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MANAGEMENT IN ADULTS: PATIENTS WITH CYSTIC FIBROSIS

S.A. Krasovsky, Ye.L. Amelina

Research Institute of Pulmonology, Ministry of Health of Russia

Cystic fibrosis is a severe genetic disease that requires a successive and active approach to being treated. The use of
recent cystic fibrosis management regimens provides an increase in life span in this disease and a transfer of most
patients from pediatric to adult practice. The accumulation of thick secretion, followed by airway Pseudomonas
aeruginosa infection, plays the leading role in the pathogenesis of pulmonary pathology of cystic fibrosis. In recent
years, a great progress is associated with the use of the new mucolytic agent dornase alfa that reduces the frequency of
exacerbations and improves lung functions and life quality.

MyxkoBucuuaos (MB) — camoe yacToe MOHOTreHHOE
3a00jieBaHME, B OCHOBE IaTOreHe3a KOTOPOIO JIEXKUT
CUCTEMHOE TTopaXXKeHNe 9K30KPUHHBIX keJie3. MB xapa-
KTEpU3yeTCsl TSLKEJIBIM TeYeHHeM M TporHo3om [1-—3].
BriepBbie 3a0ojeBaHue onucaHo B 1936 . neauaTpom
G. Fanconi, B 1938 . D. Anderson Beineauia 3aboieBa-
HME B CAMOCTOSITEJIBHYIO HO30JIOTMUYECKYIO (hopMy Toj
Ha3BaHUEM «KUCTO3HBII (PUOPO3 TOMKETYIOUHOM XKe-
ne3bl» (cystic fibrosis) n onucana marojoroaHaToOMUYe-
CKy10 KapTuHy 60s1e3Hu. B 1946 1. Farber rpemioxui Tep-
MMH «MYKOBUCLIMAO03» (OT JIAT. mMucus — CJIU3b, VisCus —
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BSI3KUI1), KOTOPBII ceilyac MPUMEHSIETCSI B HEKOTOPBIX
eBpOMecKNX cTpaHax U B Poccum.

dnuagemuonorus

3abosieBaHMEe HacJemyeTcsl MO ayTOCOMHO-peliec-
CUBHOMY TUITY, KIMHUYECKHUE TTPOSIBJICHUS Pa3BUBAIOTCS
TOJILKO Y TOMO3UTOT. B cpeaHem Kaxkablii 25-i1 ripeacra-
BUTEb €BPOINEUCKOM PaChl SIBISIETCSI HOCHUTEJIEM IeHa
MB. I'lo nanusimM BO3, B Poccun yactora MB cocraBns-
et 1 Ha 4,9 Thic. HOBopoXIeHHBIX [3]. B mocneaHue ne-
CATWIIETUS Oyarogapsl yJIy4dIIeHUIO TUATHOCTUKU U Jie-
yeHuss MB oTMeuaeTcst 3HAUMTENbHBII POCT MPOIOIIKU -

Nekuna



Nlekuuasa

TebHOCTH 3k13HM O60sbHBIX. K 2001 o B Poccun oHa cocra-
Bisuia 23,6 rofa, Torna Kak B 1993 ©. — 14 jer, B 1997 1. —
16 ner [1, 4]. Iporpecc B 1euenun MB B CILA u crpa-
Hax 3amagHoit EBpombl elie 0ojiee 04eBUIEH: CpeaHsIs
MPOIOJIKUTEIbHOCTh XKU3HU B 1969 1. paBHsu1ach 14 ro-
gam, B 1990 — 28, 81996 . — 31, B 2001 . — 32.

B P® na yuere coctout 0k0s10 2000 GOJBHBIX, T0JIST
nauneHToB crapire 15 et cocrasnsier 28%, Torna Kak B
Hauaze 1990-x rogos oHa ObL1a He Oosiee 10%. Bee BbI-
HIernepeyrcieHHoe roBOpuT o ToM, yTo MB mepecraer
ObITh CyryoO mneauaTpU4ecKoil HO30JIOTHEM, TaK Kak
O6osibHbIe MB nocTuraioT noapocTKoBOrO U B3pOCIOTO
BO3pacTa 1 MepexoasiT BO B3POCTYIO KIMHUKY.

