.

[Ipn oueHke 3KI' B xXOoHme HATPYy3KM KaK y OeTel M3 TIpPyNnel CpaBHEHUA, TakK U
y ©OoJbHEIX MB HapylWeHM) pUTMa Cepala, a TakKxe IPM3HAKOB MKIEeMMM MMuokKapIa
3aperuCcTPUPOBaHO He OBJIO, UYTO coIJlacyeTcs C maHuemMy P.H.C.Klijn [3].

[Ipy permcTpaluy apTEepMajIbHOT'O HOABJIEHUS Yy HeTe¥ C MyKOBUCLMIO3OM BHISBJIEH
HOPMOTOHMUECKMUY Tun peakuumr AL [10]. IIpm »ToOM MaKCHUMAaJIbHEIE SBHAUEHUSA
CUCTOJIMYECKOTO apTepualibHOTO nmaBjeHus (CAIl) He npeswbmanau 155 MM prT.cT.,
oracTonudyeckoe maejieHve (JAIl) He nmomHmMMaJioch Bheine 90 MM pT.CcT. BoccTaHOBJIeHME
APTEPMANIBHOTO OaBJIEHMA IO MCXOOHOI'O y OOJIBUMHCTBa OOJIBHBIX, Kak M Yy IeTeun
13 TpPYyNOE CPaBHEHMS, OPOMCXOOMJIO B Ipenejax b5-7 MMHYT [OCJIe OKOHUYAaHMA
Harpy3ku. TOJNBKO y OIOHOTO pebeHKa C TAXEJIEM TedeHMreM OOJIE3HM Ha 5-0M MMHYTe
BOCCTAHOBUTEJNILHOTO Iepuona HabJjomajiocb cHmxeHme CAII Ha 15 MM pT.CT. IO
CPaBHEHMI0 C MCXOIOHEIM.

OTBeT TeMOIMHaMMKM Ha HATPYy3Ky Yy HOeTel u3 I'PylNls CPpaBHEHMS COCTOSJl B
YBEJIMUEHUM MMHYTHOTO oOObeMa kpoBooOpameHus (MOK) Ha 62 $ 0O CpPaBHEHMO C
MCXOIOHEIM 3a cueT npupocTa UCC Ha 85 %. IIpm 3TOM Ha BHCOTEe HATrpy3Ku nopu 4UCC
165-170 yo/MMH OTMEUAJIOCh HEKOTOpOe yMeHblleHMe yIapHoTo obbema (YO) JjeBoOTO
xejynouka (Ha 12 %) . BoccTaHOBJIEHME INapaMeTpoB I'eMOIMHaMMKM (B Hpexmetiax 5%
n 10% x MCXOOHEIM 3HaueHUaAM njsa UCC, YO m MOK COOTBETCTBEHHO) IPOMUCXOIMIIO B
TeueHre 5 MMHYT.

B oTnmMuMe OT TPYINBE CPaBHEHUS OeTu C MB MMeM HEeCKOJIbKO MeHBIME MCXOIHHBE
CpelHMEe 3BHAYeHMd YIOAapHOT'O M MUHYTHOI'O oOOBeMa. Peakumsa IeMOOMHAMMKM Ha
HAaTrpy3Ky VY OOJIBHEIX XapaKTepMs30BaJlaCb TOM Xe HallPaBJIEHHOCTBI WM3MEeHeHUS
moxkasaTeJiey, UTO U B I'PYyIIe CPaBHEHMSA, OIHAKO BEPAXEHHOCTb I'eMOIMHAMMUUECKUX
COBUTOB Oblla OoJsblle. Tak, Ha MaKCUMyMe HaTrpPy3KM Hpu yBesuueHum UYCC Ha 79%
3apeTIUCTPUPOBAHO YyMeHblleHrMe YO Ha 32% OT MCXOIHOTO, UYTO COIIPOBOXIAaJIOCH
yBenmueHueM MOK Bcero Ha 23%. BoccTaHOBJIeHMEe IIoKaszaTeJiell TeMOOMHaMUKU Y
OOJIbHEIX XapaKTepM30BaJIOCh HEKOTOPBIM 3aMelJiIeHMeM BOCCTaHOBJIeHMa UYCC m MOK
(BHAUEHMSA KOTOPHIX K KOHIY 5 MMH pecturyumm cocTarjsaam 107% m 110% MCXOIOHEIX
coorBeTCcTBEHHO) (puc. 3).

[Ipy MHIMBUIOYAJIbHOM OlleHKEe pPeakKUuM TeMOOMHAMMKM Ha HaTPy3KYy BHABJEHO, UYTO Y
6 (46%) nmerert c MB msmeHeHumsa UCC, YO m MOK Ha MNMKe HATPYy3KM HE OTJIMYUAJIUCH OT
3HaUEHUM BTHUX [IOoKazaTeJleM B I'pPyllle CpaBHEHMS. BOCCTaHOBJIEHME NapaMeTpOB NIPO-—
MUCXOIMUJIO B NpenejiaXx 5 MUHYT y OOJIBIIMHCTBA 3TUX OOJBHEX. JJaHHAA peakuusa I'eMO-—
IVHAMMKM Ha Harpy3Ky paclieHeHa HaMM KakK alleKBaTHasd. Y OoCTaJibHEIX 7/ (54%) Oonb-
HHIX Harpyska no UYCC 160-170 ym/MmuH BRI3BaJla BHPAXeHHOe yMeHblleHue YO (Ha 50%),
UTO CONPOBOXIAJIOCH OTCyTCcTBMeM ypenmdeHma MOK. BoccTaHOBJIeHME I'eMOIOMHAMMUKN
y 4 m3 7 OOJbHEIX OBJIO 3aMenJIEHHEIM. JlaHHad peaklMd OlleHeHa KaK HeaIdeKBaTHad U
CBUIOETEJIbCTBYET O Ie3alalTaluuM I'eMOOMHAMUUECKOI'O OTBEeTa Ha IOAHHBE ypOBEHbL Ha-—
TPy3KkM. [IO-BUIOMMOMY, BEPaXeHHOEe yMeHblleHVe YO y 3TuX OOJIbHEIX CBA33aHO C QYyHK-—
UMOHAJIBHO 3HAUMMBIM yKOPOUEHMEM OMACTOJIE Ha NMKe Harpy3ku npu 160-170 yo/vMuH.
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ITokaszarean YCC, YO, MOK Ha MakcuMyMe Harpy3sku Pucynox 3
(B % 11O OTHOLIEHUIO K UCXOAHBIM 3HAYEHHAM)
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HaM He yzmajocb BHSABUTH ITOCTOBEPHO SBHAUMMEIX CBSA3eM MEeXOy pPas3JInudHON
peaKLmeIZ I'eMO IV HaMIKM Ha HAaT'py3Ky TAXeCTBIO TeueHusa MB VIt M CXOIOHBIM
COCTOSHMEM TEeMOIMHAMMKM Yy BSTUX OOJbHEIX. Tak, Ccpenou neTer C aleKBaTHOM
peakumMer TeMOIMHaMMKM 2 ObBUIM C TAXeJEM ¥ 4 CcOo CpelHeTaXeJhM TedeHMeEM
3aboJieBaHMUsa. MOWHOCTHL BHIIOJIHEHHOY HATrpy3ku OwbJla pasjauuHa (oT 1,5 mo 2,5
BT/xT), MakcuMmasnbHas UYCC npm sToMm cocTaBwia 160-176 yn/vMuu. Cpenu meren
C HeaIekBaTHOM peakuuey y 2 OBJIO TAXeJjioe M y 5 CpelHeTsaxeJioe TeueHUe
MYKOBMCIMIO3a. MOMHOCTL BHIIOJHEHHOW HATPYy3KM y 6 cocraswmna 2,0-3,0 Br/xr,
YTO HECKOJIbKO OoJjible, ueM y OOJIBHEIX C aldeKBATHOM peakluem.

Takum ob6pasoMm, y nojioBMHH (7 m3 13) OGosibHEIX C MB Harpyska no 4YCC 160-170 yn/
MUH BEI3BajJia HEOJATONPUATHHE TeMOIMHAMUUECKUE CIOBUIM, UTO CBUIOETEJILCTBYET O CHU-—
XEHHEIX amalTalMOHHEIX BO3MOXHOCTSAX CEPIEeYHO-COCYIMCTOM CUCTEME Yy 3TUX OOJBbHEX.

CyMMUPYS TIOJIyUeHHHE HaMM HOaHHHE, MOXHO CHeJlaTh BEIBOI, uYTO neTtu c MB
nepeHocaT CcyOMakCUMaJbHYI OM3UMUECKYH HATPY3Ky XyXe, ueM OeTu u3 TPYINH
cpaBHeHMsa. CTeneHb mOesamanTalyy OTBeTa KapOUMOPEeCIVMPAaTOPHOM CUCTEMBl Ha
HaTPYy3KYy 3BaBUCUT OT TIXECTM TeueHusa Ooje3Hu. [a OOJBHEIX CO CPeOHEeTSXeJIBIM
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TedueHreM MB IIpM OTCYTCTBUM HaPyLEHUM ODPOHXMAJIbHOM IIPOXOOVMMOCTHM, apTepMallibHOM
TUIIOKCEMUM UM MCXOIHEIX HapyeHUN IeMOIMHaMMKM xXapakTepHa xXopolas CyObeKTUBHAS
IIePeHOCUMMOCTb CyOMaKCMMaJIbHOM O0MBMUEeCKO¥ HaT'py3kKM, CpelHMe IIoka3aTesu
OPP (2-3 BT/KI') ¥ aIeKBATHHEIN BEHTUJISLUMOHHEI OTBET Ha HATPy3kKy. Hambosee
3HAUVMEIM JIMMUTUPYRIYM HATPy3Ky GakTopoM IJig 3TUX OOJILHEIX SBJIAETCS CHIMXEHUE
amalTalMOHHEX BO3MOXHOCTEN CEePpOeYHO-COCYIMUCTOM CHUCTEMBl, UYTO MOXeT OHBTb
CBSA3aHO B TOM UMCJIe C IEeTPEeHMPOBAHHOCTBLI OpTraHMs3Ma. PeryrnapHasa omusuueckas
AKTUBHOCTL [PY CpelHEeM MOWHOCTU M MHTEHCUMBHOCTM HArpys30k ¢ UCC mo 150 yn/mMuH
crnocobHa, MNO-BUIMMOMY, INOBHCUTL alallTalMOHHEE BO3MOXHOCTM Cephla M yJydllUTh
[IEePEeHOCUMMOCTb HAaTPy30K DSTUMM OOJBbHEIMM. [Ijig OOJIbHEIX C TSXEJIBIM TeUYeHUEeEM
MB, reHepalM30BaHHBMM HapyWEeHUAMM OPOHXMAJIBHOM MNPOXOAMMOCTM, apTepMallibHOM
TUIIOKCEMUEY Iaxe IMIPU OTCYTCTBUM I[IaTOJIOTMM CO CTOPOHE Cepalla XapaKTepHO
cHuxeHMe OOP, nOpu BTOM y BCexX JeTeM OTMeduaeTCs CHMXEHME alalTallMOHHEBIX
BOBMOXHOCTEMN IBEIXaTeJIbHOM CHUCTEMH 10 OOecleueHMI0 OpraHM3Ma KUCJIOPOIOM IIPpMU
cyOMaKCHUMaJIbHOM OMBMUEeCKOM HATpPy3Ke, UTO Yy HEeKOTOPHX OOJILHBIX COMNPOBOXIAETCS
Y HealeKBAaTHBIM I'eéMONVMHAMUUECKUM OTBETOM. OTM OOJIbHHE HYXHOAKTCS B OTPaHUUEHUU
(DMBML_TGCKI/IX HAT'PYy30K, MHIOVBMIYAJIBHOM no,u@ope X MOIIHOCTM UM MHTEHCVMBHOCTU.
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HEKOTOPbIE ACTIEKTbI MOPAXEHWNA OPTAHOB [IbIXAHA N XENYAOYHO-KNLLEYHOTIO

TPAKTA TPV MYKOBUCLAO3E Y AETEM

Bacuabsena T.I'.»2, IInmankaa C.H.2, ITaBiaosa fA.E.*

1 . .
I'BY3 «KpaeBoi KJIMHUYECKNH EHTP CHeIUuaAJIN3NPOBaHHBIX BU/I0B
MeIUIMHCKON moMonm», BiaaguBocrokx

2 . . .
r'OY BIIO «BiainiBOCTOKCKHM rocyAapCTBEHHBIN MeJUIIUHCKUY YHUBEPCUTET»

AKTyalBbHOCTE NpPOGJIeMS!

B MMPOBOM CTATUCTMKE OTMeUaeTCs IIOJIOXMTeJIbHasg OMHaMuka [oKaszaTeJel,
oTpaxanlMx IPOIOJIXUTEJILHOCTE XM3HY OOJIbHEIX MyKOBUCLUMIO30M (MB) . 3a nmocjenHue
OecsaTs JieT B PoccumM MenOraHa BBEXMBAEMOCTM IaHHOT'O KOHTMHTEHTAa [alMeHTOB U
uycJIo OOJIBHBEIX, INOCTUTIMX 18 JlIeTHEero BO3pacTa, yBeJamuumamcs B 1,3 u 1,7 pasa,
coorBeTcTBeHHO [l1]. Tak, B cTpykType OoJbHEX MB B IlpmmopckoM kpae no 2000
T'. B3POCJEE COCTaBJANM OKOJIO 4%, a B HacrTosdmee BpeMsa — 33,9616,50 $ (cpenHum
BOo3pacT 24,25+5,95 mer). OnHako InIaHHOe 3aboJieBaHME OTHOCUTCS K TAXEJION
IaToJIOTUM HOeTCKOT'O BO3pacTa C pPaHHEeM MaHud@ecTaurel KJIMHUKM I[IOJIMOPTaHHOT'O
nopaxeHnusa. KomnuecTBO yMepumx OOJBHEIX cocTrasiager 13,6 - 15,5% [1,2].
Hambonee Taxeno npm MB nopaxamoTCsa OpPITaHbBl OBEIXaHMS UM XEeJIyODOUHO — KUIIEYUHOI'O
TpaKTa, TAXECTb IIOBPEeXIeHMS KOTOPHX KOPpPeMpyeT C IMIPOTHO30M 3aboJjieBaHMA.
3HaHue QakKTOPOBR, BIMANIMX Ha TeueHue MB y »OeTey, CIHOCOOCTBYET IIOBHIIEHMIO
YPOBHSA OKaszsaHMusda CHelMaJIM3UPOBaHHOM MEeIMUMHCKOM I[IOMOIM IOaHHOMY KOHTUHIEHTY
nauueHToB, ©OoJjiee 30PEKTUBHOMY JI€UEeHUIO0 OOJIbHHEX

Lens paGoTs: NBYUUTH PaCHpPOCTPaHEHHOCTD, CTPYKTYPY KJIMHUYE CKUX
nposaByeHuM MB, baxTophl, HeOJaTONPUATHO BJIAMAKIME Ha TeueHMe 3abojieBaHud Yy
meTer C Y4YE€TOM IaHHHX MeIOUKO—-COLMAaJIbHBIX, TEeHeTUUYECKUX, MUMMYyHOJIOTMUECKUX,
DaKTepMoOJIOTUYEeCKkX, OQYHKIMOHAJIbHEX, MHCTPYMEHTAJIbHHEX METOIOB MCCJIeOOBaHUL.

MarTepuasns ¥ MEeTOIE MCCJIeLOBaHMUS

Ob6cryienoBaHel metu (n=71) C BepUOULUMPOBAHHEM OMarHos3oM MB (Bo3pacT OT 6 MecC.
no 18 jer; cpenuuy Bo3pactT 9,93+2,59 mer) . Manmpumkm cocraraaam 60,37+5,80%,
neBoukm — 39,63 1£5,80% (p<0,001). IIpm mOCTaHOBKE OuMAaTHO3a OBUJIM MCIIOJIL30BAHE
OOWENPUHATHE KIMHUKO-IMATHOCTUUYECKME ¥ KJacCubMKaUMOHHEE KpuTepmum [3,4].
CMmemaHHasa dopma 3abojieBaHMsa Obvljla BHABJeHa y 85,91%+4,13 6GoapHeEx (p<0,001),
IpeuMylmecTBEeHHO JiérouHasa dopma - y 8,46+3,30%, xumeydHas - y 5,6312,73
% obcJyenoBaHHEIX nHeTe¥. Taxésnoe TeueHrMe MB Ovuio y 28,171+5,31%, cpenHen
cTeneHm Taxectu — y 61,97+5,56%, mnérxkoe — y 9,86+3,57% naumeHTOoB (OajibHadg
mkaJjsia llBaxmMaHa - Bpacounbpa). BeIIM MCIOJNb30BAHHE pPEe3yJIBTATHE ONpelelieHUs
HEeOHaTaJIbHOT'O MMMYyHOPeakKTMBHOTO TpulcuHa (MPT) vy 102251 HOBOPOXIEHHHIX.
VI3ydyeHa CTPYKTypa 13 MyTauuy B I'eHe TPaHCMeMOPaHHOT'O peryJjiaTopa NPOBOIMMOCTU
(MBTP) vy 41 6omnbHOTO MB. BCceM IauMeHTaM IIPOBEHOEH KOMILJIEKC MCCJIemoBaHUSA (B
OVHaMMKeE) : COMATOMEeTPHus, PeHTIeHorpadus, KOMIbITepHas ToMoTpadmsa OpIraHOB
TPYIOHOM KJIETKM, NPMIOATOUHHIX [1al3yX HOCa, couporpadbms (c 6 JjieT), oIpelejieHUue
carypauyu O, B KPOBM, YJIbTPAa3BYKOBOE CKAHMPOBAHME II€UEHM, XEeJIYHOTO Iy3Hpd U
IoIXeJyoouHoOM xejiesn (annapat Aloka SSD-2000), domubporactpoenHockonmsa (n=33;
meTon I'.B. T'epuman, 1979), xpomoszobparockonus xejnynka ¢ 0, 3% pacTBOPOM KOHT'O-—
KpacHoro (mMeTom K.Okuda,1973) , CKpMHMHI-TecT onpenesieHusa Helicobacter
pylori (ypeasuwit), BaKTepUOJIOTUUECKOE MCCJIeIOBaHME MOKPOTH/ CIAV3UCTOM 3eBa,
HOoca. IJia cTaTucTuyeckoM o0paboTKM MaTepuajyioB MCCJIeNOBaHMSA OB MCIIOJIL30BAaH
nakeT npukjanHex nporpamMMm STATISTICA 6.0 @mjs NepcoHAaJIbHOI'O KOMIbTepa IIO0
nporpaMMe B OIlepallMOHHOM cpelle «Statistika for Windows - 2000» [5].
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PesyneTaTH MCCIEeLOBaHUS

[Io DaHHBEIM HEOHATAaJIbHOTO CKPMHMHIa MB Obvl OMarHoCcTuMpoBaH y 15 nmerem. Ha
cenTsabpr 2011 1©. 3aboseBaeMOCTh B I[IpMMOPCKOM Kpae cocTaBwuiia 1 OOJBHOM Ha
6816 HOBOPOXIEHHEIX (CpemHMe nokazaTejau B Poccum 3a 2010 . 1:10498) [1].
BpeMsa OMarHOCTMYECKOTO IOMCKa COKPaTUJIOCh Oojiee ueM Ha 1,5 T1oma. OCHOBHBEIMU
KJIVHUMYECKMMHM TIPOABJIEHUAMU MNIPpM MaHubecTauum 3adojieBaHusa ObJIM  IJIUTEJIbHEBIM
xawmesb (81,72+4,58%), peunnuBel OPOHXOOOCTPYKTUMBHOT'O cuHIpoMa (64, 78+5,65%),
3aTaXxHag UM NIOBTOPHEE nHeBMOouuM (85,9144,12%), auctpodbmsa no Ttuny runoTpodbmm/
runocratype (90,14+3,54%), cuunpoMm llceBnmoBaptrepa (1,4210,14%), BHNamneHue
npaMmon xumxm (7,04+3,03%), MexkOHMAJIbHBN uileyc (4,22+2,38%) . Benmymas npuumHa
cvepT 11 GosybHEIX (3a 13 sleT HabJoOOmeHMs; cpenHuM BOspacT 6,3813,10 jeT) Opula
OexoMIIeHCalusa JIETOUYHO-CEePpIeUHOM HenocTaTouHocTu (91%).

