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B cratee W3N0KEHO COBPEMEHHOE TMPEJICTABICHUE O KOMIIOHEHTAX
cypdakranTa, QyHKIIMH HECBIBOPOTOUHBIX mpoTenHoB SP-A, SP-B, SP-C u SP-D.
Onucana uCTopust OTKPHITUS HACIEACTBEHHBIX AePUIMTOB IpoTenHoB SP-B, SP-C
n ABCA3. ABTOpaMH NpOaHAJIU3UPOBAHBI COBPEMEHHAS ANUIEMUOJIOTHS,
KIMHUYECKUE U THUCTOJIOTMYECKHME OCOOEHHOCTH Pa3IMYHbIX  BapUaHTOB
HEJI0OCTaTOYHOCTU OenkoB cypdakTtanTa. [IpomeMoOHCTpUpOBAaHBI pPa3IUYHbBIE
BapuanTtel mytauui SFTPC, SFTPB u ABCA3 u ux BiusHHE Ha TE4YEHUE,
KJIIMHUYECKUE TPOSBICHUS U MCXOJ] MHTEPCTULIMATBHOTO 3a00JieBaHUS JIETKUX Y
JETEH.
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benku cypdakranta cocraBusior 10,6 % OT OCHOBHOM Macchl H

MPEACTABISIOT COOOW CMECh CHIBOPOTOYHBIX M HECHIBOPOTOUHBIX OEIKOB.
HecwiBopoTounblie Oenku npuHATo Ha3piBath SP-A, SP-B, SP-C u SP-D [30].
SP-A — raukonpoTerH, NpUHAAJIeKAIINN K CeMEeUCTBY JeKTUHOB C-TUNa, BECUT
26-35 x/la u cuHTe3UpyeTCs HA JUIMHHOM Tuteue 10-i XpOMOCOMBI U3 JIBYX I'€HOB!
SFTPAI u SFTPA2. X0Ts TKaHb JIETKOTO SABJISIETCS OCHOBHBIM MECTOM CHHTE3a
SP-A, 6enok oOHapyXeH B KHIIECYHHUKE, YHAOKPUHHOW CHCTEME M CPEIHEM yXe.
SP-D (43 x/la) Takxe cuHTE3UpyeTCs HA IIUHHOM Tiede 10-i XpOMOCOMBI TEHOM
SFTPD, a o6mas crpykrypa SP-D ananornuna o6rueti ctpykrype SP-A [15]. SP-D
conpsibkeH ¢ GochaTUAMIMHOZUTOIOM U TIIIOKO3UJIIEpaMuioM cypdakrtanta [21],
UMeeT JOMEH pacro3HaBaHMs YIJIEBOJIOB, CIOCOOCTBYS arrjlOTUHALIUUA OaKTepui,
BUPYCOB U rpuboB [14].

I'uapodunbabie 6enku SP-A u SP-D xopoiiio 3kcnpeccupyrorcst B mpe- U
MOCTHATAIbHOM Tmepuoaax. SP-A urpaer BakHYIO poJib B MMMYHHOH 3allluTe,
daronuTo3e U KWUIMHTE OaKTepHalIbHBIX, BUPYCHBIX M TPUOKOBBIX MATOTCHOB,
MPAKTUYECKU HE BJIMSISL HA JIaCTUYECKHUE CBOMCTBaA cypdakTanTa [26].

Hpyras rpymnma 6enkoB, SP-B u SP-C, o0ycnoBiamBarT siiacTUuecKue
cBoiicTBa cypdakranta. SP-B — rugpodoOubIii nmonunentua, cocrosumii u3 79
aMHHOKHUCIIOT, cuHTe3upyetcs renoM SFTPB Ha 2-ii xpomocome (2p12-pll.2). SP-
B cBasbiBaeTcs ¢ GhochOIUNMUIHBIMU OUCIOSIMU M 00JlagaeT KaKk MeMOpaHHBIMU,
Tak U  (y30reHHbIMM  CBOMCTBaMHM, 4YTO oOOecneuyuBaeT OpraHu3aluio
dbochommmuaHbIX MEMOpaH B JaMEJUIAPHBIX IpaHynax [22].

SP-C — cambii runpodoOHBI Oenok cypdaktanTta, cocTouT u3 35

aMUHOKUCIOT U cuHTtesupyercss reHom SFTPC Ha 8-ii xpomocome. Beicoka



BEpOATHOCTH CBs3U SP-C ¢ KuakuM 6ucioeM AunaabMuTou(ochaTuaANIXO0INHA.
Kpome toro, SP-C MoXeT BKIMHHUBATbCS B JBYXCIOWHBIN (ocdomaumun,
MOAJCPKUBAsE MOHOCJIOW TOBEPXHOCTHO-aKTUBHOTO BEUIECTBA B  AJIbBEOJIE,
YCUJIMBATh MOTJIONIEHUE U KaTtabomu3M (ocdonunuaos anpeeonorutamu 11 tumna
[3, 4, 30].

SP-B u SP-C cunrte3upyrorcs B KieTkax ainbBeossipHoro tumna Il B Buze
(10011911170:¢ OEJIKOB-TIPEIIIIECTBEHHUKOB (proSP-B 151 proSP-C) B
SHIOIUIA3MATHYECKOM PETUKYIIYME, KOTOPBIE PACHIEIUISIOTCS TPOTEOIUTUYECKUMU
dbepMeHTaMU ¢ TIOJIYYCHHEM MEHBIUX, YPE3BBIYaiiHO THUAPO(OOHBIX MENTHIIOB
(puc. 1). 3aTeM OHM TPaHCHIOPTHPYIOTCA Yepe3 anmapatr ['oJabaKH B JIM30COMBI, C
MOCJICIYIOIIUM TPOTEOIU30M OCIKOB-TIpeaAniecTBeHHUKOB (proSP-B u proSP-C).
JIuzocoma cnuBaeTcsl C JIAMEIUIIPHON TpaHyJION, 3pelible OENIKM BCTPauBalOTCS B
MOBEPXHOCTHO-aKTUBHBIE (OCHONUNUIHBIE MEMOPAHbI, U MPOUCXOIUT CEKPEIUs
MyTeM CIHUSTHUS MeMOpaHbl JIAMEJUISIPHON TpaHyJibl ¢ IJIa3MaTHUYeCKO MeMOpaHoi
ANUTEIHATIBHOM KJIETKH, B PE3yJbTaT€ YEro COACPKUMOE BBUIMBACTCA B
alnbBEOJISIpHOE TpocTpaHCTBO [26]. boraroe dochomunumom coaepKumMoe
coOupaeTcsl B TpyOUaThlil MUETIUH, KOTOPBII CIIYXKHUT PE3EPBYapOM IMOBEPXHOCTHO-
aKTUBHOT'O BEIIECTBA BO BPEMs JbIXaHUS M YCHUIIMBACT BBIBEJICHHE JIUMHUIOB B

anbBeOJsIpHOE TpocTpaHcTBO [30].