B3pocabsie 6onbHbIe MB — 3TO rpymnna camocTosi-
TeJbHBIX, COIIMATbHO aKTUBHBIX JIIOJEH, TTOYTH BCE OHU
yyaTcsl, MHOTHME paboTaloT U COCTOSIT B Opake. Y 00Jib-
IMHCTBA U3 HUX MB nuarHoctTupoBaH B JE€TCTBE, HO Y
15% nuarHo3 MB yctaHOBJIEH BO B3pOCJIOM BO3pacTe.
HecMmotpst Ha To utTo M B sBiIsIeTCS MyIBTUCUCTEMHBIM
3a00JIeBaHWEM, C BO3PAcCTOM JICTOYHAsl MATOJIOTHMS Ha-
YUHAET JOMUHUPOBATh B KAPTUHE OOJIE3HU U SIBISIETCS
npuyrHoii cmeptu B 90% ciyuaes [5].

Martorenes

3abojieBaHME CBSI3aHO C MyTallMeil reHa, pacrojio-
JKeHHOTro Ha xpoMocome 7 B obmactu q31—q32. Ien MB
Obu1 uaeHTuduLrpoBad B 1989 . [6, 7]. Myraius reHa
MPUBOIUT K HAPYIIEHUIO (DYHKIIMU OEIKOBOTO MTPOAYKTA
reHa — TPaHCMEMOPAHHOTO PETY/ISITOpa MyKOBUCIIMI03a
(MBTP), 50% xoroporo JI0Kaau3yeTcsi B aluKalbHOK
MeMOpaHe SMUTEINATBHBIX KIETOK SK30KPUHHBIX JKeje3
[1]. UccnemoBanus MoCaeAHUX JIeT TToKasanu, yto MBTP
SIBJISIETCSI MeMOpPaHHBIM KaHAJIOM IS TPAHCIIOPTa MOHOB
xyopa. B Hacrosiee Bpemst u3BectHo 6ojiee 1200 myTta-
LU TeHa, OTBETCTBEHHBIX 3a pa3BUTHE cUMOTOMOB MB,
cpeny HUX HanboJiee 4acTo BCTpevaeTCs IeIeIis aMUHO-
KUCaoTH (peHmnanmanuHa B 508-if mo3umuu (del F508) —
pacrpocTpaHeHHOCTh B cpeaHeM 1o Poccuu 52% [6—8].
B pesynpraTre (yHKIIMOHAIBbHON HEMOJIHOLIEHHOCTHU
MeMOpaHHBIX KaHAJIOB [UISI TPaHCIIOPTa MOHOB XJIOpa
BO3HMKACT HAPYIICHNE UX 3KCKPEIIMU B SITUTEINATBHBIX
KJIeTKaX, TIPOMCXOIUT 3a/IePKKa MOHOB HATPUS U BOIHI,
YTO BJIEYET 3a co00ii (hopMHUpPOBaHUE OOE3BOXKEHHOTO,
TYCTOTO, BSI3KOTO M TIOXO OTHE/IsieMOro 3kckpera [9]. B
JIETKUX HapyIIaeTcs MyKOIIMIMAPHBIN KIIMPEHC, TIPOUC-
XOIUT KOJIOHM3ALMSI M XPOHMUYECKOe WMH(UIIMPOBAHUE
IbIXaTeJIbHBIX ITyTeil IMaTOreHHBIMU MMKPOOpPraHU3Ma-
mu. BponHxoneroyHslii MHGEKIMOHHBINA TIpolece Ipu
MB pa3BuBaeTcst oueHb paHO, UMEET XapaKTepHYyI 0ak-
TepUaJIbHYIO daopy: Staphylococcus aureus,
Pseudomonas aeruginosa, MyJbTUPE3UCTEHTHBIC ILITAM-
MBI Stenotrophomonas maltophilia, Burkholderia cepacia.
IMpucoenunenne nHdexunu P. aeruginosa MoxeT MMEThb
pa3IMyHbIE TMOCIEACTBUSI I OOJBHOIO - OT Oeccum-
TNITOMHOTO HOCHUTEJILCTBA IO PE3KOr0 M 3HAYMTEIHLHOTO
yxynmeHust coctostus [1, 9, 10]. Pesyasratom xpoHude-
CKOTO BOCTIAJICHUS SIBJISIETCSI TTOBPEXKIECHME JIETOYHBIX
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CTPYKTYp: BOSHUKHOBEHME OPOHX03KTa30B Ha (DOHE TaH-
OpOHXHUTA, aTeNEeKTa30B, (PUOPO3HBIX U KUCTO3HBIX U3ME-
HEHMI, pa3BUTHE TUNEPUHOISLIMN JIETKUX, OY/Ie3HOMU
aMmpusemsl [ 11]. Cxoxue naToreHeTU4ecKrue MeXaHU3Mbl
MPUBOISAT K (POPMUPOBAHUIO BSI3KOTO IKCKpETa B MOIKE-
JIyIOYHOM XeJie3e, YTO BBI3BIBACT €€ KUCTO3HO-(HUOPO3-
HOE€ TMEPEPOXKICHUE U CTOMKOE CHUXKEHUE IK30KPUHHOU
(ynxkuuu [12]. TlopakeHue APYrMX OpraHoB U CHUCTEM
TaKXKe CBSI3aHO C M3MEHEHMEM XapaKTepa 9KCKpeTa (Cry-
1LIEHME XeJIYM C pa3BUTUEM CUMHJIpOMA XoJiecTa3a, Hapy-
1LI€HWE MPUCTEHOYHOTO MUILEeBAPEHUS, TAHCUHYCUT, 00-
CTPYKIIUSI CEMSIBBIHOCSIIIIMX IMPOTOKOB Y MY>XKUH).