[Ipy MNPOBEHOEeHUM KOPPEeJALUMOHHOTO aHajM3a ObBUIM YCTAaHOBJIEHH HOOCTOBEPHLIE
PpasHOHAIpPAaBJIEHHEIE CBA3M MexXIy BO3PacTOM IIOSBJIEHMS  II€PBHIX I[IPUBHAKOB
XpoHMUeckom runoxkcum (r=-0,77; p<0,001), OPOmOIXUTENILHOCTBLI 3aboJieBaHUS
(r=0,43; p<0,05), crenenvw wuHOMuUMPOBaHMa P. aeruginosa (r=0,68; p<0,01)
, TAaXecTbin Tunorpobmum/runocrarypu (r=0,78; p<0,001), wuacToTor oBOCTPEHUN
BOCHAJNMTEJILHOTO IIpollecca B JETKMX U OpoHxax (r=0,48; p<0,01), cTeneHb
BEHIIIOJIHEHMS PEeKOMEeHIalMl Bpauda NaluMeHTaMy M ux pomutessvu (r=-0,62; p=0,01),
cTeneHbln O0O0eCNeueHHOCTM OOJIbHHEX COBPEMEHHBIMMY JIEKAPCTBEHHBEMM IIpernapaTaMu
(r=-0,38; p<0,1) u TIXKECTBLI pPeHTIreHOJOTMUEeCKMX/KT, QYHKUMOHAJBLHEX HAPYUEHNU
CO CTOPOHHl OPTaHOB HOEXaHMA (CHMXeHMe caTypaluum O, O®Bl), T1[oOsABJIEHUEM
beHOTUNMUECKUX TIPU3HAKOB XPOHUUECKOW TUIOKCEMUN.

[Ipy mccienoBaHUM CTPYKTYPE TPaHCMEMOPAHHOT'O peryJsjdaTropa nposomuMocTu (MBTP)
OBlJIO yCcTaHOBJIeHO, uYTO 50% BEIABJIEHHHX MyTalMM OTHOCHMIMCHL K I m II Kjaccam
(HapylleHMe CHMHTEe3a NPOTEeMHa UM HapylleHMe NPpOolLeCCHMHIa M TpaHcnopTa) . CTpykTypa

nonmMopdmaMoB Orwuia cienyomeri: F508del/ F508del - 19%; F508del/- - 25%;
F508del/ del21kb — 11%; F508del/138ins - 3%; del2lkb/- 6%, 2184insA/del21lkb,
2184insA/- m 2184insA/2143delT - mo 3%, kaxmasg. Bce yMepmyve IeTU VMEJU

cMmemaHHy Qopmy MB, koTopas accoumMmpoBallaChb C BEICOKOM IeTepMmmHaluen F508del
- 72%. OHM B 2 paza uame, 4YeM B oOmey Tpynne OOJNBbHEX, OBJIM T'OMOBMI'OTAMM II0
OAaHHOM MyTalMM.

[IpOTHOSB U TAXeCTh MB 3aBMCAT OT PaHHEM OMATHOCTMKM DaKTepMaJibHOM KOJIOHM3alL UM

/uHbexkuMy JIETKMX, OT CIeKTpa MUKPOOHEIX [ATOTEeHOB [6]. Ilpu OpoBeIeHMU
BaKTEePMOJIOTNYECKUX aHaJlM30B OBUIO YyCTAaHOBJIEHO, dYTO 36% OOJNBbHEIX MB BHIEISIN
P. aeruginosa, 90% - St.aureus, a 2,9% - B.cepacia complex. Ilpu sTOM uame
permucTpMpoBaJjiack CMemaHHas uHbekuusa: Ps.aeruginosa - 11%; St.aureus+Ps.
aeruginosa - 14%; St.aureus+Ps.aeruginosa+Candida - 11%; St.aureus - 26%;
Citrobacter - 3%; St.aureus+Str.haemolyticus - 3%; St.aureus+Str.pyogenes

- 3%; St.aureustEnterobacter aerog.+Candida -
3%; Str.pneumoniae - 5%; St.aureus+B.cepacia -
XPOHMUECKOTO BOCHaJIeHMss He OBJI BHIOEJIEH.

3%; St.aureust+M.pneumoniae -
3%. B 15% cniyuaeB BO3OyIUTEIDb

Bruta oOTMeueHa BHICOKAas MHOMUMPOBAHHOCTBL P. aeruginosa zpmeTer C TAXEJBM
TeueHMreM 3abojieBaHug. Tak 83% yMepumx OOJIBHEIX MMEJIM XPOHMUECKY Mix MHOEeKIIMO
(P. aeruginosa + rpubetdbaxT.) Y 69% meTey c TaxEyblM MB B KaTaMHe3se pas3BuUIlach
PEe3UCTEeHTHOCTL P. aeruginosa k HauboJiee UYacCTO IPUMEHSEMbIM aHTUCHUHET'HOMHBIM
AHTUDMOTHUKAM .

OOHVM U3 KpUTepreB TaxeCcTr MB 1 HeBJIaTronpusaTHOT'O eT'0 MCXona OBIJIO IPUCOeIMHEeHNEe
JIETOUHEIX OCJIOXHEHMM. Y OOCJIeDOBaHHBIX OOJIBHBIX OBJIM OMATHOCTMPOBAHEL CIIOHTAHHEBI
IIHEBMOTOPOKC (2,62+1,89%), JnérouHoe KkpoBoTeueHue (2,30%x1,77%), aTeynexrTas
Jérkoro (7,86%3,19%). BHaAuUMTEJNBHO YXYyIOMajio KadyeCTBO XM3HMY IAlMeHTOB,
YTIXKEIIAJIO XPOHUYECKY TMUIIOKCEMMIO I[IOJIMIIO3HOE paspacTaHMe CIM3UCTOM BEePXHUX
OBEIXaTeJIbHEX OyTeM (MIOJIMIIO3HEM PUHUT, CUHYCUT), KOTOPOE PEeIUCTPUPOBAJIOCH Yy
18,43+4,60 % GosnpHEIX. XpoHMUeckasa natosiorus JIOP opraHor ObUla OMATHOCTMPOBAaHA
y 41,3045,84%, annepruueckye 3aboJjieBaHMUS OPTAaHOB IeiXaHumsa - y 34,35+5,63%
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merey ¢ MB. 3T0 OpBUIO OOYCJIOBJIEHO IOKa3aHHOM CeHCUDMIM3aUMeM K IPUOKOBBIM
1 OaxTepuaJibHBEIM aJIJlepreHaM Ha (GoHe mNepcucTupyomel MHOeKUMMr, dJacTou
aHTMOAKTEepPMaJlbHOM Tepanuyu, MNOMIEeBOM HENEePeHOCMMOCTM, CHMHIPOMa M30BITOYHOTO
fOakTepraJibHOT'O POCTa, MMMYyHOJIOTMUYecKOTo meduuura [7].

HyTpuUTHBHasS HeNOCTaTOYHOCTL, OOYCJIOBJIEHHAs, B IEPBY ouUepellb, XPOHUUECKOMU
3K30KPMHHOY HEIOCTATOUYHOCTBLIO MOIXEJIYIOUHOWM XeJjie3bl, CUMHIPOMOM MaJibabcopOunu,
yCcyrnyBiiasa TedyeHue U nporHo3 MB y merent (r=0,78; p<0,001) . BHeapeHre B NPakKTUKY
bepmMeHTOTEPaAIMM B BMUIE MUHUMMUKPOCHEp CYIECTBEHHO IOBHCUIIO 3b0GeKTUMBHOCTHL
JedueHud OoJibHEIX MB. BBIJIO YyCTaHOBJIEHO, uTO Iporpeccupypmas OeJIKOBO-—
SHepreTuyeckas HeIOCTATOUHOCTL Ha GOHEe BHICOKMX 103 KpeoHa (6ojiee 9 TrIC. EI
Ha 1 kU/CcyT.) gBJgeTCda HeOJaTONPUATHEIM MPOTHOCTUUECKMM NPM3HAKOM. HapymeHme
SKCKypCcuM ImadparMel, 3BOHIOBOE KOPMIIEHME THAXEJEIX OOJIbHBEIX, [NOCTypaJibHAasa
Tepanmusg, KMHe3uTepanmus, VCIIOJIb30BaHMe B JIEUEHMM  AHTUXOJIMHEPIMUUIECKUX
npenapaToB, 0eTa-0JIOKATOPOB M INP. BHBHBAKNT QYHKLMOHAJIbHEE HaPyLEHMS OPIT'aHOB
XKT, KOTOpBE BJAMAKT Ha NPOLECC JOCTabkyM QPEepPMEHTOB B TOHKMM KMIIEUYHMK, CHIMXAT
50QeKTUBHOCTEL 3aMeCTUTEJIbHOM Tepaluu.

[Ipy ODpOBeIeHUM MHCTPYMEHTAJIbHEIX MEeTOHOB (N=33) MCCIenoBaHMs OBUIM I1OJIYyUEHEI
cJjenyoumye pes3yJyibTaTH. B Neprole KIMHUUYECKMX NPOoABJIeHUM MB y TpPeTu HalMeHTOB
(36,40+8,36%) omnpemensalmMcb W3MeHeHus numeBonma, B 45,50%8,68% ciayuaer -
BOCIIAJIMTEJIbHEIE MBMEHEHUSI CJIM3UCTOM ODOJIOUKU XeJlyIKa, Y IIOJIOBMHEL O6CJ’Ie,JIOBaHHbIX
(51,504£8,66%) - maToJyorMsa CJAMBMCTOM OOOJIOUKM TOHKOM KMIIKM. VM JIMIL Yy KaxXIOIO
TpeTbero OOJILHOTO SHIOCKONMUECKAas KapTMHa COOTBETCTBOBAJIA BO3PACTHOM HOpPME.
K nepumony pemmccuy MB OBJIO KOHCTATUPOBAHO HeBHpaxeHHoe (p>0,05) cHmxeHUe
YaCTOTHE BCTpPeUYaeMOCTM M3MEHEHUM CIAMIUCTOM oboJjioukuM nuimeronma (18,23+16,70%),
xesgynka (33,30+8,21%) u Tonkom kumkym (39,40+8,53%). ¥ 5 (15,15+0,42%) nmeren
OBLIM BBISBJIEHBI IPU3HAKY HAPYUEHMS BAMBKATEJbBHOM OYHKUMM KapIuu. Y 12 HalureHTOB
(36,4040, 75%) OvJI IMaTHOCTUPOBAH pedjokc-330baruT 1 crenenu ¢ pH 4,0 (HOpMma
6,0-8,0) [8]. ¥ 3 maumMeHTOB C OWUIMAPHEM LMPPO30M BHSABJIEHO BapUKO3HOE
pacumpeHre BeH IUIeBOIA.

Ha &oHe npoBemeHMS KYyPCOB IPOKMHETUKOB, AaHTALUMUIOB M IOCTYPaJIbHOW Tepanum
y DoJsbumey YacTM IalMeHTOB OblJla OTMeueHa HopMalM3aluMsa DHIOOCKONIMUECKOM
KapTUHE, B TeueHMe 4-6 MecsleB He OBJIO KIMHUUECKMUX I[IPOSABJIEHUNM 3300armuTa
(p<0,05) . ¥ 2 GOOJNbHBIX C HapyULEHUAMM 3aMblKaTeJIbHOM QYHKUUM KapAMM COXPAaHSJIMChH
ABJIEHUS TacTpos3o0bareasbHOoro pebmoxkca. Y 18,20%6,72% OOJBHEIX OIpPenejisjioCh
3aMenJIeHHOE OIIOPOXHEeHMEe XeJlynKa, O YeM CBUIOETEJIbLCTBOBAJIO HAJIMUME COOEPXMMOTO C
HelepeBapeHHBEMY KyCOUukKaMM Oumy. Y TpeTu naumeHTor (27,3017,80%) onpemernsaimuchb
BOCIaAJIMTEJIbHEIE M3MEeHEeHUs (TUIIepeMrsi, OTEK) CIAMBUCTOMN XeJlyaKa, NPEeUMyleCTBEHHO
AHTPAaJIbHOTO OTHeJla, XapaKTEepPHEE IOBEPXHOCTHON (3pMTEeMaTO3HOM) racTponatumn. /s
HUx y 12,1015, 72% maHHBIE MBMEHEHMS COYeTaJIMCh C OYyOHeHOTaCTpPaJibHEIM pedJiokCoM
(OT'P) . KoCBeHHEE BHIOOCKONMUECKME NPM3HAKM aTpodMUeCKOM TaCTpPONlaTUM BHEABJIEHH
y 18,20%6,72% nerel. IIOBHIIEHHBM yPOBEHbB KMCJIOTOOOpAa30BaHMSA y IIalLMEeHTOB C MB
BCTpeuasica B 2/3 cilyyaeB, COXPAHEHHH — y TPeTU MaluMeHTOB, M y Jjulb 6, 52+4,28%
OOJIbHEIX YPOBEHbB KUCJIOTOOOpa30BaHMS OBJI HMXEe HOPMH. JVHOMUMPOBaHHOCTL H.
pylori (mo ImaHHBEIM ypeasHOTO TecTa) nerew ¢ MB (27,30+7,80%) Owuia pexe, UeM
B obmenr nonyaauum [9].

[Ipy IOVMHaMMUeCKOM HabJjomeHUM 3a O0oJIbHEIMM MB B Iepuole KIMHUUECKOV PEMMCCUU
Ha GoHe Tepanuu (spamukaumsa H. pylori , NOPOKUHETUKM, MYKOLUUTOIPOTEKTOPH)
TEHIOEHUUM K YJYUIeHUID BUBYaAJIbHOT'O COCTOSHMS He Opwio oTMeueHo (p>0,05), npwm
sToMy 12,1215, 68% meTelt CcOXpaHANUCh NpU3Haky arpodun, y 33,30%£8,20% naumeHToOB
- TunepeMmus ¥ OTeK CJIM3UCTOM Tejla UM aHTPaJIbHOTO OoTHejla XejlyIka. V3 HUX Yy
18,20+6,70% DOJILHEIX DaHHBE M3MEeHEeHM ObUIM ODYCJIOBJIEHE PEaKTUBHEIM BO3IENMCTBYEM
OIrp. ¥V 51,5148,72% pmeTer B nepuone KIMHUUECKUX MNPOSBJIeHUM MB omnpenessajmMchb
VMBMEeHEHUS CJIM3UCTOM JIYKOBUIE UM [TOCTOYJIL0apPHOTO OTIejla IBEHaNOlLlaTUIEPCTHOM
KMWKKM . Hapany ¢ 9Ty NOUTH Y ITOJIOBUHEL OOJIBHEX BHSBJIEHE KOCBEHHEE BDHIOCKONINUECKHUE
OIPMBHAKM [IOPAXEeHUS IMOIXKEJIYOOUHOM XeJiesH: pPasBepHyTas I[IOIOKOBa JIYKOBUILIE
IOBeHaZuaTurnepcTHo xumky (48,50+8,70%), ©OejiecoBaTeM HaJIeT, HallOMMHALIMUNA
XJIOTIbS CHeTa (CUMMIITOM <«MHes») B MIPOKCKMMAJIbBHOM OTIEeJIe IBEHAaNOllaTUIEPCTHOM
kmmky (66, 70+£8,20%) .
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B nepmuone KJIMHMUECKOM peMMCCUM Ha QOoHe 3aMecTuTesbHOM Tepanuum y 33, 30x£8,20%
oeTel COXPaHAJICAa HajJleT IO TUIY «MaHHOM Kpyne» n y 21,21%+7,13% - pasBepHyTasa
IIOOKOBa JIYKOBMIE OIBEHAOLATUIIEPCTHOM kMuikM. Kpome Toro, y 71,12+5,37% OOJNBbHEIX
MB IMarHOCTHUPOBAJIMCH M3MEHEHMS CO CTOPOHH I'eNaTOoBMIIMapHOTO TpakKTa: IOUCXOJIMUA
Yy Kaxmoro BToporo naumueHTa; XKB - y 2,62+1,80% OOJBHHX; XOJIECTATUUECKUM

o)

renatur - y 12,67+13,94%; uuppos neuenum - y 8,80+3,36% meren.

BaknwoueHne

MyKOBMCLMIO3 B I[IPMMOPCKOM Kpae BCTpedaeTCsd dalle, 4eM B CpelHeM 10 Poccum, 4To
INKTyeT HGO@XOHMMOCTb pemeHad MHOIT'MX OPT'aHM3alMOHHEIX BOIIPOCOB, HAIIPABJIECHHEBEIX Ha
YIydlueHMe KadeCTBa MeIMUVMHCKOI'O O6CHVXMBaHMH ITJAaHHOT'O KOHTMHI'€HTa IIalMMeHTOB.
HOﬂyquHHe Pe3yJsibTaTe MCCJIEOOBAHMA BAXHO 3HATH IIPM COCTABJIEHUN MHHMBMﬂyaHbHOﬁ
OporpaMMel BeneHusa OoJbHEIX MB ¢ yuéToM (GaKTOpPOB pPUCKa HeOJAaTONPMATHOTO
TeueHMsa 3aboJieBaHUA: Hauume noamMopdmsma MBTP F508del/ F508del, mnosmHas
Bepubmkaumsa aOMarHoszsa, MaHubecTaumsa s3BabojieBaHMS C TAXEJIONM CMellaHHOM (QOPMEL,
paHHee XpoHMUeckoe uHOMUMPOBaHMe P. aeruginosa Ha ©GOHe MOpoTpeccupyomemn
OUCTPpOodUM, BTOPUUHOTO MMMyHOIe®dUIMTa, OTCYTCTBMS UETKOM MOTMBALUMUM Yy OOJIbHBIX
B HeODXOIMMOCTM CUCTEMATUUECKOI'O M I[NOCTOSHHOTO JIEUEeHMHA, ILOOJDKHOT'O KOHTPOJIA
3a [IPOBOOMMOM TepalMeM U JIeKapCTBEHHBM OOeClledeHMeM. BHeIpeHMe COBPEMEeHHBIX
MeTOHOB  JiedeHusa MB: bepmeHTOTEPANINA (kpeoH), MYyKOJUTUKU (nysneMo3MM,
IPOM3BOOHEIE aMbporekcala), XOJIePeTUKM M I'elNaTOINPOTEeKTOPH (YypPCOHeOKCUXOoJieBas
KMCHOTa), IIPOKVMHETUKN, AHTUCHUHET HOMHEIE AHTUOMOTUKYA OJI14 IIapeHTepaJIbHOI'O
BBEOCHMA I[IO3BOJIMIIM YBEJIMYMTDE INPOOOJIXMTEJIBHOCTE XM3HM IIPU MB.

Ho npm 3TOoM  HeOoOXOOMMO  peleHue clemyommx — OpobJjieM: npodmiakTmKa
nHbomumporaumusa P. aeruginosa, B.cepacia complex (co3maHmMe CIeLMAJM3UPOBAHHOTO
ODOKCHUPOBAHHOTO CTaluMoHapa); CTaHIApTU3aLUUsa JIeUeHMS XPOHUYECKOM CHMHETHOMHOM
MH@GKHMM c obecrneueHueM OOJIbHHEX COBPEMEHHBIMM MHI'AQJIALVOHHBIMM aHTM6MOTMKaMM,
IIopPTaTVMBHBEIMM arinmaparTramm IJIA KmcjopoomoTeparnn B aM6yHaTOpHHX YCIIOBUAX,
KOPPEeKUMM HYTPUTMBHOTO CTaTyca Ha (QOHe noamnparMasuy, dYacTOoT'o MCIOJb30BaHUA
aHTMGMOTMKOB, HarpaxXeHnsd pa@OTH CrUCTeMbl JOeTOKCHMKaluuM, VIMMYHHOT' O cTaTyca
Ha OQOHEe XPOHMUECKOM IMNEePCUCTEHLUUM MUKPOOHOTO BO3OYyIOMUTEJIA, CEHCUOMUIM3aLUUM K
TPUOKOBEIM M OaKTEepMaJIbHEIM ajijlepreHaM.
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NOKAABI

CTPYKTYPA NN AHTUBNOTNKOPE3UCTEHTHOCTb MUKPO®JTOPbLI KNLLEYHNKA

Y MALUMEHTOB C MYKOBUCLIMAO30M B CAMAPCKOW OBJIACTY

Konaparenko O.B.', BacuabseBa E.A.2, Jlamun A.B.!