Boaayx @
oo \ : ()

@ TyGynsipHbin MHUENUH
Munodaza \

PucyHnok 1. CuHres n karabonnsm cypdaxkranra ansseonoyunramm ll tvna [30]: 3P — angonnasmarnyeckmnii
peruxkynym; AIr — annapar lNonsgxw; JIIF — namennapras rpaHyna

Bo Bpems apixaHus TUIeHKa cyp@akTaHTa HaXOAUTCS TMOJ BBICOKUM
JABJICHUEM TP HHU3KOM OCTaTOYHOM OOBEME JIEKHUX, YTO CIOCOOCTBYET
necopOrmu unuaoB u npoTewHoB (SP-B, SP-C). Yacte OenkoB W KHUPOB
peuupkynupyercs kietkamu Il Tuna, rjie MpOUCXOIUT SHIOIUTO3 Yepe3 JIM30COMBI
U TPAHCIIOPTUPOBKA B JIAMEJUISIPHBIC TPAHYJIbl, HHbIC BHEKJIETOYHO COOMPAIOTCS B
TpyOuaThiii MUEIHH [25], B TO BpeMs KaK OCTaJIbHBIC MOTJIONIAITCS MaKkpodaraMu.
Peumpkynsitus  BemecTB  cypdakTtaHta  OOBSCHSET  JIMTEIbHBIA  dDPexT
3aMECTUTENIBHON Tepanuu CyphaKTaHTOM y MPEKIECBPEMEHHO POXKIICHHBIX JIETEH.
Eme oauH uHTerpanbHbiii MeMOpaHHblid 0etok — ABCA3, cocrosmmuii u3 1704
AMUHOKHUCJIOT, JIOKAJIM30BAHHBIA HAa BHEITHEW MeMOpaHe JIaMeJUISIPHOW TpaHyJIbl,
SIBIISIETCSA 4JIeHOM OoJibiioro cemercrsa ATd-CBA3BIBAIONINX KAaCCETHBIX OEIKOB,
KOTOpbIE aKTUBHO TPAHCHOPTUPYIOT Pa3IUYHbIC BEIIECTBA Yepe3 OMOJIOTHYECKUE
MeMOpanbl, Bkimrodas yumuabl [9, 15]. ABCA3 dyHKIMOHUpPYET ISl UMIIOpTa
dbochaTuamnxonuna u GochaTuIuATIMIEpIHA U3 TATO30JIS B JIAMEIUISIPHOE TEJO.
Taxkum o6pazom, umenHo SP-B u SP-C urparoT Hanbonee CymecTBEHHYIO POJb B

AIIACTUYECKOM CHOCOOHOCTH M TOJJECPKAHUM OCTaTOYHOro oObeMa JIETKUX U



o0ycnoBnIuBalOT  (opMHUpOBAaHME  HOPMANbHBIX  OuciaoeB  cypdakranrta,
MOJJICP)KUBAsI  €T0 TMOBEPXHOCTHO-BOCCTAHOBUTENBHBIC BEIIECTBA M oOJerdas
aacopouuto cypdaxranta. ABCA3 Takxke CUHTE3UPYETCS U TIIMKO3WIUPYETCS B
HHOIIA3MATHYECKOM PETHUKYJIYyME, a 3aTE€M TPAHCHOPTUPYETCS 4epe3 ammapar
["onbJKY B IM30COMY Ha HapYKHYIO MEMOpaHy JaMeJIsipHOi rpanysisl [30].

OcTaHOBUMCSA Ha TEHETHYECKOW UM THUCTOJOTHYECKON XapaKTEPHUCTHUKAX
HACJCACTBEHHOTO  JehUIMTa TNPOTEHHOB CcypdakTaHTa ©  KIWHAYECKON
peanu3anuu y IeTeil.

Hacnencreennsiii nepunut SP-B BnepBbie Obut omucan B 1993 roay y
JIOHOIIIEHHOTO HOBOPOXJACHHOTO C HWHTEPCTULHAIBHBIM 3a00J€BAHUEM JIETKUX
(U3JI) [31]. Pebenox ymep B BO3pacTe S5 MECSLEB OT MPOrPEeCCUPYIONICH
JBIXaTEIbHON HEIOCTATOYHOCTH, KOTOpas pa3BUiIach BCKOPE IMOCJE POXKICHUSA U
HE pa3pernanach, HECMOTPSL Ha MPOBEACHUE MEXAHUYECKON BEHTWJISILIUM JIETKHX,
BBe/IeHHE cypdaKkTaHTa M KOPTHUKOCTEPOHUIOB, a TaKKe 3JKCTPAKOPIOPAIBLHYIO
MEMOpaHHYI0  OKCUT€HAalMIO. bHO-TICMS  JIeTKMX  [OKa3ajla  HM3MEHEHUs,
XapaKTEepHbIE [JIs BPOXKIECHHOIO aJIbBEOJISIPHOTO MPOTEMHO3a. B cemelHOM
aHaMHE3€ MMEJ MECTO JIETaIbHbIA MCXOJ Yy MPEAbIIyIIEro peOeHKa B pe3yibTaTe
pecriupatopHoro  gucrtpecc-cuaapoma  (PIC) HOBOPOK/ICHHBIX. [Tpu
TreHEeTHYEeCKOM aHanmu3e Joka3zaHo, uyto mytamus 121ins2 SFTPB B 4-M 3k30HE
MPEeXKICBPEMEHHO aKTUBUPOBAja CTOM-KOJOH B 6-M JK30HE W MpPEMSITCTBOBAJIA
skcrpeccun 3penoro SFTPB, uto mpuBoawino k monHomy otcyrctBuio PHK-
HocuTens U 6enka SP-B B jierkom peOeHka.

Ha ceronnsiiinuii 1eHp BoisiBIIeHO Oosiee 40 pa3nnyHbIX MyTalui B rene SP-
B [2], u3 HuX 2/3 — B 4-M 3K30He. PoauTenu u cuOIMHTY IeTe ¢ MyTaluei reHa
SFTPB knuHUYecKUX TPOSIBJICHUN 3a00JieBaHUS HE HUMEIOT, a y pedeHka
3a00JIeBaHUE BO3HUKAET MPH MyTalluu OOEWX ajuiesield, MPUBOJANIEH K MOJTHOMY
OTCYTCTBUIO Wi noTepe pyukmuu SP-B.