KnuHnyeckan KapTUHa

Kaptuna M B niposiBisieTcst yaiie BCero ¢ poxKaeHust
WJIM B TeUeHME MEPBOro rojaa xku3Hu. HemocpeactseHHO
B HEOHATAJIbHOM MEPUOJIE MOXET pa3BUBATHCS KapTUHA
MEKOHMAJIbHOTO UJIEYCa U PeXXe MEPUTOHUTA, CBSI3aHHO-
ro ¢ nepgopalmeii KuieyHoi creHKu. B panHem ner-
CKOM BO3pacTe HaOJII0Aal0TCsl TPU3HAKM MaHKpeaTuye-
CKOI HEIOCTaTOYHOCTU, TaK1e KaK 4aCThbili, OOMJIbHbIN,
KUPHBIN CTYJ, 3amepxKKa (QU3NIECKOro pa3BUTHUS TIPU
HOPMAJIbHOM WJIM Ja)e IMOBBIIIEHHOM amIeTUuTe, BO3-
MOXHO BbINAJEHUE NPIMOU KMIIKU, PEUUIUBUPYIOT
MOBTOPHbIE OOCTPYKTHBHbBIE THOWHbBIE OPOHXUThI, Yac-
Thl€ MTHEBMOHWM, aTEJIEKTATUYECKME MOPAXKEHMSI JIETOY-
HOWM TKaHU C XapaKTEPHbIM HaBSI3UMBBIM KOKJIIOLLIEIO-
JNOOHBIM MaJIONPOAYKTUBHBIM KalllJIEM C TPYAHOOT/E-
JII€MOUM MOKPOTOU THOMHOIO XapakTepa.

