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benopycckuii rocy1apCTBEHHbBIN MEIULIMHCKUNA YHHBEPCUTET

MyxkoBuctugo3 (MB) — ogHo U3 HanboIee YaeThiX. MOHOTE€HHO HACIEAyEeMBIX
CUCTEMHBIX 3a0oneBaHuil aun O6enoil pacel. [IpuguHor™MB sBisiercs myrtarus
r€Ha, KOHTPOJHUPYIOUIETO0 CEKPETOPHBIE MPOLEECHl By OPraHU3ME M HA3BAHHOIO
MYKOBHCIIMJIO3HBI TpaHcMeMOpaHHbIN peryisitopyapoBogumoctu (MBTP). B
pe3yibpTaTe TeHHOro Je(eKTa CEeKpeThbl SK30KPUHHBIX JKelie3 CryIIatoTCs, 4TO
MPUBOJUT K PA3BUTHIO MYJIbTUCUCTEMHOTQ 3a6@ICBaHUS C TOPAXKEHUEM OPraHOB
JIbIXaHUsI, TUIEBAPEHMUS, B IEPBYIO OUEPCHAB, MOMKEITYJOUHOM JKeJIe3bl U MEeUCHH,
PENPOAYKTUBHOM cucTeMbl. MB XapakTEepU3yeECs TSKEJIbIM MPOTrPECCUPYIOIINM
TEUEHUEM, CEPHhE3HBIM MTPOTHO3, HEBBICOKOU MPOJOKUTEIBHOCTHIO KU3HU [1, 2,
3]. Orta mnaronmorusi npuOOpeTa€T B MOCIEAHUE TOJbl BAXHYIO MEIUKO—
COIMAIbHYIO0 3HAYMMOCTh B HallCil CEpaHe, YTO CBSI3aHO C paHHEH MHBAIUAU3A-
[MeW, HU3KOW MPOAOTIKUTEILHOCTLIO >KU3HHU, HEOOXOJIUMOCTBHIO MOCTOSIHHOTO
MPOBEJCHUS JICUEOHBIX U PCAQUANTAIIMOHHBIX MEPONPUSITUHN, MOJUMEINKAMEH-
TO3HBIM JICYEHUEM, BHICQKOW CTOMMOCTBIO U3HEHHO BaXHBIX JEKAPCTBEHHBIX
MpenapaToB, aKTUBHBIM JUCTaHEEPHBIM HAOIOICHHEM, TIPOOJIEMaMU BBISIBICHUS
Y TUarHOCTUKH, 00513aTCIBHOCTHI0 00yJaroux nporpamm [2, 3].

Pacnpoctpanennoers MB cpenn mpencraBureneil eBpONEHCKONM pachl CO-
craBisier oT 1: 6007 me 17712000 HoBOpOXAEHHBIX, cocTaBisst B PecniyOnuke be-
napych — 1: 8000y (o manubiM reneruudeckoit naboparopuu AH PB). Hocutenu
reaa MB, no gamasivmyBO3, coctaBiasroT ot 2% no 5% nacenenunsa niaanetsl; B Pb
HOCHUTEJIEM I'e€Ha 3a00J1eBaHus IBISIeTCSI KaXKabld 50-i1 skutesab. Yucio mamueHToB
¢ MB g'CIHA TtipeBbimaet 30000, B cTpanax 3amaanoit EBponsl — 6onee 35000, B
TOM 4Uele B3pocibix — 6osnee 50%. B Pb na yuere cocrout okono 150 manuen-
T0B ¢ MB, M3, x0TOpBIX B3pOCcibie cocTaBisatoT 6onee 30%. Hamu opueHTrpoBou-
HbIE pacyeThl MOKA3hIBAIOT, UTO O0Iee KOJUYECTBO malueHToB B bemapycu mo-
xeT npespimath 2000 yenoBexk.

Bonee copoka siet Ha3an noaasisioilee OOJbIIMHCTBO NanuenToB MB He ne-
pexuBano Bo3pact 12 ner, B 1990 rony npoaoKUTENBHOCTD KU3HU BO3POCTA 10
28 nert, B 2000 rony — no 32 ner, B 2012 rony — 42-45 ner [1]. Cpennuii Bo3pact
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nanueHToB ¢ MB B namieit pecniyonuke B 2010 rogy pasusiics 22 rogam, B 2012
rony cocraBui — 23,7 rona. [lo nporao3zam y4yeHsIx, nanuesty ¢ MB, poausiie-
mycs B 2000 romy, MokHO rapanTupoBath 50 JeT ®U3HHU, OJlaroapsi 3HaYUTEIb-
HBIM JIOCTH)KEHUSIM KaK B 00JIACTH MpeHaTalbHOW JUArHOCTUKH, TaK U TEPAIHH,
BKJIIOYAsl TEHHYIO HHKEeHepHIo [ 1, 2, 4].

B pa3BuTHIX CTpaHax B MOCIEIHHUE TOAbl OTMEYAETCS POCT YKCIIA MALIHEHTOB C
MB noapoCTKOBOr0, FOHOIIECKOTO BO3pPacTa U B3POCIbIX, UTO CBUACTEHBEBBYET O
nepexojie ero u3 uucia ¢gaTaibHbIX 3a00J€BaHUN AETCKOTO BO3pAaCcTa'B, XpOHUYE-
CKyI0 martosioruto B3pociblx. B Pb uncino manmentoB ¢ MB ctapmeyl3Wmer co-
craBisieT 33%.

I'eneruka. 'en MBTP Ob11 uapentuduimposan B 19894rony nytem reseru-
YECKOr0 aHAJIN3a W MO3UIIMOHHOTO KJIOHUpOBaHuA. ['eH pacriomaraercs Ha JJIMH-
HOM IUIe4e XpOMOcoMbl 7 B oOnactu 31, umeer MpETSHKEHHOEEH OKoio 250
T.ILH. 1 BKiIodaeT 27 3k30HO0B. MBTP orHocutTcs Kycymnepcemeictsy ATO-
CBSI3BIBAIONINX NMPOTEHMHOB M SIBISIETCS TpaHCMEMOpaHHBIMROEMKOM, pacrojara-
IOIMMCS Ha TOBEPXHOCTH AIUTETUANBHBIX KJIETOK M (DYHKIIMOHUPYIOIIUM Kak II-
AM®-3aBrucuMbIil XJIOpHBIN KaHail. MBTP yuaefBy€Maakke B peryasiliuu Apy-
IrMX MOHHBIX KaHAJIOB M MeMOpaHHOM TpaHcnopTe,[S, 7, 8]. Ha ceronnsmnuii
NeHb BeIsiBJIEHO Oosiee 1800 MyTanuii reHa, OTBETETBCHHBIX 32 PA3BUTHE CUMIITO-
MOB 3a00JIeBaHMsI, U3 KOTOPBIX OOJIBIIMHCTBOROONBIIMHCTBA SBIISIOTCS PEIKUMH.
Haubonee pacrpocTpaHeHHON MyTaluel siBsieTes\1eNIels TpeX HYKJICOTHIO0B B
10 sk30He, mpUBOASILIAs K MOTEpEe OCTaTKa (peHmanannna B 508 mojgoxxeHuu Mo-
nekynbl Oenka (F508del). OtHocuTenbHas M0IS STON MyTallMd COCTABIIAET OKOJIO
66% Bcex MB xpomocom 00ciie1oBaHHBIX B, MUPE, 0KOJI0 45% BCeX MalUEHTOB C
MB sBnsitoTcst romo3urotamu o myramuu F508del [1, 7, 8].