Hedurmur SP-B  HacnemyeTcs 1O  ayTOCOMHO-PEIECCUBHOMY — THIY.
3aboneBaemocth B Coemunennbix llltatax Amepuku cocrtasisier 1 : 1 000 000

HOBOPOXK/ICHHBIX, M3 HUX dYacTora MyTanmuu 121ins2 B 4-M »3K30HE —



npubmusutensao 1 ;10003000 wemoBek [32]. K coxanenuto, B Mwupe
JMarHOCTHKa HacleAcTBeHHOro naedummra SP-B  mpoBoautcs peako, a B
HEKOTOPBIX CTpaHaX BOBCE HET JIOCTYIA K aHAJIM3y MyTalluii TeHOB Cyp(aKTaHTa,
YTO BBIPAXKAETCS] B HEJOCTOBEPHBIX MHUIAEMHOJOTHYECKUX TTOKA3ATEIAX.

3a0oneBanue MaHU(]ECTHUPYET C PECNUPATOPHOTO JTUCTPECC-CHHApPOMA Y
JIOHOILIIEHHBIX HOBOPOKICHHBIX. B OpOHXO0aNbBEONAPHON JIABAXKHON JKHUIIKOCTU
(BAJI) ormeuaercs  moBbimieHHE — (GOCPATUIUIMHOZUTONA U CHUIKCHHE
dbocharuamirauieposa, 4ro oOyciaoBiauBaeT Hed(pdekTuBHOE obecrneueHue
MOBEPXHOCTHOTO HATsKEHUs alibBeos [32]. XOTa BpEeMEHHOE YIYUYIIEHUE MOXKET
HaOJI0AAThCS MPHU BBEAEHUM 3K30I€HHOrO cypdaKkTaHTa, TPAHCIUIAHTALMS JIETKUX
B HACTOSIIIEE BpEeMs SIBIISIETCA €IMHCTBEHHBIM d((exTuBHbIM jeueHuemM [32]. bes
TPaHCIUIAHTAIIMK JETH NOru0aroT B Bo3pacte 3—6 mecsies [21].

T'ucmonoeuuwecku nepunur  SP-B manudectupyer ¢ BpOXKIECHHOTO
aJIbBEOJIIPHOTO MIPOTEMHO3a (3a cUeT HapyiieHus nepenaun curuaioB GM-CSF B
Makpodare, 4To MPENATCTBYET PEUUPKYISIUU cypdakTanTa) (puc. 2) u, pexe, C

I/IH(baHTHJIBHOFO ACCKBAMATUBHOI'O HHTCPCTULIHUAJIbHOI'O ITHCBMOHHUTA (pHC. 3)



PucyHok 2. lucrtonorn4yeckasi KapTuHa HacnefCTBeHHOro
aeguuura SP-B; mopgonorus anbBeossspHoro
MpPOTenHo3a C HaKorJ1IeHUeM rpaHyJisipHoro,
303UHOPUITEHOIr0, KUC/IOTHO-LUNGDONONIONMNTENIBHOIrO
JTAMONpPOTEeMHOBOIro MaTepuana B ajibBeosiax, B KOTOPOM
cogepxxarcsa 4ecKkBaMnupoBaHHbIe allbBeOJIOLUTbI
Il Tuna n neHucTeie anbBeonapHeie Makpodgaru (A).
YronwenHsbie ansBeonspHseie neperopogiku (B) [32]
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PucyHok 3. lncronornyeckasi KaptuHa
HacnegcTeeHHoro gepuuunta SP-B; mopgonorusa
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[Tatromopdomnorus cxomHa ¢ TPUOOPETEHHBIM JIETOYHBIM aJIbBEOJISIPHBIM
MPOTEUHO30M Y B3pOCHBIX (00y—CIIOBICHHBIM MPOIYKIIUCH AaHTUTEN TIPOTUB
IPaHyJIOUUTAPHOTO  MakpodaraabHOTO  KOJOHMECTHUMYJIUpYyIomero (dakropa
(granulocyte-macrophage colony-stimulating factor, GM-CSF)) wiu aeroyssiM
QJIbBEOJIIPHBIM TPOTEMHO30M Y JeTe (MHUIIMUPOBAHHBIM MyTallMed B OOIIei
oera- unu anbda-cyorenunuie penentopa GM-CSF). Bmecte ¢ Tem serounbiit
TBBEOJIIPHBIN TPOTEWHO3 TIPH HaciencTBeHHOM nedunute SP-B mposBusieTcs
HAaKOIJICHUEM B  albBEOJIAX TPaHYJISIPHOTO, HO3MHOQPMIBHOIO  BELIECTBA,
JUTIONPOTEHOB, JIECKBAMUPOBAHHBIX albBEOJOUTOB [l TuUma W MEHUCTHIX
abBEOJISIPHBIX MakpodaroB ¢ HapylmieHHOW ¢QyHkuued. OgHAKO OTIMYUTEIBHOMN
ocobeHHOCThIO Nedunuta SP-B sBisieTcss HEOOJbIIOE KOJIMYECTBO Marepuaia B
aJIbBEOJIax, BIUIOTH JIO €r0 MOJHOro OTCyTcTBH. [Ipn MyTanuu B o0uieit 6era- uin
anbpa-cyoreaunuie  pernentopa  GM-CSF  (JierouHbIM  aJbBEOJISIPHBIM
MIPOTEUHO30M Y JIETEH) allbBEOJISIPHAS apXUTEKTypa COXPaHSIETCs, U HAIIPOTHUB, JIJIS
Mopdosorun Mytauuu B reHe SFTPB xapakTepHbl yTONIIEHHE albBEOJIIPHBIX
neperoposok u nponudepaius GpuopodIacTOB ¢ BOCHATUTEILHBIMI KJICTOUYHBIMU
ununsTpatamu. Kpome Ttoro, y aereél ¢ HacieAcTBeHHBbIM Aehunmtom SP-B
MaJgb()OPMHUPOBAHBI JIAMEIUISIPHBIE TpaHyJbl W TPyOuUaThlii MUEIHH B BHUJE
JI€30pTraHU30BaHHbBIX MYJIbTUBE3UKYJISIPHBIX CTPYKTYP B KJI€TKaxX anbBeossipHOro 11
tuna [2, 32].

YIuBUTENIBHO, HO y J€Ted C HeaocTtarouyHocThio SP-B B anmbBeosiax
HaKariuBaeTcsl 4acTUyHO o0pabdoTanHbld proSP-C, yto nokassiBaet posib SP-B B
o0paboTtke u Tpancnopte proSP-C. Bmecte ¢ Tem kak proSP-B, tak u 3pensie SP-
B y manmeHToB OTCYTCTBYIOT. B anbBeOIsIpHOM MPOCBETE TAaKKE HAKAILIMBAECTCS
SP-A, u 3TOMy TIOKa HET 00BsicHeHus [32].