1 . . .
I'BOY BIIO «Camapckuil rocyfapcTBeHHbIN MeagutnHckuil yausepcurer» M3 u CP Poccuwn,
kadeapa o0Ied U KJIIMHHYECKOH MUKPOOHOJIOTUH, UMMYHOJIOTUH U AJIJIEPTOJIOTHH,
Camapa, Poccus

2 . .
Camapckuii 00,1aCTHOU IEHTP IO JIeUeHUI0 MyKOBHCIIA03a, MMY
«/leTcKas ropojckas KinHunueckasa ooapuuna N°1 um. H.H. UBanoBoii», Camapa, Poccust

BeepneHne

B coBpeMeHHOM MenuiMHe I[IpoOJjieMa MyKOBUCLMIO3a NpuobpeTaeT BCe OOJIbIYIO
AKTYyaJIbHOCTE . Bjlaromaps paHHEM OMAaTHOCTMKE, [IOBBIIEHMIO KadeCTBa aHTUMUKPOOHOM
Y DH3UMOTEpaNMM NPOIOJIXMTEJIBHOCTE XM3HM TaKMX OOJIBHEIX B POoCCUM CyILEeCTBEHHO
BO3POCJIa, YTO NO3BOJMJIO OTKPHTH [Iepel BpadaMM HOBEE aCIEeKTH IaHHOM [NaTOJIOTUMU
[1,2]. BpoxzmexHHas OGepMeHTATMBHAS HEIOCTATOUHOCTL IIOIXEJIYIOUHOM XeJie3Hl,
OVMCKMHE3MS KUIEeUHMKa, HajlMuMe XPOHMYUECKOM OaKTepMaJibHOM MHOQEeKUMM HIDKHUX
OBIXaTeJIbHEX NIyTeV UM, KakK CJeOCTBMe, HeOOXOOMMOCTH HOJIMUTEJIbHOM aHTUMMKPOOHOM
Tepanuy He MOI'YyT He OTpaxXaThbCHa Ha COCTaBe M CBOMCTBAX MMKPOQJIOPH KMIIEUHMKA
y BTOM Tpynne naumeHToB [3,4]. KoHTaMMHALUMA XeJYyIOUHO-KMIIEUHOTO TpaKTa
OoTHeJIgeMbBIM HMWXHMX »OHXaTeJIbHEX I[IyTeM B [Iepurol O0O0CTPeHMuSa OPOHXOJIET'OUHOI'O
npouecca, Ha OGOHe YyXe MMEK IMXCAa IOUCOMOTUMUECKUX M3MEeHEeHMM B KUIIEUHMUKE,
CO3IOaeT BOBMOXHOCTM OJIS €TI0 KOJIOHM3aluM IaTOT'eHHOM MHuKpodiopor. Kpome TOTO,
OIMTeJIbHAaS UM peryliiapHas aHTUMMKPOOHasd Tepanus CclocobHa MNPUMBOOMTL K CeJIeKLUM
PE3UCTEHTHHX MTaMMOB MUKPOOPTaHM3MOB, B TOM uMCJle, B KulleuHuke [5]. YuuTeBasa
BEILIEMBJIOKEHHOE, U3YyUEeHMe CTPYKTYPH M CBOMCTB WTaMMOB, BbIIEJIEHHBIX U3 KUIIEUHMKA
meTey C MyKOBMCLMIO30M, NPelCcTaBjideT HayuHBM ¥ NPaKTUUeCKUM MHTepecC.

Lenepilo paboOTH OBJIO ONpelejyleHMe KAadeCTBEeHHOI'O UM KOJMYEeCTBEHHOT'O COoCTaba
baKyJIbTaTMBHO-aHA®POOHOMU IrpaMoTpULaTEIIbHOM MUKPODIIOPEL KUIIEUHMKA N
oerey C MYyKOBMCLMIO30M C OLEHKOM MX OMOJIOTMUYECKMX CBOMCTBE U Ipoduien
QHTUOMOTUKOPE3MCTEHTHOCTHA .

MaTepman m MeTOREI

O6cyemoBano 40 pmeTer C MyKOBMCLMIO30M B Bo3pacTe oT 1 roma mo 18 jer,
Habnomaomyxcsa Ha Oas3e CaMapCKOoro 0O6JIaCTHOTO LEHTpAa [0 JIEYEeHMI0 MyKOBMCLUMIO3a
(pyxkoromuTesns — E.A. Bacuibera). Cpenu o0OCJeIOBaHHEIX MaluMeHTOB Owvio 20
(50%) wmyxckoro m 20 (50%) xeHCKOTO moja. Y TomaBagomero OOJIBIIMHCTBA JeTeu
KJIMHUYUECKHMEe TpM3HakM 3abojieBaHMa OTMedaJiMCh YXe B IIepBhle MeCslH, a OMarHOo3
OBLJI BHICTABJIEH Ha IIE€PBOM TOIOY XWU3HM. BOJBIMHCTBO OOJIBHHX OTMedasM IIJIOXYIO
npubaBKy B Bece, UYacCTeEe pecHupaTopHble 3ab0JieBaHMS, XMUPHBIM 3JIOBOHHBIM CTYJI.

Y 4 (10%) merer muarHo3 OBJI MIOCTaBJIEH Ha OCHOBAHMM IAHHBIX HEOHATAJBHOI'O
CKPMHMHT'A, YTO IO3BOJMJIO HauaTh KOppekuuio 3abojJieBaHMsa B paHHME Ccpoku. Y 11
(27,5%) mDaumMeHTOB OoIpelnejieHa TeHeTHueckas MyTaluusa (B OOJBIIMHCTBE CJIydaeB
BEIABJIeHa delF508). ¥ 1 (2,5%) nmaumeHTa BHABJIeHaA MyTalumsa 2184insA. ¥ oCcTajibHEX
OOJIBHEIX He I[POBOIMJIOCH OlpelnejieHMe TIeHeTUUeCKOM MyTaluuM. BOoJIBMMHCTBO
obcryienoBaHHEIX HmeTelt — 38 (95%) wmMenm cMemaHHy®0 GopMy MYyKOBMCLMIOB3a. Pexe
oTMeuaJjlachk kumeuHas dopMa OosiesHU — y 2 (5%) nmaumeHToB. BabojieBaHmMe HauboJiee
YacTO IMIPOTEKAJIO B TAXEJIOM M CcpenHeTsxejyion obopme: y 28 (70%) m 12 (30%)
MIaUMEeEHTOB, COOTBETCTBeHHO. 18 (45%) @merTell wuMesnM BHCEB HedepMeHTUPYIIX
TrpaMoOTpMLATEJIBHEX DaKTepuil M3 MOKPOTEL B aHaMHe3e.
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Bce maumMeHTH MOJIydaJiM CTaHIAPTHYK Tepanuo: OGbepMeHTH, I'elaTONPOTEKTOPH,
MYyKOJIMTUKY, BUTaMMHE, aHTUOMOTUKM KypcaMmy (npm obocTpeHuM OaKTepMrallbHOM
MHOEeKUMY OEXATEeJIbHEX [NYyTeM C yJ4eTOM UYYyBCTBUTEJIBHOCTM BHBIOEJIEHHOM (OJIOPH) .

ObcrienoBaHye MNPOBOIMJIOCH B MNEPMOI TOCHUTANIM3ALUUKY OeTel B LEHTP 10 JIEUeHUIO
MYyKOBMCLMIO3a. B KauyeCTBEe MCCJIEeNyeMOTO MaTepualjia MCIOJb30BaliM OTIesgeMoe
KuimeuvHmka. Kaj cobupalsica y IeTer B yTPeHHMEe uYachkl, IOCTaBJAJICAd B JiabopaTopuio
B TeueHre 2-3 uyacoB rnociyie cbopa. [IoceB HCCIenyeMoTo MaTepuaja IPOBOOUIICH
Ha BJIEKTUBHEE U OrbddepeHlMalbHO-IMaTHOCTHUUYeCKMe cpensl. OLEeHMBAaJIM KOJIMUeCTBO
1 MOPOOJIOTHMIO BHPOCHMX KOJIOHMIM, NPOBOIMINY BUIOOBYID MIESHTUOMKALMIO C IIOMOUILIO
OUOXUMMUECKMX TEeCTOB, OLEeHMBAJM TEeMOJIMTUYECKY AaKTUBHOCTL, OIPEeNeJialyu
YYBCTBUTEJILHOCTH BHIIEJIEHHEIX IITAMMOB T'PAMOTPUIIATEJIbHEX OaKTEePU K aHTVIMUKPOOHEBIM
npenaparaM OUCKO-IUOOY3MOHHEIM METOIOM,  IJiS  BHIEJIEHHHX OSHTEepoDaKTepuM
ompemnesiasiM CIOCOOHOCTHL K MNPOAYKLUMM B-jlaKTaMas pacllMpeHHOTO CHeKTpa IeMCTBUS
(ESBL) MeTOIOM IBOMHEIX IMCKOB B COOTBEeTCTBUM C MYK 4.2.1890-04.

PesynbTaTH MCCIENOBAHMUS M MX oOBCyXaeHMe

B pesysibTaTe NPOBEIEHHOTO MCCJIENOBAHMSA BHIOSJIEHO 96 MTaMMOB MUKPOOPTAHM3MOB .
V3 HMX I'paMOTpMUATEJIbHHIX I1ajiouek 63 (65,5%), cpeln KOTOPHIX OblIM 42 (66,7%)
npencraBuTeNa ceMmercTBa Enterobacteriaceae m 21 (33,3%) npemcTaBuUTEsb
HebepMeHTUPYOIMX T'PaMOTPUIIaTENIbHEIX OakTepuli. Cpenm sHTepobaKTepHUlM BHIIEJIEHH
26 (61,9%) wmrammor Escherichia coli, 13 (31,0%) mrammoB Klebsiella spp.
n 3 (7,1%) wrammMa Proteus spp. Cpenn HedepMeHTUPYOUMX I'PaMOTPMULIaTeJIbHBIX
OaxTepuyt BenesieHel 20 (95,2%) wmramMMoB Pseudomonas aeruginosa, 1 (4,8%)
mrTaMM Stenotrophomonas maltophilia. Cpenu npouen ¢ioprel Beimejiensl 31 (32,3%)
mrTaMM Enterococcus spp., 1 (1,0%) mramm Streptococcus spp. ¥ I'pube poma

Candida - 1 (1,0%) wramm. B 6 (14,7%) ciydasx MUKPOOPTAHMSBMEL BHINEJIAJIUCH B
MOHOKYJIbTYype, HamboJiee uYacTO B MHUKCTe M3 nByx - 20 (48,8%) wmuiam Tpex — 12

(29,2%) wrammor OaxTepuii, B 3 (7,3%) cruydasx BeOensaamuck 4 u ©6ojiee mWTaMMOB
MUKPOOPTaHM3MOB OT ONHOTO MHallMeHTa.

B 3 (7,3%) crayuasgx OT OIHOTO pebeHka OBJIO BHIOESJIEHO IBa M 0OoJjiee mTaMMma
fOaxkTepMuyl OOHOT'O BMIOA M3 KUIIEUHMKA .

Hamm Takxxe OwbJIO onpenejieHo, drto 14 (22,2%) wmTaMMOB DHTepobaKTepun
n HedepPMEeHTUPYOIMX IpaMOTpPMLIaTeJIbHEIX DakTepun obJlanmainm BBEIPAXEHHOM
TEeMOJIUTUUECKOV aKTUBHOCTLIO.

OnpeneJsyieHHBEM KJIMHUYECKMM MHTEepeC, Ha Hall B3IJILSl, NPeOCTAaBJISeT COOTHOIEHME
MUKPOQ®JIOPE, BEIOEJIEHHOV M3 KMIEUHMKA, U MUKPODJIOPE], BEIOEJIEHHOM M3 IbIXaTeJIbHEIX
nyTey nauueHTtoB. Y 19  (47,5%) @meTelm OwvUIM @ BHIOEJIEHE HebepMeHTHUpPYIME
TpaMOTpMLIaTEJIbHEE DaKTepuy M3 KMIIeUHMKa. [Ipw 2ToM y 13 (72,2%) m3 HUX OBIM
BHIIEJIEHH HebepMeHTHpyK e T'paMOTpMlaTeJIbHEIE OaKTepUM M3 MOKPOTH B aHaMHe?3e.

Y6 (27,8%) merer, y KOTOPHIX OBUIM BEIIEJIEHE HehepMeH THPYIMe I'PaMOTPUIIa TEJIb Hble
GaKTepT/H/I 13 KHUIIeUHMKa, He OBLIIN BEIIOEJIEHEL Heq_)epMeHTMPYEOLLU/Ie IrpaMoTpMiaTeJIbHEIE
fakTepum M3 MOKPOTHl B aHaMHese. Y 18 (45%) naumMeHTOB OTMEUYAaJiOCh BHIIEJIEHUE
HebepMEeHTUPYOIMX T'PaMOTPHMLATEJILHEX OaKTepulM M3 MOKPOTH B aHaMHese. [Ipy aToM
TOJIEKO ¥ 6 (33,3%) M3 HMX He ObUJIM BHIEJIEHH HeQepMeHTHUPYUMEe I'PaMOTpPUllaTeJlbHEEe
faxkTepmy U3 KumeuHuka. Y 15 (37,5%) OOJbHEIX He ObBUIM BHIEJIEHH HebepMeHTHpYylMe
TrpaMoTpHMlaTeJIbHEEe DaKTepuy HM M3 KUUEeUHMKa, HYM M3 MOKPOTH B aHaMHese.

Y BCex BHIEJIEHHEIX HaMM WNTaMMOB I'PaMOTPMLATEJIBHEIX IIajlouek OblJla IpoBeleHa
OLleHKa aHTUOMOTUKOpes3MCTeHTHOCTM. Cpeam mTammoB Escherichia coli 84,6% o6-
Jamajiy YyCTOMUMBOCTBLI K AMIMUMIIIMHY M 7,7% K aMOKCULMWJIIJIMH/KJaByJjaHaTy. 38,5%
MTAaMMOB OBJIM YCTOMUMBEL K aMMKaLUMHY ¥ 42,3% K T'€HTaMULVHY. Pe3MCTEeHTHOCTL K
uunpodyokcaurHy cocrasmia 23,1%, k JeBodjoxcaumHy — 23,1%. YpOBEeHL PE3UCTEHT—
HOCTM K KO-TpMUMOKCazojly coctaBui 73,1%. K uebrasummmy OKa3aJIMUCh YCTOWUUBE
46,2% wmraMMOB, a k uebenumy - 46,2%; K UMUIEHEMY U MEPOIeHEeMYy PEe3UCTEHTHOCTH
cocraBuna 7,7%. Bce mTaMMel OBJIM UYyBCTBMTEJILHH K lebomepasoH/cynbbakramy. Y
46,2% WTaMMOB ONPENeysanMcCh QeHOTUNMUeCKMe MNPU3HAKM Oponykumu ESBL.
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Cpenu mraMmmoB Klebsiella spp. 100,0% obnamanm yCTOMUMBOCTBI K AMIMLUIIIIMHY
u 23,1% Kk aMOKCULMJIJIMH/KJIaByJlaHaTy . 23, 1% mraMMoOB ObUIM YCTOMUMBE K aMUKALIMHY
u 15,4% - K TeHTaMMLUMHY. Pe3MCTEeHTHOCTbL K LMIOpOodJIOKCauMHy cocTaBuia 7,7%,
K JieBo@JjokcaumHy — 7,7%. YPOBEeHb PE3UCTEHTHOCTM K KO-TPMMOKCA30JIy COCTaBMUII
69,2%. K uebrasmunuMmy okaz3aJiMCh YyCTOMUMBEL /6, 9% mTamMMoOB, a K uLedpenmmy — 69,2%.
K wmMmuneHeMy pPes3MCTEHTHOCTL cocCTaBmjla /,7%. Bce mTamMmbel OBJIM UYyBCTBUTEJHLHE
Kk UebomepasoH/cynbbakTamMy ¥ MepolneHemy. Y 69,2% mTaMMOB ONpenesidjiuch
beHOTHUNIMUECKME NPU3HAKM Nponykumy ESBL.

llTammel Proteus spp. ofjalaliM YyCTOMUMBOCTBI K aMIMUMIIJIMHY M K aMOKCULIMIIIIVH/
KJIaByJiaHaTy B 33,3% cayuyaeB. 33,3% mraMMOoB OBUIM YCTOMUMBEL K aAMMKALMHY U
66,7% K TIeHTaMMUMHY. Pes3UMCTeHTHOCTbL Kk UunpodsoxcauuHy u JeBodJoKcauuHy
cocraBmuia no 33,3%. K xo-TpMMOKCas30Jly OKasaJIMCh UYBCTBUTEJILHH BCE WITAMMEBl, K
uedpTaszsugumy u LedenmuMmy OKaB3aJIMCh YyCTOMUMBH IO 33,3% mTaMMoB. K uMMUIIEHEMY U
MepOoIleHeMY PEe3UCTEHTHOCTbL COoCTaBmia o 33,3%. Bce mTaMMmel OBJIM UYyBCTBUTEJIbHEI
Kk 1ebonepason/cynsbakramy. Y 33,3% mTaMMOB ONPEIeSaiMCh (QEeHOTUNMUECKUE
npmus3Haky nponykumm ESBL.

Cpenu mrTaMMOB P.aeruginosa HauboOJbUMM YPOBEHb AHTUOMOTUKOPE3UCTEHTHOCTH
oTrMeuajyica k JjeBobyokcaumuy (60,0%), x umnpoodsmoxcaumuy - 20,0%; k aMMKalMHY

- 30,0% m renrammumuy - 25,5%, coorBeTcTBeHHO; K uLebasmocnopmuHam I1II m IV
nokoJieHus o 20, 0%. OTMeuasicsa BEICOKMI YPOBEHBb PE3UCTEHTHOCTM K KapbaleHeMaM:
kK wuMmuneHemy B 40,0%, k o»praneHemy - B 20,0% criayyaeB. Pe3MCTEHTHOCTH K

nunepauuyinmH/rasobakraMy cocrasuia 11, 7%.

IiTamm S.maltophilia oxa3ajyicsa PEe3UCTEHTHHM K KapbalneHeMaM, aMMHOIJIMKO3MIaM,
UUOPOQIIOKCaLMHY, JIeBOQIIOKCALIMHY ; YyBCTBUTEJIBHEIM K  lLedTaszuiuMmy, KO-
TPMMOKCa30JIy .

BriBOLEI:

* KauecTBeHHOE M KOJMYUECTBEHHOE COOTHOIeHMre (QaKyJIbTaTUMBHO-aHaspoOHOM
TpPaMOTPULATEJIBHOM MUMKPOQIJIOPH KMIIEUHMKA Yy OeTel C MyKOBUCLMUIO30M
OTJIMYaEeTCA OT HOPMaJIbHOM MMKPOQJIOPEl KMIIEUHMKA Yy 3IO0POBOTO HOEeTCKOI'O
HaceJsieHudA. OTMeUaeTCHa 3aMeTHO OoJjiee BEICOKOE COIepXaHMe HeDepPMeHTUPYIUMX
TpaMoOTpULATEeJIbHEIX OaKTepul.

e llTamMMBl I'paMOTPMULATENBHEX QaKyJIbTAaTMBHO-aHABPOOHEX OaKTEepul, BHIEJIEHHBIX
U3 KUIIeUHMKa JOeTerM C MYyKOBUCLUUIOS3OM, ABJIAIOTCA  al'PeCCUBHEMM  I10
CBOMM CBOMCTBaM: 0O0JaZalnT BBPaXEeHHOM aHTUOMOTUKOPE3UCTEHTHOCTHE U
TEeMOJINTUUECKOM aKTMBHOCTBI. MHOI'Me WTaMMbl ABJIAITCHA HpolylLeHTaMu ESBL.

