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FMABA 5. BPOHX03KTA3bI

A.T". Yyyanuu

CHAPTER 5. BRONCHIECTASIS

Alexander G. Chuchalin

ITon 6ponxoskTazamu (bD) mpUHATO MOHMMATH OCO-
00¢ cocTosTHIEe OPOHXUAIBHOTO JIepeBa, KOTOPOE ITPO-
SIBJISICTCST TUJIaTallei OpOHXOB MJIN K€ WX DKTa3Ueil.
DT aBa TepMUHA OJIM3KH, OMHAKO B HUX BKJIAIBIBACTCST
pa3HbIii cMbICT. DeHOMEH pacIIMpeHs] IPOCBETA bl -
XaTeJIbHBIX ITyTe MOXKHO HaOJIFOOaTh y CIOPTCMEHOB
B IIEpUOM aKTUBHBIX (DM3NUCCKHIX HATPY30K, Y OOJIBHBIX

BA, xoTopsie 1ipu 060CcTpeHrH 3a00JIeBaHUSI UHTEH-

CHMBHO M 4acTO MCIIOJIb3YIOT MHTAIALMOHHBIE [3,-

arOHUCTBI, ¥ TIPU HEKOTOPBIX APYTUX COCTOSTHUSIX.

Taxk, ormcaHo HapyIIeHNUE COOTHOIIICHUST TUaMeTpa
OpOHXa U COMYTCTBYIOIICH OpOHXUAILHOMN apTepun
y Kypsinux aun. CauTaeTcsi, YTO 3T U3MCHEHMUS
BO3HMKAIOT 3a CYET BA30KOHCTPUKTOPHOTO 3P pek-
Ta TabaYHOTO ObIMA. B Takmx ciydasx auiiaTalius

OPOHXOB HOCUT ITPEXONSIIINI afaliTUBHBIN XapaKTep.

TepMmuH «3KTa3ust» (OT Ap.-Tped. ektasis — pacTsi-
TMBaHNE, PACTSDKCHME) TIOApa3yMeBacT OPraHMIeCcKoe
pacimpeHue npocsera 6ponxa. b® moryt npuoo-
peTatb ¢opMy HMIMHAPaA (HUIUHAPpUIecKue bD),
Memodka (Memroryatbie bD), BO3MOXKHO BepeTeHO-
obpa3Hoe pacimpeHre OpoHXOB (BapuKo3HbIe bD) n,
HakoHel, BD MoryT OBITH IIpencTaBIeHBI B BUIE KUCT

(kucTo3Has nereHepaisi OpoHXUATBHOTO AePeBa).
b3 omnpenensiorcs psinoM NPpU3HAKOB:

*  XapakTepu3yIOTCS MaTOJOTUYSCKON AuUaTamueit
IbIXaTeJIbHBIX MMyTei U YTOIIIeHEM CTCHKHI OpOHXa.

* KiIMHWYECKMMM CUMIITOMaMU SIBIISIIOTCS KallleIb
¥ TIOBBIIICHHAS ITPOAYKIIUS CIM3UCTO-THOMHOTO
¥ BSI3KOTO THOMHOTO CeKpeTa.

*  BD pasBuBamoTcsg npu OOJIBIION IpyIIne 3adoJieBa-
HUI, OMHAKO BCe OHU 00beIMHEHBI MH(PEKIIMOHHBIM
MopaxkeHNEM M HapyIIeHHEeM IpeHAKHOM (PYHKITNN
IbIXaTeJIbHBIX ITyTe, a TAKXKE TUCPETYIISINCH MyKO-
3aJIbHOTO UMMYHUTETA.

Knaccudpukauumsa

B coBpemMeHHOI KIIMHUYECKOI TTPaKTUKE UCTIONb3Y-
€TCSI LIETIBI PSIT TEPMUHOB, KOTOPbIE OTPAXKAIOT MHOTO-
oOpasue nposBieHnit BD 1 MexaHn3MOB X 00pa3o-
BaHWSI; HUXKE MMPUBOIUTCS KpaTKasl XapaKTepucTuka
KaXJ0To U3 HUX.

Amenexmamuyeckue BD pa3BUBAIOTCS B 30HE OOIINP-
HBIX aTeJIEKTa30B JIETOYHOU TKAHW; TTapeHXUMa JIETKUX
npuodpeTaeT BUI IMYCTUHBIX COT. Ampoguueckue BD

BO3HUKAIOT B 30HE aTpO(UUECKI N3MEHEHHOM 1 UCTOH-
YEeHHOI CTeHKU OpoHxa. Bpoicdennvie BD obpa3yorcs
B TIEPUOJ PA3BUTHS TIJIOA; OHU JIOKATU3YIOTCSI B HUXK-
HMX OTJEJIaX JISTKMX ¥ 9aCTO COYETAIOTCSI C aHOMATUSIMU
Pa3BUTHS PECITUPATOPHOI CUCTeMBL. [unepmpoghuueckue
B3 xapakrepusytorcs runepTpodueit rIIaaKuxX MBIIIIIT
OpPOHXOB 1 YBEIMUYECHNEM TOJIIMHBI UX CTCHOK. Jlecmpyk-
mueHble, WA Meuiomuamoie, BD BO3HUKAIOT ITpU THOM-
HOM BOCITAJIUTEIBHOM TIPOIIECCE B ABIXATCIBHBIX MYTSIX.
Ocmpote BB pa3BUBaIOTCS B TIEpUOJ THOMHO-ICCTPYKTHB-
HBIX JISTOYHBIX 3a00JIcBaHNI (HEKPOTUUYECKasT ITHEBMO-
HUSI, a0CLIECC U IPYTHe THOMHBIE 3a00J1€BAHUS JIETKUX).
Iucnaacmuueckue bD TIPOSIBASIOTCS B TICPBBII TOM K13~
HM peOeHKA ¥ BOSHUKAIOT BCJICACTBIE HETIOJTHOLIEHHOTO
pa3BUTHs XpsIeBoil TKaHu. ITogo6HsIil Tum b yacto
pa3BUBaCTCS TIPU OPOHXOJIETOUYHOM AUCITIA3UM Y ACTCH,
POIMBIIMXCS ¢ HU3KOI Maccoii Tena. [locmobpouxumuue-
ckue bD pa3BUBaIOTCS Y OOIBHBIX B IIEPUOJ O0OCTPEHUS
XPOHUYECKOro OpoHxuTa. [1aToreHeTMUECKMiT MEXaHU3M
pa3BUTHS TaHHOTO TUTIa b3 CBSA3BIBAIOT ¢ mUCTpodrIe-
CKUMH M3MEHEHUSIMU CTCeHKM OpoHXa. [locmcmeromuye-
ckue BD BO3HUKAIOT TP CTEHO3¢ OpOHXA, B TUCTAIBHOM
OTJIeJIe KOTOPOTO CKATUIMBACTCS BOCIIAITEIILHBIN CEKPET.
Bricokas mporeonuTryecKast aKTHUBHOCTb BOCTIATUTEIThb-
HOT'0 3KCCyaaTa SBIISIeTCS IPUIMHOMN TeCTPYKITUU CTCHKH
O6poHxa. TUIMIHBIM TIpeACTaBUTENIEM pemeryuoHHbix BD
SIBJISIETCSI OPOHXO03KTa3usl Ipu MyKoBucuugose (MB);
TOHYC OpOHXa CHIKEH, B €TO IIPOCBETE CKAILIMBACTCS
rycroii Bsa3kuii cekpet. Cyxue bD xapakrepu3yloTcs TeM,
YTO B MX IIPOCBETE OTCYTCTBYET BOCTIAJIUTEIILHBIN CEKPET,
HO TIpH 3TOU (hopMe OPOHXOIKTA3UU YaCTO BO3HUKACT
KpOBOXapKaHbe, a B 00J1ee TSKEIIBIX CITyJasiX — KU3HEY-
rposKaloIee JeTOUHOEe KPOBOTEUCHHE, UTO SIBJISICTCS TIPH-
YUHO BBIIEICHMS UX B OTHEIBHYIO DopMy. Tpakuyuontbie
B3 Bo3HuKkaT Ha poHe PrUOpPO3HOTO Tpoliecca B Jie-
TOYHOI TKaH! M XapaKTePU3YIOTCS YTOIIICHUEM CTCHKI
OpoHXa, pacIIMpPEeHNEM UX IIPOCBETa M CMEIIIEHNEM OpPOH-
XO-COCYIHCTOTO TyuKa. Bapukosusie BD XxapakrepnsytoTcst
YepemoBaHMEM YIaCTKOB PACIIMPEHHOIO U CY>KEHHOTO
npocBeTa OponxoB. Lumianprueckue B3O nmeror dop-
My IWJIMHIPA; OHM HanmOoJIee 9acTO UArHOCTUPYIOTCS
B KJIMHUYECKOM MpakTuke [1].

[IpuBencHHas BBIIIEC XapakTepucTuka bD He sBsI-
eTCsI KJIacCU(UKAIIMeil B CTPOroM CMEBICIE coBa. Yarre
BCETO OIMMCHIBAaeTCS MX (hopMa: MUIUHApUIecKrue bD,
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MeIIOTYaThIe, BEepeTeHOOOpa3HbIe (BAPMKO3HBIC) U KU~
CTO3HAas IereHepalus OpOHXMAIBHON CTeHKU. Pexe
MOXHO BCTPETUTH YKa3aHUE Ha XapaKTep PEMOIYIIM -
poBaHUsI OpOHXOB: TUIepTpodudeckue bD, atpodnu-
YeCcKHe, TUCIIIaCTUUEeCKHE, a TAKXKe TPaKIIMOHHEBIE,
pereHIIMOHHbBIE. TakuM 0O6pa3oMm, TIpu onrcaHuu bO
MPUOETAIOT K Pa3HBIM XapaKTepUCTUKAM M3MEHEHHOM
aHATOMUYECKOM CTPYKTYpPHl OPOHXOB.