Mytanuu rena MB MOKHO HOApa3aeIuTh Ha MIECTh OOIIUX KJIACCOB B 3aBU-
CUMOCTH OT THUIIa U3BECTHOTO Wi MTPEANONIAracMoro MOJIEKYISIPHOTO HapyIIEHUS
(Tabnuma 1).

Tabmuma 1 #Kaaccsimyranuii B reae MBTP [5, 7, 8, 9]

Kiacc [ Kirace I1 Kitace 111 Kitace IV Kiace V
Hapymenne Hapyienne Hapyme- CHuxenue CHuxeHue ypoBHS
CUHTE3a MPOTICCCHHTA HUE MIPOBOIMMO- HOPMaJIBHBIX MOJIE-
MPOTENHA WA TPAHCIIOPTA | PETYIALNA CTH kyn O6enka min PHK
G542X F508del G551D R334W 3849+10kbC*T
W1282X N1303K G1244E R347pP A455E
R553X 1507del S1255P R117H IVS8(ST)
621+1E=T S5491 1811+1,6kbA*G
2143delT S549R
1677dekLA
CFTRdele2,3

Bnusinue cnendpuueckoit MBTP mytanuu Ha TskecTh 3a0071€BaHUs 3aBUCUT
OT pPa3NIUYHBIX (PAKTOPOB TAKUX, KaK TUI MYyTallMd, BO3JIEUCTBUS MyTallUd Ha
CTPYKTYPY U (DYHKIIMIO, TIOJOXKEHUS MyTallMi BHYTpH reHa. Hanuuue npyrux re-
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HCTHYCCKUX BAPHUAHTOB BHYTPH OIHOTO M TOT'O KC aJUICIIAA MOXCT 3HAYUTCIIBHO

BIUATH HA (DEHOTUIIMYECKOE MposiBlieHHe 3a0oeBanus (Tabauua 2).

Ta6muma 2 — Knaccugukanust myrauuii MBTP no TsizkecTH KIMHHYECKHUX NPOSABJIEeHNH [5]

«Tsoxenpien «Msrkue «Bappupyrommue»
DF508 R117H G85E
G542X 3849+1 OkbC*T R334W
G551D R 347pP 5T
R553X T3381
W128 2X G551S
N1303K
1677delTA
621+1G-T
1717-1G-A
CFTR dele 2,3

Paznuuusi MexaHW3MOB HapyuieHUsT MOJIEKYyJspHOU “QyHKHur MBTP 00y-
CJIABJIUBAET MIUPOKUMA CHIEKTP (PEHOTUITHYECKUX MPOSBICHUN W KIIMHUYECKUN 110-
mumopdu3M 3aboneBaHus. YUUTHIBAsS TUI MYTALMVRMOKHO pa3padaThiBaTh HO-
BelllIMEe TEpaneBTUUECKUE TEXHOJOTUM NIl BO3JCUCTBMSI,HA MACHTU(PUIIMPOBAH-
HbI€ MPOTEUHBI WU MYTH UX OOMEHA.

Kannnueckasi kapruna. M3mMeHeHus: co CTOPOHBI OpPOHXOJETOYHON cHCTe-
MBI Yallle TOSBISIOTCS B IEPBbIE HEACIH WM MRCALbI KU3HU peOeHKa B BUJE T'H-
nepTpoduu CIU3UCTHIX JKEJIe3 U TUNEePIUIdBUNQOKATOBUIHBIX KIETOK. B pe3yinb-
TaT MOSIBISETCA 00Typanusi nepudepuyceKkux AbIXaTebHBIX MyTEeH BCIEICTBHUE
HapyUIEHUsI MEXaHM3Ma CaMOOYMILCHM "OPOHXOB, a 3TO, B CBOIO OYe€pe/ib, CIO-
cOOCTBYET pPOCTY MATOreHHOW (JIOpBL U PA3BUTHIO BOCHAJIIEHHUS — OpPOHXMTOB,
OpOHXHOAUTOB, MHEBMOHUH. CHU#KaeTCH 3(HPEKTUBHOCTh JTOKAIBHBIX MEXaHU3-
MOB NMPOTUBOMHUKPOOHOM 3amIUThl, 4T, MPUBOAUT K MPOHUKHOBEHUIO B HUXKHUE
OTJeJIbl PECIUPATOPHOIO TPAKTA OOIBIIOT0 KOJUYECTBA PA3IMYHBIX MATOTEHHBIX
MHUKpPOOOB: CTPENTOKOKKH, CTAQIIOKOKKH, TeMO(HIbHAsE U CUHETHOWHAs Manoy-
ka u ap. C BO3pacToM BBIPAKECHHOCTh BOCIAJIICHHS PACTET, & B OTBET HA HETO
OpOHXM YTOJIIAIOTCS, U3MEHSSE T€OMETPHUIO, YBEIMYUBAETCA YMCIO IJIaJIKOMbI-
HIEYHBIX KJIETOK, NpUdEM™Iof mpoiiecc 06osee BbIpakeH B NnepudepudecKkux oT-
nenax. TomuHa cTeHEK OpOHXOB Ha mepudepuun y 6oabpHbIX MB 6osiee ueM B 3
pa3a OoJbliie, YeM ¥y KYPUIBLUIMKOB M JIIOAEH, CTpaJaroluX Txenoill (opmoit
OpoHXHaNIbHON aCTMbI. I3MEHEHHSI CO CTOPOHBI PECIIMPATOPHOro TpakTa npu MB
XapakTepuzyeresh, THPPY3HOCTHIO MOPAKECHUS, HAIUYUEM NEePUOPOHXUATBHBIX
(buOPO3HBIX U3MCHEHUHN, BBIPAXKEHHBIM OTEKOM M Tpy0Ooil AedopManueit ciau3u-
CTBIX QOOJIOUMEK ™HA BCEM NPOTSHKEHUHU ABIXaTEIBHOIO TPAKTa, HEPEAKO C T'YCThIM
coaepKuMbIM 3ereHoro useta, remopparusimu. [Ipu nposenenun KT OI'K ¢ BO3-
pacToM BBISIBASIOTCA TaKW€ CTPYKTYpPHbIE HapyIlIEHHUs, KaK YTOJIIEHUE CTEHOK
OpOHXOB, KUCThI, OPOHXOAIKTAa3bl, aTEJICKTa3bl, dMpuszema [2, 3].