* BroiaBJieHa 3aBUCUMOCTD MeXIoy KOJIOHM3alumnen HepepMEeHTUPYOLVIMU
TpaMOTpULATEJIbHEIMM OaKTepUAMM SHIUTEeNMI OEXaTeJIbHEIX IyTelM M KUIEeUHUKAa,
4TO, BEPOATHO, ABJIAETCHA Pe3yJIbTATOM KOHTAMMHALMM KUIEUHMKA OTIeJIaeMbM
ObIXaTEJIbHEIX INyTel. 3TO OOCTOATENbCTBO MOXET OBITb IIOJIESHEIM  IJI4
KJIMHMLIMCTOB IIpM padoTe C [NalMeHTaMM, KOTOPhEEe B BUIOY BO3PACTHHIX WM
VHEIX OCODOEHHOCTEM MCHBEITEIBAIT TPYOHOCTM CO COOPOM MOKPOTEL.
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AHAJIN3 COCTOAHMA MUKPO®/TOPHI [IbIXATE/IbHBIX MYTEWV MPU MB B OPEHBYPXXbE

CkaukoBa ML.A., Peicaakuna M.T'., Kapnosa E.I'., IlonkoBa H.H.

I'OY BIIO OpeHOyprckas rocyfapcTBeHHasA MeJUIMHCKAaA akaaeMmusa MuH3apas
conpaszsutuda Poccun, kadeapa rocnutaibHON NeAUATPHN.

Lene wnccnemoBanmusz. OnNpelefiMTh COCTaB M UyBCTBUTEJILHOCTL OaKTepMalibHOMU
MUKPOGDIIOPEl OOJIbHEIX MB OpeHOypI'CKOM 00JIaCcTM Ha COBPEMEHHOM 3Tarlle.

Marepmans M MeTOmel. B mccienoBaume BrJmoueHel 40 OonbHEX MB B BO3pacTe OT

1 mMecdgua pmo 22 Jjer. IIMTEeNbHOCTL HabJsomeHus - 3 Toja. IIo TSXeCcTM TedeHUS
OBIM  BBIOEJIEHBEl 3 TPYHIBE: 22 OOJIBHEIX — C TAXEJBM TeueHueM, Yy 7 I[IalMeHTOB
MB cpenHeM CTeleHM TSXecTu, Y Tpex -— Jerkoe TeueHue 3abojieBaHua. Bcem

HabJIoIaeMEIM IPOBEIEeHO OaKTEepMOJIOTMUECKOe MCCJIeIOBaHMe MOKPOTH Ha GJiopy (o
Buprepy) C olpenejieHMEeM BUIOBOM MUISHTUOMKALMM IPUHAIJIEXHOCTM BHIEJIEHHEBIX
ITaMMOB OaKTepMy UM YyBCTBUTEJIBHOCTM K aHTUOMOTHMKaM (B OaKTepUOJOTMUUECKOM
JabopaTopmumn HeHTpa TUTUEHBEl U SNMOEMUOJIOTUN OpeHbypIrCcKOM objlacTH,
paboTammel Ha OCHOBaHMM MeToIOMUuecCKUX ykasaHuy MYK 4.21890-04 «MeTonwe
KOHTPOJIA: OMOJIOTHUUECKME U MUKPODMOJIOTHMUeCKMe GaKTOpPB», C MCIOJb30BaHUEM
oucko-mubdy3mMoHHOTO MeToxma (JauueHsmusa N 77.99.03.001. J.001073.08.05 ot
15.08.2005r.), a B nabopaTtopun «Cutmiad» (3A0 JlabopaTopmsa XXIBek) IIPKM IIOMOIM
aBTOMAaTU3UMPOBAHHEIX MUKPOOMOJIOTMUECKMX aHalnu3aTopor Walkaway-40 HeMelLlKO-
aMepmMKaHCKoTO npomsBomuresis Dade Behring, ¢ mcnosb30BaHmMeM GJIyopecleHTHOM
METKM B COUYEeTaHUM C MCIOJIbB30BaHMEM JIYHOUHOM TEXHOJIOTUM KYyJIbTUBUPOBAHUS
MMKPOOPTaHM3MOB B XMIKOM cpeme) (nmuexHs3msa N 77-01-000606 or 12.05.20051.) .

PesynbTaTh. [IpM CPpaBHEHMM MUKPOOQIIOPE HMXHMX IbXaTeJbHEX nyTey B 2006r. m B
2009r. OBJIO OTMEUEHO MBMEHeH e MUKPODOHOTO Ielt3axa y OOJIbHEX C TAXEeJIEM TeUeHUeEM
MYyKOBMCLMIO3a. B Hauajle MCCJIenoBaHMsa nNpeobjamanmer QJI0POW IOEXAaTEJIbHHX
nyrer y ©OOJBHEIX C TSXeJBM TeueHveM MB Obla CHMHETHOWHAasa najiouka B 58%
cylydyaeB, 3O0OJIOTUCTHM CTAa@MIIOKOKK M MMKCTHasd Gjopa — no 16% ciaydaeB. B KOHle
uccyienoBaHmsa y 4 m3 22 OOJIBHEIX B IIoCeBax OB BHIOEJIEH HOBHM OaKTepMuallbHBI
areHT - Acinetobacter, CHUMBMJIOCH KOJIMUECTBO [IOCEBOB C CHMHETHOMHOM IaJIOUKOM
(c 58% mo 40,9%), HO @HAHHEIN MUKPOOPI'AHM3M BCEe pPaBHO OCTaBWUJI 3a cobon
Iuoypyolee MeCTO B MUKPOOHOM Her3axe OOJIBHEIX C THAXEJEIM TeUeHMEM.

CylmeCTBEHHEX M3MEHeHUM B 0aKTepMOJIOTMUECKOM IeM3axe ObXATEJIbHEX IyTel
OOJIbHEIX CO CpelHeM CTeIeHbI TAXEeCTM 3a [IepMOol MCCJIeNOBaHMA He NPpOoM30IJIo. B
KOHIIe UCCJIeOOoBaHMAa Npeobijanmanmelr MMKPO®JIOPOM ABJISJICS 30JIOTUCTHM CTadMUIIOKOKK,
TOJIBKO Yy OOHOTO OOJIBHOT'O OBLJI OOHOKPATHEIM BBICEB CUMHETHOMHOM Najiouku. OmOHaKo,
B TeueHme 20097. y Hammx OOJBHEIX CTaJl BHIOeNATbCca Acinetobacter, kak m y
OOJIBHEIX C TAXEJIEM TeueHMEM.

[Ipy wM3y4YeHUM TeHOoTula OOJIbHEIX, Y KOTOPHIX M3 IIOCEBOB MOKPOTH BHIEJIeHA
CUHETHOMHAasa Iajlouka, OBJIO ODOHapyXeHO, UYTO IIpeobjamawlee KOJUUECTBO HeTel
vMesr reHoTunsl DelF508/HeyTouHeHHas MyTaumsa uiam DelF508/Del2lkb (mo 31,25%
ciydaeB), OBEe HEeYTOUHEHHHEX MyTauwmr (18,75% Habmomenmt), u DelF508/DelF508,
DelF508/R347P, DelF508/2184insA (mo 6,25%).

[lpy IOUMHaAMMUECKOM HaOJIIeHUM 23a UYYyBCTBUTEJIBHOCTBIO MUKPOOPTAaHMBMOB K
aHTMGaKTepMaHbeIM Cpe,HCTBaM OBLJIV BLIABJIEHBl M3MEHEeHWUS IaHHOTIT'O napaMeTpa N
MTAaMMOB BEIOEJISEMOM CUHETHOMHOM IIaJIOUKM.

B 20067 OGONBUIMHCTBO MTAMMOB CUMHETHOMHOM I[AJIOUKM Yy HamMX OOJBbHBEIX MMEJIO
OOCTAaTOUYHO BBICOKYI UYBCTBUTEJIBHOCTH K OOJIBIIMHCTBY MCIIOJBb3YEMEX aHTUOMOTUKOB
Pas3aIMUHEIX kJaccos. B 2009r. IIpm aHajlMsze IMNOJIYUeHHBIX IaHHBIX obpalaeT ocoboe
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BHMMAaHMEe (QakKT CHWXEeHUS UYBCTBUTEJIbBHOCTM K «TPAIMLMOHHO» MCIIOJIb3YEMBIM
npernapartaM I[IepBOM JIMHUM [IPM CHMHETHOMHOM uHOekuum uedprasunuMmy (c 75 1o
37,5%), ammrkaumHy (c 62,5 mo 50%), renTammumuHy (c 75 mo 55,56%), TobpaMmuUMHY
(co 100 mo 66,67%), wuvunesemy (co 100 mo 87,5%), wmeponeHemy (co 100 mo
83,3%). Coxpaunsgercs 100% uyBCTBUTEJBHOCTH K MNOJMMUKCUHY B. VHTepeceH daxT
MIOBBIIEHMSA UYYBCTBUTEJILHOCTUM CUMHETHOMHOM IaJIoOukKM K LunpodisoxkcaumHy c¢ 50 1o
71,42% mTaMMOB.

CorJjlacHO JIMTepaTyPHBIM IaHHBIM, IOOCTAaTOUHO YaCTO B OTIEJIEHMAX MHTEHCHBHOM
TepanuM |y  TAXeJEIX  OOJIbHBEIX IMATHOCTUPYIOT alMHEeTODAaKTEepHYI MHOeKIMO,
XapaKTepus3ymnlyiloCcs He TOJIbKO OueHb OBICTPEIM pPaclpoCTpaHeHMeM cpelu OOJIbHHX,
HO ¥ BOBpPaCTaHMEM UMcila JeTajIbHEX ucxomosB[l, 2]. Tak Ha CeTOOHAMHUNM IOeHb
TOJIbKO B TeJilb—ABMBE €XeT'OIHO permcTpupyiT okojo 500 crmyuaer, 50 M3 KOTOPBIX
3aKaHUMBATCA JieTaJIbHEIM MCXOIOM. KpoMe TOTO, TINpPakKTUMUEeCKM He BO3MOXHO
OOCTMYL €eTo TIIOJIHOM ospalukaumm. B OpeHbyprckon objactu Acinetobacter
ABJIS€TCH HOBBIM CpPenOV MUKPOOPTAaHM3MOB, BBIOEJISEeMHIX M3 MOKPOTH OOJIBHEIX MB 1
npelcTaBJieH TpeMs TeHeTHueckyMmu Bumamm: Acinetobacter Iwoffii (y 3 OOJNBHHX C
redoTunaMm — DelF508/HeyTouHeHHad MyTaumda (B OBYyX ciyudaax) um DelF508/R334W)
Acinetobacter baumanii/haemolyticus (y »OByx meTel c renorumnamm DelF508/
DelF508 m DelF508/HeyTouHeHHada MyTaumsda), ¥ Acinetobacter calcoaceticus (y
1 Habmomaemoro) . ToJbKO B OOHOM cJjiyyae Acinetobacter baumanii/haemolyticus
OB Pe3UCTEeHTEeH K Pp-JjaKkTamMaM, XOTs [0 JIMTepaTypPHEIM IaHHEIM K D3TOM TpyIlle
aHTUOMOTUKOB Acinetobacter uyBCTBUTEJILHEH.

B nocsienHee BpeMsa Bo3pocyia posib Burkholderia cepacia. [aHHEM BO3OyOUTEJDb,
10 IaHHBIM MHOI'VX aBTOpPOB, criocobeH @OpMMpOBaTb MHOXECTBEHHYIO JIEeKapCTBEHHYIO
yCTOIZLH/IBOCTb K IIMPOKOMY CIIEKTPY aHTMMMKpO@HbIX IIperiapaToB C Pa3JIMYHBIMM MEXaHM3MaMM

nevictBusa [3; 4; 5]. TeueHme umHbeklmm, BHBBaHHOM Burkholderia cepacia, mnpm MB
paszmauuHo. IlpuMmepHo y 1/3 OGOJIBHEIX OTMEUYAKTCH YacCTee OOO0CTpeHMS GPOHXOJETOUYHOTO
npolecca, PasBMBAeTCa cepacia — CHMHAOPOM. Y IPYyTUX OOJIBHEIX IIOSBJIEHME HOBOTO

BO3OyIMUTEJNsA HMKaK He BJIMAET Ha TedeHMe OCHOBHOTO 3aboseaHusa. OOHAKO,
Hanuuuye B MOKpoTe Burkholderia cepacia mHoBbmIaeT PUCK Pas3BUTUSA CylnepuHbexlmyu,
BEI3BAHHOM Pseudomonas aeruginosa, Haemophillus influenzae m Staphylococcus
aureus [3; 5; 6; 7]. Cpemu Hammx OOJIBHEIX, JIMIL Y ONHOM IEBOUKM OBLIO
ONHOKPAaTHOEe BHIOEJIeHMe U3 MOKPOTH Burkcholderia cepacia BO BpeMs OOHOM U3
rocnuTanm3lauuy B Poccumckyio HeTckylo KiyHuueckylo OoJbHMIY (I'.MockBa) .

BriBOIEI

Hammume Pseudomonas aeruginosa m Acinetobacter B noceBax MOKPOTE
KOppenMpyeT C TaXeCcTbn MB. OTMEeYeHO CHMXEHME UyBCTBUTEJBHOCTM CHMHETHOMHOM
Najiouky K TPaOMLUMOHHO MCIOJIB3yeMBIM MpenapaTaM IepBOM JIMHUM (LedTasuiumy,
aMMKaLMHYy, T'e€HTaMMLMHY, TOOpaMMLMHY, MMUIIEHEMY, MEPOHEeMy), UYTO I[I03BOJIAET
coejylaTb BEIBOJ O HEOOXOAOMMOCTM INOMCKA OPYI'MX aHTUOMOTMKOB, JIMOO COUETAaHUA YyXe
MCIIOJIb3YEMEIX IIPEernapaTos C OPYI'VMU JIEKAPCTBEHHEIMM CPEeOCTBaMM I[10TEHLUMPYIMI
DakTepULUMUIHOE IeMCTBME aHTUOAKTEepMaJIbHEIX CPeICTB.
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KJMHUKO-FEHOTUMNYECKMIA MONIMOP®U3M U MPODUITAKTIKA MYKOBUCLIAO3A

B nonynauni PECINYbJANKN MOJTAOBA

Bap6osa H.U., Eropos B.B.

Hanuonainbsusbiii IlenTp PenpoaykruBHOro 310poBbsa 1 Meaumuuckoi 'eHeTnkn,
Pecyosmuka MosimoBa, Kunmmmaes

MyxkoBucLUMnos (MB) (Cystic Fibrosis)- Haubojiee uYacTas M3 MOHOTEHHO-
HacJleOyeMEX [OJIMOPpTaHHas [IaToJIoTMsa, OOYCJIOBJIEHHAas MyTalMel I'eHa TpaHCMeM-—
BpaHHOTO peryysaTopa IPOBOOMMOCTU (cystic fibrosis transmembran conductance
regulator - CFTR), XapaKTepu3yllasacs NOPaXeHMEM BK30KPMHHEIX XeJle3 XUBHEHHO
BaXHBIX OPI'aHOB UM MMeplmas OOBUHO TAXeJIOe TedeHMe U NpoTrHo3 [1].

Tun HacysenoeaHua MB — ayTOCOMHO-PELECCUMBHBI, [IaTOT'eHe3 OOJIe3HM CBA3aH C
HapylleHrMeM B O0eux ajuJleyigX OIOHOT'O TeHa. PommTenm OOJBHOTO pebeHKa 3IOPOBH,
HO ABJIAITCH I'e€TEPO3UTIOTHEIMMY HOCUTEJIAMU MyTaluuy reHa CFTR. T'eHeTUMUeCKUM PUCK,
T.e. BEPOATHOCTbL POXIeHMsd pebeHka c MB, B TaKOM ceMbe BEICOK UM paBeH 25% [1].

T'en CFTR, npmentubrumpoBanuelt B 1989 ronmy, cocrtouT m3 250 TEIC. nmap OCHOBAHMUI,
BKJIOUAET 27 BK30HOB, JIOKAJIM30BAH B CepeIMHe IJIMHHOTO Ijleya / XPOMOCOMEI. Ha
CeromHANHWIA OeHb BhHOesieHo 6Gojiee 1800 myTaumm reda CFTR (http://www.genet.
sickkids.on.ca/cftr/). Myraumy TeHa CFTR MOXHO MOIPa3lesIMTh Ha MEeCTb OOmMUX
KJIaCCOB B BaBUCKUMOCTM OT TUIa M3BECTHOI'O MJIM IIPenrnojlaraeMOoI’'o MOJIEKYJIAPHOI'O
HapyleHusa: kjacc I - HapylleHMe CHMHTesa npoTreuHa: G542X, WwW1282X, R553X,
621+1G-T, 2143delT n mp.; kjacc II - HapylWleHMVe NPOLEeCCHMHIAa MM TPAaHCIOPTa:
F508del, N1303K, d1507, S5491, S549R; xjacc II1 - HapylleHMe PpPeTyJsaLuuu:
G551D, G1244E, S1255P; wxyacc IV —CHMXeHMe npoBommMmocTu: R334W, R347P, RI117H;
KJjlacc V — CHUXEeHMEe YypPOBHS HOPMAaJIbHHIX MOJIeKyJl Oejyika miam PHK: 3849+10kbC>T,
A455E, I1IVS8(5T), 1911+1,6kbA-G; xjacc VI — KM3MEeHEeHMEe CBOMCTB peryldauumn
OPpYyTMX MOHHEIX KaHajioB: G551D [1,3,4,5].

MB xapaKTepusyeTCHda WMPOKOM BapMaDeJIbHOCTBIO KIMHUUECKMX [IPOSABJIEHMM, UYTO
He BCerJa MOXHO OOBACHUTBH BHAUMTEJIBHEIM pa3HooOpasmeM MyTauuy B reHe CFTR.
MHOTOUMCJIEHHEIE MCCJIEONOBaAHMS I[IOCJIEOHMX JIeT IoKasajlM, UYTO KJIIMHUUECKUM I1OJIU—
MopdmaM MB gBjigeTCsa CJeICTBMEM B3aMMOINEMCTBMSA MHOIMX I'eHeTUMUeCkux OGaKTo-
poB: CFTR-MyTaumyi, MOIMOUUIMPYOIMX BapMaHTOB Kak B I'eHe CFEFTR,Tak ¥ B IOPYyIUX
TeHax, TaKXe BeJIMKO BIMAHMEe GakTOpOB OoKpyXawluey cpens u Tepanum [3,4,5,6].

OmHUM M3 20DeKTUMBHEIX CHOoCODO0B nNpoduiakTuky (MB) sgBjgeTcsa IIpeHaTalJlbHas
nuarHocTuka (IIZ1) B ceMbsaX BBICOKOT'O pucka. I[lpeHaTanbHasa JHK-muarHocTuka NOpen-—
nojlaraeT onpenejieHMe TIeHOTMIa I1IJIoga Ha pPaHHUX Cpokax OepeMeHHOCTHM. C 3TOM
LeJIb MCIIOJIBb3YITCH MOJIEKYJIAPHO-T'e€HeTUUeCKMe MEeTONs MCCJIeNOBaHud B I1-M WM
IT-oM TpMMecTpax DEpPeMeHHOCTM. BrigBJieHMe MyTauuM reHa CFTR y mjona HO3BOJILET
Cc abCOJIOTHOM IOCTOBEPHOCTBIO YCTaHaBJIMBATBL €TI0 I'e€HeTMUEeCKMM CTaTyCc, a Takxe
pemaTs BOIPOC O LeJjleCOoOOpa3HOCTM COXPaHeHUS WM IIpepHBaHusa OepemMeHHOCTM[7].

