Hapsany ¢ stum Obuta 0OHapyX)eHa yMepeHHas OTpHUlaTeIbHas
B3aumocBs3b JIIIN JIA] ¢ acummerpueit nokazarenst A (r=-0,31) u F
(r=-0,35).

Bwvi600wi.

l.YcranoBneno Bmussnue CAJ[ Ha cocTosiHME  TOHYcCa
nepudepruyecKkux U MO3TOBBIX COCY/IOB.

2.006HapyxeHo BnusHue JJAJ[ Ha BBIPAXKEHHOCTh ACUMMETPHUU

1epeopaaIbHON FreMOJUMHAMUKH.
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MYKOBHUCIIN103: COBPEMEHHBIE ACIIEKTbDI
AUATHOCTHUKHA
Jlawrxosckas T.A., uw A. 1.
YO «I'pomHEeHCKMI TOCYIapCTBEHHBIA MEAUIIMHCKAN YHUBEPCUTET

MyxkoBucungo3 (MB) oIHO W3 caMbIX 4YacTbhIX CHCTEMHBIX
HACJICICTBCHHBIX 3a00jieBaHWUN Ccpeau Jmm Oemoi  pacel, 0e3
COOTBETCTBYIOIIEH TEpanuu MPUBOMSIIEE K PAHHEMY JIETAILHOMY
ucxony [2]. MB — 3abosneBaHue C ayTOCOMHO-PEIIECCUBHBIM THIIOM
HacjaeAoBaHUsA,  OOYCJIOBJICHHOE  MOHOTCHHOM — MyTalnuedl
XapaKkTePU3YIOIIEECs MOPaXEHUEM AK30KPUHHBIX Kenes
YKU3HECHHOBAXXHBIX OPraHOB U cucteMm [1, 2, 3].

Yacrora MB 3HauuTeNnbHO BAPBUPYET B 3aBUCUMOCTH OT

STHUYECKOW MPHUHAJICKHOCTU W/WiIM reorpaguyeckod 30HBI U
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kojeonerca ot 1:600 (bperanb, ®pannus) no 1:400000 (ctpans
IOro-Boctounoit Aszum). Bo BceM Mupe B TOCIEIHHUE TOJbI
OTMEYaeTCsl POCT yucia 00abpHBIX MB mopoCcTKOBOroO, FOHOIIECKOTO
BO3pacTa W B3POCHBIX, UYTO CBHUJETEILCTBYET O IMOCTEIEHHOM €ro
TpaHchopMaluu U3, 0€3yCcIOBHO - (PaTaIbHOTO 3a00JIEBaHUA JIE€TCKOTO
BO3PAacTa B XPOHUUYECKYIO MATOJIOTHIO B3POCIBIX [2].

I'en CFTR (cystic fibrosis transmembrane conductance regulator
— MYKOBUCHMJAO3HBIA TPAHCMEMOPAHHBIN PEryJIATOP MPOBOJUMOCTH ),
pacrojyiokeH Ha JJIMHHOM IUIede XpoMocoMbl 7 B oOsactu (31,
OTHOCHUTCA K cynepceMencTsy ATd-CBA3bIBAIOINX NPOTEHHOB U
ABJSICTCST  TpaHCMEMOpaHHbIM ~ OenkoM. OH  HaxoAWTCS . Ha
MOBEPXHOCTH OOJIBIIMHCTBA SMUTEINATBHBIX KJIETOK, (QYHKIHOHUPYET
kak TAM®-3aBuCHMBIA XJIOPHBIM KaHAJI, a TAKXKE YYaCTBYET B
peryisiiuy JIpyrux WOHHBIX KaHanoB [3]. Ha cerommsituHuili J1eHb
BbIsIBIIEHO Oosiee 1300 myTrauumii TeHa, OTBETCTBEHHBIX 3a PAa3BUTHE
cumnromoB MB. B benapycu u Poccun nandosiee 4acto BcTpevaroTcs
cnenytomue wmytaruu MB: F508del (52%),» CFTRdele2,3(21kb)
(6,3%), N1303K (2,4%) [2].

MyKOBUCITI03 MPOTEKAET C COYETAHHBIM HapyIIeHUEeM (yHKIIUN
OpraHOB JIbIXaHWSI W THIICBAPUTEILHOH CHCTEMBI, TernaToOUInapHOn
CHUCTEMBI U YPOT€HUTAIBHOTO TpakTa [ 1, 2].