I1pu puszmkanabHOM 00CIEIOBAHUN MOXHO OOHapYy-
KUTh AeUIINT MacChl TeJia, OMYTI0BAaTOCTh JIUIa, yJa-
1LIIEHHOE IbIXaHUE, YBEJIWYEHHWE MepPeIHe3aqHEero pa3me-
pa rpyaHoii kietku. Co BpeMeHeM (DOpMUPYIOTCS TIPH-
3HaKM XPOHWYECKON TMITOKCHUM, TaKMe Kak aecdopma-
LIMSI HOTTEBBIX (DaIaHT T10 TUITY «O0apabaHHBIX MMaJoueK»
M «9aCOBBIX CTEKOJI». Y TIAIIMEHTOB C BHIPAXXCHHOM JIbI-
XaTeJbHOU HEJOCTATOYHOCTHIO OTMEYAIOTCId LMaHO3,
BBIHYKIIEHHOE TMOJIOKEHUE Tesia, pa3nyBaHUE KPbLIbEB
HOCa, yJyacTue B aKTe JAbIXaHWsl BCIOMOTraTeJIbHON MycC-
KyJIaTypbl, HapacTaHW€ OJbILIKMU MPU HE3HAYUTEJbHOM
¢usnyeckoil Harpy3ke. AycKyJbTaTUBHAs KapTUHA MO-
JKET OBbITh Pa3JIMYHOMN: y psiia 00JIbHBIX OTMEUYAETCSI HOP-
MaJIbHOE BE3UKYJSIPHOE AbIXaHWE, y APYTUMX MPUCYTCT-
BYIOT CyXHe U BJIaXKHBIE KPETTUTUPYIOIINE XPUTTHI Ha (hO-
HE XECTKOIO JbIXaHHSI.

HecMoTpst Ha aKTUBHOE U 1aXe arpecCUBHOE Jieue-
HUe, C yBeJIMYEHMEM BO3pacTa 00JbHbBIX OTMEYAETCS Ha-
pacTaHMe 4yuciia OCJIOXHEHUI 3a0o0seBaHUsI, TPeOyro-
1IUX MTHTEHCUBHOM Teparuu, TAaKMX Kak MHEBMOTOPAKC,
JIETOYHOE KPOBOTEUEHME, aTeIeKTa3bl, OCTpas JbIxa-
TeJIbHast HeIOCTaTOYHOCTH [13].

[inarHocTuKa

Jwnarno3 MB 6a3upyetcs Ha 4 OCHOBHBIX KPUTEPU-
X, IpemtoxkeHHbIX Di Sant'/Agnese: ceMeiiHOTO aHaM-
He3a (Haimmame OpaTbeB U cectep, 6bonpHBIX MB); xpo-
HHUYECKOTO OPOHXOJErOYHOTO MPOLIECCa; XapaKTepHOTO
KMILIEYHOTO CUHAPOMA; IMOBBIIIEHHOIO COAEPXKaAHUS
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XJIOPUAOB U HaTpusl B moTe. Upe3BbIYaiitHO BaxkHA paH-
Hsis1 quarHoctuka M B, Tak Kak paHHee HavaJjio JieUeHuUsI
HauboJjiee 3(PHEKTUBHO MpeayInpexaaeT pa3BUTHUE He-
00paTUMBbIX U3MEHEHUI B JICTKUX, OTCTaBaHUE B (pU3M-
YeCKOM Pa3BUTUHU M TEM CaMbIM YJIy4IlIaeT IMPOrHO3 3a-
boneBaHusx [14].

JuarHoctuka MB 06a3upyeTcss Ha CBOEBpPEeMEHHOM
OlICHKE KJIIMHUYECKMX JAaHHBIX U MPOBEICHUM ITOTOBOTO
TecTa, KOTOPBIA SBISIETCS «30JIOTBIM CTaHAAPTOM» TIPH-
XusHeHHoOM auarHoctuku MB. TlonoxurtenbHbIM pe-
3yJIBTATOM TIOTOBOTO TECTa SIBJISICTCSI COMECPXKAHUE XJTOPH-
JI0B 110Ta Ha ypoBHe 40—60 MMoJIb/J1 1 BhIilie. B KayecTBe
JOTIOJTHUTETbHOTO TUAarHOCTUYECKOTO TECTa MOXKET TTPH-
MEHSIThCS OTIpeie/IcHe Pa3HOCTH Ha3aIbHBIX ITOTCHIINA-
JIOB, OCOOCHHO B TeX CITy4asix, KOrma CoaepKaHe XJIOPH-
JIOB TIOTa COOTBETCTBYET HOPME MJIM TOTPAHUIHBIM 3Ha-
yeHUsIM. B HopMme mpenenbl pa3HOCTU MOTEHIMAIOB OT
-5 MB 1o -40 MB, y 60nbHBIX MB nipenenst ot -40 MB 1o
-90 MB. InarHoctrika M B MoXeT OBbITh AOMOTHEHA MICH-
tiudukanmein myrauii rena MB npu ananumze JJHK.