[IpepeHBaHMe OepeMeHHOCTM IpelncTaBldeTcsa Haubojiee 1eJjleCOOOpa3HEIM IIPpU
OOHOB3HAUHO BBICOKOM PMCKEe pas3BuTuda y Oyaymero pebeHka MB. OxoHUaTeJIbHOE
pemeHMe no pesynabTaTam Il Bcerma ocTaeTcd 3a cylnpyraMm. PoJsib Bpauda-I'eHeTuKa
3aKJoUaeTcsa B JeTajlbHOM MHOOPMMPOBAHMM PpPOIMUTEJIeM O CMBICJe UM pe3yjibTaTax
NPOBEIEHHBIX MCCJIeNOBaHMM, a TakXe B JeTaJIbHOM OOBACHEHMM BCexX HIOaHCOB
CyWeCTBYyKIEeY CUTyauMy M OpoTrHo3a [7].

YuuTEBadA, YTO paclHpenesyieHre M dYacToTa CEFTR-MyTalMy 3HAUYMTEJIBHO BapbUPYIOT
B 3aBUCHMOCTM OT NONYyJNALUMM, I[IODTOMYy MIyUEHME TIeHEeTUUECKUX OCOOEHHOCTEM U
beHOTUNNUECKON KapTMHEL 3a00JIeBaHMI B MHOT'OHALMOHAJIEHOM MOJIIOBE NPEeICTaBJISgeT
KaK HAay4YHBIM, TaK M OPakKTUUEeCKMUM MHTepecC.

llens wnccnepoBaHusi. KIMHUMKO-TEHETUUYECKMM aHaliM3 U OleHkKa 30OeKTUBHOCTU
npeHaTanbHOM JHK-mmarHocTuku MB B Pecnybismke MoJimoBa.
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MaTepmnas m MeTOXIEH MCCJIEONOBaHMsI. DBUIO MNPOBEIEHO KOMIUJIEKCHOEe 0O0CJjelOBaHue
147 nmaumeHToB Cc MB B BO3pacTe OoT 1 Mecsua no 24 jier, us xoTopux 70 naumeH-
TOB XEHCKOTO IoJjla M 77 — MyXCKOTO, ofOpaTuBuMxCHa B HaumoHalbHEM LeHTp Penpo-
OYKTUBHOTO BI0POBbLSA M MemuumHCkKOM TeHeTukyu ¢ 1992 mo 2010 TT. C KJIMHUYECKUM
OMarHo30M — MB, BEICTaBJIEHHBIM Ha OCHOBaHMM IaHHEIX aHaMHe3a, OeHOTUNIMUECKOU
KapTUHBE M IIOJIOXUTEJIbHOTO IIOTOBOI'O TecTa.

Bcem OoJbHEIM HOpoBommiack [JIHK-mmarHocTtuka MB. B rTeHe CFTR: onpenenanu 9
myTaumi (F508del, G542X, N1303K, W1282X, R117H, G551S, R347P, R334W, R553X).

IHK Obula BHIEJIeHa M3 JIUMMOOUMTOB HepudepruecKoy KPOBU, IIOJIYUEHHBIX OT OOJb-—
HBIX MYKOBMCLMIO30M ¥ UYJIEHOB MX CEMEM, MCIOJIb3ySd METOOMKY GeHOJI-XJIopobopMHOM
scTpakuuy (Manmatuc, 1984). Ins npeHaTallbHOM ImarHocTukm (IIIO) 3BabojieBaHUSA
Oru mcciyenoBaHel 9 obpasuoB HOHK, [DOJIyUeHHHX M3 aMHMOLMTOB MJIM BOPCUHOK XO-—
pUoOHa, 3ab0p KOTOPEIX OCYUWECTRBJIAJIM MEeTOIaMM aMHMOLIEHTesa UM OMOICUM XOPMOHA.

[lonmuMepasHy LENHY peaklMio NPOBOIMUIIM B MUKpONpobOupKax Tuna Eppendorf non
MMHEPAJIbHEIM MAaCJIOM IO CTaHmapTHOM cxeme (Erlich, 1991) c¢ mommbmkaumamy, Ha
nporpammmpyeMmoMm npmubope Thermal Cycler PHC-1A (Techne, Great Britain) Tep-
MOLUMKJIMUECKOTO THUIa C MCHOoJb30BaHueM [OHK-nosmMmepasw Termus aquaticus mnpo-
naBoncTrBa HIIO “Fermentas” (JluTea). AMIIIMOMKALIMA ClHeuMdMuecKMx ydacTkobB ITHK
ocymecTByanack B 25 mkl peaxkumMoHHOM cMecu, comepxamer 0.2 mM xaxzmoro dNTP,
2.5 mM MgCl,, 0.5 U Tag DNA Polymerase (recombinant), 0.5-1.0 mkg renomHoOM
IOHK, 1 mkM xaxzmoro oJmroHykjeoTuma u P 6ybepa cocraBa: 75 mM tris-HC1l, 20
mM (NH,),SO,, 0.01% Tween 20, pH 8.8.

B paboTe MCHOJIB30BaHB DHIOOHYKJIeas3bl HpouzBoncTsBa HIIO “Fermentas” (JluTrea)
n “CubsH3mM” (Poccma), peaxuMio OPOBOOMIM COIJIACHO MNPOTOKOJY OQUPMBI-IPOM3—
BOOUTEJIS.

Nnentudomkaumsa F508del myraumm B 10 3x30He TeHa CFTR OCymeCcTBJIAJIacb pas3-—
HOeJIeHMeM aMIUIMQMUMPOBAHHEIX (QparMeHTOB. IIpuM HaIMuMyM JejielryM OJMHa QparMeHTa
Ha 3 HYKJIeOTMIa KOpode II0 cpaBHeHMio Cc HopmoM (80 bp m 83 bp).

IOna mpneHTrOukaumy MyTaumii R334X OCYWEeCTBIANM THUIPOIM3 aMIIMOMIMPOBAHHBIX
bparMeHTOB pecTpukKTaszoi Msp I npm 37°C He mMeHee 12 uacos. llpu HAIUUMM MY TaLUU
rcuesaljl CauT PEeCcTPMKLUMM, NPUCYTCTBYOIMM B HOpMe »Ojd /-T0 3K30Ha (bparMeHTH
190+220 bp), m obBHapyxuBajycsa obparMeHT pasMmepom 410 bp.

[IPpOOYKTH PECTPUKLUM aHaAIMU3UPOoBalu B 7% miau 10%-HOM MHOJIMaKPUIIaMUIHOM Tejie
C mnocJyenymier oKpackou B pacTBope OGpommucToro sTumva (0,5 MKTD/MII) U BU3YyaIuU-
3auMelr B npoxognsmeM Yd-cBeTe NpM IOJMHE BOJIHE 312 HM.

B criydYae HEeBO3MOXHOCTM YCTAHOBJIEHMS THIIA OOHOM MM obeux MyTaluM B TI'eHe
CFTR npoBOIUJIaCbk MOJIEKYJIAPHAaA OMarHoCTuka MB 3a npenesnamy MOJIOOBEI: HNATM OOJIb-—
HEM — B lleHTpe MykoBucumnoszsa B I'. Bopno (®panumsa), 10-Tm naumeHTam — B I'epma-—
HuM (JJemapTaMeHT T'eHeTMKM YyHMBEPCUTETCKOM KIMHMKM B I'. I'aHHOBepe). B pabote
VICIIOJIB30BAJIM METOH OJIMIOHYKJIEOTMIOHOM JIMT'Aa3HOM peakLuuM, MaTpHuley IJig KOTOPOoM
cayxaT nponyxtTel [IIIP. Ilpm nporemeHuM mMcCCJIenoBaHMsa BO dpaHUMM MCIOJB30Bajlachb
MyJIbTUIIJIEKCHAas MNaHeJb NpalMepoB, KOTopasd MNO3BOJIAET BHABJATE 36 Hambojee pac-—
IIPOCTPAHEeHHLX MyTaumuy B TeHe CFTR, B T'epMaHuM onpenensanu 35 MyTaumi.

PesynbTaTh MccaenoBaHmusi. OCHOBHOM KJIMHMUECKOM dopmor MB y o6cJjemoBaHHBIX
OOJIbHEIX OBJIA CMellaHHad OQopMa, [IPpOoABJIAKLAaACH nopaxeHueM OpPOHXOJIEI'OWHOTO
annapaTa ¥ BHPAXEHHBIMM KMUIIEUHEIMM NPOABJIEHUMAMM — y 84, 6% IHalMeHTOR, JIETOYHAS

bopma BCTpeuaynace B 7,0% craydaer, a KumeuHas - y 8,4% OoJybHEX. [I0 TaXeCcTHu
TeueHMa 3abosieBaHMdad OOJIbHBIE pPaCHPemeMIMCh ClenyomnyM ofpasoM: Taxesasd
crenedr - y 70,6% DauMeHTOB, cpenHsag oTMedeHa B 27,3%, Jnérkag - B 2,1%

cIIyJuaes.



NOKAABI

[Io HALMOHAJILHOMY COCTaBy OOCJIeNOBaHHBIE OOJIbHHE [IPEICTAaBIISIM BCE 3THUUESCKUE
TPyINOE, NOpOXuBaomye B MojmoBe, ¥ pacHOpelesMiucChb CJenyolrM o0pasoM:

OOJILIIMHCTBO COCTaBWIIM MNPEeNCTaBUTEN Y KOPEHHOM HALUMOHAJILHOCTM — MOJImaBaHe
(66,2%), pycckue - 14,6%, yxpaumHusl — 7 %, rarayse - 6,2 %, Oojrapel - 2,3 %
Y NPencTaBUTeNM OPYyTMX HauMoHaJbHOCTew — 3,7 % (Tabs.1).

Tab6auna 1. HamuoHaIbHBIN cOCTaB HaceJaeHusa Mo 0BbI
B COIIOCTaBJIEHUH C HAITMOHAJbHOCTAMHA 00CI€JOBAHHBIX 00OJIbHBIX

HauuvoHanbHOCTb % HaceneHus HaunonaneHocTy

60nbHbIX MB, %
MonpaBaHe 75,8 66,2
YKpaviHLbl 84 7,0
Pycckue 59 14,6
larays3bl 4,4 6,2
bonrapsl 19 2,3
Apyrne 3,6 3,7

* Ha 1 guBapsa 2008 roma HacemeHme MoymoBel — 3 572 700 uesn. (He BkJOUas I[IMP)

Y 101 maumenTa c MB (68,7%) BHABJEHH 0O0a MYyTAaHTHHX aJljiejyig, a Haudojee
YacTo ONpenesyianuch cjenyimme TeHoTuns: F508del/ F508del - 33 0Oo0JbHHX,
F508del/ 2789+5G>A - 3 nauvienra, F508del/ G542X - 2, F508del/W1282X
- 2. Jpyrre BapMaHTH BCTpedYasiMCh OINHOKpaTHO. B 47 cinyuasax (32,0%) Owuia
UOeHTnOMUMpoOBaHa TOJBKO OnHa CFTR-MyTaluMd, BTOPYKR MyTalMi OINpenNeJiuTh He
ynajochk. MyTaumsa F508del obHapyxeHa y 90 (61,2%) OosbHBIX MB 1 BCTpeTMIach

y 22,5% (33 OOJNBHEIX) — B TOMO3UIOTHOM COCTOSHUM, Yy 8,8% (13 maumeHTOB) B
KOMIIayHIOe C IOpyI'uMu MyTauuammu u y 29,9% (44 OOJBHBEIX) — BTOPOM MyTaluuM He

ODHAPYXEHO IaHHEM MKCCJIenoBaHmMeM (Tabs.Z2) .

Taoauna 2. l'eHOTUIIHIUYECKAs XapaKTEPUCTUKA 00C/IeJOBAHHBIX 00IbHBIX
MYKOBHUCIITHI030M

FeHoTnn Yucno 60nbHbIX OTHOCUTe/IbHaA YacToTa
F508del/ F508del 33 22,5%
F508del/ ND* 44 29,9%
F508del/ 2789+5G>A 3 2,04%
F508del/ G542X 2 14 %
F508del/W1282X 2 14 %
F508del /185+1G>T 1 0,7%
F508del /296 + 1G>T 1 0,7%
F508del/R553X 1 0,7%
F508del/2184 insA 1 0,7%
F508del/CFTRdel2,3 1 0,7%
F508del/G85E 1 0,7%
R334W/ND 1 0,7%
N1303K/G542X 1 0,7%
G542X/2184 insA 1 0,7%
N1303K/ND 2 1,4%
G542X/ND 2 14%
1248+1G>A/1677 delTA 1 0,7%
621+1G>T/1898+1G>A 1 0,7%
1898+1G>A/ ND 1 0,7%
3849+10kbC>T/ 3849+10kbC>T 1 0,7%
MyTaunm naeHTMdunLMpoBaHbl, B T.u. 101 68,7%
rOMO3UTOThI 34 23,2%
reTeposnroThl 67 45,5%
MyTaunun He naeTMdULMPOBaHbI 46 31,3%

* ND- MyTaumsa He YyCTaHOBJIEHa
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VI3ydeHre KOpPpeadALuMM IeHOTUI-OeHOTHUII NPOBOIOMIIMCHL M paHee, HO Ha MeHbleM
BHIOOPKE OOJIbHBEIX HAlle¥ CTPaHB M IPM aHajlM3e MeHee Y3KOI'O CIeKTpa MyTaluun
[8,9]. YcTaHOBJIeHa KOoppeJauusa Mexny MyTauusaummu B TeHe CFTR M KIMHMYUECKUMU
dopMamm MB: y OOJIBHEIX, MMeomMx nse "Taxénele'" MyTaumy, npeobjlamaeT CMellaHHAas
bopma (80,4%) . Kumeunsns cuHOpoM oTMeuatsica y 92, 0% maurMeHTOB 23TOM KaTETOPUM.

Y BCcex OoJbHHX C TreHoTunoMm F508del/ F508del oTmeuancsa paHHMI »OeB0T U
TsaxeJioe TedueHre MB B cMmemaHHOM Qopme. Ha ceropmHamuMM neHb 34, 9% OOJIBHEIX U3
aTOoM rpynnsl yMepan. Myraumsa N1303K npueonuia kK TSXeJIoMy TedeHuio MB B cMemaHHON
dopMe. BoJibHOM C paHHMM ngebioToM MB, KOTOpOMYy HNpoBOIMIIachk IOubdepeHLUManbHAS
OMAaTHOCTMKA C BPOXIEHHHM TelaTuToM, umels renorun G551D/ CFTRdele2, 3.

MyTauma G542X B coueTaHUM C HEMIEHTUOUUIMPOBAHHOM MyTalMel Obljla BHSABJIEHA Y
IallMEHTKM CO CpeOHe-TAXeJIBIM TeueHueM MB, cocTosHMe OOJIbHOM XapaKTepuslyeTcsd
YCTOMUMBOWM KJIMHMUECKOM PEeEMUCCHEN C pPeOkuMy OOOCTPEHUAMM XPOHUUECKOTO
OPOHXOJIET'OUHOT'O HIpOoLlecca.

Tenorun G542X/2184 insA NOpUBOOMII K TSXeJioMy TeudeHuio MB ¢ nebioToM B
Ieprone HOBOPOXIEHHOCTM, KOTOPEIM MNPOABJIAJICA 3aTAXHOM [HEBMOHMENM, TaXeJIon
TUINOTPOOMEN U BHPAXEHHOM NaHKpPEeaTUYEeCKOM HeOOCTaTOWHOCTBI.

MyTauusa 2789+5G>A B koMriayHIe ¢ myTaumuen F508del npuBoamiia K maHkpeaTuyeckKom
HeIOCTAaTOUYHOCTHU M PelkMM ODOCTPEHMAM XPOHMUECKOTO OPOHXOJIEIOUWHOI'O Ipollecca.
[IpencraBgeT MHTepeC HabJoneHMe y Tpex OpaTbeB. JJBOEe M3 HMX COCTOSAJIM Ha ydeTe
B HameM lleHTpe ¢ mmarHo3oM MB, y ob6omuxX NepBOHAWaJIbHO B HaleM Jj1abopaTopum
ObJla MOSHTUOMUMPOBaHA TOJIBKO OnHa MyTaumusa F508del, sTa xe MyTaumsa Obla My
TpeTbero OpaTa, Yy KOTOPOIO He OBUIO BHEPAXEHHBIX KIJIMHMUECKMX IMPOoSaBJieHUM MB.
PesyJsibTaT MNOTOBOTO TecTa Owpul B mnpemesax 40-50 mmonbs/j. Bce meTu cTpamnamn
CHIMXXEHMEM HYTPUTMBHOI'O CTaTyca, OBUIM M3 CEeMbM C HU3KMM IOCTATKOM, IIO3TOMY
noeHTMOMKaLMsa BTOPOM MyTaluMy, IpOoBeleHHAs HalMMM KoJjujleraMu u3 OpaHuuuy,
IoMoIJla MNOAOTBEPIUTbL IOMarHo3 MB 1nryM OpaThbaM M MCKJIIOUUTLE €TI0 B I[IOCJIeOHEM
cnydyae. B HacTosumee BpeMsa Ha GoHe 0Oasz0BOM TepalMy COCTOSHME 3TUX OOJIbHEIX
CcTabUIIbHO.

MyTaumg R334W B B COUETAHMM C HeIeTeKTUPOBAHHOM MyTalMeM KIMHUUECKU
NPOSBJIAJIACh MEIJIEHHO MNPOTPECCUPYIMM XPOHUUECKUMM OPOHXOJIETOUHBIM I[IPOIIeCCOM
Y HEBBIPAXEHHOM IIaHKPeaTUUeCKOM HeINOCTaTOUHOCTLIO.

MyTaumg 3849+10kbC>T B IOMO3MI'OTHOM COCTOSHMM Habjsogajlachk y OOJILHOM C
HOPMAJIbHEIM HYTPUTUMBHBIM CTaTyCOM, II03OHUM nedbioToM MB B JIeTOUHOM dopMe U He
Opla CBSBaHa C INaHKpeaTUMUYeCKOM HeIOCTAaTOUYHOCTBIO.

Y ©GosbHOM c TeHoTunom F508del /185+1G>T 3zabojsieBaHMe MaHMOECTUPOBAJIO
KUIEeUHBIM CUIOPOMOM, JIeT'OUHble IIPOSBJIEHUS IIPUCOeOMHUIIMCL B BO3pacTe 4-x JjieT.
B HacTOAmMY MOMEHT COCTOSHME OOJIbLHOM CTa®MIIBHO UM XapaKTepM3yeTCS HOPMaJlbHBM
HYTPUTUBHEM CTATyCOM M PeIKMMM OOOCTPEeHMAMU XPOHUUECKOTO OPOHXOJIET'OYHOT'O
npolecca.

TpyOHOCTM INIPM [OCTAHOBKe 1ImarHoz3a MB OwvgiM y OOJBHOM C T'€HOTUIIOM
1248+1G>A/1677delTA. 3BabosieBauue [IPOABJIAJIOCH [PEUMYNECTBEHHO  KUIIEUHBIM
CUHIPOMOM U TUIIOTpOGMENM B BO3pacTe mo 1 Trola NpM OTCYTCTBUM HapPYUEHWUNM CO
CTOPOHH JIeTKMX. B HacTodumee BpeMa Ha QOoHe PepMeHTOoTepanmm COCTOAHMEe OOJIbHOM
CTabuIIBHO.

Y OGOJIbHBEIX, MMERIMX IOBEe «TIXKEeJHe» MyTaumm npeobijamaja cMemaHHas dopma MB
(82,1%), merounas dopma BCTpeuasacb B 10,7%, a kumeuHas — B 7/,1% ciyudaes,
KUMIIEYUHBY CUHOPOM oTMeueH y 92,0% naluueHTOB.