JleTr ¢ OTCYTCTBHMEM HAKOIUIEHUS] MaTepuasa B ajdbBEOJaX TMCTOJIOTHYECKU
MPOSIBJISIIOT JICCKBAMATHUBHBIN HHTEPCTUIIMAIBHBIN THEBMOHUT (puC. 4).

Hacnencreennsiit nedpunut SP-C Brepoie onucad B 2001 roxy Takxke y
JIOHOIIIEHHOTO HOBOPOXJIEHHOTO C PECIUPATOPHBIM JHCTpecc-cuHaApoMom [33]. V

pebeHKka B Bo3pacTe 6 Helellb pa3BUIMCh PECIIMPATOPHBIE PACCTPONCTBA, KOTOPBIE



BKJIFOYAJIM TaXWIHO? W 1HaHo3. [lo maHHBIM peHTreHorpaduu OpraHoB TpyaHON
KJIeTKH Oblma BbisIBIeHa runepuHpusanus. Ilatomoroanaromuuecku — Obul
YCTaHOBJICH JIMAarHO3 HeCMenu(pruueckoro HHTEPCTULIMATBHOTO ITHEBMOHUTA C
XOpOIIIO COXPAaHUBUIMMUCS YTOJIIEHHBIMA aJbBEOJISIPHBIMU TIEPETOPOIKAMH,
TUMepIia3uel anbBeosipHbIX KieTok Il Tuna, wHUIBTpaluell HHTepCTUIUSA,
COCTOSIINICH M3 3pesbIX JUMGOIUTOB U MHO—(pUOPOOIacCTOB. AJBBEOJIBI OBLIN
YaCTUYHO 3aIl0JIHEHBl JI€CKBAMUPOBAHHBIMH KJIETKAMH U  aJbBEOJSPHBIMU
Makpodaramu. Math peGeHKa ¢ paHHEro Bo3pacTa cTpajajia JeCKBaMaTHBHBIM
MHTEPCTUIIMAIBHBIM THEBMOHUTOM, a JIEAYyIIKa IO MAaTEPUHCKON JUHUHU yMEpP OT
XPOHUYECKON OOJIE3HU JIETKUX HEM3BECTHOM ATHOJIOTHUH.

Marepu pebOeHKa Take MpoBe/ieHa OMOICHS JIETKOTO, B TKAaHU BBISIBJICHBI
obnactu aguddysHoro ¢pudpo3a u GopMrpoBaHUE COTOBOIO JETKOTO, C YYaCTKaAMHU
auMdoruTapHOl U MakpodaraibHOU HHPUIBTPAIIUYA UHTEPCTHUIIHS.

I'eHeTHYEeCKOE HCCIENOBAaHUE J0KAa3ajl0 TIETEPO3UTOTHYH0 MYTALMIO T'eHa
SFTPC y peOeHka, BKIIOYAIONIYIO 3aMEIICHUE aJICHUHA TYaHUHOM B 4-M UHTpPOHE,
YTO IPUBEIO K JEJNEUUH TIE€HAa, OTBEYAOIIEr0 3a CUHTE3 37 aMUHOKHUCIOT.
AHasiornyHass myrtanus BeIsiBiieHa U y Marepu [33]. ProSP-C npucyrcrBoBan B
HEOOJIIITNX KOJMYECTBAX B TKAHM JIETKOTO KaK y MalfueHTa, Tak U y ero Matepu, a
spenbiit SP-C otcyrcrBoBai. KonudectBo SP-B Ob110 HOpMaIbHBIM.

B nacrosiee Bpems uaeHTuduUirpoBaHo 6osee 40 pa3IUyHbIX MyTalluid B
reie SFTPC [3]. MyTrauuu BKJIIOYAOT MUCCEHC-MyTallMu B 3, 4 U 5-M 3K30HAX
proSP-C, xoTopeie  TPHWBOAAT K  HApPYIICHWIO MepepaboTku  Oenka-
npenmectseHHrka (proSP-C) B 3pensiii nentua. B ornnume oT reHeTmyeckoro
nedunura SP-B nnTepcTuimanpHoe 3a00eBaHUE JIETKUX, BHI3BAHHOE MYyTaIlUsSIMU
SFTPC, mmeer ayTOCOMHO-IOMWHAHTHBIM THWII HACIEIOBAaHUA C MEPEMEHHOU
MeHeTpaHTHOCThIO (45 %) wnm wmyranueir de novo Ha OAHOW ayuleNnud Kak
cniopagudeckoe 3aboneBanue (55 %). Myramus tpeonuna B kogone 73 (I173T) B
rene  SFTPC  cocraBmsger  3HaunrtenbHyr0  4vacte  Myrauuii  SFTPC,

ACCOIIMUPOBAHHBIX C MHTEPCTUITMATBHON OOJIE3HBIO JeTKUX [4].



Yacrora BapuantoB myraunu SFTPC B momynsiuuu B HacToOsIEe BpEMs
HEU3BECTHA, YTO CBS3aHO C Pa3jIMYHBIM BO3PACTOM MaHU(DECTalMi U KIUHUKON
3a0oneBanusi. Bmecte ¢ TeM HacnenctBennbiit nepunut Sp-C yainie a1e00THPYET B
JIETCKOM BO3pAacTe U KparHe PEAKO y B3POCIIbIX.

Knunuueckas xapmumna 3a00eBaHUsT  MOXET OBbITh  pasznuuHon  [12].
[TpubnusurenbHo ot 10 mo 15 % mnanuentoB ¢ mytarnueid SFTPC pasBuBaror
pecnupaTopHble CUMIITOMBI B TedeHue 1-ro mecsaua xu3Hu u 40 % — B Bo3pacTte
oT 1 10 6 MecsleB )XU3HU, IPUYEM CPEIHUM BO3pacT Hayasia 3a00JieBaHUsI — OT 2
70 3 MecsieB. Y HOBOPOXKACHHBIX 3a00JeBaHUE JAEOIOTUPYET C PECIUPATOPHOTO
nuctpecc-cunapoma [11], y mereir mo 2 netr — ¢ cumnTomMoB Juddy3Horo
3a00JIeBaHuUs JIETKUX, BKJIIOYAsl TAXUITHO3, PETPAKIINIO, TUIIOKCEMHUIO U CTarHalLUIO
¢usnueckoro pasButug [15]. JleTm CKIOHHBI K YacTbiM pPECHHUPATOPHBIM
3a00y1eBaHUSIM. Y TOJPOCTKOB C T'E€TEPO3UTOTHOM MyTaiued B 5-m sk30He SP-C
BO3MOkHa MaHu(pectanus N3JI ¢ KIMHUKY HeCHeU(PUUIECKONH HHTEPCTULIMATbHON
ITHEBMOHUU WM OOBIYHOTO MHTEPCTULMAIBLHOTO MHEBMOHHUTA [15], a Tpurrepom
MOKET OBIThb BHpyCHasi MHGEKIUS (HampuMmep, pecnupaTopHO-CHUHIIUTHAIbHBIN
BUpYC, rpunn A u B).