Jleyenue

Jleuenne M B nipencraBiisieT cOO0M TpyAHYIO 3a1a4y.
Llenp neyeHns - BMeIIaThCcsl B MOPOYHBINM KPYT MH(EK-
IIMOHHOTO BOCTAJCHMSI OPOHXMAIBLHOTO JaepeBa (MH-
dexius - BI3Kast MOKpPOTa - OOCTPYKIIMS ), a TAKXKE IO -
JIep>KUBaTh XOPOIIWT HYyTPUTHUBHLIN cTatyc [1, 12].

[MommepxxaHme HYTPUTUBHOTO CTaTyca SIBJISCTCS
BaxKHOM cocTapJsoleil Tepanuu MB, Tak Kak CHUXe-
HHE MacChl TeJla MallieHTa YXyAIIaeT IMPOrHo3 00JIe3HM.
OCHOBOI1 JIe4eHUs BHEIITHECEKPETOPHOI TTaHKpeaThuie-
CKOIf HEIOCTAaTOYHOCTH SIBJITIOTCSI TTPUMEHEHUE ITaH-
Kpeatndyeckux pepmMeHToB ¢ pH-uyBCcTBUTENBHON 000-
JIOUKOM 1 nuetoTtepanus [12].

Bopnba ¢ nHpekimeit ocHoBaHa Ha aKTUBHOI aHTH-
bakTepuanabHoii Tepanuu [10]. 3agaueit aBisieTCs: CHUKe-
HHE CTeTICH! KOJIOHU3AIINH ITaTOTeHHBIX MUKPOOPTaHM3-
MoB. [1pu neyeHun 60abHBIX M B HeoOXx0oaMBbI OOJIbILIE
JTO3BI U IJIUTENIbHBIC KYpchl (2—3 Hem) aHTUOMOTUKOB B
CBSI3M C BBIPAXXEGHHBIM BOCHAJICHHUEM M W3MEHEHHEM
(apMaKOKMHETMKM MHOTHUX JIEKapCTB M3-3a YCKOPEHUS
MeTaboIM3Ma B TICUCHW W YBEJIMYCHMS TTIOUCYHOTO KT -
peHca. XpoHuyeckasi nepcucteHuus: P. aeruginosa Tpe-
OyeT He TOJIbKO JIeUeHMsI BO BpeMsi 00OCTpeHUsI, HO U
MpOBeNeHNUS MPOGUIAKTUUECKIX KypcoB. Tepamust mpo-
BOIUTCSl BHYTPMBEHHBIMU KypcaMH C Ha3HauYeHHEM He
MEHee IBYX IMPOTUBOCHMHETHOWHBIX IpemnapatoB. boib-
1II0e 3HaUYeHME MPUOOpeTaeT MpoBeAeHNE KYPCOB BHYT-
PUBEHHOI aHTMOAKTEpUAIbHON Tepanuu Ha JOMY, OCO-
OCHHO BO B3pPOCIIOI TTPAKTUKE, YTO HE TOJIBKO MPETISITCT-
BYET MepeKpPecTHOMY MH(MUIIMPOBAHUIO, HO U YIydIllaeT
Ka4eCTBO XKM3HU [16] M MOJIOXUTETBHO CKa3bIBAETCH Ha
COLIMAJIbHOM aKTUBHOCTHU B3pOCJIbIX 00JbHBIX M B.