Inga OOJIbHBEIX C HEeMIEHTUOMUMPOBaHHEIMM MyTaluuaMy ObJla xXapakKTepHa BHCOKAas
IoJisg TIopaxeHus opraHos nexanusa (70,0%), WM30JIMPOBAHHBIN KUIIEUHE CHUHIPOM
oTMeuasica Juilb y 4% oOcJIemOBaHHEIX OOJIbHEX .
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NOKJIAZbI

o

AJJIeJIbHEIE YaCTOTH IJIS BBISBJIEHHBIX MyTauum cocTaBuiau 58,84 % (F508del),
1,70 % (2789+5G>A), 1,36 % (G542X), 1,36 % (N1303K), 1,36 % (2184insA), 0,68%
(3849+10kbC>T), 0,68% (1898+1G>A), 0,068% (W1l282X), 0,68% (CFTRdel2,3),
0,34% (185+1G>T), 0,34% (G85E), 0,34% (1677 delTn), 0,34% (1248+1G>An),
0,34% (621+1G>T), 0,34% (R553X), 0,34% (296 + 1G>T), 0,34% (R334wW) (Tabs.3)

HeobxommMMo OTMETUTL, UYTO IJIS MOJIIABCKOM IMONYJALMM XapaKTepHBE pelxkue
MyTauuy, Tak Ha 67,0% MCCIemoBAaHHEIX XPOMOCOM IIPUXOIOMUTCS JIMIWE 9 MyTalMi:
F508del, 2789+5G>A, G542X, N1303K, 2184insA, 3849+10kbC>T, 1898+1G>A,
W1282X, CFTRdel2,3. IIpm sTOoM Hamubojiee dYacTO¥ MyTauuem B MoJjmoBe, Kak U
B OOJILLIMHCTBE CTpaH EBpone, gABjadgeTcsa MyTaumsa F508del, xoTopasd BHABJIEHA B
58,84 % wmccJIemoBaHHBIX XPOMOCOM, a Ha OCTajJibHEEe 8 MyTaumuy IPUXOIOUTCS elle
8,16%, eme 8 mMyTaumy MOeHTUOUUMPOBAHEL IIPU MCCJIeIOBaHUM 2, 72% XPOMOCOM

Taoauna 3. Yacrora CFTR-myTanmuii y 60JIbHBIX MyKOBHCIIHZ030M B MoJizoBe.

Tun myTaumun Yucno nccnepoBaHHbIX XPOMOCOM AnnenbHaa yacrora
F508del 173 58,84 %
2789+5G>A 5 1,70 %
G542X 5 1,36 %
N1303K 3 1,36 %
2184insA 3 1,36 %
3849+10kbC>T 2 0,68 %
1898+1G>A 2 0,68 %
W1282X 2 0,68 %
CFTRdel2,3 2 0,68 %
185+1G>T 1 0,34%
G85E 1 0,34%
1677 delTA 1 0,34%
1248+1G>A 1 0,34%
621+1G>T 1 0,34%
R553X 1 0,34%
296 + 1G>T 1 0,34%
R334W 1 0,34%
ND* 89 30,27 %

* ND- MmyTaumsa He YyCTaHOBJIEHa

MyTaumnmy, HamboJiee 4aCcTO BCTpedallMecsa y MOJIDAaBCKMX [NIalMeHTOB, B OOJIbIIMHCTBE
cilyuyaeB ABJSRTCS «TsxenmmMum» (F508del, , G542X, N1303K, W1282X, CFTRdelZ2z, 3),
Tak Kak oTHocATca K MyTaumaM I m II KJacCoOB M IMIPMBOOAT K I[IPEeKpalleHMo
OYHKLUMOHAJIBHOM aKTMBHOCTM IIPOTEMHA CFTR. MyTaumsa V kjacca 3849+10kbC>T
OPUMBOIOUT K CHIMXEHMI YPOBHS HOPMAJIBHBEIX MOJIEKYJI OeJika M OTHOCUTCH K «KMATKKM»
MyTaumam. MyTaumsa 2789+5G>A, BHIABJIEHHAS MNPEMMYUIECTBEHHO YV DOJIBHEIX Taray3CKOM
HALUMOHAJIBHOCTM, OTHOCUTCH K «BaAPbUPYKOULMM», [IO3TOMYy KJIMHMUECKAs KapTHHA
OblJla PaszJIMUHOM OT TAXEJIOO OO aTUIMUHOT'O TeueHMusa MB.

Ananms MmyTauum B reHe CEFTR upe3BEHUYAMHO BaXeH IJIS KaXIOM OTIOEeJIbHOM IIONYyJIALUM
¥ uMeeT OoJibllOe 3HadueHMe g QOPMMPOBaHMA CIEKTpa PYTMHHO aHAJIM3UPYEMBIX
MyTalMy B KaXIOM OTIEJIbHOM perMOHe. YCTaHOBJIEHME Xe MOJIEKYJIAPHOTO medekTa B
KaxXxIoM CeMbe I[I03BOJIAeT NPOBOIMUTHL IIII C uelyblo NpodminakTuky MB B 3THUX CceMbax. B
HalleM MCCJIeIOBaHUM INOJIA MHOOPMAaTMBHEIX CEMEM INPpM aHaJiM3e TeHa CFTR cocTaBuia
68,7% (23,2% cemeV NoJIHOCTLIO MHOOPMATUBHH M 45,5% — YyacTUUYHO MHOOPMATUBHE) .
3Ty CeMbM BBICOKOI'O '€ HETMUECKOI'O pucka o MB ObuiM MHOOPMMPOBAHEL O BO3MOXHOCTHU
OpoBeleHMa IOMATHOCTUKM CFTR-MyTauuM¥ y IJjona.

8a nepmon c¢ 2001 mo 2011 romer B MonmoBe Owlia nposezneHa I MB B 9 ceMmbsax,
B 2 CJiaydasdx IIOMOIL B €e TIIPOBEeINeHUM OKa3BBaJM CHeUMaJIMCTH M3 dpaHuum u
Yxpauuel. Jo 2010 ronma B Hamwel CcTpaHe  »OopomoBas AOMaTHOCTMKA MB y mnjona
OpoBOOMJIACE MeTOoIoM HnpamoM INHK-IMarHOCTUKM M B DONBMMHCTBE CJllydaeB (5 cemen
u3 6-Tu) CBOIMJIaCh K MIOeHTudMKauum Hambojiee pPaclpOoCTPaHeHHOM MyTaluu
F508del [7]. Ba nocielHu¥ ToJ HpoBoImjiach Il B ceMbsax, Tae OblIM OoJibHEIE MB
c re”oTtunamm: F508del/185+1G>T m F508del/ G542X (Tabsr.4).
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Taoauua 4.
IIpenarasipbHaA AUArHOCTHKA B CEMbAX C MyKOBHCIIN030M B Pecmy6osinke MoJsimoBa

1 [.06 ND/ + R334X/+ R334X/ ND ND/+

2. B.95 F508del /+ F508del /+ ymep F508del /+

3. | 403 F508del /+ F508del /+ F508del/F508del F508del /+

4. P07 F508del /+ F508del /+ F508del/F508del +/+

5. r.o8 F508del /+ F508del /+ F508del/F508del F508del /+

6. B.08 F508del /+ F508del /+ ymep F508del /+

7. | Al0 F508del /+ F508del /+ ymMep +/+

8. M.11 F508del /+ 185+1G>T/+ F508del/185+1G>T F508del/185+1G>T
9. M.11 F508del /+ G542X/+ F508del/ G542X +/+

ND- MyTaumsa He yCTaHOBJIEHAa
+ — HOPMAJIBHEBI aJlJIesib

B pesynbTaTe NPOBEeleHUS MCCJIemoBaHMsa B ceMbe B.95 ycTaHoBJIeHO, dYTO of0a
pPOoIMUTENIS SABJIAITCS TeTEePO3UTOTHHMM HOCUTeNaMu MyTaumm F508del (xjacc IT).
[IpoGaHn He obOcJjenmopajica, T.K. K MOMeHTYy ofOpaumeHusa B leHTp PenpoOyKTMBHOIO
300POBbSA U MeOMIMHCKOM T'€HEeTUMKM OH yXe yMep B Boz3pacTe 9 Mmecdauer. Mcxonda u3
IOaHHBEIX aHaMHe3a 3afoJieBaHMsa, MOXHO IIPEANoJIOXMThL, uTo MB y mnpofGaHma B BTOM
ceMbe OblI cJencTeueM MyTauum F508del B TOMO3BMT'OTHOM COCTOSHMM. Ilpu Hocyie-
nywomel OepeMeHHOCTM B IaHHOM ceMbe, 3abop IJIONHOT'O MaTepualia OCYUEeCTBJISJICH
B pesyJibTaTe OPOoLenypH OMONCUM XOpMOHa Ha cpoke 10 Hemens OepeMeHHOCTH.
[locnne wmccrnenoraHmda JIOHK mnoma ObBUJIO yCTAHOBJIEHO, YTO OH ABJISEeTCS I'e€TepOo3U-—
TOTHBEIM HocuTeseM MyTaumy F508del. CriiemoBaTeJibHO, Hapaly C [IaTOJOIMUYECKOM,
OH YyHacJieoBaJl y OOHOTO U3 POIMTEJIEM U 3INOPOBYID XPOMOCOMY. PoImMicsa 3I00POBHIM
pebeHOK, 4YTO NOATBEPXIEHO OOCIeIOBaHMEM LOcCJe poxneHuda (Tabim.4).

B cembe .06 Ha Dasze KIMHUUECKMX IaHHEIX UM OMOXUMMMUYECKUX MCCJIeIOBaHMUM IPO-—
OaHny OBl BHICTABJIeH »OuarHo3 MB. B pesylbTaTe OPOBEeNeHMS MOJIEKYyJISpHO-Te-—
HEeTHUECKOT'O aHaJiM3a B CeMbe YyCTaHOBJIEHO, UYTO pebeHOK yHacJiemoBaJl OT OTla
myTaumio R334X (kmacc 1IV) . MmeHTUOMUMPOBATHL MyTallMilo, KOTOPYK OH yHaCJieIoBaJll
OT MaTepu, He yIaJioCh, BBUIY OTPAHMUEHHHX BO3MOXHOCTEN Hamey JabopaTopuu.
TakuMm obpazom, npu I, nporemeHHow B 2006 1., OJIM IO NOYTU MCKIIOUEHMS Ha-
crnemoBaHua MmyTaumm R334X (Tonbko B 50% ciyuaer OBIJIO BOSMOXHO IOATH TOUHOE
3aKJIOUEeHMe 10 OMATHOCTHMKe) . llocjie NpoBeleHUS aHaJiM3a ObUIO YyCTaHOBJIEHO, YTO
IJIOI HEe HeCeT HOaHHYID MyTallMio, CJIeOOBaTeJIbHO, OH ABJjgeTcs JubOO 3I0POBBNM,
b0 TeTepO3UTOTHEIM HOCUTEJIEM MyTallMyM, YyHACJIEOOBAHHOM OT MaTepu. [locyjie pox-—
OeHUs IaHHHE MOJIEKYJISPHO-TEHEeTUUECKMX MCCIEeOOBaAHUM OBUIM MNONTBEPXIEHH KJIM—
HUUECKUMM MCCJIeIOBaHUIMM .

Cembu .03 m I'.08 okaszsaJMCh IOJIHOCTBI MHOOPMATUMBHEIMM (MIOSHTUOUIMPOBAHEI
MyTaluy, I[IOJIydeHHEe OT ODOMX POAMTEJNIeV), UYTO [NO3BOJMIIO MCIOJbL30BAaTh IOPO-—
noBy JHK-mmarnmoctmky. [JHK-mmarHocTmka, OpOBeOeHHAd B INAHHBEIX CeMbAX, 10—
3BOJIMJIA YCTAHOBUTL T'eHOTHUI OojibHOTO — F508del/F508del u xOHCTATUPOBATL, YUTO
oTel, M MaTb pebeHKa SBJIANTCS I'eTEPO3UTOTHEIMM HOCUTesaMu MmyTauuy F508del.
3abop MJIOOHOTO MaTepuaja OCYWECTRBJISJICS B Pe3yJIbTaTe MNPOLEenyPH aMHMOLIEHTEe3a
Ha cpoke OGepemMeHHOCTM 18 Hemesb. [locjye mcciyenoBaHmusa OHK nmoma ObBUIO yCTaHOB-—
JIEHO, YTO OH TaKXe fABJIAeTCHd I'eTePO3UIOTHHM HocuTeJeM MyTauum F508del. Breuio
BBISBJIEHO, UYTO Yy IIJIOHA TaKOM Xe I'eHOTUIl, KkKakK y ponouTeJiel, CcJjiedoBaTeJIbHO, OH
OymeT 3HO0POBHIM HocuTeJieM MyTauuu EF508del. B nocsenymomeM B KaxXIOM M3 3TUX
ceMell poIuJicsa 3I0pOoBHM pebeHOk (Tabis.4).
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NOKJIAZbI

PonmocnorHasa ceMbu B.08 mnpencrasjeHa Ha puc.l. OcobeHHocTb IIJI B cCceMbe
B.08 zakjowdyaeTcsa B TOM, YTO POIMUTENIM OOPATUIMCH 3a IIOMOUBID K Bpady-TeHeTU-—
Ky, KOoT'Ia XeHIMHa yxXe OblJla OepeMeHHa, a IBOe IeTell B CeMbe yXe yMepJu OT
MB: MaJlbuMK B BO3pacTe 4 OHeM U »epoduka B BO3pacTe 3 MecsdAleB. lIpu XU3HU
OeTy He ObIM OOCJIeOOBaHbl, IMAaTHO3 OBl BBICTABJIEH Ha OCHOBAaHMM IIATOMOPYOJIOTM-—
YeCKUX MCCJIeOOBaHMUM. MOJIEKYJIAPHO-TEeHEeTUUECKMMM MeToIaMyu OBJIO YyCTaHOBJIEHO,
uTOo ofa POoOIOMTEeJIA ABJIAINTCH I'eTepPO3UTOTHBIM HoOCuUTeaaMu MmyTauum F508del, uTo
IO3BOJIMJIO MNPEANOJIOXKUTE, UTO y yMepumx nerey myTaumsa F508del Ownljla B I'OMO3U-—
TOTHOM COCTOSHMM, UYTO UM NPMBEJIO K paHHey MaHudpecrTauum MB u OpM OTCYTCTBUM
COOTBETCTBYIMETO JIeUeHMss — K paHHe) cMepTu geren. Yuureieasg 100% mHbopmMaTmB-—
HOCTB CEeMbM M XeJIaHMe PpOIUTEeJIEM MMEThb 3I0POBOTO pebeHka, Oblla NpelJIOoXeHa
npeHarTaNnbHasa JHK-OMarHocTmMka C LeJIbI NPpenylpeXxIeHrsa poxIeHusa OoJbHOTO MB.
YuyuTeBasg Bo3pacT OepemMeHHOM (37 JjeT), ObBJla OpOoBeleHa Takxe IpeHaTallbHasa
IMTOTeHeTndYeckas IOMarHOCTMKA C LeJblo NPOPMIIaKTUKM XPOMOCOMHEIX abeppalui,
PUCK KOTOPHIX yBeJMUMBaeTCs nocje 35 JjeT.

B pesysbTaTe NPOBEINEHHHBIX M-
TOT€HETUYECKUX UCCcJieqOBaHUM
(kapuoTun njaona 46, XX — HOpMaJb-—
HBIM XEHCKMM) OblJIa MCKJIOUEeHa XPOo-—

37 met 38 meT

MOCOMHAS MNAaTOJIOTUA Yy Ijoma. Mo-—
JIEKYJISPHO-TeHEeTUYEeCKMEe MCCIJIeno—
BaHMA I[IoKasajaM, 4YTo y IJjola Te-
Horun F508del /4, uTo CcBHMIETEJL—
4 qua 13ger 2 mec 46, XX CTBYyeT O TOM, 4YTO OT POIOUTEJIEN

6ynymas IOdYb yHacjJeIoBajia JIMIb
oIMH ajueyib Cc MyTaumewm F508del
— 9 9 9 — — 83bp  y penorTmmuuecku BymeT 3mopoma. B
- ’ ’ ’ _— 80bP  Cempe poOmMIICA BIOPOBHIE PEBEHOK.
Puc 1. DpazmerHm poodocaoeHoil cembu B.o8 B cempe P.07 TmeHoTMn mpobadma
co cxemoil pesyavmamos JHK-0uazHocmuku  _ s5ogge1 /F508del. Mccimenonasme

mymayuu F508del

IHK nmopma nokasajio, 4YTO OH He
aByjsgeTcsa HocuTeJyeM MyTauuy F508del, ciemoBaTesIbHO PONUTCS BIO0OPOBHM pebeHOoK
(Tabs.4) . 10T QakT OBl HNOOTBEPXIEH KIMHUUECKMMM MCCIIeIOBaHMAMM, IPOBEeIEeH-—
HEIMM IIOCJIE POXIeHMs pebOeHKa B DTOM CeMbe.

B cembe M.1ll yxe Owpula OoJsibHas MB moub ¢ reHorurnoM F508del/185+1G>T. 3Ba-
Oop MJIOOHOTO MaTepHMalja OCYUWeCTBJIAJCH B pel3yJjibTaTe IMNPpOolLenyph aMHMOLIeHTe3a
Ha cpoke OepemeHHOCTU18 Hemenb. McciemoBaHue JHK mjioma B HalleM JjlabopaTopuu
YyCTaHOBMJIO Hamume wmyTaumm F508del. Ha crienyomem 3Tarne HallMMM  KOJIJIeTaMu
n3 OpaHUMM OblJla IpOBeIeHa NpeHaTanbHasa HHK-mmarHocTuka. YCTAHOBJIEH I'€HOTMUII
nimona F508del/185+1G>T (Tabm.4). BepeMeHHOCTL ObJIAa NpepBaHa [0 XeJIaHUKD Cy-—
OPpyTOB B IONYyCTMMEIE IO BaKOHY CPOKM (IO 22 Henejb) .

B cembe II.11 Takxe Owuta OoJibHaga MB moub c TeHoTunom F508del/ G542X. Ha
IepBOM BTale OpIO NpokemeHO JHK-TecTuMpoBaHMe MJioma B Haley jabopaTopur, KO-
TOpOe BHABMUIIO Haauume MyTaumm F508del. JJasbHelllee MCCJeIOBaHMe, IPOBeIeH-—
HOe HauMMM KoJjuleraMu u3 Kmema, nokxasajio, YTO IIJIOHN — 3OOPOBBIM I'e€TEePO3UIOTHHIM
HOCUTEJNL 2ToM MyTaumm (Tabsn.4). YuuTHBas BO3pacT MaTepu — 37 JjeT, napaj-
JIeJIbHO IIpOoBOIMJIACH LUMTOTeHeTuueckas [III. PesynbTaT KapuoTuna njozma — 46,XY,
HOPMAJIbHEIM MYXCKOM. B HacTodmee BpeMs Yy XeHUMHH OepeMeHHOCThL 29 Henensb,
npoTekaeT OM3MOJIOTMUYECKM, OXMIAeTCH POXIEeHMe 3IOPOBOTO0 pebeHKa, 4YTOo OyIneT
IOOTBEPXIECHO KJIMHUUECKMMM MCCJIEOOBAHMAMMA.

TaxkuMm oBpasoMm, C mnomombio MeToma I[IJI B 9 ceMbsaX BHCOKOT'O T'E€HEeTHUUYECKOTO PU-—
cka 1o MB ynmajoch HNpenoTBPaTUTh POXIeHMe OOJILHOTO pebeHka. B nociemHuMx IOBYX
CJlydyadax ©STO CTajio BO3MOXHBM OJlaromaps YJYyULIeHMIO MOJIEKYJISPHOM OMAaTHOCTUKU
MB 3a cueT pacumpeHMsa cloekTpa TecTtupyembelx CEFTR-MyTaumi.
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BriBOIEI :
1. Kax u B OOJIBIIMHCTBE CTpaH EBpomne Haubojiee uwacToM B MoJnoBe ABJIAETCHA

myTaums F508del, xoTopas BeaBJieHa B58,84% MCClIeODOBAHHHIX XPOMOCOM.