Llenvio  uccnedosawnuiss . ABUICS  aHAIM3  OCOOCHHOCTEH
KJIMHAYECKOW KapTUHBI B AuarHoctuku MB y nerent 3a mocnennue 8
aet, Haxosmmxes B ¥3 «["OJIKb 3a nepuosa ¢ 2004 o 2012 rog.

B xnmHuke OpUI0. mposieueHo 24 pederka B Bo3pacte oT 0 10 16
JeT: Manb4uKoB=16.(64,0%), neBouek — 8 (36,0%).

bepemennocts y 20 (83,4%) matepeii mpoTekaia Ha (oHe
natojorud. Ot OJHOILIOAHON OepemeHHOCTH poamiochk 22 (91,7%)
pebenka;aBoe (8,3%) mereld OoT MHOTOILIOAHOW OepeMeHHOCTH. 16
(69,6%)" nmerett  pomwmch  goHomeHHBIMH, 7 (30,4%)
HeloHoLIeHHbIMU. [IyTeM omepanuu kecapeBa cedeHus poauioch 15
(65,2%) nerelt, ponopa3pellieHre Yepe3 eCTECTBEHHBIE POJIOBBIC MYTH
obL10 TIpOoBeieHO B 8 (34,8%) ciaydasx.

Y 20 (83,4%) mnanmeHTOB JMAarHO3 MYKOBHCIHA03a OBLI
BBICTABJIEH B Bo3pacTte 10 | roaa, W3 KOTOPBIX Yy ABYX JHArHo3
YCTAHOBJICH BHYTPHYTPOOHO. B momKkonmsHOM BO3pacTe 3a00JICBaHHE
nuarHoctupoBaHo y 4 (16,6%) nerei.

OCHOBHBIMHM  KIIMHUYECKUMU NpoABJICHUAMH, C KOTOPbIMH
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poauTenu oOpamaiuch B CTallMOHApP, SBJISUIMCh:  COYETAHUE
HEJIOCTAaTOYHOM NpuOABKM MacChl Tela W JAUCHENTHYECKHUX
pacctpoiictB 'y 17 (70,8%) nerell; KOKIIOMIETIOJOOHBIN Kalleb,
COYETAIONIUICA C N1e(PUIIMTOM MACChI T€Ja U HAPYIICHUSIMU CTyJIa — Y
7 (30,4%) nereit. Ha momeHT moctyrieHus B kauHuky 17 (70,8%)
nainueHToB umenu aehunut Maccel tena [I-111 crenenu.

[Ipu xomposoruueckom uccienoBanun y 20 (83,4%) nerei
OTMEYAJIOCh HaJIMYME HEUTPAIbHOIO >XHpa OT ++ 10 ++++, dro
CBUECTEIHCTBYET 00 AK30KPUHHOU HEJIOCTaTOYHOCTH
IIOJIKENYJOYHOM JKETE3bI.

B HacTtosiiiee Bpemsi «30JI0TBIM CTaHJAAPTOM» B JUArHOCTHKE
MB sBnsercsi onpeneraeHue KOHIIGHTpPAalMM XJOPHUJIOB B TMOTE
onoxumuyeckum Metoaom. [1oToBblii TecT ObT BhINOJHEH 17 (70,8%)
netsM. [loBplieHne XjaopuioB mota > 60" MMOJB/AT BBISIBJICHO Y 16
(94,1%) nmanueHToB, Npu4eM y 7 AeTel XJIOPHUAbI MOTa MPEBbIIIATN
100 Mmonp/n. Y opHoro peOeHKa~ B IEpPHUOJ HOBOPOXKICHHOCTH
JAarHo3 MB ObLI BBICTaBJIEH IIyTEM OIIpELICIICHUA
MMMYHOPEAKTUBHOI'O TPUIICUHA.

Oxorpaduueckue TPHU3HAKH . U3MEHEHMS TenaToOMIMapHOU
cucTeMbl ObLIH BhIsIBIICHBI Y 9(47,4%) neteii ¢ MB.

Hawnbonee wacTo y Jgerel MMarHOCTUpPOBaHA CMeEINIaHHas Gopma
3aboneBanus 14 (58,3%), .kumeunas — y 8 (33,3%) marueHToB,
IPEeUMYIIECTBEHHO + OpoHxoierounas ¢opma — 2 (8,4%). VY
OOJBITMHCTBA JI€TEH . OTMEYAJIaCh CPEIHAS CTENEeHb TSHKECTH
3abomeBanus 15 (62,5%); Beicokas akTuBHOCT MB nmmarnoctupoBaHa
vy 9 (37,5%):

VY _ ‘o0OcilemoBaHHBIX  JETEM  JIUTEIBHOCTh  3a00JICBaHMUS
coctapmna: 10 1 roga — 11 (45,8%) manmenTtos, 1-4 roga — 7 (29,2%),
oomree 5 et — 6 (25,0%) MaKEHTOB.