XpoHHUYecKas pecrupaTopHas UHPEKIUsS 0ObIYHO Pa3BUBAETCS PAHO U UTPAET
OTIPEEISIONIYIO POJIb B 3a0071€Ba€MOCTH M CMEPTHOCTH, SIBIISAACH MPUUUHON Jie-
TajgbHOro ucxoaa 6osee yeM B 90% ciayuyaeB. MUKpOOHBIN neif3ax OpoOHXHATBbHO-
ro cekpera npu MB Ha panHux 3Tanax 3a00JieBaHMs IPEIOCTABIEH CTaPUIOKOK-
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koM (61%), remodunsHOl manoukor (46%).bakrepuanbHoe 3aceyieHre OPOHXHU-
aJBHOTO JIepeBa CMHETHOMHOW Maj0uKOM MPOMCXOIUT OOBIYHO B BO3pACTE CTap-
me 3-x net (77%). CrnycTs HECKOJbKO JIET OCYIIECTBISETCS KOHBEPCHS ATOTO
MUKpOOa B MyKOUJIHBIE TITaMMBI [3, 4]. DTOMy CrIOCOOCTBYIOT ciieayrolue ¢ak-
TOpBI: MPUMEHEHHE HU3KUX J103 aHTUOMOTHUKOB TPH JICUEHUH, HeaJleKBatHOe (He-
paloHalibHOE) MUTAaHUE, eTuApaTalnus, 1eUIUT COoJei, MUKPOIJIeMEHTOB, BU-
TaMUHOB. B 0OApOCTKOBOM BO3pacTe U y B3pOCIbIX MALMEHTOB BO3pPacTaed poJib
TaKMX MHUKpOOOB, Kak Burkholderia cepacia, Acinetobacter, Ae¢hkomobacter
xylosoxidans, XapakTepu3yIOIIHUECs TMOJUPE3UCTEHTHOCTHIO Ky AHTHONOTMKAM,
E.coli, Klebsiella pneumonia, Stenotrophomonas maltophilia pnemyOcpKyne3HbIe
MukoOaktepuu. [losiBIeHue MyKOMIHOTO IITaMMa CUHETHOMHOW MaOMKH, a Tak
K€ BBIIIEHA3BAHHBIX MHUKPOOPTaHU3MOB, KaK IpPaBUIIO, , CONPOBOXKAACTCS MPO-
IPECCUPYIONIMM CHUKEHUEM MoKa3aTene GyHkuuu BHENIHELO bixanus (DOBJI)
U yxyameHuem obmiero coctrosinug. Co3zgaercs, Tak Ha3blBacMblid, MOPOYHBIN
kpyr MB: undekunn, BocnaseHue, NOBPEKIECHUE TKaHEH WICFKUX M, KakK CJel-
CTBUE, MIPOTpPECCUPYIOLEe CHIKEHNE (PYHKIMOHAMbHBIX BOZMOXKHOCTEH JAbIXaHUS
[2, 3].

C pocTom cpeaHeil MpoIOJKUTENbHOCTH KU3HE, TauneHToB ¢ MB nosiBnsier-
Csl BOBMOXHOCTh coueTtanus MB ¢ TyOepkyne30Ms TPYIHOCTH AMArHOCTUKU Jie-
TOYHOTO TyOepKyJie3a, yXyAllleHue, IPU 3TOMy,OCHOBHOTO 3a00JeBaHus TpeOyIoT
Cepbe3HOro BHMMaHUS. Bce manueHThl, QeEOCHHO MOIPOCTKH, AOKHBI OBITh
BKJIIOUYEHBI B TPYIIY pUcKa 1o 3a0oJieBadmio Tyoepkyne3oMm. Heobxonumo nepe-
CMOTPETH U MOJAXO]T K JICYCHUIO TAKUX JALMCHTOB.

VY nmauueHTtoB ¢ TskeNbiM TeueHnéM MB ¢ Be3pacToM BBISABIISIETCS TOBBIIICH-
Has CEHCUOWIM3aIusl OpraHu3Ma & rpudam Aspergilus fumigatus, 4TO MOXET
MPUBOJIUTH K PAa3BUTUIO AJUIEPTHECEKOro OpOHXOMYIBMOHAIBHOTO aclepruiiie3a
(ABITA). Puck pa3BuTusl JaHHOM MaTOMOTUM YBEITUYMBAETCS C BO3PACTOM. Y UH-
ThIBasi BBICOKMI PUCK HEOJIALONPISIEHBIX MCXOJ0B OPOHXOJIETOYHOTO acleprui-
ne3a npu MB (bopMupoBaHUSNIPOKCUMATBHBIX OPOHX03KTa30B, CTEPOU]I3aBU-
cuMoil OpoHxHanbHON ACTMBE, Auddy3HOoro mHEBMOPUOPO3a), HEOOXOIUMBI
cBoeBpeMeHHas nuarHoetuka ABITA u pannee Hauano nedyenus [3, 4].

Ouenke ¢uzmyeckoro etaryca npu MB mpumaeTcs OorpoMHOE 3HAYCHHE.
CHIKeHrEe TEMITOB4POCTa Ml MOTEPs] MACCHI SBISETCA UHIUKATOPOM HeOJ1aromo-
Jy4us pH 3ToM 3a0odeBannu. MHOrMMHU aBTOpamMu Oblila BBISIBJIEHA TECHASI CBS3b
MEX1Y MPOJOLKUTRIBHOCTHIO KU3HU U Maccoil Tena [1, 2, 3, 6, 9]. OrcraBanue B
¢usuueckoM (pazButun npu MB onpenensiercs MmHOruMU Qakropamu. [ TaBHBIM
Cpely HuX, MOYKHQ' CUMTATh MAaHKPEATUYECKYI0 HEIOCTATOYHOCTh, BEAYLIYIO K
HHEPreéTUYeCKUM MNOTEepPSM CO CTYJIOM, a TaKXKe TOBBIIIEHHbIE HYHEPreTUYECKUE
NOTpeOHOCTH, yBEIMYMBAIOIIMECS C yXyameHueM ¢QyHKiuui nerkux. Otpuia-
TeJIbHBIM SHEPreTuyeckuii 6ananc y 6onbHbIx MB BO3HHMKaeT, eciid mocTymaro-
mjas B OpraHu3M Mulla HE MOKPBIBAET JOMOJIHUTENbHBIE SHEPreTUYECKUE 3aTpa-
Thl. Jleuuut Maccel Tejaa NpUBOAUT K OCIAOIEHUIO JIbIXaTEIbHBIX MBIIIL], HAPY-
[IaeT penapamuio JIbIXaTeNbHBIX MyTeH M CONMPOBOXKAAETCS NUCHYHKIMEH HM-
MYHHOU CHCTEMBI.
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[IpoBeneHHble HAMU KIMHUYECKUE HAOJIOJCHUS CPEU B3POCIIbIX MAllMEHTOB
¢ MB, nabmtonaemMbix B MUHCKOM KOHCYJIBTallMOHHO-JUArHOCTUYECKOM LIEHTPE
(MKJII) camxenune unaekca macceol Tena (MMT) ormeueno B 32,3% cinydaes.