B oTredecTBeHHOI METUIIMHCKOM IITKOJIEC TINTEIIb-
HOE BpeMsI IPUMEHSIIM TEPMUH «OpPOHXOKTAaTUYECKAasI
6ose3Hb». B meueoHbIx cranimonapax CCCP, ocobeHHO
B ITOCJICBOCHHBIN MEPHOI, KOHIIEHTPUPOBAJIOCH 3HAUN -
TEJIbHOE KOJIMIECTBO OOJIBHBIX, Y KOTOPHIX B KIIMHUYEC-
CKOM KapTHHE TOMUHUPOBAIN PEIIUIAUBUPYIOIINE WH-
(eKIIMOHHBIC 3a00JIeBaHMST IBIXaTeIbHBIX ITyTeit. A.4.
Llueenvrux 0OOOIINIT OITBIT BOGHHOTO M IIOCJICBOCHHOTO
BpeMeHU B MoHorpaduu «bpoHxoskrarnyeckas 60-
JIe3Hb», BHIIIIEAIIeH B cBeT B 1948 1. [2]. B mociemyromime
TOJIbI, KOT/Ia HACTYIIIJIA 3pa aHTHOMOTUKOB M MX CTaJIN
IIMPOKO HA3HAYATh NTPU MH(EKIIMOHHBIX 3a00I¢BaHN -
SIX IBIXaTeIbHBIX IyTeli, OpPOHXOAKTaTUYEeCKasT 00JIe3Hb
CYILIECTBEHHO M3MEHMJIA CBOE TEUCHUE, I MEITUITMHCKOE
COOOIIIECTBO MOCTETICHHO OTKA3aJI0Ch OT 3TOT'O TEPMUHA.
B HacTos1Iee BpeMsi B KIIMHUIECKOI MPAaKTUKE TTOHSTHE
«OpOHXO3KTAaTUYECKAasl 0OJIe3Hb» MPAKTUYECKU HE UC-
TOJIb3YeTCs, 1, OoJiee TOrO, CTAJIM BCE Yallle ONICHIBATh
HeMHOEKIIMOHHYIO MpUpoay pa3Butus bD, Tak 4yTo
3HAYUTEJIBHO COKpATUIACh TOJIST NIronaTuIecKux b3.
Boubliyio poiib B COBpeMEHHOM KIIMHIUYECKOM TTPAKTUKE
UTPAOT UMUIK-TUATHOCTUKA OPTAaHOB IBIXaHMSI, UC-
cJIemoBaHMSI IMMYHOJIOTMYECKOTO cTaryca. Kpome Toro,
MIPOBOIUTCS TCHOTUITMPOBaHNE OONBHBIX BB, a Takke
HCCIIeIyeTCs] MUKPOOMOTA PECITMPATOPHOM CUCTEMBI.

AnupeMuonorus

Brnunemuoorus b n3ydyeHa HeMOCTaTOYHO; B pa3-
HBIX peTMOHAX MUPa OHA UMEET pa3HYyIO CTeTIeHb PacIIpo-
cTpaHeHHOCTH. B cTpaHax, B KOTOPBIX 4aCTO BCTPEYAIOT-
cs1 OOJIBHBIC TYOEPKYJIe30M, OTMeUaeTCsT 00sIee BEICOKAS
pacripocTpaHeHHOCTb b3, bobIiryio posib B BBISIBICHUMN
B3 urpaer xommrsiorepHast Tomorpadust (KT). B ne-
YEOHBIX YIPEKICHUSIX, B KOTOPHIX 3TOT METOI UMUK~
MUaTHOCTUKY IIMPOKO BHEIpPeH, bD BcTpeuaroTcs oT-
HOCHUTEJIHLHO YacTo.

B CIIIA HanmoHanbHBIM MHCTUTYTOM 3I0POBbS ITPO-
BeIICHO MCClIeI0BaHue 10 anuaeMuoaorun bO u ycra-
HoBjieHO, uyTo > 500 000 yenoBeK B cTpaHe cTpagaoT bD.
C Bo3pacToM KoIm4decTBo Jioaeit ¢ bD Bo3pacTaer 1o 272
Ha 100 000 HaceneHusI, B TO BpeMs KaK Cpeay MOJIOIOM
nonyiassun BD He npesbimaior 4 6oabpHBIX Ha 100 000;
JKEHITUHBI 00JICIOT HECKOJIBKO Yallle, YeM MY>KYMHEI [ 3].
B mocenHmMe roasr 006CyKIaeTes posib HETYOSPKYJIe3HOTO
MHKODOAKTepro3a, 0COOEHHO 3TO KacaeTcs IMallieHTOB,
y KoTophIXx BD JoKaam30BaHbBI B CpEeIHEH T0JIe WU JKe
B SI3BIYKOBOM CETMEHTE JIEBOTO JIETKOro. B coBpemeH-
HBIX KITMTHIYIECKIX PEKOMEHIAIIMSX 00paIaloT BHUMAaHUE
Ha HEOOXOIMMOCTD TIPHUOETaTh K MOJICKY/ISIPHO-TCHETH -
YeCKUM METOIaM MCCAeHOBAaHMS TSI TIOATBEPXKICHUS
MUKOOaKTepHranbHOM TTpupoasl b3.

MaToreHes

B ocHOBe maToreHesa b3 jexkaT HECKOJIBKO MeXa-
HU3MOB (puc. 1), KOTOpble B KOHEYHOM CUETE IIPUBO-
IISIT K Pa3BUTUIO TPAKIIMOHHBIX, TMJIAaTalIMOHHBIX BO.
Jpyrum mexaHu3MoM pa3Butusi bD sBiasercst ocia-
OJIeHME BJIaCTUYECKON TSIru CTEeHKU OpoHxa. Jlerkue
HaXOJISITCSI B pacIIPaBJICHHOM COCTOSTHUU 34 CUCT OT-
PUIIATEILHOTO BHYTPUILICBPAIbHOIO TaBJICHUS U Ha-
JIMYUST XPSIIIEBBIX KOJICII TpaXer, KPYITHBIX Y CPEITHUX
oponxoB. PUOPO3HBIC N3MECHEHUS JIETOYHOM TKaHU,
KOTOpBIE MOXXHO HAOIIOIATh IPU TAKMX 3a00JICBAaHM -
SIX, KaK CApKOUI03, UHTEPCTULIMATIbHbIE THEBMOHUY
U Ip., IPUBOIST K (PUKCUPOBAHHON TpaKIIMU OPOH-
xoB. IlynbcanimoHnHast nuiaaTtalus OpoHXOB OOJIbIIIe
CBsI3aHA ¢ MH(MEKIIMOHHBIMU PEIIUINBUPYIOIITUMU
polieccaMy AbIXaTeIbHBIX IMyTeil. TUIMTMIHBIM TTpH-
MEpPOM MOXET CIIYXKUTb pa3BUTHE 3TOTro Thna bd
npu acneprusuiese. MHraasiiMOHHbIA NyTh NPO-
HUKHOBEHUS acTIepTUJII IPUBOIUT K 00pa30BaHUIO
B IIPOCBETE IbIXaTEeIbHBIX ITyTEH BSI3KOTO CEKperTa,
OKa3bIBAIOIIETO KOMIIPECCUOHHBIN 3(hheKT Ha Mpo-
cBeT OpoHxa. bompmias pojib, KOHEYHO, OTBOIUTCS
BOCITAJIMTEIBHOMY IIPOIIeCCY CTCHKM OpoHxa. Tpetuii
MMaTOTeHETUICCKMIT MEXaHU3M CBSI3BIBAIOT C OCJI1a0JIe-
HHEM BJIaCTUYCCKON TSATU MPOCBETA IbIXaTeIbHBIX
nyteit. Yare Bcero aToT TUnl bO BcTpewaeTcs mpu
TepeHeCeHHOM MH(MEKIIMOHHOM 3a00JI¢BaHUN OPOH-
XOJIETOUHOM crcTeMbl. CHIDKEHUE 3JTACTUYECKOM TSITH
IIBIXaTeJIbHBIX ITyTe OTMEYAIOT TAKXKE TTPH HEKOTOPBIX
HaCJICICTBEHHBIX (hopMax 3a00JIeBaHUIA, IJIT KOTOPBIX
OIOHUM M3 XapaKTePHBIX TPU3HAKOB SIBJISICTCSI Pa3BU-
te bO. Tak, BD MoxHO HabIIOIaTh TIPU CUHAPOMAaxX
Mapdana, Bunpsmca—Koamnoenna, Mynbe—KyHa.
ITpu BD Bo Bpems TpoBeieHNST OPOHXOCKOITUN MOXK-
HO HaOJII0aTh KOJUIATIC OPOHXOB, UTO OTpaskacT Ha-
pYyIIEHHE 3JTACTUICCKOM TSITU CTCHKU OpOHXa.

Hike paccmaTpuBaeTes T. H. TIOPOYHBIN KPYT BOC-
MMaJIMTEJIBHOTO TIpoIiecca, KOTOpoMy B ImatoreHese b
MIpumacTCs eHTpaIbHAsI poJib [4]. [ pIxaTebHbBIC MyTH
HEMOCPEACTBEHHO COIIPUKACAIOTCS C OKpYKaloIlei
Cpenoii; 3BOTIOLIMOHHO Pa3BMJIACh CHCTEMa 3aIIUThI
IBIXaTeJIBbHBIX IMyTEi OT IIPOHUKHOBEHUS B OPTaHU3M
YyeJIoBeKa BUPYCOB, OaKTepuii, TpMOOB U UX aCCOIIM -
anuii. MexaHu3MBbI 3alIUTHI BKIIIOYAOT Makpodaru,
neHnputHble KieTku (1K), Helitpodmrsl, hyHKIIMS
KOTOPBIX COCTOUT B TOM, YTOOBI MOAACPKNUBATH M-
MYHHYIO 3aIlIUTYy JeTKUX. JApyrumMm MexaHu3MaMu
3aIIUTHI SIBJISIIOTCS KAIJIeBOU pedIeKC, MyKOIIVIIH -
apHBIN 3CKATATOPHBIN MEXaHU3M, a TAK:Ke aHTUMM -
KPOOHBIC TIENTUIBI, TAKNE KaK JU30LMM, Ae(PECH3NHEI,
JICHKOILIMTaPHBINA MHTUOUTOP ITPOTEMHA3, CEKPETOP-
HBIT nMMyHoOrIo0ynuH (Ig) A u T-addexkTopHbIe
JmMbonuTel. OnpeneleHHOE ITaTOTeHETUISCKOe B~
sSTHME Ha pa3Buthe b urparor hopmupoBaHue B IIpo-
CBETE IBIXaTeIbHBIX MMyTel BSI3KOTO CEKpeTa U Hapy-
IIICHIEe MEXaHNU3MOB €ro KJIMpeHca. DTOT MEXaHU3M
MOXET UTPaTh IEHTPAIbHYIO POJIb TP KOJIOHU3AILINN
Ha MOBEPXHOCTH CJIIM3UCTOI 000I0UYKHM OPOHXOB TaKMX
MIaTOTeHOB, KaK Aspergillus i Pseudomonas aeruginosa.
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Paspen 9. 3aboneBaHuns pecnupaTopHOro Tpakra

B mpocBeTe OpoHXa ACTTOHUPYIOTCS KJIETKA BOCITAIC-
HUS: HedTpoduiibl, TUM@OIUTHI, MOHOHYKJI€apPHI.
Komonnzaimss MUKpoopraHU3MaMU KOPPEIUupyeT
C TaKUMHU OMOJIOTUYECKMMU MapKepaMH, KaKUMH
sapastiorcst natepiaeiikuH (I1L)-8 u 1L-13, ¢pakTop He-
KpoO3a OMyXO0JIU; Ha CUCTEMHBIN XapaKTep BOCIIAJIN -
TEILHOU peaKIIMM YKa3bIBaeT ITOBBIINICHIE CEKPEITT
E-cenextuHa, anre3auBHbIX MoJieKyJi-1. B KkoHeuHOM
CUEeTEe TPAHCMYpPaJIbHbIN BOCIIAJIUTEIbHBINA ITPOLIECC
NPUBOINUT K HAPYIICHUIO aHATOMUYSCKOM apXUTEK-
TYpbl CTEHKU OpOHXa.