OmHUM 13 HOBBIX HaIlpaBJIeHUI SIBIISICTCSI TIpUMeE-
HEHME MaKPOJIUIOB C IIEJIbIO TOCTHKEHUS TTPOTUBOBOC-
nanuteabHoro agdexra [17]. [TokazaHo, 4TO TIUTETb-
HOE MPUMEHEHME CYOTepareBTUYSCKUX T03 MaKpOJu-
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noB (kmapurpomuiiid 250 Mr 1 pa3 B IBa IHS, a3UTPO-
mutiH 250—500 Mr 1 pa3 B 3 mHS) yiydiiaeT pecrupa-
TOPHYIO (DYHKIIMIO, YMEHBIIIAET YacTOTy OPOHXOJIETOU-
HBIX 000CTpEeHM, yIydlllaeT HyTpPUTUBHBIN cTaTyc. Lle-
JIecooOpa3Ha TakKe MOCTOSTHHAS €XXeTHEeBHAsl WHTaJIsI-
1M aHTUOMOTUKOB (KapOCHUILIMJUTMH, TeHTaMUIIVH,
KOJIMMUIIMH) [UISI TIOZABJACHMS TTIOCTOSTHHO TIPOTEKAalo-
1Iero MH(PEKIMOHHOTO TIpoliecca.

bopnba ¢ OpoHxuaibHOI OOCTPYKLIMEH BKIOUAET B
ce0s1 OPOHXOJIUTUUECKYIO U MyKOJIUTUYECKYIO Tepalriuio,
a TakKKe KUHe3WTepanuioo. bpoHxomuTtnueckue mperma-
paThl Ha3HAYAIOT ISl KyIIMPOBaHUsI OpOHXOCcIa3Ma, 1uc-
TTOJIb3YIOTCSI OPOHXOAMIATATOPBI KOPOTKOTO U IJTUTEIIb-
HOTO JIEVCTBUS.

MyKonuTrIecKue mpernapaThl IPUMEHSIOT IS pa3-
KVKEHUSI BSI3KOro OpOHXMaIbHOTO cekpeta. Mcrnonb3y-
I0TCH TIPErnapaThl aleTUILUCTEMHA U aMOpOKcoa.

Kunesurepanuss — KOMIUIEKC MEpONPUSITHI, Ha-
MpaBJICHHBIX Ha MOOMJIM3AIIMIO M DBaKyallMiO0 MOKPOTHI
u3 OpoHxuajabHOro aepena. Mcmnoib3ytorcss pazHOO0-
pa3HbIe TTPUEeMbl KWHE3UTEPAIINU: IIMKJI aKTUBHOTO JTbI-
XaHMsI, NOCTYPaJbHbIA IPEHAX, MEPKYCCUOHHBINA Mac-
caxX, MacKH1, CO3JaoIIne MOJIOXKUTETbHOE TaBJIeHUEe Ha
npotszkeHuM Boigoxa [18]. ExxeqneBHas Tepanust 601b-
Horo MB crienymoasi: UHraasiiust OpoOHXOJIUTUYECKOTO
rpernapara, 3aTeM IIprueM MYKOJIUTUYECKOTO CPeICcTBa
(aMOpoOKCOJI, aleTWIMUCTCH WIN (OU3NOJIOTUICCKUI
pacTBOp), ApeHaXX MOKPOTHI C MCITOJIb30BAaHUEM 3JIe-
MEHTOB KMHE3UTEPAITuy, MHTaJISIINSI aHTUOMOTHKA.