N3BecTHO, uTO Y 85-90% mauuenTtoB ¢ MB BcTpeuaeTcsi SK30KpUHHAsST HEJO-
CTATOYHOCTh MOJKETYJAOYHOM KeJe3bl, KOTOpas MPOSBISETCS HApPYLICHHUEM ac-
CUMWJIALIMM JKUpaA TON Win MHOM cteneHu. [lo Hammm nanasiM y 85,3% mauueH-
TOB ctapuie 18 netr ¢ MB BcTpedaeTcst HeIOCTaTOYHOCTh HK30KPUHHOW yHKIINH
MOJIKENYAOUYHOM KeJe3bl, KOTOpas MPOsIBIIsLIACh HA NIEPBOM oAy XKU3HU B 53,8%
CIIy4aeB B BHJIE€ CTEATOPEU PA3JIUYHOUN CTENEHH BBIPAKEHHOCTH., B CBAHNC IaH-
KpeaTU4eCKON HEeOCTATOYHOCThIO BOSHUKAET U ACPUILUT KUPOPACTBOPUMBIX BH-
TaMUHOB, [3-KapOTHMHA U TOJWHEHACHIIIEHHBIX JKUPHBIX KUENOT. A 319, B CBOIO
ouepe/ib, MPUBOAUT K U3MEHEHHUIO COCTaBa MeMOpaHbl KIETOKWIMMYHHOU CHCTe-
MbI ¥ HAPYIIA€T UX aKTUBHOCTb.

V¥ manuentoB ¢ MB oTMeuaercss xopolliee BcachlBaHUE YIAEBOIOB, OJHAKO
MeTab0JIM3M UX MOXKET ObITh HAPYIIEH, BIJIOTH J0 Pa3BUTMS{CAXapHOTO quadeTa.
Cpenu nabmogaembix B MKJIL maruentoB ¢ MByctapie 18 siet B 17,1% cnyua-
€B OTMEYAETCsl HapyIICHHE SHAOKPUHHON QYHKIAN MOHKETYI0YHON JKeNe3bl, U3
KoTopbIX B 11,4% BbIsIBICHA U3MEHEHHAs TOJEPAHBHOETD K IIIIOKO3€, a B 5,7% —
caxapHblil auaber, accouuupoBaHHbIM ¢ MB, WHWarHOCTUPOBaHHBIA B BO3pacTe
17-18 ner.

[lopaxeHre renatoOMINAPHON CHUCTEMblgdBIBIETCS MPSMBIM CIIEICTBUEM OC-
HoBHOro Aedekra npu MB. HecMoTpst Ha To, 4ro nmpusHaku ¢pudpo3a B MeueHU
(remaronaTUM) TOW WM MHOW CTENEHU BCTPEHAIOTCS MPAKTHUYECKH y BCEX Mallu-
eHToB ¢ MB, onnako numib B 5-10%(pa3BiBacTes OulMapHbIi UPPO3 MEYEHU C
CUHAPOMOM TOPTAJTILHON TUIMEPTECHSUMHRTPEOYIOUIEr0 XUPYPTrUUECKOTO JICUEHUS.
Oxorpaduyeckne U3MEHEHUs reHateONINapHOi cucTeMbl HaOMIOIaTUCh HAMH Y
85% nanuentoB ¢ MB B Bo3paese crapiie 18 net, a uppo3 ne4eHu ¢ pa3BUTHEM
CUHApPOMA MOPTaJbHON TUNEPTSH3MM BhIsIBIeH B 14,7%. Kemunokamennas 60-
ne3Hb BoisiBiieHa y 11,8% mamnmértoB crapiie 18 ner, npuyeM 4actoTa XOJICIUTH-
aza He 3aBHUCeJa OT MoJiaf HQ HapacTaljla ¢ YBEJIMYEHUEM Bo3pacTta nauueHra. Oc-
HOBHOM NpUYMHOM O0JBIIMHCTBA HapyeHul co ctopoHbl XKKT nmpu MB sBnser-
Csl IEPBUYHBIN T'eHeTHYECKMii Je(eKT, OAHAKO CIEyeT MOMHUTh U O BO3MOYKHO-
CTH COUYETaHMS MYKOBHCHMO3a ¢ Jr00biMu apyrumu 3abosneBanusmu KKT (Boc-
najauTeNnbHble, UHOEKNMOHHbIE, OHKOJIOTMYEeCKUEe U Ap.) B cnucok BO3MOMXKHBIX
ocinoxuenuit MB“eg, croponsl JKKT Bxoasar takxke ¢hubposupyroiias KOJI0HOMa-
TUs (CTPUKTYpa FOICTON KUIIKH) U oHKoJornueckue 3adoneBanus XKKT. Ilo nu-
TepaTypHbiM NAHHBIM [PU MCCIECIOBAHUM PaKa MUIIEBAPUTEIBHOIO TPAaKTa B IO-
nyisigan psia crpad EBponsl u CIIA cpean nmanuentoB ¢ MB BbisiBiIeHO 5-7
KpaTHOE YBEIMYEHUE €r0 YaCTOThl y nocieanux. OxuaaemMas 4acToTa paka mnoj-
KEITyZI0UHOM JKeJe3bl OoJee ueM B 6 pa3 Bbllle y nanueHToB ¢ MB, yem wyacrora B
nonynsiuu [3, 4, 9]. B nHabmogaeMolt HaMu TPyIIe MAIMEHTOB HE BBHISBICHO
3nokayecTBeHHbIX 3a00seBannil XKKT, HO HE0OX0AMMO TOMHUTH O BO3MOXHOCTH
UX pa3BUTHSI, OCOOEHHO Ha ()OHE MOCTOSHHO YBEIMYHMBAIOLIEHCS MPOIOJIKUTENb-
HOCTH HU3HHU 00JbHBIX MB.