I1pu MB u nepBUYHOI LUIMAPHON AUCKUHE3UU
(ITLI1) ocCHOBHBIMM ITAaTOTCHETUYSCCKUMI MEXaHM3Ma-
MU pa3BUTUS BD SBISIOTCS CKOIUIEHHWE BSI3KOTO BOC-
MAJINTEILHOTO CEKpeTa B IIPOCBETE AbIXaTeIbHBIX MyTei
¥ HapyIlIeHNe MeXaHU3MOB eT0 3cKananmu. Pa3pyireHne
CTEHKM OpOHXa ITPOMCXOIUT ITO BO3ACHCTBIEM BBICO-
KO TIPOTEOJIUTUYECKON aKTUBHOCTH HENTPODUITBHOI
3J1acTa3bl U METAJUIONIPOTerHA3. B cTeHKe 6poHXa MOTYT
00pa30BBIBaTLCS MUKPOAOCIIECCHI, B KOTOPBIX KOJIOHU-
3UPYIOTCS MTAaTOTeHHBIC MUKPOOPraHU3MBL. B Bocmam-
TEJIPHBIX OYarax CO3Jal0TCsI OJIaTOIIPUSTHBIC YCIOBUS
IUIS TaJTbHEHIIEero pocTa MUKPOOPTaHMU3MOB, TaK KaK
HapyIIAOTCS UX OTICOHU3ALMS 1 KIMPEHC TIPOAYKTOB
¢aroumTo3a M3 BOCIAIUTEIbHBIX YYaCTKOB CTEHKH
oponxa. HekpoTuueckue HelTpodmIbl BLICBOOOX A~
10T B OoJibiioM KojmdectBe JAHK, koTopast kak mosau-
Mep OKa3bIBaeT BIMSIHUE Ha BSI3KOCTh OPOHXUAIBHOTO
cekpeTa. JIaHHBII MeXaHW3M MTpacT KIUYEBYIO PO
B pasButuu bD pu MB.

DddepounTos — mpouecc paronnToda HEUTpohu-
JIaMU aITONTUPOBAHHBIX KJIETOK. OH OCYIIEeCTBIISICTCS
yepes pochatuaniceprH KJIETOK B IIUKJIE allonTo3a, pe-

aJIM3yeMOTO MOCPEICTBOM PeleNITOPOB hochaTuanice-
pUHA Ha TTOBEPXHOCTU MakpodaroB. OmMHAKO y OOIbHBIX
B3O »ti MexaHu3Mbl UHTUOUPYIOTCST HEUTPODUITBHOM
BJIacTa3oil, paspyuaromeit pochatuamicepu. Takum
00pa3oM, OCYILIECTBIISIETCS OoJiee TIYOOKUI TIpolece
BOCTIAJIUTEILHOTO TTOBPEXKICHUS CTCHKI OpOHXa.

Heiitpodumnbl mpu BD MMeEIOT BEICOKYIO aKTUBHOCTH
3J1aCTa3bl, TOTA KaK alloNTOTHYeCKas 1 (haroluTapHas
aKTMBHOCTH CHIKECHA (B T. 4. (haroluTapHasi akTUBHOCTh
10 OTHOIIIEHUIO K P. aeruginosa). B BBICOKOI KOHIICH-
Tpamuu BeICBOOOXmaeTcst 6emok PZP (pregnancy zone
protein). YBeIn4eHa aKTUBHOCTh MHUEJIOTICPOKCHUIA3HI
u skcrnipeccun mynuHa MUCS5B, uto obyciaBimBaeT
TUTICPBSI3KOCTb.

HetitpodmibpHas a/actaza cpein Mpovyero OTBeyacT
3a 00pa3oBaHKWe HEUTPOMDUIBHBIX BHEKJICTOUHBIX JIO-
BYIIIEK, YaCTOTy OMEeHUS peCHUYEK, MPOAYKIINIO CITU3HN
¥ KJIMPEHC alloNTHPOBAHHEIX JIOBYIIEK. Ee olleHKa, Be-
POSITHO, MOXET CIIYXXUTb OMOMapKepOM TSKECTU U PH-
CcKa 000CTpeHUsT OpOHXOIKTAaTUUEeCKOM Oone3Hu. Tak,
B MICCJICIOBAHUSIX ITIPY TAHHOM ITATOJIOTUH HE OTIpeIeIsi-
JINCh HOPMaJTbHbIE 3HAYeHWS aKTUBHOM HEUTPODWIIBHO
snacTa3el. KpoMme Toro, mpoBOIUINCH UCTIBITAHUS €€
VHTUOUTOPOB B TIEPOPATHHOI 1 MHTAJISIIIMOHHON (hopMe.

Mukpobuonorus

Haubonee yacTeiMu MUKpOOpraHnudMamMu npu b2
saBasitorcst Haemophilus influenzea, Aspergillus, P. ae-
ruginosa, Streptococcus pneumonia. B mocyienHue roabl
MPUCTaJIbHOE BHUMAaHUE YACISIeTCST NCCIeTOBAHUIO
MUKpPOOMOTHI AbIXaTeNbHBIX ITyTeit. [1Ipn BD Haun-
0oJiee YaCTO BBISBIISIOTCS TaKue BO3OYIUTEN, KaK
Veillonella spp., Prevotella spp., a Takxe Acinetobacter

(,

Puc. 1. OcHoBHbIE MaTOreHeTUYeCKMe NpoLLecchl NPy 6POHX03KTa3ax

/' Matonorua AbixaTenbHbIX NyTei:
« auchyHKUMA SnuTENMA
MYKOLM/IMAPHOrO KNMPEHCa;
"« TUnepcexpeLya cimsm

 BocnanuTenbHble peaKuum:

* HeWTpoduIIbHOE BOCMANEHUE;
« T-KneTouHan MHOUAILTPaLMA;
* JIOKaNbHBIN UM CUCTEMHBIN

MMMyHopebuLmUT
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spp. n Stenotrophomonas spp. CienyeTt IIOTYCPKHYThH
BO3pacTalollee 3HaUueHNEe HETYyOepKyIe3HOTO MUKO-
6akrepuosa (HMT).

CouunanbHoOe OpeMsT 3TOTro TUMa MH(PEKIITMOHHO-
ro 3a00JieBaHUS YeJIOBEKa CBI3aHO C TPYAHOCTIMU
MINATHOCTUKM, KOTOPast MOXET OBITh OCYIIIECTBIICHA
B BKCIIEPTHBIX JJAOOPATOPHSIX, a TAKKE B HEOOXOIMMO-
CTU TIPOBOINTH aHTUMHUKPOOHYIO TEPATTUIO IUTATETb-
Hoe BpeMms. [1pu mokamusanuu B3O B cpenHei mone
M SI3BIYKOBOM CETMEHTE BCETIa CTOUT 3aIl0I03PUTH
HMT. B xmuHUYeCKNX peKOMEHIAMSIX 00paliaoT
BHUMaHMe Ha quarHoctuueckuii mouck HMT, eciu
Jokanu3anus bO mpuxoauTcst Ha CPeTHIOI OO0
TIPaBOTO M SI3BIYKOBBIN CETMEHT JICBOTO JIETKOTO.

B 1984 1. J. Costertone BBIIBUHYJI TUTIOTE3Y O POJIA
OMOIUICHKHN B Pa3BUTUM NIEPCUCTUPYIONICH MH(MEKITNNT
y yesioBeka [5]. B HacTosiee BpeMsi ¢ OMoIIeHKaMu
CBSI3BIBAIOT (DOPMUPOBAHNE PE3UCTEHTHOCTA MUKPO-
OpPraHNU3MOB K aHTUMUKPOOHBIM JIeKapCTBEHHBIM
CpEeACTBaM M PELMANBUPYIOIIEMY TCUCHUIO NHGEK-
OMOHHOTO TIpoliecca. JlaHHas TUITOTEe3a MOJIYydH -
JIa CBO€ ITOATBEPKICHUE TIPU N3YYCHUU XapakKTepa
BOcHaluTeJIbHOTO Tpouecca nmpu MB. Tak, 0bL10
YCTaHOBJIEHO, 4TO HeobxomuMmo B 1 000 pa3 1moBbI-
CUTbH KOHIICHTPAIIMIO aHTUOMOTUKOB, C TEM UTOOBI
SIIMMUHUPOBATH P aeruginosa N3 IpIXaTeIbHBIX ITyTeH
6ospHOrOo MB [6]. Buorienka mpu MB urpaer Be-
IYIITYIO POJIb B (h)OPMHUPOBAHUM KOJTOHU3AILINM IbIXa-
TEJIbHBIX IMyTeH TTOIMPE3UCTEHTHOM K JICKaPCTBEHHBIM
cpeacTBaM MUKPOOHOI (hitopbl. TakuM obpazoM, is
pasButus bD HeoOXonMMEI 1Ba ycioBus: 1) BocIanm-
TeIbHAas peaKkiIns ¢ JOKaIM3anuei B CTCHKe OpoHXa;

2) HapylIeHue ApeHaXKHOM (PYHKIINY OpOHXa C ero 00-
CTPYKLIMEN 1 CHIDKEHNEM (PYHKIIMOHAIBHOMW aKTUB-
HOCTHU MEXaHM3MOB 3aIuThl. Ha puc. 2 mpeacTaBieHbI
OCHOBHBIC MEXaHM3MHI ITaToreHe3a bD.

3Tnonorusa

BpoHxoskTa3us He SIBiIsIeTCs OOJIC3HBIO Sui generis,
HO KaK CMHIPOMOKOMIUICKC BCTpeUYaeTCs Mpu OOIb-
II0¥ TpyTIIie 3a00JIeBaHNIA, TIepeUeHb KOTOPHIX IIPUBEICH
B Tao6m. 1 [4].

Hiuxe paccmarpuBaloTest otaenbHble GopMbl B3.
B nacrosimmiee Bpemst Bce ¢opmbel BD nensrcsa Ha Te,
KOTOpbIe HabIonaIoTcs y 6onbHbIX M B, 1 Ha Te, y Ko-
TOPBIX OTCYTCTBYIOT T€eHeTU4YecKue IIpu3Haku MB.
Ha cepun KoMIIbIOTEpHBIX TOMOTpamMM (puc. 3—6),
MOJYYCHHBIX TIPU UCCIICAOBAHUN OPTaHOB TPYITHOM
KJeTKM 00JibHbIX M B, MOXHO Hab0gaTh pa3HbIe
dopmbl BD: umuHapHUYecKre, BAPUKO3HBIS, MEIITOT-
YyaTble, a TAaKKe KUCTO3HYIO JeTeHepallnio OpOHXOB,
B IIPOCBETE KOTOPHIX CKOMMJICS BOCIAIUTEIIBHBINA
9KCCyHarT.