HoBblii uMmynsC B pa3BUTUM MATOTEHETHMUECKOTO
Moaxoja K jeyeHuto MB BO3HUK Mpu MOSBAEHUU Mpe-
mapara nopHa3sa aibda (I[Tynmsmo3nm®, Roche, I1IBeii-
11apusi), 000raTUBIIETo apceHaa MyKOJUTUUECKUX TIpe-
rmapartoB B 1992 r. /lopHasa aynbda co3maHa reHHO-MHXKe-
HEPHBIM METOIOM CIICIIUAJIbHO IS JICUeHUsI OOJIbHBIX
MB. Bsskosnactuyeckue CBOMCTBa MOKPOTHI Y 00Jib-
Hbix MB cBS13aHbI ¢ HaMuYMeM JBYX MaKpOMOJIEKYJ —
MYKOUJHBIX TaukonporennoB u JIHK. McTtouHukom
JAHK sBnsroTes sigpa pacragarolnuxcss HeidTpoduiios,
KOTOpBIE CKATUTMBAIOTCS B IBIXaTEIbHBIX MTYTSIX B OTBET
Ha XpOHWYECKYI0 OakTepualbHyI0 MHMpeKIuio. Brico-
kag koHueHtpamus JHK (y 6ombHbix MB ot 3 nmo
15 Mr/mMa MOKpPOTBI) CUMTAETCS OOHMM M3 OCHOBHBIX
(hakTOpOB HAKOIICHUS TTaTOJIOTUYECKU TYCTOTO CeKpe-
Ta OpoHXOB, Tak Kak pactBopbl JIHK B 3TuX KOHLIEHTpa-
LUsIX 00J1agaloT BBICOKO Bsi3KocThio [20]. Paciuernie-
nue JHK Ha Gosee Menakue pparMeHThI JOKHO CIO-
cobcTBOBaTh Oosiee 3(PPEKTUBHOMY OUMILEHUIO JbIXa-
TeAbHBIX TnyTei. Jle3okcupubOoHyKJeaza uesoBeKa
(IHKa3a) — mpupomHbIii BHEKJIETOUHBIN (PepMEeHT —
ruapoJiasza, BbIpabaThiBa€Mblil IMOMXKETYIOYHON Kele-
3011 ¥ CTIOHHBIMHU Xesie3aMU. [10TbITKI UCTTOTb30BaHUS
JAHKa3pr Ot HayaTel B 1950-x IT. B BuIe OBIYbEN
JAHKa3p1. B 1988 1. Obl1a KJTOHMpPOBaHA ¥ BOCIIPOM3BE-
JIeHa KOTIMsI TIPUPOIHOTO YeIoBeUuecKoro ¢pepMeHTa —
pekoMOuHaHTHas yejaoBevyeckas JIHKa3za.

Nekuna



Nlekuuasa

INpemapatr mopHasa anb(da MpeacTaBisieT coOOit
OYMILIEHHBIN PacTBOP peKOMOMHAHTHOM YesIoBeUYeCKOM
JAHKa3s1 1, BeipabaTbhiBaeMblil TTOIKEIYI0UHON Xeje-
30 W ApyruMu TKaHsIMU. B ucciaegoBaHusx in vitro
IOopHa3a ajibda BbI3bIBAJIA TUAPOJIU3 BHEKJIETOUHOM
JHK B rHofiHO MOKpOTe U CHMXKAJa €€ BSI3KO3J1aCTh-
yecKkue cBoiicTna [21].

C 1992 . B Mupe TIpOBeAeH Pl KITUHUISCKUX HC-
cleqoBaHUi Jis OLleHKU 3¢ (GEeKTUBHOCTU U Oe30Iac-
HOCTU 3TOr0 PEKOMOMHAHTHOTO (DepMeHTa y OOJbHBIX
MB [22-26]. T1okaszaHoO, YTO JJINTETBHOE BPEMSI Jieue-
HUsI TOpHa30i#i anbda (0T 1 roma mo 4 1eT) CHUKaeT yac-
TOTY 00OCTpeHUII OPOHXOJErOYHOIo Mmpoliecca, 3HauUM-
TeJIbHO YMEHBIIAeT perpecc odobeMa (popcupoBaHHOTO
Bbimoxa 3a 1 mud (O®B1) y GonbHbIx MB, yiyuinaer
HYTPUTUBHBIN CTaTyC, OKa3bIBaeT BHIPAXXEHHOE ITPOTH-
BOBOCIIAJIMTEILHOE ACHCTBHE: CHIKAET KOHIICHTPALINIO
WHTepJIeiKnHa-8, HeUTpoDMIbHOU 3acTtassl [27—29].
OnHO M3 caMBIX M3BECTHBIX MCCICAOBAHUI TI0 ITpUMe-
HeHuIo gopHa3bl anbda, Pulmozyme Early Intervention
Trial, moka3ano CHUKXeHWE YacTOThl MHMEKIIMOHHOTO
o0OCTpeHusT TPy NpUMMEHEeHUM Tperapata Ha 34%, a
TakKe 3HauMMO Jy4diivde nokasarean OB®1 B rpymme
NpUMEHEeHUsT NOopHa3bl ajdbda 3a 2-JeTHU TIepuof.
AHaJIOTUYHBIE pe3yJIbTaThl ObLIM  TIOJyYEHBI
M.E. Hodson u coaBt. [25], B TOM 4HuClie U B TPYIIIIe
B3POCIIBIX OOJIBHBIX: CHUKEHME YACTOTHI O0OCTPEHUS Ha
28% 1nipu OMHOKPATHOM U Ha 37% Tipu ABYKPATHOM MH-
raysiuvy B neHb. [Ipy mpuMeHeHUM mOpHA3bl anbda B
TeYCHME 2 MeC JIYJIIINe Pe3yIbTaThl ITOJIYIeHBI B TPYIIIe
OOJIHBIX CO CPETHETSIKEJBIM IMOPaXEHUEM JIETKUX,
(ynkuus BHemHero abixanust (OBJ1) y O0NbHBIX C j1er-
KOI M TsKenoi OpOHXMaJIbHOU OOCTPYKIIMEN MpPaKTU-