139



[TanuenTsl ¢ MB B TedueHHe BCEM KU3HU TOJABEPKEHBI BO3AECUCTBUIO LIETIOTO
psaaa GakTopoB ¢ MOTEHIHAIBHON HEPPOTOKCUYHOCTHIO: OaKTEpHANIbHbBIE, BUPYC-
Hble, TPUOKOBbIE MH(PEKIIMOHHBIE areHThl U CBA3aHHBIA ¢ HUMH cHelU(DUUECKU
MMMYHHBIM OTBET; IMpenaparbl, UCIOJIb3yeMble B JEUYEHHH 3TUX HHpEKuuid (B
YaCTHOCTH, aHTUOMOTUKHA aMUHOTIMKO3UAHOrO psiaa). Tspkenoe mporpeccupyro-
niee TeueHne MB conmpoBoxaaeTcsi TUIOKCHEH, BbIpaKEHHBIMU METa00IHYECKH-
MU HU3MEHEHUsIMU, MeMOpaHosiu3oM. Kpome Toro, caxapHblii quadet, Hareaorus
IIEYEHH, JIETOYHOE CEepALE U ApPYrue ocjokHeHuss MB Taxke MORYhy,BbI3bIBATh
HapyuieHue GyHKIMI nouek. B mocnennue roasl 006CyKIaeTCs,BOIPOC HNEPBUY-
HOTO MOpaXeHHs MoYeK, o0ycnoBieHHbie MyTanusiMu MBTPy skenpeccupoBan-
HOTO B MOYEYHBIX KaHAJbLAX.

C BO3pacToM OTMEUYAETCsl pa3BUTHE OCTEONEHUU M OCTEONQPO3a y NAlUEHTOB
¢ MB. Ilpuuunsl hopmMupoBanust MyIbTU(HAKTOPUATHHBI: CHHKCHME MUHEPAJb-
HOM TJIOTHOCTH KOCTEH KOppENHUpYyeT ¢ NeUIrToM MaCebLena, TsKecTbio 3a00-
JIEBaHUs, YPOBHEM IOJIOBBIX TOPMOHOB. B CBsi3u ¢ 3TUM BE3HMKAET HEOOXOAM-
MOCTb PETYJSPHOTO MPOBEACHUS TEHCUTOMETPUW, I MEAUKAMEHTO3HONW KOpPPEK-
LMW YPOBHS KAJIbLUS, KIS, MATHUS U IPYTUX MHKPOIAECMEHTOB.

[loutu y Bcex mauumeHToB ¢ MB myskckoro réma’(97%) pasBuBaercs a3zooc-
nepMusi, CBA3aHHas C BPOXIACHHBIM OTCYTCTBHEM, aTpoduell win oOCTpyKIHeH
ceMeHHOro kaHatuka. CienoBaTeiabHO, OOJbHEMHETBO MY>KUMH, O0bHBIX MB He
CIIOCOOHBI UMETh MOTOMCTBO. YKa3aHHbIC AHEOMANUN BCTPEYAIOTCSA M 'y YaCTH JIUIL
MY>KCKOT0 M0J1a U3 Yrcia Hocurtene rena MB. Y manuenToB xeHckoro nona MB
COIMPOBOXK/JIAETCA CHMXKEHUEM (PEepTUIIbHOCTH:ATIOBBIIICHHAS BSI3KOCTh OTHENsie-
MOI'0 ILEPBUKAJIBHOTO KaHAJIA MaTKW 3aTPyAHSeT MHIPALMI0 CIIEPMATO30MJIOB.
OpHako MHOTHE >KEHILIMHBI COXpadsioR, AeTopoaHyio (yHkiuio. Bomnpoc aeto-
POKIEHUSI PeIIaeTcss MHAUBUAYAIBHO, TaK Kak O€peMEHHOCTh OCIJIOKHSET Teue-
Hue MB.

Juarnoctuka. Jluarnoctuka MB 0azupyercss Ha HalW4YuU: XPOHUUYECKOTO
OpOHXOJIETOYHOI0 Mpoliecca; KHMIEYHOTO CUHAPOMA; MOJIO0KUTEILHOTO IOTOBOTO
TecTa; MyKoBHCcIA03a y/€uoeos [1, 3, 4]. [Ipu s3ToM 10CTaTOYHO COYETAHUS JIIO-
OBIX IBYX M3 ATHX YETHIPEX MPUBHAKOB JUIsl TOCTAaHOBKM auarno3a MB. Baxxnoctb
paHHel auarHoctuku/MB CBs3aHa ¢ Tem, 4YTO paHHAS aJeKBaTHas Tepamnus yJyd-
IaeT TeYEHUE U HPOrHE343a0osieBanus. CBOEBPEMEHHOE pelIeHHE MPOoOIeMbl
MpeHaTaibHOM OMarHOCTUKU CIOCOOCTBYET MepBUYHON mnpodunaktuke MB,
yYMEHbIIIasi KOJMYCETBO MAlMEHTOB C 3THUM Cepbe3HbIM 3a0oneBanueM. B HacTos-
niee BpeMs B{Pb 'MacCoBblil CKpUHUHT HOBOPOKIECHHBIX HA MB He mpoBoaures,
MOATOMYHaFHOCTHKA 3TOW MAaTOJIOIMU OCYILIECTBIISIETCS B IpyNnax MOMCKA WU
CPUCKAD.