MykoBucuuaos

B Hacros1ee BpeMsl MenraHa BbIXKMBAEMOCTU
o6osbHBIX M B nipesbiiraet 40 net [8]. B Poccun mo-
CTUTHYT 3HAYUTEJIbHBII IIPOrPECC B JICUCHUU U BelIe-
HUM OGOJIbHBIX C 3TOM (DOPMOI JIETOYHOIO TeHEeTUYE-
CcKoro 3abosieBaHus: c(hOPMUPOBAH HALIMOHAIbHbBIA
PErucTp, MpoBeAeHO ITeHOTUIINPOBAHNME U BbIACIEHbI
OOJIbHBIE C «KECTKUMU» Y «MATKUMUW» TEHETUYECKMU -
MH (popmamMu 3ab0oieBaHUS. B miaHoOBOM mopsiake
IIPOBOIMUTCS TPAaHCILIAHTALIMs JIerkKuxX. OQHUM U3 Be-
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Puc. 2. OcHoBHble MexaHW3Mbl naToreHe3a bpoHxo3KTaTu4ecKoii 6onesuu (no Chalmers J.D., Chotirmall S.H., 2018 [7])
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Tabnuua 1. 3abonesaHun, cBA3aHHbIE C pa3BUTUEM BPOHX03KTa3UM

MocTuHdeKLMOHHasA npupoaa 6pOHX03KTa3NM

WHbeKumoHHbIe 3ab0neBaHUA HUMKHEro 0TAeNa AblxaTesbHbIX NyTen
y [eTei paHHero Bo3pacTa.

[paHynemato3bl MHHEKLMOHHOW NPUPOAbI.

HeKkpoTuampytoLLan NHeBMOHUA Y B3pOCHbIX.

[lpyruvie videKLMOHHbIe 3a60M1eBaHWA fibIXaTesbHbIX NyTen

MNepBuyHbIe UMMYHOAEDULUTHBIE COCTOAHUA

[ledeKTbl ryMopanbHoro MMMyHUTeTa. JMchyHKUMA HeMTPOdUNOB.
HapyLueHwe KneTouHoro MMMyHUTETa.

CMeLLaHHasA NpUpoLa AMCPerynaLMy UMMYHHOO 0TBETa

CucteMa a,-aHTUTPUNCHHA
Nedunumt nurnbutopa.
AHoManuu

HacnepctBenHble 3aboneBanus

MepBWyYHanA UMIMapHas AMCKMHE3MA.

Cvnppom Mapdana.

CvHppoM Bunbamca—Kamnbenna. Cunapom MyHbe—KyHa.
AHoManum pasBuTUA, KapIMKOBOCTb.

CuHppom KaprareHepa

HeundeKumonHble BocnanuTenbHble 3abonesaHus
CapKompgos.

PeBMaToMaHbIN NONUapTPHT.

AHKuno3MpyloLwmii cioHamnuT (6onesHb bextepesa).
CvcTeMHan KpacHas BoNYaHKa.

CuHpopoM LerpeHa.

BocnanutenbHble 3aboneBaHua KuweyHKa (6onesHb Kpora).
PeuyomeupyioLLmin noNMXoHSpUT

WHranaumoHHble areHTbl U 06CTPyKUUA

Acnupaums u ractpoasogareansHan 60nesHb.

HeBMOHMS.

TepMUYeCKMe 0O OblXaTeslbHbIX NyTeM.
MocTobCTPYKTUBHHBIE COCTOAHMA AbIXaTesbHbIX NyTEMN.
MHopogHble Tenia B AblXaTesbHbIX MyTAX.

Onyxonu [o6poKayecTBEHHbIE U 3/10KaYECTBEHHbIE.
KoMnpeccus bpoHxa n3BHe.

Annepruyeckuii bpoHXonynbMOHanNbHbIA acneprunes / MUKO3bl

CMeluaHHble NPUYUHBI
BUY-unHdeKumA.

CMHAPOM HeNTbIX HOrTeN.
PapnaumoHHoe Bo3pgeicTBKe.

JlerouHblvi pnbpo3

IYIIUX KIMHAYECKUX CUHAPOMOB TTpu M B sIBiIsTIOTCST
B3. Onu popMupyroTcst B paHHEM AETCTBE U C BO3-
pacTOM MX KOJIUIECTBO 3aMETHO BO3pacCTacT, IIPOVIC-
XOOUT TpaHCchOpPMAaIMs ITATOTeHOB, KOJIOHU3UPYIO-
IIUX ObIXaTeabHBIC ITyTU. Tak, ecIu B IETCKUE TOMBI
OCHOBHBIM BO30yIMTEJIEM IbIXaTeIbHBIX ITyTei OBbLT
S. aureus, TO ¢ Bo3pacToM y 001bHBIX M B nipeBanu-
PYIOT MYKOUIHBIC IITAMMBI P, aeruginosa. Y HEKOTO-
PBIX UHAWUBUIYYMOB CTaJIM BhIAEISATH IiTamMmmMbl HMT.
bponxuanbHblii cekpeT npu MB xapakrepusyercst
BBICOKOI BSI3KOCTBIO; KaxKIIbIi1 pa3 00JIbHBIM BO BPEeMsI
OPUCTYNA MYUYUTEIBHOTO KalllJIsl YIAeTCs C TPYIOM
YIAJIUTh BSI3KUI, TATYy4Yuii OpOHXMAJIbHBIN CeKpeT.
O6pazoBanne bD HocUT MporpeccUpyomnii Xxapak-
Tep; ux hopMa camass MHOTOOOpa3Hasl: OT IUJINH-
IPUICCKUX 10 MEIIOTYATHIX M KMCTO3HOMOTOOHBIX

Puc. 3. LinnuHapudeckue 6poHX03KTa3bl py MyKOBUCLMA03e

Puc. 4.BapuKo3sHble 6pOHX03KTa3bl NPY MyKOBUCLMA03E

BD. bonbmmHcTBO BD comepkaT THOMHBIN CEKpeT,
co3aaBasi Bce MPeAIOChUIKM 111 PELIMANBUPYIOLIETO
TE€YEHUsI BOCIAJIUTEILHOIO IIPOLIECCa B AbIXaTEIbHbIX
IyTSIX.
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Puc. 5.MeLuotuyatbie 6poHX03KTa3bl NpW MyKOBMCLMA03e

CuHgpoM fHra

biuskum k MB cuurtaercst cunapom SAHra, ajist Ko-
TOPOTO TaKXe XapaKTepHO pa3BuThe bD 1 cMHYCUTOB.
OrmmameM ot M B ciryxxut HopMmaibHast (PyHKIIMOHATb-
Hasg akTUBHOCTh TeHa CFTR, T. e. pyHKIIMOHAIbHAS aK-
TUBHOCTD XJIOPHOTO KaHaJja 3MMUTEINATbHBIX KJIETOK
He HapymieHa. OXumaeTcs oImMcaHne HOBBIX TeHETHYE -
ckux popM, mogodHbIx MB 1 BD. B Poccun BBeneH He-
OHATaJIbHBIN CKPUHUHT ST paHHE! AuarHocTuku MB,
" yXe ceifyac MOXKXHO TOBOPHUTH O BO3MOXHBIX HOBBIX
denorunax MB.

UMMyHopedULUTDI

HAucperyasins IMMYHHOTO OTBETa — OHA U3 IIPU-
ynH pa3Butusg bD. [lepBuyHbIe UMMYHHBIC 1e(DUITAT-
HBIC COCTOSTHUSI MOTYT COITPOBOXKIATHCS HApYIICHUEM
(YHKIIMOHAJIBHOM aKTUBHOCTHU KaK TYMOPAaJIbHOTO, TaK
¥ KJICTOYHOTO MMMYHHTETA; Y psina OOJbHBIX HapyIIeH
Kak B-kjerouHsrit, Tak n T-KJIETOUYHBIIA UMMYHHTET.
Pexxe aHoManuy UMMYHHO# CHCTEMBI 3aTparuBaioT
¢dyHKIUIO HaTypalbHBIX KuuiepoB (NK), HellTpo-
GWIOB U MPOAYKIINIO TPOTEMHOB KOMILIEMEHTapHOMN
CHUCTEMHBI.

BapuabenpHOC MMMYHOIEDUITUTHOE COCTOSIHUE, VITH
MpUOOPETEHHAS TUTIOTAMMATJIOOYIMHEMUST, OTHOCUTCS
K 4MCTy HanmboJiee pacipoCcTpaHEeHHBIX (popM aucpe-
TYJISIIUA UMMYHHOTO OTBeTa. MYKUYMHBI U >KCHIITUTHBI
OIMHAKOBO YacTo 00JIel0T araMmMarjaooyanHemueii bpy-
ToHa. Yucio mmpKyaupyommx B-mumdormTos ocraeTcst
B IIpeneiax (pU3noJIOTUICCKUX IMoKa3aTesel, OMHAKO
HapyIIeHb UX 1 GepeHIIMPOBKA M CTIOCOOHOCTH CHH-
Te3upoBaTh AT. DT U3MEHEHUS B UMMYHOJIOTHIECKOM
cTaTtyce SIBJISTFOTCS IIPEIITOCHUTKOM K TOMY, 4TO B OpTa-
HU3MeE YeJIOBeKa, MMPEUMYIIIECTBEHHO B JBIXaTSIbHBIX
MyTSIX, HAUMHAIOT KOJIOHU3UPOBATHCS TaKNEe MUKPO-
OpraHu3MEl, Kak S. pneumonia, S. aureus, P. Aeruginosa,
H. influenzae n npyrue Bo30yIUTEIN, BKIIOYAs TPUOBI
U HeTyOepKyse3Hble MUKoOakTepun. B mpakTuueckux
nessx y 6oabHBIX BD pekoMeHmyeTcs MccienoBaThb
ypoBeHb IgG u IgA; y HEKOTOPBIX TTALIMEHTOB KOHIIEH -

Puc. 6.KuctosHble 6poHX03KTa3bl Npy MyKOBUCLMA03e

Tpalus UMMYHOTJI00YJIMHOB HAXOMUTCS Ha MPEACITbHO
HU3KOM ypoBHe. OcCOOEHHO BaxKHO MOHUTOPUPOBATH
MMMYHOJIOTUICCKHUI OTBET IIPU ITPOBEICHUY BaKIIMHA-
1IN, KaK IIPaBUJIO, TIOCJIC BBeICHMUS BaKIIMH KOHIICH-
tpanus IgG u ero mogkinaccos (IgG2, IgG4) Bo3pacraet
B HECKOJIbKO pa3.