. K OvMarHoCcTUUeCKM BHAUMMBIM MyTaluaM, IIprBOOAIIMM K MB B MojsimoBe, IIOMU-—

Mo F508del, MoxHO oTHecTu MyTaumm 2789+5G>A - 1,70 % G542X - 1,36 % ,
N1303K - 1,36 %, 2184insA - 1,36 %, W1282X - 0,68%, 3849+10kbC>T- 0, 68%,
1898+1G>A - 0,68%, CFTRdel2,3- 0,68%. Myraumm 1248+1G>A, 1677delTA,
R334wW, 185+1G>T, 1898+1G>A, R553X, 621+1G>T m 296 + 1G>T gaBjawTCa pel-
KMMM, Tak Kak MxX uyacToTa He npesbmaeT 0,34%.

.Y 71,4% o6cyiedOBaHHEIX HaMM IIalMeHTOB C MB Tun myTauuy ObUT MISHTUOU-—

LUMPOBaH, HO ToJbkOo B 31,3% cilydaeB OBUIM MISHTUOUUIMPOBAHH 00e MyTaluMU
reHa CFTR. B 30,27 % cnyuaeB MyTaumm reHa CFTR ocTanTcsad HEUMOEHTUOULIM-—
POBAHHEIMHA .

. OCHOBHOM KJIMHUUeCKkOM ¢opmoy MB y OOJNIbHEIX B MOJIDOBE SBJISETCS CMellaHHAad

dopma (88,4%), JE€rouHada cocrarBjggeT 4,8%, a kumeuHasa — 6,8%. Ilo TaxecTu
TeueHMs OCHOBHOM SBJIAJIaChb TsAXeJasa CcTeleHb — 68,2%, cpelHsasd OoTMedeHa B
29,5%, nérxkag - B 2,3% cayuaes.

. YCTaHOBJIEHA Koppendumsa Mexny MyTauuavy B reHe CFTR m kimHUMUYeckuMu Qop-

MaMy MB: y OOJIBHEIX, MMeomMx OBe "Taxéiwle" MyTauum npeobjlalaeT CMellaH-—
Has dbopma (82,5%), KMIIEUHH CUMHIOPOM OTMeueH y 92,0% HDauMEeHTOB C TaKMM
TEeHOTHUIIOM; IJigd OOJIBHEIX C HEMOSHTUOMUMPOBAHHEIMM MyTAaLUMSIMM XapaKTepHa
BEICOKAs mnoJisa JjiérouHom dopmer (70,0%) .

. [lpuMmeHeHMe npeHaTallbHOM JHK-AMarHOCTUKM B «MHQOPMaTMBHEIX» CEMbSAX BEI—

COKOT'O TEeHeTHMYEeCKOTO pucka MB nossojydgeTr u30exaTb pPOXIeHMS OOJBHOTO
pebeHKa.
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mmer M.C.MacjoBa, a B 1987

OoueHT kKabenpel nenuarpum 1 MI'MY

A
(F:oynna N5, negdak, 2-n MONTMW, 1963 rog,.
JieBa Hanpago: E.W. KanpaHoga, C.I. AnekciiHa,
caueHko, B./. Kpbinos, b. CemeHnxumH,
V. KanpaHos, A. [opennkos

B.
H.
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— YCIEWHO 3alUTUJl OOKTOPCKYII
O/ccepTaumo 10 npobjeMaM My-—
KOBMCLMIOO3a. Bo Bpemsa pabo-
TEL B [YJIBMOHOJIOTMYECKOM OT-—
nesieHnuy HUM nenuaTtpum ¢ 1976
no 1989 romel OB BKJOYEH B
cocTaB Opuralbel KOHCYJIBTaH-—
Tor CaHaBumauum npm M3 CCCP
M HEOOHOKPATHO BEHE3XAJI B Ka-—
YyeCcTBe INEeTCKOTO IIyJIbMOHOJIOTa
0Jid OKas3aHMA I[IOMOIM B pas-—
HEle Topoma Poccum M COKO3HBEIX HK%TMH, Ha yauue — MuHyc 63°C, 1966 rog. .
pecny6nuk (T'pysmusa, Asepbaiim— Pabota nocne nHctutyTa ¢ >xeHoi E./.KanpaHosou
xaH, Kwuprmsma, TamoxmMkucTaH,
KaszaxcTaH) .

u ¢ Tyankom 1 Mallukon Ha pykax

[Io zamaumio M3 CCCP H.M.KanpaHoB paboTall B KadeCTBe IelmaTpa B
Comamm (1975 - 77 r.r.), Amxupe (1980 - 82 r.r.), T'Ie OPOSBUI
BEICOKYI KBaNIMOMKALMI M NPOOeCCHOHANIMUSBM.

B 1990 ronmy H.M.KanpaHoB ObUI OOHMM M3 OPTaHMBATOPOB CO3NAaHUS U
10 HaCTodllee BpeMs BO3IVIABRJAET PecnyOJIMKaHCKMY LEHTP MyKOBMUCLM-—
nosa Ha Oas3e POCCUMMCKOM HEeTCKOM KIMHMYECKOM OOJbHMIE Poc3mpana.
C 2003 roma Ha 6aze OI'KB N13 mMm. H.d.dumjaToBa INOH €TI0 PYKOBOI-
CTBOM OpPTaHM30BaH ['OPOACKOM LIEHTP IOMOUM OOJIbHBEIM MyKOBMCLMIO30M
meraMm I'. MockBE M MockobBckoM objacTtu. OmHOoBpeMeHHO H.JM.KanpaHOoB
ABJIAETCH PYKOBOIOMTEJIEM HAYYHO-KJIMHMYECKOI'O OTHejJla MyKOBUCLUIO-—
3a MemmMkOo-TeHeTHMUYEeCKOI'O HaydHOTO LUeHTpa PAMH.

H.M.KanpaHoB ABMJIICA MHMLIMATOPOM CO3OaHMA CEeTM pPerMOHAaJIbHEIX
LeHTPOB AOMATHOCTUKM M JiedeHMS OOJIbHEX MyKOBUCLMIO3OM. PeryJiapHO
BHIE3XAaET B PEeIMOHE Poccum m crpadsl CHI' Ojda co3maHuA pPermoOHallb-—
HBEIX M MEXpPeTIMOHAJIbHEIX LEeHTPOB MB 1 oOKa3aHMsa Hay4dHOM, OpITaHU-
3aLUMOHHO-METOONYECKOM M KOHCYJIBTAaTMBHOM nomour. H.JM.KanpaHOBHM
onybnmuxkosaHo 6ojiee 500 HayuHBIX pPa®oT B OTEUECTBEHHHX U 3apybex-—
HBEIX XypHajax.

Hapsany C OJOOOTBOPHOM HAY4HOM, y4deOHOM, OpTraHM3alMOHHO-MEeTO-—
OVYECKOV ¥ KOHCYJIbTaTuBHOM paboTor H.JM.KanpaHoB BemeT OOJBIYIO
OOUWEeCTBEHHYI IeATeJIbHOCTh B KaudecTBe uJjileHa YUeHOTO coBeTa Me-
OVKO-TeHeTudeckoro HayuHoro leHTpa PAMH, pykoBomuTessa pabouen
rpynnel «MyKOBMCLMIO3» CEeK—
UMM «IIyJIEMOHOJIOTUA» YUEeHOTO
CopeTa M3 P®d, ujeHa Hayu-
HOTO KoMmuTeTa M3 PO «Paum-
OHAaJIbHAaA QHTUOMOTUKOTEPA—
OMA», YJleHa pelKoJUIeIMy Me-—
OMLVMHCKOTO XypHalua «llenma-—

TPUA» .
H.U.KanpaHos ABJIAETCHA
ujleHOM EBponemMckoro Hayu-
HOTO KoMmmMTeTa EWCCF, EBpO- C 3emnskamu - 6oporoHckumu Megukamu, 2010 roga
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Ha paue B r. BanabaHoBo c >eHoW
1 BHy4Kkown Jlnsom

3a KOMIJIEKC paboT B 00JacTu MyKO-—
Bucuunmoszsa H.M.KanpaHoB ObLI
npemmelrr MexnyHaponHoro doHza
ca. B coorBercTBUMM C Ykas3oM llpesuneH-
Ta PO gBiAnCca roCymapCTBEHHBIM Hayd-—
HBEIM CcTuneHmgmaTom B 1994-2000 r.r.
uioHsa 2002 roma oTMeueH HumnjoMom Illep-
BOM HALMOHAJIBHOM NpeMmuu «JlydmmM Bpa-
uyaM Poccum - Illpu3BaHME» B HOMMHALUU
«3a COBIaHMe HOBOTO METOIa JIEUeHUSI».
26.06.03 H.M.KanpaHoBy OBUJIO MIPUCBOEHO

OTMEUeH
Copo-

13

nemckoro OBmecTBa IO MYyKO-—
Bucumunosy (ECFS), Erponen-
ckoro PecnupatopHOTo OfBme-
crea (ERS). A B 2010 ronmy
BOBITJIaBUIL OBIWLEePOCCUMCKYIO
OBIMECTBEHHYIO opTraHm3aliuo
«Bcepoccurickas accoumalmsa
0yisg  OOJIBHBEIX MYKOBMCLMIO—
30M» .

[IOUeTHOEe 3BaHUe «3acCiyXeHHBEI OedTellb C BHyuKoi JIn3oi, 2006 roa

Hayku Poccumckonm demepaumm».

llon ero PYKOBOIOCTBOM IIOOT'OTOBJIEHE VM 3allMileHbBL 19 xaHOMIOATCKUX

1 8 HOOKTOPCKMX IOMCCepTauuy.

.B. PaunHckum, Beictynaet B.K. TatoueHko
.N.KanpaHos, V.K. Boskos
a nepegHeMm nnaHe — J1.B. I

Y H.M.KanpaHoBa €eCTb CHH
AnaTosmyi, 1973 r.p. k.0.H.
paboraer TPEeHMHT -MeHeI—
xepoM B (QapMaKoOJIOTMUYECKOM
koMnaHmm «Mepx llapn Ho-
YMH» U IOBe BHyuYKM - Jlusza,
2003 r.p., yuamascsa BTO-
poro KJjacca, M TOJbKO YTO
rnogepmpliagdca Ha cBeT JmaHa,
2012 r.p. N

NNANNNANNNNANAA




MYKOBUCLMNAO3 B POCCUUA (20 net Poccuinckomy LLeHTpY MyKOBMCLIMA03a)
Mo matepuanam X HaumoHanbHoro koHrpecca «<MYKOBUCLIMAO3 Y AETEN U B3POCSIbIX», 1-2 uioHa 2011, Apocnasnb

N

Huxkousaro BaHoBUUY
KanpanoBsy - 70 Jjiet!

C ro6m1eemM ero no3IpaBJasioOT
ajTalickue Bpauym!

3Hakomel ¢ Hukonaem MeaHosudyem
Mol dasHo, HEeCKo/JIbko  pa3
gcmpeyanuce, u ece2da 3mo 6bi0
NpUAMHO, MAak Kak 3mo CKpOMHblU,
HewyMHbIl 4es08eKk C Xopouwumu
MaHepamu, HO He MaHepHbil, 6e3
CMOJIUYHO20  BbICOKOMEPUA U C
NPeKpacHuIM, MOHKUM  4y8Cmeom
romopa.

L'Iygscle AA. CepokaunHos B.H., KanpaHos H.U,
r. baprayn, 1998 roa

3anoMHUI0Cb HECKO/IbKO UHMepecHobIX MOMeHMO8 U3 smux ecmpedu.

B 1998 200y Hukonali MeaHosuy 6bin e bapHayne, u eMy Nnokasaau HeCKO/bKO
demel, OuazHO3 «MyKo8UCYUOO03» y KOMOPbIX 8bi3bI8AJ COMHEHUS, d C MOJIeKY/IPHO-
2eHemuyeckum noodmeepxodeHuem mozda ewé 6bebliu  mpyoHocmu. Tak eom,
npogbeccop KanpaHos cuden e kabuHeme, u kK Hemy no oOHomy 3asoduau Oemel, a
Hukonali MleaHosuu cnezka npuHroxusascsa K 3anaxy eowedwezo. Koeda nayueHm
yxodus, npogpeccop 2080pus: «IMO HAW KAUEHM!» unu ompuyan npu4acmHocme K
Mykosucyudo3sy. Eciu smo He npagda, coanacumecs, 8Cé pasHo Kpacueas ezeHoa!

A 8 ceHmsabpe 2008 200a cocmosaace 60sb6was KoHpepeHyus MyKosucyudoi0208
Hawezo Cubupckoeo pedepasbHO20 OKpyea, a makxe O0okmopos u3 Yomypmuu,
Apocnaens, [faneHezo Bocmoka. belio npusmHo obujeHue co cneyuaaucmamu,
Komopesle HenocpedcmeeHHO U KOHKpemHo 3aHUMaromcs 0uazHocmukol u edeHuem
mako2o mpyoH020 KOHMUH2eHMa 60/1bHbIX. bbliu 04eHb UHMepecHble coobuwjeHUs
6e3 UWHUX C/108, Kak 208opumcs, «b6e3 800bl». Mbl delicmeumesIbHO Y3HAAU MHO20
HOB020, 0bMeHUBASACbL ONbIMOM. He MeHee NpusMHO U MO, 4YMO KOHepeHYus
COCMOSA/IAck 8 YHUKA/IbHOM Mecme, npsAMo Ha bepezy balikana, 8 nocénke JlucmesHka.
Xunu mel 8 knaccHom omene «Mask» u 8 nepepbisax obo3pesasnu kpacomel balikana
co cmMomposol naowjadku. A Ha caedyrowjuli OeHb — 3KCKYpCus Ha mensioxode no
Batikany. 1 xoms HakaHyHe se4epomMm 6bl10 04YeHb XO/I00HO (CHe2 u eemep), ympo
c1edyrouezo OHs 6bIJ1I0 MUXUM U COTHEYHbIM.

Yucmedtiwas eoda, bypyHsl u bpsi3eu, coiHe4dHble 6AUKU 0m 800bl, OMYy/b 20psAYe20
kon4yeHus u 8odka «batikasn» gei3bi8anu Heonucyemelli 80cmope, a k020a NPUYaIUIU 8
muxou byxme, npocmo HecmepnumMo 3axomesoce Uckynameca 8 batikane!

Ho 8edb 17 cenmsabpsa, memnepamypa 800el +6-10 epadycos, 8ce xo0sm odemsie u
cobuparom kamywku Ha bepezy. 1 mym kmo-mo cka3san: «A Hukosnali MleaHosuu yxxe
uckynancal». MeHa smo 3ayenuso, 4Ymo e 3mo £, cUbUPSK C XOpOWUM NOOKOXHO-
KUpOBbIM c/10eM, He cMocy cOesiame 3anaels. M, 6aazodaps H.M. KanpaHosy, s cOenan
dea 3anseiea, ucneimas Hesabeigsaemsili katigh!

Ymo nodmeepxdaro gpomoepacgpueli! Cnacubo npogpeccopy KanpaHosy, 4ymo MHe 8
nocaedHem npunadke mos00ocmu ydasnoce nobeleame u 0axe oKyHymecsa Ha batikane!

Xenaem Hukonaro MeaHosu4y 300po8es, dos2ux iem Xu3HU, MeopYecKux ycnexos
U e20 XenaHus 8cmpedyamescs C HAMU, NPOCMbIMU POCCUlCKUMU 8pavyamu Ha
HeobbAMHbIx npocmopax Haweli PoOuHsb!!

3aBeayonuii My,ibMOHOJIOTHUYECKUM OTAe/IeHueM AJITaliCKOI KpaeBoit
KJINHUYECKOH AeTCKOH 00pbHUIIBI UypcuH AJiekceil AJIeKCaHAPOBUY U
NPUMKHYBIINHA K HeMy oneHT Kadeaps! neguarpuu OIIK u IITIIC ATMY
CepoxsinHoOB Bastepuiit Hukos1aeBuu
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COTPYAHWKN KAMHWKW e4ebHOro nutaHna n pykoBoactso Huxeropoackoro HUW aetckon
ractposHTeponorum (YcneHckas W.[., BTopas cnpasa), HuxHuin Horopoga, 2003 rog

Hoporue HuxoJsavi UBanoBu4, Haraausa IOpbeBHa
¥ BCe WIE€HbI KOMaHAbI POCCUIICKOTO IIeHTPpAa MyKOBHCIIUA03a!

Yoxe MHoz2ue-MHo2aue 2006l Mbl UOeM No XU3HU 8Mecme, y4uMcsl y Bac u coeemyemcsa
¢ Bamu, pasdenas  padocmu, ydayu, eopecmu mak Kak smo desarom /00U,
06veduHeHHble He MOoJIbkO NpogeccuoHabHbIMU UHMepecamu, Ho u bsuskue no
dyxy. A Hauyasoce ece ¢ mol, kazanoce 6bl cyyaliHol, ecmpeyu 8 PAKB e nepuod,
ko20a Bel nposodunu pabomy ¢ CaymeeMnmoHoM. Yxe mo2da nopasunu Kakas-
mo HeobblKHOBeHHAs y8/e4eHHOCMb, 3HMy3uasMm, 00bpoxenamesnsHOCMb 8Ce20
Ko/lekmuea U wjedpocme ¢ komopol Bel denunuce ceoumu 3HaHusamu. Bce amo
coxpaHusioce U 8 nocaedyroujue scmpedu. Ho camoe enasHoe - npuwiia Hadexoa
HA@ Mo, YMO MOXHO nepesioMUmb C/A0XUBWYHCS HA Mom MOMeHmM amassbHyro
cumyayuro ¢ MykKosucyudo30oM U B803MOXHA HacmoAw,as oOelicmeeHHAas NOMOUib
Hawum 60s6HbIM Oemsm. HeoueHuma, ocobeHHo 8 90-200bl, bblia okasbisaemas
2ymaHumapHasa nomowb. OzpomHoe cnacubo Bam ecem. C 61a200apHOCMbHO
gcnomMuHaeMm ecmpeyu ¢ Hukonaem MearHosuuem u Hamanuet FOpoesHot 8 HuxHem
Hoszopode: baecmawjue sekyuu, KOHCybmayuu  C0XHbIX 60/bHbIX. bnazodaps
Hukonato MeaHosu4y cocmosioce Hawe 3HakomMcmeo ¢ XaHom Pelixe/lbCOHOM,
komopeili 08ax0dbl nocewjan Haw uHcmumym. 3mo bblL1u nompsacarouue scmpeyu,
ocmasuswiue Heus2iadumoe sneyamJieHue.

B 200 20-nemus co3daHus Pocculickoeo yeHmpa Mykosucyudo3a xesnaem 8cem
CompyOHUKAM  HAy4YHO-KAUHU4Yeckoeo omdena Mykosucyudoza MIHL PAMH,
omoesieHUs MeduyuHckol eeHemuku Ha 6aze PAKB u noauxkauHuku JAMK6 N213 um.
H.®. ®unamosa 300poses, meopyecmeaa, 0aibHeliwux ycnexos 8 pewleHuu npobiemel
MyKosucyud03a,c4acmes, padocmu, 2apMOHUU 8 XKU3HU.

ZJopozoli Hukonati MeaHosuy, ¢ robuneem! Kak 6bl nagocHo smo He 38y4ao,
HO noscmpeyame Ha cgoeM Nymu U UMemb B03MOXHOCMb 0b6WAmMeca ¢ Makum
yesnosekoM Kak Bel - 6osbwoli nodapok cydebel. [lycme He nokudaem 30oposse Bac
u Bawux 6su3kux, nycme ydaya conymcmayem 80 8cex HaA4YUHAHUSAX, Nycmb Kaxobll
deHb 6ydem 0obpsim OHem. C UCKpeHHUM ysaxkeHuem U /110608bH0.

Ycnenckaa Upuna /ImurpueBHa U KOJLUIEeKTUB Hukeropoackoro neHrpa
MyKOBHUCIIIA03a HA 0asze Huxeropoackoro HUU neTcKoii racTpoO3HTEPOJIOTHH
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Konnektns ueHTpa mykoBucumaosa r.Kasanu, 2003 rog

PecnybaukaHckul yeHmp OudeHOCMUKU, JsedeHUs u peabuaumayuu 60ab6HbIX
Mykosuc-yudo3om co30aH Ha 6aze APKb M3 PT e 1993 200y. Ha npomsxeHuu scex
amux s1lem Mbl NOCMOSHHO COMPYOHUYANU U npodoskaemM CompyOHU4Yame KAk C
Poccutickum yeHmpom Mykosucyudo3a, Kak 8 pamkax obpasoeamenoHelx NPO2pPamm,
Mak u HanpasaAas Ha KOHCYbMAayur, 20CNUManu3ayuro U e4deHue msxeselx mpyoHo
noddarowuxcsa mepanuu nayueHmos, duazHOCMu4Yecku HeNnOHAMHbIX.