Juara03 MB noareepknaercs BbICOKMM YPOBHEM HATpPHsS M XJIOpa B IOTE.
KoHueHTpaiis nocieqHux y OOJIBIIMHCTBA 3A0POBBIX JroAei He npesbimaeT 40
MMOJIB/JI. JIMarHOCTUUECKUMU CUUTAIOTCA 3HaueHus Bbimie 60mMmonb/n. Y manm-
eHTOB ¢ MB crapuiel8 jieT ¢ OTHOCUTENBHO JIETKUMHU KIMHUYECKUMU MPOSBICHU-
MU IUarHO3 YCTaHABJIMBAETCS HA OCHOBAHUU BBICOKOTO YPOBHS 3JIEKTPOJIUTOB B
MoTe, MOATBEPKICHHOIO ceprell MOBTOPHBIX MOTOBBIX MPOO, C YYETOM OCHOBHBIX
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MPU3HAKOB 3a00JIeBaHUs, TAaKMX KaK HA3aJIbHBIM MOJUIO03, PELUAUBUPYIOMIUMA
MAaHKPEaTUT, a300CTIepMuUs WU OECIIONNE Y MYKUYHH, CHIKEHUE (HEepTUIILHOCTH
y JKEHILKH, 1eQUIUT IEKTPOIUTOB U LUppo3 nedenu [1, 4]. B nocnegnee Bpems
CTaHOBHTCS Bce 0oJiee JOCTYMHBIM F€HETUUECKUI aHaIU3, MO3BOJISIOIIUNA HEPEeI-
KO pemuTh npobsemy nuarHoctuku MB. Odenb Hu3Kas Uiu HeompeaenseMast
KOHIEHTpAaIMsi IMMYHOPEAKTUBHOI'O TPUIICHHA YKA3bIBAET HA 3K30KPUHHYIO MMaH-
KpEaTU4YEeCKYI0 HEJOCTATOYHOCTh, KOTOpasi OTMeYaeTcsl y OOJIbIIUHCTBa nalieH-
ToB ¢ MB yxe Ha nepBoM roay xu3Hu. [{ns nuarnoctuku MB o6bidHe,HEe TPEOy-
€TCsl UCCleI0BaHMs BCeX (DYHKIMM MOKETyJOUHOM Kese3bl: BCE,3aBUCUTHOT BbI-
PaXKEHHOCTU KIMHUYECKUX MPOSIBICHUH, MO3BOJISIONINX 1M0A03peBaTh MB, u pe-
3yJIbTaTOB MOTOBOM MpoObl. [lepea Ha3HaUeHHEM 3aMellaloler Tepaltay MmaHKpe-
aTU4ecKuMU (pepMeHTaMHu HEOOXOJUMO MPOBECTH KOMPOJIOTHYECKOE HCCIEeI0Ba-
HUE U MOATBEPAUTH HaJWYHe cTeaTopeu (Haluuue HEeWIPaTbHOTOWKHUpA B Kaje).
HaubGonee mHpOpMaTHUBHBIM Ha CErOJHSALIHUN JI€Hb CHCAYET CUUTATh TECT Ha
ofpejiesieHre 3acTta3bl-1 B Kaje, 00BEeKTHUBHO OTpa’karollliid [£TeneHb HeJ0cTa-
TOYHOCTH SK30KPUHHOM (hYHKIMH TOIKETyI0UHOM kene3bl. Bo3pacT ycraHose-
Hus auarHo3a MB na6mogaembix B MK/ maima€HTOBy(Ha OCHOBAaHUM KIIMHHUYE-
CKOM KapTHHBI, PE3yJbTATOB MOTOBOIO T€CTa U FEHETUYECKOTO HMCCIIETOBAHUA):
1o Tpex Jiet — 62%, B Bo3pacte 10 18 et — 30% mcrapuie 18 net — 8%.

Tepanus. Jleuenue nanueHToB ¢ MB BO4BCEX €BpOIIEHCKUX CTpaHaxX IPOBO-
IUTCS B CIIEIUATBHBIX LIEHTpaX. Tepanus He,0rpaHNYNBacTCI paMKaMH MEIUKA-
MEHTO3HOTO JieueHUsl. bonbHBIM TpeOyeTes KOMIUIEKCHAs TOMOIIb C y4aCTUEM HE
TOJIbKO Bpaudei, HO U MEJIULUHCKUX CECTCPINIMETOIIOTOB, (PU3NOKUHE3UTEPATICB-
TOB, TICUXOJIOTOB, COIIMAIbHBIX paOOTHUKOB. O@s3aTeNbHBIMU COCTABISIOIIUMHU
nedyeHust 60apHbIX MB saBnstoTcs: jgededHas GuskynbTypa (husmorepanus, KuHe-
3UTepanusl); MyKOJIUTHYECKAs Wl aHTUMHUKpOOHas Tepanus; ¢GepMeHToTepamnus
npenaparaMy MOJKEITYJOUYHON@KENe3bl; BUTAMUHOTEpaNus; TUETOTepanus; Je-
YeHHe OcJIoKHeHu MB.

OcHOBOIi Tepanuu 3K30KpMHHON HEJOCTATOYHOCTU MOKENYA0YHOM >Kee3bl
ABIIAIOTCS ~ MUKpochepdueCrue  naHkpeatuyeckue  ¢epmeHtel ¢ pH-
YyBCTBUTENbHOU 0007108K0M. LIO1060p 103 OocylIecTBIsSETCS MHAUBUIyaIbHO. J1ist
MOAPOCTKOB U B3pociibix HagHauaetcst oT 2000-6000 EJI /xr/cyTku mo nunasze [2,
3]. 1ocTaTOYHOCThgI03BROMEHNBACTCS MO KIMHUYECKUM (HOpMaIU3alus 4aCcTOThI
U XapakTepa cTyja, MpudaBka B Macce) U JIabOpaTOPHBIM MOKa3aTessIM (MCYEe3HO-
BEHUE cTeaTopeu mykpeatopeu B cryne). B Pb Bce mamuentst ¢ MB nonyuator
oecriatHo npenapar Kpeon 10000 unu Kpeon 25000.