I1pu runoramMmmario0yIMHeMUn OOJIbHBIE MOTYYalOT
3aMECTUTEIHHYIO TePAITHIo, KOTOPAsk TAKKE CITYXKUT Me-
TOIOM TIPODIIAKTUKY pa3Butus b3. Onucanb! ciydan
CKJIOHHOCTH K peIMIUBUPYIONIEH MH(PEKIINU IbIXaTeIb-
HBIX ITyTeH; BO30yIUTEIN MH(MEKIIMOHHOTO IIpo1iecca
XapaKTepr30BaICh MHOXECTBEHHOM JIeKapCTBEHHOM
YCTOMYMBOCTHIO. laHHAS KIIMHWYIEeCKasl KaApTUHA BCTpe-
Yyajach IIPU CUHIPOMAaX MOBHIIIICHHON KOHIICHTPAIIUN
IgM u IgE (cunapom JIxxo6a). OmucaHbl 1Be (GOPMBI
CHHIIpOMA C TIOBBIIICHNEM KOHIICHTPAIIU UMMYHOTJIO-
oynuHa IgE: ayTocOMHO-I1OMUHAHTHASI U1 ayTOCOMHO-
peureccuBHasg [9]. ['eHoTUITMpPOBaHME TIEPBOI (DOPMBI
CBI3BIBAIOT ¢ MyTaumeit reHa STAT3 — oH KomupyeTt
MIpoIlecC aKTUBALIMK TpaHCKpuIinu. Bropas dpopma
JMAHHOTO CMHIpOMAa M3yYeHa HEIOCTaTOIHO, M TOYHBIC
IMaTOreHeTYECKIe MEXaHN3MBI He OImcaHbl. bobHbIE
¢ cuHAapoMoM rureprnpoaykuuu IgE ocobeHHO CKIIOH-
HBI K THQUIIMPOBaHWIO MUKOOakTepussMu. [Ipemnrmo-
JIaraeTcsl, 9TO IIpU JaHHOM CHHIpOME HapyIlleH CUHTE3
IFN (unTepdepona)-y. ['eHeTIeCKass aHOMAJIMST MOXKET
KOCHYTBCS KaK KJIETOUHOTO, TaK ¥ TYMOPAJIBHOTO NMMY-
HHUTETa U KIIMHUICCKHU MIPOSIBUTHCS PEIMINBUPYIOIITMM
MHOEKIMOHHBIMY 3a00JI¢BAHUSIMU TbIXaTeIbHBIX ITyTeH
¢ obpazoBanueM bD. K Takoro poma aHoMaausiM OTHO-
carcst cmHnpoM Buckorra—Onaprya, CHHIPOM aTaKCHH-
TeJICAaHTMOAKTAa3UH, a Takxke cuHapoM Jlu JIxopmku
(TUTIOIIIA31S BIUIOYKOBOI XKEJIE3hI).

TakuM 06pa3omM, B COBPeMEHHBIX KIIMHUIECKUX TTIPO-
TOKOJIaX I10 BeICHUIO OOJBHBIX BD pekoMeHmyeTCs nc-
cJIeI0BaTh UMMYHHBIN CTaTyC, YTOOBI NCKITIOYUTH OTIpe-
JeJICHHBIC Te(UIIUTH MMMYHUTETA YeJI0BeKa, KOTOPBIC
MOTYT UTPaTh MaTOTeHETUICCKYIO POJIb B pa3BUTUM bD
[4]. DTO MoNOXEeHNE 0OCOOEHHO BEPHO 15T OOJTBLHBIX, KO-
TOPBIC HAOIIOMAIOTCS TI0 TIOBOAY MAMOIIATUIECKIX (DOPM



242

Paspen 9. 3aboneBaHuns pecnupaTopHOro Tpakra

BD u petynuBupyommx nHGEKIIMOHHBIX 3a00/IeBAaHUT,
PE3UCTEHTHBIX K aHTUMUKPOOHOM Teparim.

Aeduuunt a -aHTUTPUNCUHA

OnmHoit 13 MpuIrH pa3BuTus bD MoxkeT CIy>kuTh
neuuut o -antutpurcuHa (AAT), KoTopblil Ha Ha-
JaJIbHOM 3Tale M3YYeHUsS €ro MaTOTeHeTUICeCKOMN
POJIN CBSI3BIBAJIM TOJIBKO C pa3BUTHUEM ICCCHIINAIIb-
HOI 3Mdu3eMbl Jerkux. HaimmoHanbHBI WHCTHU -
TyT 3m0poBbs (CIIA) mHUIIMMpOBaa IIpoBeACHUC
I POKOTO MCCJICIOBAHUS IO YCTAHOBJICHUIO POJIN
AAT B maToreHe3se psifia JISTOUHBIX U HEJIETOYHBIX 3a-
OosneBaHU yeaoBeka. B xone paboThI BBISICHUIIOCH,
qTto nedunut AAT urpaer BaXXHYIO pOib B pa3BH-
tuu bD. Y GoabpiunHcTBa nmaiimeHToB ¢ BD He 00-
HapyxuBaeTcs neunut AAT, omHaKO ITpenMyIIIe -
CTBEHHO JOMWHHUPYET reTepO3UTOTHEIN (heHOTHUTT MS
u pexe — MZ, npu 5ToM o611ast KoHueHTpauust AAT
OCTaeTCd B MpeaeiaXx HopMaabHBIX BeJuduH [10].
OO6pamano Ha cebss BHUMaHMUE, 9TO IIPU TeTePO3HU -
roTHbIX (popmax AAT HamnboJiee YaCTBIMU BO30Y I~
Tensamu 061t HTM. OnHoit u3 ¢popm bBD aBnsgercs
€T0 JIOKAJIM3aIs B CPeIHEH T0oJIe TIPaBOro JIETKOTO —
CUHIpOM cpenHeit monu. Kak ke gacTo BcTpedaeTcs
reTepo3uroTHhI ¢peHOTUIT AAT B aMepUKaHCKOMN
nonysnu? OTBET Ha MOCTaBJICHHBIN BOIIPOC IaJI0
ncciaenoBaHue HaimmoHaabHOTO MHCTUTYTA 3M0PO-
BbsI, MoKa3zaBiee, uto gepunut AAT Habmogancsa
y 9% ob6cneayemoro HaceiaeHus [11]. OgHako poJib
reTepo3uToTHBIX aHoManmuii AAT ocraeTrcs Tpen-
METOM JTUCKYCCUI. Y OOJIbIIMHCTBA OOJbHBIX 3TOM
CepUM HEe OTMEYaJIMCh KIIMHUYECKHE ITPU3HAKU
OOCTPYKTHBHO 0OJIE3HU JIETKMUX, a TIPU IIPOBEIC-
Huu KT opraHoB rpyIHOI KJIETKHA OTCYTCTBOBAIU
OpHU3HAKU 3MGU3EeMBbI JISTKUX. ABTOPHI MCCJIeIOBA-
HUS TIPUXOAAT K 3aKITIOYSHUIO, YTO TeHETUYECKIE
anomanuu AAT ciyxaTt (pakTopoM pucCKa 9aCTBhIX
¥ PEHUINBUPYIOIINX NH(PEKIIMOHHBIX 3a00IeBaHUI
IBIXaTeJBHBIX MyTeil. JIaHHBIN BBIBOI MOATBEPXKIa-
eTCsI HaOMoIeHneM 3a OOJTbHBIMU C 3CCCHIIMATBLHOMU
aM(pu3eMOIt JeTKNX, KOTOPHIS TTOTyJaIr 3aMeCTH -
TeapHyIo Tepanuio AAT (mpemapar Prolastin). Tak,
n3 74 OONBHBIX, MOJYIABIINX 3aMECTUTEIBHYIO TE-
panuio, y 56 yeoBeK MH(MEKLNOHHbIE 3a00JIeBaHUS
IBIXaTeAbHBIX ITYTEH MPaKTUYEeCKU MTPEKPATUINCH
[12], xoTs mo Hayaja Teparuu nperapaTomMm Prolastin
y allMeHTOB OTMEYaIach MOBBIIIIEHHAS CKIIOHHOCTD
K MTH(MEKIIMOHHBIM 3a00JIeBAHUSM JIbIXaTeIbHBIX ITy -
Teii. B aKcriepuMeHTaIbHBIX UCCICIOBAHUSIX, B KO-
TOPBIX B IbIXaTeJIbHBIC MyTU SKUBOTHOTO MHTATUPO-
BaJICI UHTUOUTOP, OTMEYAJIOCHh 3HAYMTEIbHOE CHU -
JKCHUE Yrcia KOJOHUM P. aeruginosa N nxX MTHBa3UU
B CJIM3UCTYIO OOOJIOUKY AbIXaTeJbHbIX MyTEeH. DTH
9KCIIEpUMEHTAIbHBIC TaHHBIE MOTYT JICYb B OCHOBY
HOBBIX ITOKa3aHul K Ha3zHauyeHUIO0 AAT B 60pnbe
C TSKEJIBIMU MH(EKIIMOHHBIMHY 3200JICBAHUSIMH PE -
CIIMPATOPHOTO TPaKTa.

INTaroreneTmyeckass ocHoBa HazHaueHUST AAT mc-
XOIUT M3 TEOPUHU MIPOTEOIM3a-aHTUIIpoTeoan3a. [1pu

MHOEKIIMOHHOM IIPOIIecce B TOM MJIM MHOM CTECIICHU
Bcerga Bo3HUKaeT npobiema aedpuuura AAT, yto
U JISXKUT B OCHOBE IucbOagaHca SH3UMOB C IIPOTEO-
JIMTUYECKON aKTUBHOCTHIO M X MHTHONTOpPOB. He-
00XOIMMO OTMETHUTH, UTO cuHTe3 AAT mpoucxogut
B SIUTEIMAIBHBIX KJIETKAaX peCIMpaTOPHOTO TpaK-
Ta ¥ B renatoumnTax. Eciim reHeTUYecKass aHOMaJIHsI
AAT 11pu TIOpakeHUU TICYSHU MPOSIBUTCST Pa3BUTH-
eM (pubpo3HOTO IIpoliecca, YTO MOXKHO HaOII0IaTh
B ICTCKO¥1 MOITYJISILIMM, TO TP BOBJICUYCHUH B IIPOIIECC
SIUTEIUATBHBIX KJIETOK PECITMPATOPHOIO TPAKTa 3TO
MPOSIBUTCS PEHUINBUPYIOIIUMI MHOEKITMOHHBIMU
3a001€eBaHUSIMHU.

L. Shapiro et al. [13] mporeMOHCTPpUPOBATI MHTH -
oupytouiee nericteue AAT 1pu peruiMkanuu BUpyca
nMMyHoaeduiTa. TakuM o6pa3zom, BO3MOXKHO, OYy-
JIET pa3BUBATBLCS CIIe OMHA 00JIACTh KIMHUYECKOTO
npuMeHeHust AAT. E. Chan et al. [14] uccnegoBaiu
MpOIIeCC MOBBIIICHUS (ParolMTapHON aKTUBHOCTU
Makpodaros npu uHBazuu Mycobacterium abcsessus,
KOTopas 3HAYUTEIbHO BO3pacTaja IIpu 100aBICHUN
B KyJIbTypaibHy10 cpeny AAT. Heobxonumo oTme-
TUTh, 4T0 HTM sBasieTcs1 OMHUM U3 CEPbE3HBIX OC-
noxHeHnit y BUY-mHGULIMpOBaHHBIX MAIIUEHTOB [4].
OmHako cieayeT IMMOAYePKHYTh, UYTO MaTOTCHETUYC-
ckag poib AAT npu paszsutuu b3 ocraercs npenme-
TOM HayYHOI TUCKYCCUM M HeoOXoamnma 6oJee CTpo-
rast JokasaTeJibHas1 0a3a reHeTUYeCKOM aHOMaJIuu
AAT B pa3BUTHUHM OPOHXOIKTATUUECKOTO ITpoliecca
IIBIXaTeJIbHBIX ITyTe.