NUTEPATVYPA

HIAUHUULUUCT

YECKM HE MEHSJIach. XOPOIINUE PEe3yJBTaThl MOJYICHBI
TakKe rpu exxeaHeBHOM npuMeHeHuun JIHKa3bl B Teye-
Hue | Mec, 2 Hell, a TakKe TIpY IPUMEHEHUHN Yepe3 NeHb
u 1 pa3 B Hegemo [30, 31]. Ctabunm3alus COCTOSTHUS,
YMEHBIIICHUE YaCTOThI PECITMPATOPHBIX SIMM30A0B, 3a-
MeIJICHHUE Ierpagalliyl JISTOUHOM (DYyHKIIMU TOCTUTAIOT-
cd B rpymniie Tsekeabix 00abHbeIX ¢ OBD1 menee 40% u 'y
nereit maamuie 5 net. JlopHasy anbda peKOMEeHAYIOT MH-
raJlmpoBaTh B CTaHAAPTHOM mo3e 2,5 Mr 1 pa3 B IeHb
II0/TIOCTIe YTPEHHETO ceaHca KWHE3UTepary, WHTaJIsI-
1IMY IBa pa3a B IeHb MOTYT OBITh MCITOJIb30BaHbI B CTap-
IIMX BO3PACTHBIX TPYIIIAX U Y B3pOCbIX [27, 29].

CpaBHeHMe MYKOJIUTUYECKOro addekTa Tpaauiim-
OHHBIX MYKOJUTUKOB (N-aleTUIMcTenHa 1 aMOpOK-
coJla TUIPOXJIOPUIA) M JTOpHAa3bl ajabda MPOBOIUIIOCH
MHOT'OKpPaTHO B pa3HbIX CTpaHax B OIIbITax in vitro u Ha
aTanax KJIMHUYECKUX ucciaenoBannii. Ha hone neuenust
JopHa30il anbda ObUTM BBISIBJICHBI OoJjiee 3HAYMMOE
yiydiieHue nokasaresiaein @BJI, HopMmaauzauust peoso-
TUYECKUX CBOMCTB MOKPOTHI IT0 BpEMEHH peTakcalluyl B
CEKyHIY.

3arkniouenue

Takum obpazom, MB siBisieTcst MyJIbTUCUCTEMHBIM
3a0o0JieBaHUEM, TPEOYIOIIUM ITOCTOSIHHOTO U aKTUBHOI'O
JIYeHUsI, HaIlpaBJIECHHOro Ha OOpbOYy C XPOHMUYECKOM
nHQEKINeH AbIXaTeJbHBIX ITyTeW, YIyJIIeHUe HYTPHU-
TUBHOTO CTaTyca MalleHTa, YMEHBIIEHUE OpOHXHAIb-
HO# obcTpykumu. BximoueHne gopHasbl ajibda B Tpo-
rpamMmy jedeHust MB onpaBnaHo ¢ TOYKU 3peHUs MaTo-
reHesa, 3(p@EKTUBHO yMEHbIIAET JIerpagaluio Jerod-
HOH (byHKILMHU, YMEHBIIAET YacTOTY PECIMpPaTOPHBIX
3IU3040B, TPeOYIOILIMX BHYTPUBEHHON aHTUOAKTEepU-
QJIBbHON Tepanuu, 1 yaydllaeT HyTPUTUBHBIA CTaTyC.
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