HNueragnang@entoB MB 1o coctaBy J0/kHA OBITh MAKCUMAJIBHO TIPUOJIHKEH-
HOM K{TakoBOI1 1O BO3pacTy, boraroit Oenkamu, 0€3 OrpaHUYEHUN B KOJIMYECTBE
KUPOB, IIPEIYyCMaTPUBATh YIOTPEOICHUE NOCTYIHBIX MPOJTYKTOB, UMEIOIIMUXCS B
kaxzaoM noMe: Ilo kanopaxy nomkHa coctaBiath 120-150% ot pexkomeHayeMoro
3I0pPOBBIM JTIOJISIM 3TOTO k€ Bo3pacTta. M3 Hux 35-45% Bceil sHEpreTuuecKomn mo-
TPEOHOCTH JOJDKHO 0OecIieunBaThes xxupamu, 15% — 6enkamu u 45-50% yrieso-
namu. [Ipu HeagekBaTHOM HYTPUTHMBHOM CTAaTyc€ PEKOMEH]IyEeTCsl BBEACHHE I0-
MOJIHUTEIBHBIX BBICOKOKAJTOPUUHBIX MPOAYKTOB B BUJIE MOJOYHBIX KOKTEHIEH
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WM HAlUTKOB C BBICOKUM COJIEpaHUEM TIOKO3bl. ClienyeT MOMHHUTh, YTO J0-
MOJIHUTEIbHOE MUTAaHUE HE JIOJDKHO CTAaHOBUTHCA 3aMelaoluM. J[omoaHuTeNb-
HO€ MUTaHHWE PEKOMEHAYeTCs nmanueHTtaM ¢ MB, umeronmm Macco-pocToBOM MH-
nexkc (MMT) <18,5 Kr/M’. IIpu 3nauntensHOM cHxkeHnu UMT u oTcyrcTBUM pe-
3yJlbTaTOB JMETOTEPANUH M aJEKBATHOM 3aMECTHTENbHON (hepMEeHTOEECpanuu,
Heo0XoIMMO 0oJiee cepbe3HOe BMENIATENIbCTBO, BKIIIOYAIOIIEE YHTEPATHLHOE 30H-
JI0BOE€ MUTaHKHE (HA30TOCTPaIbHOE 30HIUPOBAHKE, €IOHO- U TacTpocTOMa)maKiipo-
pacTBOpUMbIE BUTAMHUHBI M O€Ta-KapOTUH JODKHBI TOOABISTHCS K WUIIE EiKe-
nHeBHO. HAMBUYalIbHO, C YyYETOM Beca M BO3pacTa, MOJAOUPAIOTCS,HEOOX011-
MbI€ /1036l MUKPOXJIEMEHTOB. Y MAlMEHTOB C MATOJIOTHEH renaToORMINapHOi cH-
CTEMBbI, IIUPPO30M II€UEHU HCIOJB3YIOTCS MpenapaTsl YyPCo1e30KCHX0IUEBOM
kucnoTsl (YAXK) B noze 15-30 Mr/kr B TeueHue AIUTEIbHOTQ,BpeMeHH. [Ipuem
ATOro Mpernapara B BBICOKHMX J103aX y manueHToB ¢ MBfOka3blBaeés xosepeTuye-
CKOE, XOJICKHHETUYECKOE, IIUTONPOTEKTUBHOE, aHTHOKCHAAHTHOE U MMMYHOMO-
nynvpyloiee aeiicteue. B HaOmogaeMolt Hamu rpynne Bee dglarueHTsl ¢ MB,
MMEIOIIUE U3MEHEHHUS CO CTOPOHBI renatoOuiimapion cucteMbl (85%) momyyaroT
npenapatbl Y/IXK Gonee 10 ner. [ns npenoTBpallicHusi KpOBOTEUEHUI U3 BapH-
KO3HO PacHIMPEHHBIX BEH MUIIEBO/IA MPU CUHIPOMEIOPTANHHON TUNIepTEeH3UN Ha
(dboHe HUppo3a MPOBOJUTCS IHAOCKOMUYECKOE CKACPO3UPOBAHUE U JTUTHUPOBAHUE,
TPAHCIOTYJISIPHOE HMHTPAIEYOHOYHOE MOPTOCHECTEMHOE IIYHTUPOBAHHUE C IOCHE-
AyIolllel TpaHCIUIaHTaluen neyeHu. M3pecano, 910 npuyuHON HeOIaronpusiTHO-
ro ucxoja y OonbIIMHCTBA MaleHTOB ¢ MB siBiisieTcs OGpoHxoJjeroyHasi maToso-
rusi, B 00pp0e ¢ KOTOpO OUeHb BaykHA aHTHOGAKTEepUaIbHas TEpAIHs.
AHTUOMOTHKH clieflyeT Ha3HayaTh BCCM MANMEHTaM C JIETOYHBIMU MPOsIBIIC-
HusiMu MB, y koTopbix oTMedaetcst obectpenue MB uinu BIsBIsIOTCA BO30YAH-
TeJH pecrupaTopHoil nHdeKknrH B keandectse Gotee 10°* koroHHE0OpasyOMHMX
e/l. IpU TUIAHOBOM MHUKPOOHOJI@EUYECKOM HCCIEOBAaHUM, WIH MTPU XPOHUYECKOM
BbiceBe Pseudomonas Aeruginosa (aHoBbIe Kypchl Kaxable 3 Mecslia, He 3aBU-
CUMO OT HaJIMYUs WU OTCYICTBHSL oOocTpeHus). BoiOop aHTMOMOTHKOB ompeie-
JSIeTCS BUAOM MUKPOOPTAHU3MOB, BbIIEISIEMbIX U3 MOKPOTBI, U UX YYyBCTBUTEIb-
HOCTBbIO K HUM. OCOOEHHOCTH ApapMaKOKUHETUKH aHTHOMOTHKOB mpu MB (yBe-
JMYEHHE CUCTEMHOTrO/KJIMPEHCa; YCKOPeHHEe MeTaboIu3Ma B IEYEHH; YBEIUUCHHUE
MOYEYHOr0 KIJIMPEHEA; MaKENMallbHasi KOHUEHTpAIUsl aHTUOMOTHKA B CHIBOPOTKE
KpOBHU y nauueH#oB 6WMB Huke, yem npu BBEJIEHUU TOW K€ J03bl Mpemnapara
OOJBHBIM C JIPYTOMyI1aTONIOTUEN ), BHYTPUOPOHXHAIBHOE PACIIOJIOKEHUE MHUKPO-
OpPraHu3MOB, (TUIOXQ€ MPOHUKHOBEHUE B MOKPOTY OOJBIIMHCTBA aHTUOAKTEpU-
aNbHBIX JIPETIAPATOB, YacTO BCTpeyarolascs y manueHToB ¢ MB aHTHOMOTHKO-
YCTOWIUBOCTE MHUKPOOPTaHU3MOB, OOYCIIABIMBAIOT HEOOXOAMMOCTb BBEICHHUS
BBICOKUX PA30BBIX U CYTOUHBIX /103 aHTHOMOTUKOB. OOBIYHO MCIOIB3YIOT aHTH-
OnoTHKH 11e(PaTOCTIOPUHOBOTO psifia, KapOareHeMbl, TEHUIMIIIIUHbI, aKTUBHbBIE 110
OTHOIIEHUH K Pseudomonas Aeruginosa B cOYETaHUU C aMHOTJIMKO3UJAMHU, pe-
CIOUPATOPHBIMU (TOPXMHOJIIOHAMU. B mocneqHee necaTuieTue MUpPOKO UCIOJIb-
3yeTcsi MHTAISLHUOHHOE BBEJCHUE AHTUOMOTUKOB (TOOpaMULIMH, KOJIMMHIIUH),
0COOEHHO ISl MPOPUIAKTUYECKOTO JICUEHHUS y MALUEHTOB ¢ XPOHUYECKOW CHUHE-
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rHovHOM nHpekuen. [ 60pbObl ¢ CHHETHONHON MH(EKIMelH TPu €€ XpOHUYe-
CKOM BBICEBE B IOCJIETHUE TOJIbl MPUMEHSIOTCS CyOTepaneBTUYECKHUE J103bl MaK-
pomunoB (KmapurpomunmH, PokcutpoMunmH, A3ZUTPOMHIIMH), IOJABISIONIAX
MPOAYKIHUIO aJbI'MHATA, a TAKXKE Pa3pylIAoOMUX OMOPUIbM, 3alIUIIAIOMNNA MUK-
POKOJIOHUU CHUHETHOMHOW MaJIOUKH. J[MUTENbHBIN MpUeM MallbiX 103 MaKpOJIUIOB
3aMeIJIsieT MPOrpecCUPOBaHUE XPOHUUECKOTO OPOHXOJIErOYHOI0 Mpoliecca y mna-
[UEHTOB C XPOHUYECKUM BBICEBOM CHUHETHOWHON WHGpeKInu. MykOonWrmbecKue
npenapatsl (aMOPOKCOJI, alleTUIIIIUCTENH, KapOOIIUCTeHH) ToA0NpatOTes MHMBY-
ayanbHO. [IpeanouTeHne oTAaeTcs MHTANIAIMOHHBIM CIIOcO0aM BBeACH Y, /loKa-
3aHa BbIcOKas 3P pexkTuBHOCTD NMpenapara [lynbmo3um.