B 1994 r. A.I' Yyuaaun, E.H. Camurvuyk u op.
ONHUCAJIN KIIMHUYECKOE HAOIIONCHNUE HAMl MOJIOIBIM
yeJIoBeKoM 19 j1eT, y KOToporo ObLI0 TMarHOCTUPO-
BaHO COYETAaHHOE reHeTuueckoe 3abosieBanue: MB
n nepunut AAT. 'enHotunupoBanuio MB mipenime-
CTBOBAJIO MCCJIEIOBAaHME XJI0pa B IOTOBOM KMIKOCTH,
aHaJIN3 OKAa3aJICS IMMOJOXUTEILHBIM (58 MMOJIb/M);
TOCIeMyIoIIee TCHETUISCKOE MCCIICIOBAHIE BBISIBUIIO
MyTaluIo B TTookeHuu neiabra-F508. JlnarHos o6t
noaTrBepxaeH B pedepeHc-ueHTpe HUUM mequnmn-
ckoii reHeTnkn PAMH. I'eneTnueckoe nccienoBanue
OBLJIO TIPOOOIKEHO, U 'y TOTO K€ MOJIOIOTO YeJIOBEKa,
KOTOPBIM ¢ paHHUX METCKUX JICT CTPagal YaCcThIMU
MHOEKIIMOHHBIMI 3a00JICBAHUSIMU PECITMPATOPHOM
CUCTEMBI 1 HEOTHOKPATHO TIEPEHOCHIT ITHEBMOHUM,
OBIJIO BBISIBJICHO TETECPO3UTOTHOE HOCUTEIBCTBO
neduuutHoro anieisa Z-reHa AAT. Takum oGpa-
30M, 0Ka3aJIOCh BO3MOXXHBIM YBUIETb HOBBIC TPaHU
MyJbTUT€HETUYECKUX 3a00aeBaHuli. HaGmoneHue
3a MMAIUEHTOM ITPOIOJIKAIIOCH HA TIPOTSKEHUHN 00-
snee yem 20 seT. OH OTBepr BO3MOXKHOCTD JICTOUHOM
TpaHCIUIAHTAIIMM, 3TO OBLI €T0 CAaMOCTOSITCIbHBIN
BBIOODP. HemocpencTBeHHOM NPUYMHON CMEPTH SIBU -
JIOCh TTOBTOPHOE MIPOY3HOE JISTOYHOE KPOBOTCUCHME.
Ha maHHBIiT MOMEHT IIPEICTABIISICTCS CJIOKHBIM OIIPE-
JIEIUThH TTaTOTeHeTU4YecKue rpann MB u nedpunura
AAT B pazButuu b3.

INepeyeHb reHETUYECKUX 3a00JIeBaHUI, ITPU KOTO-
PBIX pa3BuBaeTcsI b, mpencrasieH B TaoI. 2.
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Tabnuua 2. leHeTnyeckme 3aboneBaHus, CBA3aHHbIE C pa3BUTMEM GPOH-
X03KTa3um

3aboneBaHue, cBA3aHHOE C BOSHUKHOBEHUEM 6pouxoa|(1'aaoa

[eTepo3uroTHbIN BapuaHT TpaHcMeMbpaHHoro perynsaTopa (CFTR)

Heduunt ButammHa D

CuHapoM Bunbamca—Kamnbenna — TpaxeobpoHxoMeranus
(nedumumT XpALLeBoit TKaHU B 6poHXax 4-ro W 6-ro nopAaKa)

CuHapoM MyHbe—KyHa (ouameTp Tpaxeu B obnactu budypraumm
> 3 cM, IMaMeTp [M1aBHOro NpaBoro bpoHxa > 2,5 cM)

rVII'IOI'aMMaFJ'I06yJ'IVIHEMVIH, X-cuenneHHan al'aMMaI'J'IOﬁyJ'IVIHEMVIH

CuHapoM geduumta UMMyHornobynuHa nogknacca G2

CvHopoM AHra

CuHgpoM KapTtareHepa

Heduumr a,-aHTUTPUNCKUHE

XpoHuyeckasa 06¢cTpyKTUBHasA 6onesHb nerkux

B HacTosmiee Bpemss BD 4acTo BHISIBIISTIOT y Ta-
OUEHTOB C XPOHUYECKOM OOCTPYKTUBHOM 00JIC3HBIO
nerkux (XOBJI), yeMy B 3HAYUTEIBHOW CTEIICHU
CIIOCOOCTBOBAJIO IIMPOKOE BHEAPECHNE COBPEMEHHBIX
MeTonoB nMumK-nuarnoctuku (KT opranos rpym-
Hoi kietku, KT Bbicokoro paspeiieHuss — KTBP,
SIIepHBI MarHUTHBIN pe3oHaHc, KT ¢ mpuMeHeHm-
€M TeJIusl, aIbBeOJIOCKOIHs 1 Ap.). YacTtoTa BD BO3-
pacTaeT mo Mepe TOro, Kak HapacTaloT IIPU3HAKHU,
CBUAETENbCTBYIONINE O TsxKesloM TedeHun XOBJI.
B HUUW nynpMmonosoruun nokrop I.9. Iloausanoes
MpOBEJ UCCIIEAOBAHNE IO PEMOIYJIMPOBAHUIO IIHI-
XaTeJbHBIX MyTeH M 3M(MU3EMBI JISTKUX ¥ OOJTbHBIX
¢ XOBJI, monydeHHBIE aBTOPOM JaHHBIE O YaCcTOTE
pacrpocTpaHeHHOCTH b3 B 3aBUCMMOCTH OT CTeTICHU
Tskect XOBJI nmpuBenens! B Tabdm. 3 [15].

Ha puc. 7 nzo0paxeHbl peKOHCTPYKLIUSI OpOHXU-
aJIbHOTO JIcpeBa U HanboJiee TUITMIHBIC MECTa PacIoio-
xenust b y 6onpabix XOBJI. Ha puc. 8 npencrasieHa
KOMITbIOTepHast Tomorpamma oobHoro ¢ XOBJI Tskeno-
To TeUCHUsI; oOpaIaeT Ha ce0st BHUMaHUe T hy3HBI
xapaktep B3.

Cremyet momuepKHYTh, YTo B3O crmocobcTByIOT HO-
BBIM O0OCTPEHUSIM 00JIe3HM, YaCcTO TIpeBpaliasi BOCIia-
JIUTEJIBHBIN TIPOIIECC B HEIPEPHIBHO PEIIUIMBUPYIOIITNIA.
ITpu XOBJI, ocnoxHeHHOI pa3ButheM b, oTmeva-
FOTCST O0JIee HU3KME IMoKa3aTen (PYHKIIMY BHEITHETO
nbixanus (OBJ1). M. Martinez-Garcia et al. mponeMoH-
cTpupoBanu, 9To BD cinemyeT paccMaTpuBaTh KaK IIpH-
3HaK Tsekesoro TedeHnst XOBJI [16]. IIpu coueranun
b3 u XOBJI ormevanach 0osee BHICOKAS JIETAIBHOCTD.
B coBpeMeHHBIX TOKyMEHTaX, TaKUX KakK [1obanbHast

Puc. 7. PeKoHCTpyKuUMA BpoHXManbHoro fepesa

Puc. 8. KomnbtotepHan ToMorpadus 6onbHoro ¢ XOBJ1 taxenoro TeueHus

WHUIIMATUBA TI0 XPOHUYECKOH 0OCTPYKTUBHOM 00JIe3HN
nerkux 2023 1. (Global Initiative for Chronic Obstructive
Lung Disease — GOLD) coueranue XOBJI ¢ BD Boime-
JIEHO KaK (heHOTHII 3a00JIeBaH M.

nepBM‘-lHaﬂ uunnapHasa guCKnHesuns

BpoxneHHBIC aHOMAaJIUKM CTPYKTYPHBIX U (DYHK-
IIMOHAIBHBIX U3MEHEHU PO MOryT cTaTh mpuynHOMK
pasButus bD. Y 51001 Kareropum 00JBHBIX YaCTO BO3-
HUKAIOT MH(PEKIIMOHHBIC 32a00JIeBaHMST KaK BEPXHETO,

Tabnumua 3. PacnpocTpaHeHHOCTb HPOHX03KTA30B B 3aBUCUMOCTM OT CTEMEHM TAMECTM XPOHUYECKOW 06CTPYKTMBHOM 6onesHu nerkux (no Mo-

nveaHosy I.3. [15], 2008)

CreneHb Taxkectu X0BJ1

I (n=6)

1 (n=19)

Il (n=15) IV(n=16)

BpoHxoakTasbl, % 0 21,0

26,6 47,4
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Paspen 9. 3aboneBaHuns pecnupaTopHOro Tpakra

TaK 1 HIDKHETO OTIEIOB IbIXaTeIbHBIX IMyTel. Tak, ma-
uueHTsI ¢ [TL/] yacTo 601er0T OpOHXUTOM, IEPEHOCSIT
MMOBTOPHYIO ITHEBMOHMIO, TIPOTEKAOIIYIO Ha (poHE pe-
LUIUBOB CUHYCUTOB, OTUTOB. 1L/ oTHOCUTCSI K uncity
ayTOCOMHO-PELIECCUBHBIX 3a00JICBAaHMIT 1 BCTPEUaeTCsI
c yactoToii 1 : 12 000 yenoBek. g cpaBHeHus: MB
BcTpeyaeTcs: B 5—6 pas vaiie. B mocienHue rofsl yiyd-
mmnack guarHoctrka 1L, yTo mo3Bonuio 6ojee moma-
POOHO M3YYNTh KIMHUYECKHE ITPOSIBIICHUS 3a00JIeBa-
Hus. CorsacHO COBpeMeHHBIM TipeacTaBieHusm, [T
TPaKTyeTCsl KaK TeTepOoTreHHas IpyIia 3a00JIeBaHUIA,
KOTOPBIEC MOXHO Pa3IMIaTh 110 MOPGHOTOTUICCKIAM U3-
MEHEHMSIM PECHUYCK, TCHOTUITMPOBAHUIO 1 PAa3IMIHOMN
CTEIICHN HapYIICHUS 3CKAIaTOPHOU MYKOIMIMAPHBIA
GyHKIMM [4].