Bmectre ¢ Tem mporpeccupoBaHMe — 3a00J€BaHUS  MHIUBUIYaIbHO.
HekoTtopeiM manmentaMm TpeOyeTcsl TpaHCIUIaHTAlMs JIETKOro B IEpBbIe 2 roja
3a00y1eBaHusl, B TO BpEMsS KaK JPYrd€ HMEIOT XOPOIUIYIO0 MPOAOTKUTEIBHOCTh
KU3HU Ha (POHE KHUCIOPOI03aBUCUMOCTU WJIM BOBCE YMEHbBIIAIOT NOTPEOHOCTH B
KHCJIOPOJE, YTO CBUAETEIBCTBYET O BIMSHHUMU JONOJIHHUTENBHBIX T€HETUYECKUX U
HK30T€HHBIX (PAKTOPOB, BIAMUSIOLIMX HA HAYAJIO U IPOTPECCUPOBAHKE 3a00IEBAHMUS.
['ucronornueckass kapTuHa HacneacTBeHHoro nedpunura SP-C  mnposiBisercs
JIETOYHBIM aJIbBEOJISIPHBIM MTPOTEUHO30M (puc. 5), HecnenupuueckuM (puc. 4) uimum
JIECKBaMaTUBHBIM UHTEPCTULIHAIBHBIM MTHEBMOHUTOM, XPOHUYECKUM

IMHEBMOHUTOM HOBOPOKJICHHBIX [32].



/a e § Y
PucyHok 4. lncronorn4yeckasi KaptTuHa
HacnegcreeHHoro gepuuyura SP-C; mopgonorusa
Hecrneyndmnieckoro MHTepCcTULUNaIbHOro
NMHEBMOHUTA C YyTOJILieHUEM asibBeOJIIPHOM CenThbl
(A) n HeckonbKUMU anbBeosIpPHLIMU Makpogaramu

(B) [32]

PucyHok 5. lucronornyeckasi KaptTuHa
HacnegcreeHHoro gepuynta SP-C; mopgonorua
JIEro4YHOro aJibBEeoJIIPHOro NpoTenHo3a ¢
yTosleHneM anbBeosisipHoi centel (A) n
aKkKymynsume 6onbLUNX MNEeHUCTLIX Makpodgaros,
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Tak »xe, kak w mnpu HacueACTBeHHOM nedumnmre —SP-B, nerounsrii
ABBEOJIIPHBIN MPOTEHMHO3 BBhIpaKaeTcs B AUM(DY3HOM MOBPEKIACHUH aTbBEOJ
pa3IMYHOM CTENEHU TSAKECTH, B THUIEPIUIA3UU AIbBEOJIIPHOTO JMHUTENUS U
UHTEPCTUIUS ¢ HeOonbIol wuHpumpTpanuein JuMdornuTamMu, MNEHUCTHIMU
IbBEOJIIPHBIMU Makpodaramu ¢ OTJIO)KEHHEM TpaHyJOIMTOB, XOJECTEpHUHA B
ajnbBeosax [32].

VY noapoctkoB ¢ mytauusmu SFTPC u U3JI Hanboiiee pacnpocTpaHEHHBIM
TUCTOIATOJIOTMYECKUM JUArHO30M SIBJISIETCS JIETOUHBIN (GUOpO3.

JlamennsapHbie Tema W TPyOYaThId MHEIWH MOTYT OBITh HOPMaJTbHBIMH
(OpeuMyIIecCTBEHHO Yy  Jaetedl ¢ wmyranued B 4-M  DK30HE) WU
MaibhopmupoBanHbiMu, a SP-A, proSP-B, SP-B u SP-D, proSP-C npucyTcTByIOT
B JIOCTaTOYHOM KOJHMYECTBE. XapaKTEPHO HAKOIJIEHUE B KIETKE TOKCUYHOIO
proSP-C, uro cnocoOCTBYyeT TpaBMaTU3allUd, CTPECCY SHIOMIA3MaTHYECKOTO
peTHUKyJiyMa M amonTo3y. [HMCTOJIOrMYEeCKH 3TO MPOSBISETCS XPOHHUYECKUM
BOCIAJICHUEM UHTEPCTULMS U THEBMO(DUOPO30M. Y MalUEHTOB C MyTALMSAMU 4-TO
sk30Ha U 91-93del9 Takke BbIsBIsSeTCs CHUWXeHHE uiu orcyrctBue SP-C. U
HaoOopoT, mpu myTammu E66K u 173T cexpetupyrotes kak 3pensie SP-C, Tak u
proSP-C, ognako Hapymaetcst coctaB u pyHkius ¢pochomunuaos [32].

Hacnencteennsiit nedpunur ABCA3 Bnepssie onucan B 2004 rogy Takke y
JIOHOLIEHHOTO PEOEHKA, TSAKENbIA PECIUPATOPHBIN TUCTPECC-CUHIAPOM Y KOTOPOIO
npuBesl K JeTagpHOMy ucxony. CeMeillHblii aHaMHE3 JIEMOHCTPUPOBAI
3a00€eBaHUsl  JIETKUX Y  POJCTBEHHUKOB. [MCTONOTMYECKH  BBISABIISAIACH
JIeCKBaMaTUBHAsI MHTEPCTUIIMANIbHASI THEBMOHUS.

Hokazano, uyto aehummt ABCA3 Haciaegyercss ayTOCOMHO-PEIIECCHBHO.
Boiineno 150 pasmuusbix mytamui 30 koxupyromux 3k30HOB B TeHE ABCA3,
pacnionoxxenHoMm Ha 16-i (16p13.3) xpomocome [5]. B 2016 roay oTkpbiTa HOBast
mytanuss ABCA3, R288K, yBennuuBatoias puck passutus U3J1 y nereit [24]. B
3aBUCUMOCTH OT MECTOIOJIO)KEHUS] MyTallid B TeHE NaToreHe3 3a0o0JieBaHUs
pa3lIMu€H M BKJIOYAET CHUIXKEHHUE HKCIPECCUHU, HEIOCTATOUYHBIM TPaHCIOPT B

JaMeJUIApHbIE TpaHyjbl, a TaKKe aHOMalbHOE (OPMHUpPOBAHUE U (DPYHKIUIO



bocomunuanoit memoOpansl. B cypdakrante xomuuectBo pochaTUANIXONMHA U
dbochaTuauIranIeposa yMEHBIIIEHO, YTO HApYIIaeT MOBEPXHOCTHOE HATSHKCHHE
anbBEOJ.