Hapsiny ¢ antubakTepuanbHOM Tepamnueil 1enecooOpa8HO HUCITOIb30BAaHUE
MpenaparoB, CIOCOOHBIX KOPPEKTUPOBATh YPE3MEPHBI WMMYHHBIN OTBET opra-
Hu3Ma. OCHOBHBIMHU SIBJISIFOTCS TJIFOKOKOPTUKOCTEPOUIBKMECTHOTOM CHUCTEMHOIO
nevictBus (mpeaHu3oiod B no3e 0,3-0,5 MI/kr B CyTKH MEpe3 JI€Hb), HECTEPOUI-
HbI€ MPOTUBOBOCTIANIUTEIbHBIE CPeACTBA. B mocienqnue roask WINpOKO MCIOJIb3Y-
I0TCS MHTAJSILUOHHBIE CTEPOUIbI, CHIDKAIOIINX YPOBEHb MapKEPOB BOCIHAJICHUS U
BBIOpPOC HEUTPODUIOB B OPOHXOAIbBEOJSPHYIOW KUAKOCTh. JIJIsi Ie4eHus: CHUH-
apoMa OpOHXHUAIBHOW OOCTPYKIIMU HUCIONb3YIOTEH, B,-aroOHUCTHI KOPOTKOTO U
JUTUTENTLHOTO ACHCTBUS, UX KOMOWHAIIMY C UHTAJBIMOHHBIMU CTEPOUJIAMH.

dusnokuHesutepanusa. Y OonbHbIx MB,11€necoo0pa3Ho npumeHeHue ¢u-
3MYECKHX METOJIOB YJaleHHUs] MOKpPOTHI. Jlgish, TORO NPUMEHSIOTCS METO/bI CIie-
nuaibHOUM JjeueOHol Qu3kynbTypbl (JIOK) — KuHesutepanuu (B 3amagHoOW Tep-
MUHOJIOTMHM UCTOJIb3yeTCs TaKke TepMUH (Pu3HOTEpanusi), OCHOBHON LIETbIO KO-
TOPOH SBIISIETCSA OYMILEHHE OpPOHXMAMLHOIQ, IePeBa OT BA3KON MOKpPOTHI, OJOKH-
pyromieil OpoHXH U MpeapactoJardtomieil K UHPEKIUMOHHOMY MOPAXEHUIO Jier-
KHUX, U MOJAJIEpXKAHUE €r0o MOCTOSHHO B (DYHKIIMOHAIBLHOM cOCTOsSIHUU. [Tomumo
JIOK y GonpHBIX MB ¢ panHeRe neTCTBa JIOHKHO TMOOMIPATHCS JKEJIIAaHUE 3aHU-
MaTbCsl JIOOBIMU BUJIAaMH CHOPTA W((pyTOO0J, BOJICHOO, BEIOCUIICAHBIA CIOPT,
TaHIbl, THUMHACTHKA, 0aCKETOOMy IiilaBaHUe U T.[.), IPU KOTOPBIX MCKIIOYAIOTCS
KOHTAaKTHBIC yJIaphl.

3a mocneanue rojpik.Bo MHOTUX ctpanax (CILLIA, Uramuu, I'epmanun, An-
iy, Poccun u ap.) @KTUBHO M YCHEIIHO PEIIAIOTCS BOMPOCH! TPAaHCIIAHTALUU
opraHoB 1pu MB (licueHb,JIerKkre, KOMIUIEKC «Jierkue- cepaue»). B Pb B3pocibie
nanueHTsl ¢ MB/TakoKe, BKITIOUSHBI B JIUCT OKUIAHUS JJIs1 TPAHCIUTAHTAIUH JIeT-
KHX.

B nocnefilny€ neCATUneTuss TOCTUTHYTHI KOJOCCAJIbHBIE YCIEXH B 00JacTH
reHeTuyeeknXyiccienopanuii MB. D10 oueHb BaKHO HE TOJBKO B MEPCHEKTUBE
ero reflHoM Tepamnuu, HO U BO3MOXKHOCTU MEPBUYHON npoduinakTuku. B HacTos-
1iee BpeMsi aKTHBHO pa3pabaThIBalOTCA Mpenaparthbl, CIOCOOHBIE CTUMYIMPOBATH
CUHTE3, TpaHe€nopT win ¢yHkuuu HenonHouenHoro MBTP. Hosslif mpemnapat
Kalydeco (ivacaftor, uBakadtop) ynyumaer pa6ory CFTR, B koTopom u3-3a my-
Talldd aMUHOKUCIOTA TIAUIUH B 155-M MONOXKEHWM 3aMeHEeHa acmaparuHOBOM
KHUCIIOTOM (Takoil BapuaHT 6enka o6o3navyaercss G551D-CFTR). B wactHocTH, oH
MOBBIIIAET BEPOSTHOCTh OTKPBITHS 3TOI0 MOHHOTO KaHaya MoJ JEeUCTBUEM IUK-
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audeckoro ageHosnHMoHodochara (MAM®D) 1 MOBBIMIAET TOK XJIOpa Yepe3 MEeM-
OpaHbl, HAPYUIEHHBIM TPU MYKOBUCLK03€. BOJBIIMHCTBO ClydyaeB MYKOBUCIIHU-
703a CBsi3aHbl ¢ MyTauueu, npu koropo B 508 nonoxennn CFTR orcyrcTByeT
amuHokuciora ¢penmwiananud (Bapuant o6enka CFTR-AF508). s stoit ¢popmbl
3aboneBanust Vertex paspabotana mpemapat VX-809, KOTOPHINA MOKa HPOXOJAUT
KJIIMHUYECKUE UCTIBITAHMUS.

B nacrosiee BpeMst o0cyk1aeTcs BOMPOC O CO3AaHUM METOJUK MOHHTOpU-
pPOBaHMS MPOLIECCOB CTApEHUs, 0OPaOOTKU KIMHUYECKOU, aHTPOTIOMEEPUYECKOIA,
reHeTHYECKOW U ApYyro MHQOpMalru, MO3BOSIONIUX MPEJOTBPALIAT, HWICUNUTD
00JIE3HU MOKUIIOTO BO3pacTa, OCIOXHstonue Teuenue MB.
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