AKcoHeMa SBJISIETCS LIEHTPAIbHOM MOpdoIoTIIe-
CKOIl CTPYKTYpOil pecHMYKM. B HOpMe OHa ycTpoeHa
TaK, 4TO BKJIIOYacT 9 map MUKpOTpyOoueK. B 1mieHTpe
HAXOIATCS 2 MUKPOTPYOOUKHU, KOTOPHIC OTPEACISIOT
HaImpaBJIeHUe OMCHUS peCHIICK MEPIATeIbHOTO SITUTE-
nvst. B cTpyKType aKCOHEMBI BBIIEISIIOT TAKKE BHEIITHUI
¥ BHYTpeHHUM nuHenH (0enok ¢ ATM-a3Hoii aKTUB-
HOCTBIO, BXOISIINN B COCTAaB TyOYJIMH-TMHECMHOBOTO
XeMOMEXaHMYECKOTo TIpeodpa3oBaresiss) 1 o0pas3yer T.
H. PYYKH, CBSI3aHHBIC ¢ MUKpOTpyboukamu. Bce 9 map
MHUKPOTPYOOUEK COCAMHEHBI MEXKIY CO00I1 HEKCMHOM,
a epudepruIecKre MUKPOTPYOOUKHN — IIEHTPATbHBIMU
paguaabHBIMU JTydaMu. HampasieHue OMeHUs BOPCH-
HOK OIpEeAeISIETCsS] OpMeHTalMER LEHTPaIbHBIX MUKPO-
Tpybouek. OTnrcaHo HECKOJIbKO aHOMAJII B CTPYKTYpe
PECHUTYATOTO MeplaTeIbHOTO AnuTenusi. Cpenu rerepo-
TeHHOI1 TPYIIIBI CTPYKTYPHBIX NU3MEHEHUI PECHUTIATOTO
SMUTENS BBIIEISICTCS OTCYTCTBHE BHEIITHUX M BHYTPEH-
HUX IUHEUHOB, YTO MPUBOIUT K 00€3MBIKEHHOCTH Pec-
HUYEK U TTOCIICAYIOIIEeMY CTa3y OpOHXMATBHOTO CeKpeTa.
B ximmHMYecKoit mpakTuke 6osiee n3ydeHa MoJIHasT WIn
K€ JaCTMIHASI KapTUHA Situs inversus, N3BeCTHAsT KaK
cunnpom Kaprarenepa. Ha puc. 9 u 10 nipencraBieHbl
KOMITBIOTEPHBIC TOMOTPAMMBI OOJIBHOM C Situs inversus,

Puc. 9. KomnblotepHan ToMorpadua rpynHoii KNeTky npu cMHApoMe
KaprareHepa
lpuMeyanue: naumeHTka 1991 r. p.; cepaue pacnonoxeHo cnpasa.

KOTOpasl Ha0I101aJ1aCh B KJIMHUKE 110 TTOBOAY YaCThIX
WH(EKIIMOHHBIX 3a00JI¢BaHNI ABIXaTeIbHBIX ITyTEH.

Cunnpom KaprareHepa cBSI3BIBAIOT ¢ HApyIICHUEM
OpraHHOM OpMEHTALMU B IEPUOJ IMOpUOTreHe3a, KOTO-
PbIi COMPOBOXKAAETCS TAKXKE HAPYILIEHUEM MOOUIBHO-
CTU pECHUYEK MeplaTeJbHoro anutenus. Hapyienue
(YHKIIMOHATBFHOM aKTUBHOCTU PECHUYEK MEpPIIATeIIhb-
HOTO 3TMUTENNS TPUBOJUT K CTarHALIMU U aKKYMYJISILIUA
OpPOHXUAJIBHOTO CEKpPeTa, YTO CO3/AaeT OJarornpusiTHbIE
YCJIOBUS IJ1s1 KOJIOHU3AUMU MUKPOOPraHUM3MoOB. B nH-
(heKIIMOHHBII TATOJIOTUYCCKHI TTPOIIECC BKIIOUAIOT-
Csl BEpXHUU OTHEN pecnMpaTOpHOTO TPaKTa — OTUTHI,
MaCTOUJIUTBI, CAHYCUTBI, a TAKXK€ HUXKHUU OoTAET —
ITHEeBMOHUM, OpOHXUTHI, BD, KOTOpHIe SBISIOTCS pe-
3yJIbTATOM MOBTOPHBIX WH(MEKIIMOHHBIX 3a00JIEBAaHUMA.
Y GonbIIMHCTBA 00JBHBIX bD T0KaM3yI0TCsT B BEpXHUX
U CPEAHMX JOJISIX JIETOYHBIX 30H. [Ipu J1eBocTOpOHHEN
JIOKAJIM3aLMU peub UAET O MOPAKEHUU SI3bIYKOBBIX CET-
MeHTOB. Y 6onbHbIX [T, cnaycuramu u b nHanb6o-
JIee BEpPOSITHBIM Bo30ymmuTeneM sBiusietcs H. influenza.
TouHbIli MEXaHU3M TTOJOOHOTO POa 3aKOHOMEPHOCTU
HE YCTaHOBJIEH, MpeanoaaraeTcs IMCchYHKIMS aaamn-
TUBHOTO UMMYyHUTeTa. [1pu nedekre GyHKUUU pecHU-
YyeK HeoOXoauMo oOpalllaTh BHUMaHWE Ha HapylleHue
MMOABUXXHOCTU CIIEPMATO30UI0B. TakK, y My>KUMH 4YacTO
pa3BuBaeTCs OECIIONME U3-3a HAPYLIEHHON MOJBUXKHO-
CTU criepMaTo301a0B. HeobxonumMo cooupaTh aHaMHeE3,
BKJIIOYAsi HEOHATAJIbHBIN Mepuon. Y neteil ¢ HapyleH-
Hoit pyHKIMel PD yacTo pa3BuBaeTcs pecrmpaTOpHBIi
JNIUCTPECC-CUHIPOM HOBOPOXKIEHHBIX.

Juarnoctuka I/l Hepenko siBisieTcst pobieMa-
TUYHOU. Eciu netu B paHHEM BO3pacTe CKJIOHHBI K pe-
CIIUPATOPHBIM PEHUANBUPYIOMINM MHGMEKIIMOHHBIM
3a00JIeBaHUSIM, TO BCETr/la BOBHUKAET HEOOXOAUMOCTh
HUCKJIIOUYUTh HapyleHue (yHKIUU PECHUTYATOTO SIUTE-
Jms. HapymeHnue pepTuabHOCTY B My>KCKOM MOMYJISILIMU
noOyKIaeT K TOMY, YTOObI UCKJIFOUUTH CUHAPOM S Hra.
boabmmm noacnopbem spistorcst naHHbie KT opraHoB
rpyaHoit kietku. [pu ITLJI HanGosnee xapakTepHbIM

Puc. 10. KoMnblotepHan ToMorpadus bpIoLLHOM NONOCTY NPY CUHLPOME
KaptareHepa
MpurMeyaHue: neveHb 1 emyHbIN Ny3bipb PACcronoMKeHb! CeBa.
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MPU3HAKOM CIYKUT MOSBJICHHE 09aroB 3aTEMHEHUS
C LICHTp JIOOYJISIPHOM JIOKa/IM3allueil B HUXKHEe 1oe
MIPaBOTO JIETKOTO. DTU N3MEHEHUS TIPOTEKAIOT Ha (poHe
XPOHUYECKOTO OPOHXMTA. «30JI0THIM CTAaHAAPTOM» SIB-
JISIETCSl UCCIIEIOBAHME CTPYKTYPbI PECHUYEK C TIOMOILBIO
3JIEKTPOHHOI MUKPOCKOIINU. B rmociename ronpl craam
puoderaTh K BEICOKOCKOPOCTHOM BUACOMUKPOCKOITHH.
OnHako CIeayeT MOTICPKHYTh, UTO BOCITAIMTCIHHBIA
MHOEKIIMOHHBIH IPOIIECC MOXET CHU3UTD YYBCTBUTEITb-
HOCTb JaHHBIX METOIOB, M3-3a YeT0 NX WH(POPMATHUB-
HOCTB OyzeT HeBBICOKOM. HamesXKHBIM TMarHOCTUYICCKIM
METOJIOM OCTaeTCsI TPAHCMUCCUOHHASI MUKPOCKOIIHS,
KOTOpast TTO3BOJISIET M3YUYUTh aHATOMUYCCKIE HApY-
IIeHUs CTPYKTYP pecHUYEK. Tak, ¢ IMOMOIIbIO JaHHO-
TO METOJIa MOXHO YCTAaHOBUTH HAPYIIEHUE CTPYKTYPHI
TUHEMHOBOTO Oenka. bueHune pecHnyex > 11 B ceKyHIy
paccmatpuBaeTcs Kak npusHak I[1L. Ipyroit meton,
KOTOPBI MOXKET OBITh IPUMEHEH C 3TOM IIe/IbI0, — Ca-
XapUHOBBIN TECT, IIO3BOJISIONINIA BBIICIUTD MAlIICHTOB
¢ HapyIIeHHOU (DyHKIIMEH MYKOIIMINAPHOTO KIIMPeHca.
B nmocnenaue ronsl HEMHBa3UBHBIM METOIOM JTUATHO-
CTUKU CTaJIO OIIpeeicHe KOHIICHTPAIMM OKCHIIA a30Ta
(NO) B BeImbIXacMOM BO3IyXe. B oTimmame oT 00IbHBIX
oponxnanbHOU actMoii (BA), y KOTOpPBIX JaHHBIN T10-
KazareJsb MOBHIIIeH, Y manueHToB ¢ I11J on mpemensHO
HU30K, BIUIOTh 10 HyJjieBoro [17]. B Hacrosiiee Bpemsi
NO paccmaTpuBaeTcs B KaUeCTBE OMOJIOTTICCKOTO Map-
kepa bA n INLJ. CrenyeT yka3aTh, 4TO HU3Kast KOHILIEH-
tpaumst NO Takke oIpenesseTcs Mpyu MANOTIaTHIeCKOM
¢dopmMe JIETOYHOI TUTIEPTCH3UH.

I'eHeTuyeckue MccaenoBaHus, MPOBEIEHHbIE y 00Jb-
HeIx [T/, BeIIBUIN HEeCKOJLKO MyTauuii: DNAII,
DNAHS5, DNAH 1. C skcnipeccueii JaHHBIX TEHOB CBSI-
3aHO KOOMPOBaHME Oejika aKCOHOM, (DYHKIIMS KOTO-
pOTro BIMSIET HA UX MOOMJIBHOCTD. B HacTosIiee BpemMst
BEIYTCS MCCIIEIOBaHMS 10 YCTAaHOBJICHUIO (peHOMEHaA
«T€HOTUII—(EHOTHUIT».