HenaBHO OTKpbITEI MucceHC-MyTauuu B reHe ABCA3, koTopble BIHAIOT Ha
romMeoctas cypdaxkraHta, Hapymias JOKAJIU3AIMI0 BHYTPUKIETOYHOTO Oenka
ABCA3 (c. 643C > A, p. Q215K, c. 2279T > G, p. M760R) u nunuaHoro
nepenoca ABCA3 (c. 875A > T, p. E292V, c. 4164G > C, p. K1388N). Kpome
ATOTO,  ONpPENENICHbl ~ MyTalMH,  M[peapacrojararomye K pa3BUTHUIO
WHTEPCTULIMAIBHBIX ~ 3a00J€BaHUM  JIETKUX, HECMOTPS Ha  MPaBWIbHYIO
JIOKaNM3alui0 M HOpMalibHbIM JunuaHbeii niepenoc ABCA3 (c. 622C > T, p.
R208W; c. 863G > A, p. R288K; c. 2891G > A, p. G964D) [1].

[Toka ennHCTBEHHAsI MyTallksl, a UMEHHO 3aMEIICHUE BaJIMHA B KOJOHE 292
(E292V), pacnonoxkeHHOM B TMepBoM MHUTO30JbHON mieTie Oenka ABCA3,
UAeHTUGUIIMPOBaHA Yy JE€Tell MOJPOCTKOBOIO BO3pAacTa U HMMEET OTHOCHUTEIHHO
OJIarONpUATHBIA MPOTrHO3. Y OTUX MAalUUEHTOB 3a0o0yieBaHUE NEOIOTHPYET B
rpyaHoM Bo3pacte ¢ ¢opmupoBanueM W3JI u rucrtosoruei JIerouHOTO
aJIbBEOJSIPHOTO  MPOTEHMHO3a  WIM  JI€CKBAMATUBHOW  MHTEPCTULHATBHOU
MHEBMOHUU. JeTn BbKUBAIOT 0€3 TpaHCIUIaHTaluK Jerkux [22, 23]. B mocneqnee
BpeMsi yactora myrtaiuu E292V B 3-5 pa3 Beime, uem myrtanuii B SFTPB
(121ins2) wmu SFTPC (173T) (< 0,4 %), a myramuss E292V moxeTr ObITh
HETaTUBHBIM  MOIUGUIHUPYIONIUM  (HAKTOPOM PECHUPATOPHOM TMATOJIOTHH Y
B3pocibiX U PZIC y HOBOPOKIEHHBIX.

BonbmuacTBo ciayuaes Mmytauuun ABCA3 manudectupyer ¢ PIAC B
HEOHATAJILHOM TMEpuoje WM B TpyaHOM Bo3pacte. CpenHuii Bo3pacT AebOroTa
3aboneBanus coctaBmser 1,3 + 0,5 mecsma [7, 8], ¢ JmeTalbHBIM HCXOA0M O€3
TPAHCIUIAHTAILINM JIETKUX [22].

['uctonornueckass  kaptuHa  HacneacTBeHHoro — nedunmra ABCA3
O0TOOpa)kaeT HaCJIEICTBEHHbIN aJIbBEOJISIPHBIA MPOTEUHO3, HECTIEU(UUECKYIO WU
JIECKBAaMAaTUBHYIO MHTEPCTUIIMAIIbHYIO THEBMOHUIO B MEPUOJI€ HOBOPOKICHHOCTH

[9]. OTanunTenpbHON 0COOCHHOCTBIO SABJSETCS TO, YTO B ajbBeononutax Il tmma



JaMEJUIAPHBIE TPAaHYJIbl MEJIKHE, C TJIOTHO JIEMTOHUPOBAHHBIMU (HOCHOIUITHIAMH.
benku cypdaxranta SP-A, SP-B, proSP-B, proSP-C u SP-D B mocratounom
koiuuectBe. OpHako y 4acTu mamueHToB 3pesnoro SP-B Hemocrarodno, 4To
akueHtupyetr poiab ABCA3 B Tpanchopmauuu proSP-B B SP-B. B otnuuue ot
nedunura SP-B proSP-C npucyrcTByeT B IIUTOILIa3Me ajibBeosonuToB Il Tuma u
HE BCTpEYaeTcs B ajibBEOJax.

B 3akmoueHne ommcaHus KIMHUKO-MOPGOJIOTHYECKOW KapTHHBI OTMETHM,
yro MyTaiuu B TeHe ABCA3 BbI3BIBAIOT CYIIECTBEHHYIO JUC(YHKIIUIO
cypdakTanTa B pe3yibrare HapyiieHuss oOpazoBanusi SP-B u SP-C, a Taxxke
JenoHupoBanusi U cekpenuu ¢ochonunuaoB. Haubonee HeOIaronmpusiTHbIMU
cuntarorcsi mytaruu SP-B u ABCA3 (kpome E292V), uTo 00BIYHO MPOSIBISETCS
pEeCIUPATOPHBIM JAUCTPECC-CUHIPOMOM B HEOHATaJbHOM Iepuoie. JleTalbHbIM
UCXOJ TMpU JAHHOM MaTOJIOTMM HACTyMaeT B TMEPBbIE MECALBl >KU3HHU, a
MEXaHUYeCKass BEHTWISAIUS JIETKUX, BBeJCHUE cyppakTaHTa U Jlaxe
AKCTpaKopIopaibHas MeMOpaHHas OKCUT€HaLIUS HEA(PPEKTUBHBI.
['uctonornyecku gaHHBIE HO30JIOTHYECKUE (POPMBI Yaile MaHU(GECTUPYIOT B BUJC
JIETOYHOT'0 aJIbBEOJISIPHOTO MPOTEMHO3a, HECTEU(DUUECKON UM JIeCKBaMaTUBHOM
WHTEPCTUIIMAIBHOW  THEBMOHMU. OAHAKO  OTIMYUTENHHONM  OCOOCHHOCTBHIO
HacienctBeHHoro nedunmra nporenHoB SP-B u ABCA3 cypdakranTa cunraercs
OTHOCHUTEJIbHO HEOOJBIIIOE HAKOIJICHUE KJIETOK, OCJIKOB-MPEIIECTBEHHUKOB (MpU
nebunure SP-B) u mnpoaykToB pacmaga B anbBeodax M YTOJIICHUE
MEKaJIbBEOJISIPHOW TMEPETOPOJIKH, a Takke Malb(POpMHUPOBAHHBIC JIAMEIUISIPHBIC
IpaHyJibl U TPYOUYaThIN MUEIHUH.