Y  Bpaua-reHeTUKa  MPOKOHCYJbTHPOBAaHbl  BCE  JETH.
MomnexynsipHo-reHeTnyeckass nuarnoctuka MB Obuta nmpoBenena y 7
(29,2%). ¥V Bcex manmeHTOB BBIsBIICHA HanOoJee 9acToO BCTpeuaemast
B Haie nomynsiuu mytaiusa — F508 del.

TakuM 00pa3oM, COBpEeMEHHBIE METOIbI JUArHOCTUKH MB maroT
BO3MO>XHOCTb MTOCTaBUTh AuarHo3 83,4% mnainreHToOB Ha NMEPBOM TOAY
KU3HU, YTO MO3BOJISIET HAYaTh KOMILIEKCHOE JICYEHUE COBPEMEHHBIMHU
aHTUOAKTepUaIbHBIMU, (DEPMEHTHBIMU U JIPYTUMH IpernapatamMu Ha

Ha4daJIbHbIX CTaAuAX 00JIe3HH.
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MOJEJUPOBAHUE XPOHUYECKON HHTOKCUKAIIUH ¥
BECHHOPOAHbBIX BEJIBIX KPbIC J1J1Ad CO3AAHUSA
QKCHEPUMEHTAJIBHOI'O IMPPO3A
Jlebeoesa E.U., I pywun B.H., Axumenxo JILJI, Jlax.A.JI., Maoeney O./].
YO «BureOckuii rocy1apCTBEHHbIN MEIUITUHCKUI YHUBEPCUTET

Axmyanonocms. B KOMIUIEKCHOH . pa3zpaboTke  mpoOiem
ATUOJIOTUM, TaTOreHe3a, naToMopOJIOruy, KIWMHUKA W Teparnuu
Oone3Hel TEYEHW y UeJIOBEKa M3BECTHOE MECTO  3aHHUMAET
AKCIEPUMEHTANIbHAS MATOoJOrusl TedeHWu. B Hacrosiee Bpemsi Kak
OMOICUIHBIA ~ MaTepuajd [EUYCHM YEJIOBEKa, TakKk M  IE€YCHb
AKCHEPUMEHTAIILHBIX ~ KUBOTHBIX. HOJBEPralOTCsS  KOMIUIEKCHOMY
MOP(}OIOTHYECKOMY U OMOXUMHUYECKOMY MCCIICOBAHMSIM.

NHTokcuKanys XKMBOTHBIX B AKCIEPUMEHTE SIBIISIETCS HamOoJiee
ahdeKTUBHOW MOJIEABI0 » KaK Ui OOHApYy)KCHHsI XapaKTEPHBIX
MOP(}OTOTHYECKHX, OMOXUMUYCCKUX HAPYIICHUM, BO3HUKAIOIINX MPU
BO3J/ICICTBUA TOKCHMYECKOTO areHra, TaKk W JUIsl TOHWCKa HOBBIX
JICKapPCTBEHHBIX CPEICTB, o0Jagaronux rernaToTPOIHBIMU
CBOMCTBaMH [2].

VY JKUBOTHBIX Hanbosiee OJM3KHE K YeIOBEKY MOP(OIOTHYECKHUE
V3MCHEHMS| TapEHXMMbl TEUYEHH BO3HUKAIOT TMOCJIE BBEACHHUS B
opranu3M uetbipexxiiopuctoro yriepoja (CCLy) [1].

Ilenvio  HaCTOSIIIIETO  WCCAENOBAaHWS  SBWIACH  OTpabOTKa
AKCHEPUMEHTAIbHOM  MOJENM  XPOHWYECKOM  HMHTOKCHKAllMM  Ha
OecriopofHbIX ~ O€lbIX  KpbICax, IO3BOJISIONIAS  CMOJIEIUPOBAThH
MATOJIOTUYECKUE U3MEHEHHUS B OPraHax U CUCTEMaX OpraHu3ma.

JI1s BBIMOIHEHUS TOCTABICHHON IIEIM HCCIICIOBAHUN OBLIH
MOCTaBJICHBI CIICTYIOIINE 3a0aylL.

1. Pa3paboTtaTh cxeMy 3KCIIEPUMEHTa, CO37aTh IPYIIIIbI YKUBOTHBIX
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