A nomHro, mei ¢ unspoli CabuposHol enepssie npuexasau 8 1994 200y Ha cmaxuposky
Ha paboyee mecmo 8 omoeneHue nysaeMoHoso2uu HVW MNeduampuu (HeiHe HL PAMH),
moeda e anepable N03HaKoMuuce ¢ pabomoli Pocculickoeo yeHmpa Mykosucyudo3a,
nocemusu omadeneHue meduyuHckol eeHemuku Ha 6aze P/IKb.

B nocnedHue 2006l 3Ha4UMeIbHO U3MeHU1I0Cb NOHUMAaHuUe npobsieMel MyKosucyudo3a
cpedu MeduyuHckux pabomHukos U op2aHu3amopos 30pasooxpaHeHus. Co3daHa
accoyuayus podumeneli 60/1bHbix demeul, KOmopas coeMecmHo ¢ Poccutickum yeHmpom
Mykosucyudo3a npogooum 60/bWYO  NPOCBEMUMENbCKYH,  NCUX002UYECKYHo,
npasosyto pabomy no pasvAacHeHU npobeMol Mykogucyudo3a U 8aXXKHOCMU y4acmusi
podumeneli 8 npouyecce JjedyeHus, peabusumayuu, adanmayuu K CO8pPeMeHHbIM
yc08usaM Xu3HU 60/16HbIx demed.

Ckayok nocnedHezo Odecsasmusiemuss 8 OKA3aHUU CNeyuaau3uposaHHol nomMowju
60/16HbIM  MYyKOBUCYUOO30M NO3BO/UJM y8eAU4YUMb NPOJOKUMEN6HOCMb  XKU3HU,
a npoepamMma HeoHamasabHO20 CKPUHUH2a 8bI815iMb 00/1bHbIX MyKO8UC{UOO30M
demeli 8 nepsble Mecsaybl Xu3HU. Kak pe3yiemam 3mozo, Koau4ecmso nayueHmos,
COCMOoAWUX HA y4eme, pe3Ko y8eu4uioC, d Makxe y8eaudusioce YUCa0 NAYUEHmMos
cmapuwe 18 nem.

Mo Hawemy yeHmpy: Ha ce2o0HsA 81 nayueHm, 59 uenosek om 0 do 18 nem, u 22
nayueHma cmapuwie 18 nem. Ho ocmaemca ewje MHO20 HepeweHHbIx npobaem, 0o
CUX Nop NOJHOYEHHO He 0p2aHU308aHA C/AyX6a oKkazaHus MeduyuHCKOU nomMouwju
83pOC/IbIM NAYUEHMAam.

Mbi dymaem nod Bawium 4ymkum pyko8oOCmeoM Mbl CMOXeM cnpasumecs U ¢ 3mol
3adayel!

JA.C.IlTarmaxmeTroBa, O.B.Ilarepkuna, r. Kazans
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[ynemoHoso02uveckuti - yeHmp 2.
Tynel, 3aHUMarowjutics npobremamu
MyKosuCyud03a 8 Haulem pe2uoHe ,8
meyeHue nocaedHuUx 19 n1em mecHo
compyoHuyaem ¢ Pocculickum
yeHMpom Mykosucyudo3sa 8o 2s1ase
C ysaxxaemoIM U 0OUMbIM 8CEMU 8
Hawem pezuoHe H.W. KanpaHosbim.
; 3a nocnedHue 12 nem npogedeHol 4
' LSRN - KOHbepeHyuU ¢ yd4acmuem HayYHbIX
Kanunnuna FO.3. (cneBa), 3aps, 2009 roa compydHuUKog yeHmpa.

baazodaps makomy mecHoMy compyOHU4Yecm8sy npakmu4ecku ece 8paqu He moJibko
demckoul cemu, Ho U 83poc/ioll, a makxe pabomHuku MC3K npoHukauce kK npobaemam
nayueHmos, cmpadarouyux Mykosucyudo3om. bnazodaps nocCmMosHHLIM 8cmpeyam,
ydyacmusm 8 pabome KOH2peccos, CUMNO3UyMO8 Mbl NOCMOAHHO HaxoOUMCs 8 Kypce
gcex HoB8bIX geAHUl 8 niaHe duazHoCMuku, nedeHuss daHHoU npobsemsi. boabwoe
cnacubo ecemM compyOHUKAm yeHmpa, pabomHukam omaoeneHuUs MyKosucyudo3a 3a
NOCMOSAHHO 0KA3bl8AeMyH NOMOWb 8 OUA2ZHOCMUKeE, Jle4eHUU nayueHmos, 0by4eHuUro
HOBbIM MemoouKam.

OueHb yeHUM eauly omkpsImocmes, KOMMyHUKabe/6HOCMb, Npocmomy 8 obuwjeHuu,
omcymcmeue 4saH/IuBoOCMU, YMO Mak 8axHO 8 Hawe spemMs. bnazodaps yuyacmuro
Hukonas WeaHosu4ya Mel cmanu 6suxe compyOHu4yams ¢ ¢papmayesmuyeckumu
KOMNAHUAMU, @ 3mo 0ds10 HaWUM NayueHmMam o4eHsb MHOZ0.

Hawe omodeneHue noayduno 6aazodaps pupme XogpgparH-/1a Pow 10 Hebynalizepos
dupmer " MMapu", a makxe Hebynatzep " lMapu - CuHyc", " Makpodakm". Bce 8Ho8b
g3amele HA y4yem 60JbHble Myko8UCUUOO30M obecneyeHbl KOMNPEeCCopHbuIMU
Hebynalizepamu. B HawemM yeHmpe umMeromcsi NoJI0XXumesoHsle MOMeHMebl, 0c06eHHO
8 nocnedHue 10 snem: ysenuyunace npPooo/IKUMENbHOCMb XU3HU NayueHmos,
8 nayueHmos nepesedeHbl 80 83poc/yr0 cems, 0c0beHHO 8 nocnedHue 5 nem. K
coxaneHuro, 8 2009 2 83pocabili nayueHm 8 sospacme 22 nem ymep. OOHa nayueHmka

8 so3pacme 31 20o0a umeem 2-x demed.

Hapsdy ¢ no3umugHeIMU MOMeHMamu UMermcsl U HeaamusHsble, 8 4acmHocmu, 3mo
kacaemcs MedukamMeHmMo3Ho20 obecneyeHus, 8 ocobeHHocmu aHmubuomukamu 048
napeHmepanbHo20 egedeHus. PaHee no sauHuu denapmameHma 30pagooXpaHeHUs
Tyneckol obaacmu eeidensnace docmamoyHas cymma OeHez 0718 obecnedyeHus
npenapamamu, He exodsawumu 8 cnucok [/10; 8 2010 2. nayueHmel 6bliu Aulb
obecneyeHbl medukameHmamu Ha 1 keapman. K coxaneHuro, 8 Tyneckol obaacmu
Hem MeduyuHckol accoyuayuu podumenel, Komopsle Moz21u bbl pewlums 4acme
mpyOHopaspewumelx Npobsiem.

Tem He MeHee Mbl cmapaemcs 0es1ame 8ce Ha COBpeMeHHOM ypOB8He, 3a 3MOo 02POMHOe
cnacubo eceM compyOHUKAM poCCculickozo yeHmpa mykosucyudosa, compyOHUKam
omOdeneHua meduyuHckol 2eHemuku PAKB u ocobeHHo "nuoHepy" daHHoU npobsemel
- ysaxxaemomy Hukonaro VieaHosu4y KanpaHosy.

Kasununa I0ansa 9puxoBHa
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21 Hosbpa 2008 8 2KuwuHés
cocmosnace HayuyHo-lpakmuydeckas
HayuoHaneHas KoHgpepeHyus
¢ MexdyHapoOHeiM  yyacmuem
«Mykosucyudos y demeli».
lMouyémHeili  2ocme  u3z  Poccuu,
Hukonati  WeaHosu4y  KanpaHos,
Pykosodumesns Pocculickozo yeHmpa
Mykosucyudosa, 3acayxeHHslU

C roctamu 13 MongoBbl n Apmenuu, 3aps, 2009 rog,

desmeb Hayku, dokmop
MeOUYUHCKUX Hayk, npogheccop, 8 caoém dokaade ,MYKOBNCLM/AO3 — HayuoHanbHas
npuopumemHas npozpamma e Poccuu” npedcmasus nosoxumesibHele pe3ybmamel
gHeOpeHUs HeoHamaneHo2o ckpuHuHza ¢ 2006, komopeili 8 nociedyrowemM cman
npuopumemHoul HayUOHAA6HOU nNpo2paMmmodl.

lpogpeccop H. KanpaHos koHcynemuposasn demeli ¢ Mykosucyudo3om u3 Mosdosei,
npedsiazas yeHHsle pekoMeHOayuu no gedeHuUro smux 60/1bHbIX.

Yacme nayueHmos 3Harom npogpeccopa KanpaHosa H.U. B nouckax nomouwu
podumenu demeli 60/16HbIX Mykosucyudo3om doe3dxanu 0o Mockesl u obpauwjanuce
¢ su4HoU npocebol k npog. KanpaHosy, komopeili 8 c8or o4epedb HUK020a He
omkaselean 8 npedocmasaeHuu medukameHmos (KpeoH, Mynemo3um) u nposedeHuu
KoHcynemayud.

MHozue podumenu s6/a5H0MCA AKMUBHLIMU NoJb308amensaMu VIHmepHem-calima
www.mucoviscidos.ru, 20e nosy4arom omeemsi om dokmopa Hamanuu Kawupckol Ha
camsle C/10XkHble 80NPOCI.

B nepuod ¢ 15.06.2009 no 10.07.2009 dokmop Typky OkcaHa 6elna Ha cmaxuposke
8 HKO mykosucyudoza MIHL PAMH (2. Mockea). Bce uneHel pabo4yel epynnel
«Mykosucyudo3» 8o 2nase ¢ npog. H.M KanpaHoseiM akmusHo npuHUManu y4acmue
8 noselweHuu keanugpukayuu dokmopa O. Typky 8 MeHedXMeHme nayueHmos ¢
MyKOBUCLYUOO30M.

3a 3mo 8pemMs 0Ha 03HAKOMUJIACb C CUCMeMOoU akmugHO20 OUCNAHCepHO20 HabrooeHUs
demel, 60/16HbIX MyKOBUCYUOO30M; NPOMOKOJIaMU 8e0eHUs U CMaHOapmamu se4eHusi
60/16HbIX OAHHO20 KOHMUH2EHMA, HAYUOHA/IbHOU Npo2pamMmol HeoHamasasHo20
CKpUHUHea  Mykosucyudo3a, Memodukamu nomogozo mecma (Makpodakm,
HaHodakm), IHK aHanu3za Ha psd MaxépHsix Mymayuli 2eHa Mykosucyudosd, a mak
XXe ¢ cospemeHHbIMU Memodamu kKuHeaumepanuu (IPV, The Vest u 0p.)

Mol 2nyboko 6nazo0apHel paboyeli epynne «Mykosucyudos» u3 Poccuu, 8o 2nase ¢
npod. H.U. KanpaHossiM, 8 nomowju demsam 6016Heix Mykogucyudozom u3 Mosndoseil.

C yBa:xenueMm CBetiiana Illyka, Kunmmmuen
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Co3aaresio 0Te4eCTBEHHOM IIKOJIBI
e JTUATHOCTUKH, JIeUeHUA U TPOPUIAKTUKH
B
b MYKOBUCIII03a mpodeccopy, A. M. H.
\ i HuxoJuawo NBanosuuy KanpanoBy

PaunHckmn C.B., XaH PenxenbcoH, TaToueHKO

B.K., 1990r.
i
=  Ax, 6vl, 20001 crabuvle! Ixosa duaeHocmuxu
ji2 E Bpode u redabo Ovi U seuenvs (npocmo au?),
& " Tloxudas Tambobusuny: xona npogpuraxmuru —
8 "Beé, Mopwanck! IMpowait!"  Geewm mpydam umoe!

BbicTynneHune Ha koHrpecce, benek, 2007 rog

Jlexyuu mockobBekue,

36é300uku Kpemaébexue ... ['0e 6bt Hu MpyOuAUCH Bul,
2Koém Bpaua 6 Axymuu B Comanu, 8 Arxupe au,
Yemy-Aadanckuil kpail. Bciody ymBepxoaru Bot
méopueckutl n00xoo0.
Mozodocm cuacmaubas ... Bcex naenstom kauecmBa -
o ueeo x kpacubas JHobpoma, nopsdounocms,
LLkona mykoBucumaosa, Baagumup, 205 rog Keneuka 1i0Gumas! Tomomy u msnemes
_ Cuin, pabomot 603 ... Bc100y k Bam napoo.
e r \'__ ' Bro6v Mock6a depxabuas,
N e y f ['de Hayxa - crabroe, Bawiu docmuskenus —
Ileno sxusru eaabroe — Omo, b6e3 comHerus,
MYK0BuUCY1003. He npedex eopenus -

B noboe npuuea.

B amom nanpabaenuu ITatni Bam, Boe, u dasee
Bawiu yempemaenus Ho6bix cua, depsarus!
npocmo youbumenvHol, Cuacmus 6 xusnu, padocmu,
Buodum daxe boe: HOBbLx cAaBHbix dea!

Baadumup Tanmun

—

iPlil Lllkona mykoBumcumao3a, Hosocmbupck, 2005 rog
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60-netne H.M.KanpaHosa. Beictynaet A.l.

*%%

A 0HU, c106HO KOHU AUXUE, AT,

Bcé daavuue om nac bocoroeoe demcmbo.
Hecéwivca no xusnu, nocmompuuib Ha3ao —
A ocenw ¢ moboto yxke no-cocedcmay.
Hacmana nopa youbaamoca oyue:

Koeoda » muvl npuwiag, wbusreinas Gexa?
Kasazocw, 0bi1 10nbiM Buepa, a yoke

Tax mnozo kpyeob Bokpye cornya npoexan!

A OHu yaremarom cmpemumenvHo 60a1b,
U 20001 Hac kpyokam, kax Bemep CHEXUHKLL.
M Bcé-maxu cepOuyy HUCKOABKO He XKaAlb

Hu 0ns, Hu noadus, nu eeo uemBepmunku!

Beow 8cé, umo npomuasocs, — 6cé 6110 He 3ps,

Tax mHoz0 xopouieeo xusHs nodapuaal

Tax nycmo xe cnewum 3a 3apéio 3aps -
Ewié xaxoa xusnu 6 oyuie He ocmbiaa.

Ewé Bnepedu camuitl sApxuil paccbem,

Ewé Bnepedu Oes npexpacHvix crpemHuua,

MpllaOCWIb, U CcHacmive CMpemMumeibHbulx Aemnt,

W camas enabnan 6 xusnu Bepuiunal

Baadumup Tanmun

YyyanuH, 2001r

13 Mockebl B CayTremnToH yepe3s Jla MaHLy,
1993 rog,

-

13 Mocksbl B CayTremnToH Yepe3s Jla MaHLy,
1993 rog,

Bctpeya Ha aHraniickom 6epery, 1993 rog,

E
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N -2, e
Jopora B BopoHex. X. ®elixenbcoH,
C.ApyTHOHSH, J'I.Pomar_io, 2005 rop,
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CMMpHoéa E.FO, LWWabanosa J1.A., BopoHkoBa
ﬁg?g’ Kawwupckas H.O., Areesa H./. PAKB,
r.

i

BbicTynneHve Ha KoposeBCkOM MeANLMHCKOM
obuiecTee, JlToHAoH, 1996r.

< m‘ i AV &
Myxanbckas [.A, Kokaposuesa C, KasalHykoBa

E.A., Myxanbckmm AJ1., Kawmpckas H.HO,,
KanpaHos H./., 2000r. _

Matosa C., Jlybckas T.B., 2000r.
I|.
i W=
Sy ,
f 4

i

Ha Bpy4eHUn nepBowi HaLlMOHaNLHOM NpemMum
Nydwnm Bpavam Poccum «lpussanune», 2002r.

')()():35 <'>'<‘;=:
OB

iP>1 TnHTep E.K., MBaHoB B.W, KanpaHoe H.W., 2001r.
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10 MapTa 2011 roaa

YBaxkaemomy HukoJsaii UBanosuuy,
PoccuiickoMy IeHTpY MyKOBHCIIH/I03a
nmocBsAlaerca!

Bam ceeoons CEMDbB-IIECAT -
B xusnu Baweri cpox nemanviii!
Bui, kax npexde, HapacxBam, -
Yeao6ex 6o Beem bviBarviii!

C neduampa 8 Y cmuv-Asdarcke
Bot nowiau nymem mepHuCHbIM,
VeneBams npuwisocs Besde,

Umobs: cmams cneyuaiucmom!

Ha fIxymcxoti na 3emae,
W1 6 HUW Tleduampuu
CosdabBaru Bui cebe

Vx, kaxue nepcnexmubuot!

IIponecau no xusnu Beeil
Leav u cmuvica cBoeit pabomsol,
Llenmp myxoBucyudosa - Baws umoe

CrBo3v mpeBoeu 1 30001m1bL.

Ymo mam 20001, He beda!
Bui maxoti ke, kax u npexoe —
Obxo0umenvtwiil Bceeoa,

W Beensirouyuti HadexOwt!

I[1o30pabasem Bac ceiiuac
C Bawium carabroim woduseem!
Bui Bceeda npumep 015 nac,

W oywon nycmo He cmapeem!

Ceeo0ns 6 Bawiem yenmpe mopecmbo:
Bom 20 aem, u 3mo Auws Hauaio!..
On cman 044 Becex demuuiex, mamepei, omyo08

I1poBeperHbim HAOCIKHBIM UX NPUHALOM.
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W suatom a100u - 31mo Hecnpocma,

Umo omauuaem kosrexmuB awr caaBHviil?
Cmapanve, macmepcmbo natoc dobpoma,
T'omoBrocmys Bonaouyams A100bie NAAHBL.

Hy, 63amb xomw 0bt Baww HadexHwvitl muia:
Hamaaus, Buxkmopus, Tameana, Anna!
UsBecmmo um: xax MHo20 HAOO CuA

15 noayuenssa nosumubHvix 0aHHbLX!

I1o Bcett Poccuu cnopsmcs deaa,
W yernmpuor omxpvibamscs npodosxarom.
Bam nomouyb Hado? — mawnemcs pyxa,

Mock8a, u Ilumep, u Camapa nomoearom!

Vo 10 2em, kax naw xorepecc
Bpaueir poccuiickux cobupaem...
HaBanime sxe opy3vs 6om 30ect

Hpye dpyey mBopueckux ycnexol noxeraem!

ITycmob 6ydem uckopka 6 cyovbe,
[Tycmw cepoye moa00eem 200 om eoda,
ITycmy 6oe nomosxem Ham 8 mpyde
Cayoxenwio c6oemy Hapooy!

Vomu 6neped, He Bedas npeepao,

B cBoto pabomy Bxaadvibas oyuLy.

ITycmo epsanem wbuseiinoe YPA!

Moui Bepum.... 3naem: yenmp Haw - camolil Ayuuiui!

Oxcana Iamepxuna om Pecnybaukarckozo
yenmpa myxobucyudosa PT, 2.Kaszany

banctnHoBsa 3.A., Lenkosa A.H., Kawwnpckas
H.HO., Amctepgaam, 2001r.
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HaumoHanbHbIM KoHrpecc no MyKoBMCLMAO3Y,
BopoHex, 2005
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lfembuukas T.E., xoH Joax,
r. BaneHcuns, 2010 roa

: T

MatepkmHa O.B., Larnaxmetosa A.C.,

Boskos W.K., r.KaszaHb, 2003 rog,
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