Cxomnas ructojornueckas kaptuHa SFTPB u ABCA3 o0ycioBiuBaeT
HEeoOXoauMocTh ux auddepeHnuanbuon auarHoctuku. Hemocrarounocts SP-B
HapymaeT oOpa30BaHHWE XOPOIIO OPTraHW30BAHHBIX KOHIICHTPUUYECKHX KOJIEI]
dbochomunmuaHbEIX MeMOpaH, KOTOpbIe OOBIYHO HAOJIONAOTCA B HEOOJBIION
JaMeJUIipHOM TrpaHysie. BMecTo 3TOro B 1uTo3oje anbBeosionutoB Il Tuma, a
TaKK€ B aJbBEOJSIPHOM TIPOCBETE OTMEUAIOTCS OOJbINE HEOPTraHW30BaHHBIC

MYJIbTUBE3UKYJIsIipHbIEe Tena. HampoTtus, HeOosgbmue Maab(HOpMUPOBAHHBIE



JaMeIUISIpHbIE TEeNblia ¢ TUIOTHO cPOpMHUPOBAHHBIMUA MeMOpaHamMu (Hochonunuaos
¥ BKIIOYEHUSMU HaOmojgaloTcss B anbBeosionuTax Il Tuma y manueHToB ¢
myTtauusimu  ABCA3. Tloka He onucaHbl yIbTPACTPYKTYPHBIE aHOMAIIWU,
xapaktepuble g MyTtauuun SFTPC, xoTs cooOmanoch O HENpaBUJIbHBIX WIIU
JI€30pTraHN30BaHHBIX JIAMEIUIIPHBIX TPaHylax.

CrnenyeT NOMHUTb, YTO AHOMAJIbHbIC IUJJACTUHYATBIE TeEJNa TaKKe
OOHaApPY>KMBAIOTCS TP HEKOTOPHIX 3a00JIeBaHUIX, TAKUX KaK CHHApPOMBbI Yeanaka
— Xwuracu u I'epmancku — [lymanaka. OgHako i 3TUX 3a001€BaHUN XapaKTepeH
(eHOTHUIT TUTaHTCKUX JIAMEJUIAPHBIX TPaHyJ, 4To oTiandaeT ux oT myranuu SFTPB
u ABCA3.

Myrtauun SP-C umeror 0Ooznee OJaronpusTHOE TEYEHHE M IIPOTHO3.
B03MOXXHO pa3BUTHE pECHUPATOPHOTO AHCTPECC-CUHAPOMAa B HEOHATAIILHOM
nepuoje, Ho daie OoJie3Hb AEOIOTUPYET C HMHTEPCTULMATIBHOIO 3a00JIeBaHUS
JETKUX B paHHEM U JOLIKOJIBHOM BO3pacTe Ha (OHE BUPYCHOW HH(EKIHUH.
Onucanpl ciayyan MaHU(pecTauuud B MOAPOCTKOBOM Bo3pacte. OTIMYUTEIBHOU
OCOOCHHOCTBIO KJIMHHMKHU Je(UunTa SBISETCS 3aBUCUMOCTb OT BO3pacTa Je0roTa
3aboneBanus. Kinmawdecku npepuuutr npossisercs M3JI, a rucronoruueckas
KapTuUHA cxo/aHA ¢ HegocTaTrouHOCThi0 SP-B u ABCA3, o1Hako ¢ OTHOCUTENBHO
3aMEJUICHHbIM (MECsIbl, HMHOTJAa — TObl) MOPAXKECHUEM MEXKaJIbBEOSIPHBIX
NEPEropoIOK U HAKOMJIEHUEM MPOAYKTOB cyp(dakTaHTa U KJIETOK. OTIMYUTEIbHON
YIBTPACTPYKTYpHOU uepToil MyTauuu SP-C cyuTaroTcs MNPEUMYyLIECTBEHHO
HOPMAJIbHBIE JaMEJUIIPHBIE Tella M TPyOuyaThlil MUENMH, a TaKXEe HAKOIJIECHUE
TokcuyHoro proSP-C B kJeTke, 4TO CHOCOOCTBYET TpaBMaTH3aIMHU, CTPECCY
HHOIIA3MATHYECKOTO PETUKYIYyMa U aronTo3y.

J{narHocTuka Mmytauuii NpoTenHoB cyppakranra Briawyaer [13, 16]:

1. Ananu3 anamHe3a.
2. 'eHETHYECKYIO JUATHOCTHUKY.
3. BpoHxocKkomnuo ¢ OpOHX0aIbBEOJISIPHBIM JIABAKEM.

4. KoMnbploTepHYI0 TOMOTPa(UIO0 BEHICOKOTO Pa3pEIICHHUS.



5. buoncuio ¢ UMMYHOTHUCTOXUMUYECKUM U YJIBTPACTPYKTYPHBIM HCCIIEOBAHUEM
(3JIEKTpOHHAs MUKPOCKOTUS) JIETOYHOM TKaHMU.

Cpenu ocobeHHocTel aHamHe3a jaedunuTa OElIKOB cypdakTaHTa HMEeT

MECTO ceMeitHas UCTOpUS pecnupaTopHOro JTUCTPECC-CUHAPOMA,
MHTEPCTUIIMAIBHOTO U XPOHUYECKOTO 3a00JIeBaHUS JIETKUX.
['enetnueckas JuarHocTvka (a MMEHHO — HCCIEAOBaHME MYTalMil B TeHax
SFTPB, ABCA3) npoBoAUTCS BCEM JOHOUIEHHBIM HOBOPOXIEHHBIM, KOTOPBIC
Pa3BWIM PECTIMPATOPHBIA TUCTPECC-CUHAPOM (CUNbHASA PEKOMEeHOayusl, 8blCOKULL
yposeHns dokazamenvhocmu). I mpu ycnosun popmupoBanus U3J1 y pedenka 10 2
JeT pekoMeH10BaHO ucciienoBanre mytanui reHoB SFTPC u ABCA3 (cunvras
peKomeHOayus, BblCOKUU YpOo8eHb OokazamenvHocmu). Jlis MIafeHIEB C
albBEOJSIPHBIM ~ MPOTEMHO30M,  MMEIOIIMX  OTPUIIATENbHBIM  pe3yibTaT
uccnenoBanuss myrtauuii SFTPC u ABCA3, pexkoMeHI0BaHO JOMOJIHUTEIBHO
npoBoauTh reHeruyeckoe TtectupoBanue CSF2RA u CSF2RB  (crabas
peKomeHoayusl, HUSKUU YpPoeHb O00KA3ameabHocmu). A TpU TOJIOKUTEIbHBIX
tectax Ha CSF2RA u CSF2RB B03MOXHO OIpenelieHue TpaHyJIOLUUTaAPHO-
MakpodarajabHOro KoJioHHecTuMyupyromero ¢akropa (GM-CSF) (crabas
pexkomenOayus, HU3KUL YpOBeHb  OokaszameavbHocmu). Bce TeHeTnueckue
UCCJIEIOBaHUSI HEOOXOUMO MPOBOAUTH B CepTUHUIIUPOBAHHBIX abopaTopusix. K
COJKaJIEHUIO, B HACTOsALIEE BpeMs uccieAoBaHue Aeduuura O0enkoB cypdakTaHTa
JIOCTYNHO B Heckonbkux Jnabopatopusx CIHIA wu EBpombl, a reHernyeckue
uccienoBanusi CSF2RA u CSF2RB mnpoBoasiTcs TONBKO B KOHTEKCTE
vcciaeaoBanui [25].

Bbponxockonusi ¢ OpOHXO0ATbBEOJSIPHBIM JIABAXKEM HE MOXKET 3aMECHHTH
OHOIICHUIO JIETOYHOU TKaHU. OnnHako WHOT1a UCIIOJIb3YETCA IS
muddepennmansaoit quarnoctuku U3JL (crabas pexomenoayus, Huzkuii yposeHs
00KA3amenbHOCML).

buoricus ¢ UMMYHOTMCTOXMMHYECKHMM W YJIbTPaCTPYKTYPHBIM
UCCJIEIOBAaHUEM (DJICKTPOHHAS] MHKPOCKOMHS) JIETOYHOM TKAaHU — 30JI0TOU

CTaHAApT  JAMArHOCTUKM  NATOPU3MOJIOTUU  PECIUPATOPHOTO  HApyLICHUS.



Hcnonb3oBaHWE€  HMMMYHOTHMCTOXMMHUYECKOIO  HCCIEAOBAaHUS €  [OMOIIBIO
MOHOCHEIU(PUUECKIX  aHTUTEN TMO3BOJIsIeT U depeHIpoBaTh  YaCTUYHO
oOpaboTaHHbIE u/unu HEIPaBWIbHbBIC hopMbI MIPOTIENITUIOB.
MMMyHOTHCTOXMMHYECKUN aHAU3 OCOOCHHO TIOJIE3€H TIPU  ONpeesiCHUU
JavarHosza reHetuueckoro naeduinura SP-B, mockoneky mis myrtarnuii SFTPB
ONKCaHbl  OTJEIbHBIE HMMYHOTHCTOXMMUYECKHE CTPYKTYpbl JJIsi  3pelioi
skcnipeccun SP-B u proSP-C. B HacTosmiee BpeMss MMMYHOTHCTOXUMHUYECKHE
UCCJIEJOBaHMsI IOKA HEJAOCTYIIHbI B Y KpanHe.

K coxameHnto, [0  HACTOSILET0O BPEMEHH NPOTOKOJ  JICUECHHUSA
HACJEICTBEHHOro  JeduuuMra MpPOTEeHMHOB Ccyp(dakTaHTa He  pa3padoTaH.
[IpencraBisieM  aJIrOpUTM  MEHEPKMEHTa, OCHOBAaHHBII Ha COBPEMEHHBIX

JUTEepaTyPHBIX UCTOYHHKAX (puc. 6) [17-22].

[dunarHoa HacneacTBeHHOro geduumnta cypdartaHTa NOATBEPKAEH FrEHETUHECKUM UCCNiejoBaHMeM/GUoncuen

Y

PecnupatopHbiit MeHemKMeHT*. 3amecTuTensHas Tepanus cyphakTtaHToM

v Het addekTa

3anuchk B o4epefib Ha OXuaHue nepecagKku Nerkux

Y
B nepuoa oxuaaHus

1. SKcTpaKopnopanbHas MeM6paHHas OKCUreHaLus.

2. [MAPOKCHXSTIOPOXMH /TNIOKOKOPTUKOCTEPOUbI:

— TMAPOKCUXNOPOXMUHA cynbdat (6—10 mr/Kr/cyT).

BO3MOMHO co4eTaHue C CUCTEMHOM Tepanuen rioKOKOPTUKOCTepouaAaMu (NpeaHU30/10H NepopansHo 1—

2 Mr/Kr/cyT).

3. Makponuasbi:

— a3UTPOMMLMH (5 MI/Kr/cyT 2 pa3a B HeZleNllo Ha NPOTAXKeHUn 3—6 mecaLes);

— KIapUTPOMMULMH (7,5 Mr/Kr/cyT 2 pa3a B Hefleno Ha NpoTsxeHun 3—6 mecsaues)

PucyHok 6. Anroputm ne4eHus HacneAcTBeHHoro gepuunta nporenHoB cypgakraHTa
lMpumevaHue: * — okcureHoTepanus, MexaHu4eckasi BeHTU/IALNS NIEerKnX/BbiCOKOYaCTOTHAas BeHTWISILUS IeTKUX.

Takum o6pasom, mnpotennsl SP-B, SP-C u ABCA3 cnocobcTByIoT
dbopMHpOBaHHUIO  HOPMaJbHBIX  OWCIIOEB  cypdakTaHTa,  MOJJACPKAHHUIO
AIIACTUYECKOW CHOCOOHOCTM M OCTaTOYHOTo oObema Jerkux. Haubosee
HeOnaronpustHeie MyTauuu SP-B u  ABCA3  00bIYHO  TIPOSIBIISIOTCS
pECIIUPATOPHBIM JUCTPECC-CUHAPOMOM B HEOHATaJIbHOM MEPHOJIE€ C BBICOKOM
BEPOSTHOCTHIO JIeTaJIbHOTO HcxoAa. Mytanuu SP-C uMeroT TOpIuIHOE TEUCHUE U

MPOTHO3, a 3a00JieBaHUE J1E0I0TUPYET ¢ MHTEPCTULIMAIBHOTO 3a00JIEBaHUS JIETKUX
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B PaHHEM U JOLIKOJIBHOM BO3pacTe Ha (oHe BUpycHOUN nHPexkiuu. Jnarnoctuka
HACJIEICTBEHHOTO JepUIUTa MPOTEUHOB Cyp(aKTaHTa OrpaHUYCHA T€HETUYECKUM
UCCleIoBaHUEM, OHOICHed ¢ MMMYHOTMCTOXUMHMYECKOW W YIbTPACTPYKTYpHOU
OLIEHKOH, YTO MOKET 00€CIIeYNTh MPAaBUIbHYIO TAKTUKY JICUCHUS MAIlHEHTOB.
Konguankr uHTEepecoB. ABTOPHI 3asBISIOT 00 OTCYTCTBUU KaKOTO-JIHOO

KOH(bJII/IKTa HHTCPCCOB IIPH ITOATOTOBKC HaHHOﬁ CTaTbu.
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