WTak, tMarHoCTUICCKUA alrTOpUTM TIpU (peHOMEHE
I11/I BxTrogaeT maHHBIC aHAMHE3a, (PU3UKATBLHOTO 00-
CJICIOBAHUS 1 CTICHIMATbHBIX METOIOB TMAarHOCTUKH, KaK
WHBa3WBHBIX, TaK 1 HCMHBAa3MBHBIX. B cOope aHamHe3a
yAeaIeTCss BHUMaHUE peUUANBUPYIOIIUM UHMEKIIN -
OHHBIM 3200JIeBaHMSIM KaK BEPXHETO, TaK U HIKHETO
OTIesia IbIXaTeIbHBIX IMyTelt 1 obpa3oBaHuio b3 ¢ mpe-
MMYIIECTBEHHOM JIOKaan3allieil B HIKHUX OTaeIax
JIETOYHBIX 1oJieit. Ocoboe MecTo 3aHMMAT (PEHOMEH
situs inversus 1 PepPTUILHOCTB JINI] My>KCKOTO 11oj1a. Tak-
ke yaensiercss BHUManue KT opraHoB rpymHoii KJieT-
KM, TIO3BOJISIIOIICH JIOKATN30BaTh b3, ycTaHOBUTD NX
¢GopMy 1 B IIJIOM OILIECHUTH IIPOIIECC PEMOIYTNPOBAHUS
IBIXaTeNbHBIX TTyTeil. Cpeay HeMHBAa3UBHBIX METOIOB
MMaTHOCTUKY OTBOIMTCS OOJIBIIIAs POJIb MCCICIOBAHMIO
NO B BBIIBIXa€MOM BO3IyXE: IUIST TAHHOM MATOJIOTUHU
XapaKTePHbI MPeaeIbHO HU3KKUE KOHLIEHTPALIMK OKCUAa
a3oTa. HakoHell, B coBpeMeHHOI KIMHUYECKON TTpaK-
THUKE HEOOXOAMMO CTPEMUTHCS K TCHOTUITUPOBAHMIO
TTLJI. «30710TBIM CTaHAAPTOM» OCTAETCS UCCIIEIOBAaHNE
OoromnTaTa CIM3UCTOM OOOJIOUKM ABIXaTeIbHBIX ITyTeH
C TIOMOIIIBIO 3IEKTPOHHOI MUKPOCKOITHH, KOTOPYIO JKe-

JIATEJIPHO TIPOBOIUTD B CITCIIMAIM3UPOBAHHBIX IIEHTPAaX.
B nocnennee Bpems B ¢Bs13u ¢ bD o0OpaliaioT BHUMaHue
Ha Takoil (heHOMEH, KaK MOJMKUCTO3 TOUEK, KOTOPBIMA
MOXKET BBISIBIISITHCS IIPUA ayTOCOMHO-IOMMHAHTHOM JIVIC-
KrHe3un pecHu4eK. edekT B yHKIIMOHABHOI aKTUB-
HOCTH PECHUYEK SIMUTENINS CBSI3BIBAIOT C HapyIICHUEM
BKCIIPECCUN IIMJIMAPHOTO TIPOTEeUHA (TTOTUIIMCTUHA- |
1 TtomctrHa-2). OTCyTCTBHE OelIKa IMOTUIMCTHHA MO-
XKET CTaTh IPUYNHOMN oOpa3oBaHus bO.

HDedeKTbl coegUHUTENBHON TKaHU

[MpuumHamu pa3Butust bD MoryT craTh nedeKThH
XpS11EeBOI TKAHW TPaxeu U KPYITHbIX OPOHXOB, a TAKXKe
HapylIeHUs CTPYKTYpPhI 2J1aCTUYECKON TKAHU JIETKUX.
XpsilieBast TKaHb TPaxeu U KPYIHBIX OPOHXOB UTPAET
BaXXHYI0 (PM3MOJIOTUYECKYIO POJIb B PECIIMPATOPHOM
LIUKJIE, (GDUKCUPYS JIETOYHYIO CTPYKTYPY B IIEPUOI 3KC-
MUpalyu 1 Kauis.

Cunnpom MyHbe—KyHa OTHOCHUTCSI K YUCITY BPOXK-
JIEHHBIX aHOMAJIMI Pa3BUTUSI TPAXeu U KPYITHBIX OPOHXOB
U XapakTepusyeTcsl Merajaueit nociaeaHux. Junaranus
IBIXaTeJIbHBIX IyTell pa3BUBAETCS BCICACTBUEC Me(eK-
Ta Pa3BUTHS DJIACTUYCCKON TKAaHU M aTpOdUH TJIATKIX
MBI Tpaxeu. AHATOMUYECKAasl CTPYKTypa IUCTAIbHO-
ro oTaeJsia AbIXaTeJbHbIX MyTe, KaK MpaBUJIO, UMEET
HOpMalibHOE cTpoeHue. OTHAKO CleayeT MOTYePKHYTh,
YTO JJ151 KTIMHUYECKOM KapTUHBI JAHHOTO aHOMAJIbHOTO
CUHIpOMa XapaKTepHa peluIuBUpyloias UHQEKIns
HVDKHETO OTaesa AblXaTeJbHbIX myTeil. I1pu npoBene-
Hum KT y 31001 Kateropuu 00JIbHBIX MOTYT BbISIBIISITHCSI
NUBEPTUKYJIbI TPaxeu U KpynmHbIX OpoHXoB. [TocienHue
MOTIYT BCTPEYAThCS U KaK CAMOCTOSITEIbHBIE TTPOSIBJICHUS
AHOMAaJILHOTO Pa3BUTUSI OPOHXOB. boJie3Hb MOXET ObITh
JIMarHOCTMPOBAHA B paHHUE MEePUOIbl PA3BUTHS peOCHKaA
WM XK€ B 00siee MO3IHNE CPOKM, KOraa 60JbHbIE TTO-
BepraroTcs 0oJiee yrirydJieHHOMY 00CJIeIOBAHUIO B CBSI3U
C PELIMAMBUPYIOITNMEI NHQEKITMOHHBIMU 3200I€BAHUSIMU
JIbIXaTeJIbHBIX ITyTEN ¥ MPOrPeCCUPYIOIIMM HapylIEHUEM
BEHTWIAIIMOHHOU (DYHKIINY, KOTOPast IIPOTEKaET I10 00-
CTPYKTMBHOMY TUITy. B 1MarHOCTUYECKOM ajlropuTMe
GoJbLIast POJIb OTBOAUTCSI UMUIK-TUATHOCTUKE C TPEX-
MEPHOI pEKOHCTPYKILMEN Tpaxeu, TuaMeTp KOTOPOu
MOKET MPeBLICUTH 27 MM [18]. B 1e4eOHBIX ITporpamMmax
MPUOEraloT K CTEHTUPOBAHUIO TPaxeu, UCTIONb3Ysl U
METALIMYECKNE, U CUITMKOHOBBIE CTEHTBI. Y OTIE/b-
HBIX OOJIbHBIX ObLJIa YCIIEIITHO MTPOBEACHA TPAHCIIAHTA-
LIUST KaK JIETKUX, TakK ¥ Tpaxen. Ha puc. 11—14 npencras-
JIEHbl KOMIIBIOTEPHBIE TOMOTIPAMMBbI OOJIbHOM, KOTOpast
Oblj1a HaMpaBJieHa B KIIMHUKY C IMarHo30M «bA Tsoxenoro
TeueHus». [1pu o6cnenoBaHUN BbISIBJIEHBI TUBEPTUKYJ
Tpaxen u bD, BeIToHEeHA 3D-peKOHCTPYKIIMS Tpaxen
1 KPYITHBIX OpoHXOB [18].

Jpyroit aHoMauei pa3BUTUSI XPSILEBOIA TKAHU Jbl-
XaTeJbHbIX MyTeH sBJsieTcs cuHapoM Bunbsamca—Koammn-
6emta. OmrcaHbl cCeMeiHbICe CTydan JTaHHOTO CMHApOMa.
Kmanyeckast KapTrHa XapaKTepu3yeTcs MH(PEKIIMOH -
HBbIMM 3a00JI€EBAaHUSMM AbIXaTeJbHBIX MyTei, KOTOPbIE
MPOSIBJISIIOTCS YK€ B TepBbIE THU XXU3HU pebeHka. 1a-
TOTCHETUYECKAs YepTa CUHIPOMA — OTCYTCTBUE XPSILLE-
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8. =

Puc. 12. OgHoKaMepHbIi NpaBOCTOPOHHMIA AMBEPTUKYN Tpaxeu (cTpenka) B 3D-peKoHCcTpyKumum (no Mapuenkosy A.B., 2013 [18])

BO¥1 TKAHU CETMEHTAPHBIX OPOHXOB ITEPBBIX TeHEpaLINii,
B TO BpeMsl KaK MPOKCUMaJIbHble OPOHXM MOTYT UMETh
HOPMaJIbHYIO aHAaTOMUYECKYIO CTPYKTYpY. B nuarnoctu-
yecKoM ajroputMme cuHiapoma Bunbsimca—Kamrbemia
oosbiioe 3HaueHue uMmeetr KT, ¢ moMolbo KOTOpoit
BBISIBJISIIOTCSI OaJUIOHHAs AUj1aTalvs OpOHXOB B EPUOJ,
WHCIIMPALMY U KOJUIAIIC AbIXaTebHbIX MyTeH MpU 2KC-
nupauuu. JlucraibHble OPOHXM YacTO AUJIATUPOBAHBI
u umMmeroT Bua bD. B nmutepaTtype onmcaHbl O0OJIbHEIE,
KOTOPBIM OBIJIa YCIICITHO IIPOBEIcHA TPaHCIIIAHTAIIUS
JIETKHUX.

BpoHxosKTa3us HepeaKo COMPOBOXKIACT aHOMAIHI
COeIMHUTEIbHOM TKaHU. Tak, y O0JbHBIX C CUHAPO-
MoM Mapdana BD BcTpeuaroTcs 4acTo, YTO OTpaxkaeT
CKJIOHHOCTB TaKMX MAIMEHTOB K PEIUINBUPYIOIIM UH-
(GeKIMOHHBIM 3a00JIEBAHUSM JIbIXaTeIbHBIX TTyTel [4].
K mpyrium BpoxKneHHBIM aHOMAJIUSIM Pa3BUTHS JIETKUX,
CBSI3aHHBIM C BB, oTHOCATCS mUcTaabHAs allMHAPHAS
sMdur3eMa, IereHepaTUBHBIC KUCThI, CTIOHTAHHBIHM ITHEB-
MOTOpaKc, OYJUIBI, alTMKaJIbHBIN (UOPO3 U BpOXKIEHHAS
MaJib(hopMaIysi, M3BECTHASI KaK TUIIOILIA3Us CPeIHE
nmoim. B xnmmHnYeckoit KaptuHe cuHApoMa MapdaHa
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Puc. 13. KoMnbloTepHas ToMorpadus ¢ Npu3HaKaMm KUCTO3HOI NEPecTPOrKM NEro4HON TKaHW NPeuMyLLECTBEHHO B NepUBPOHXOBACKYNAPHBIX 30HaX

(cTpenkm), ypoBeHb 6udypraumm Tpaxeu (no Mapuenkosy fA.B., 2013 [18])

Puc. 14. KomnbloTepHas ToMorpadus ¢ NpU3HaKaMm KUCTO3HO NEpecTpoiiKM NEroYHOi TKaHU MPEUMYLLECTBEHHO B NEPUOPOHXOBACKYNAPHBIX 30HaX

(cTpenkm), ypoBeHb MaBHbIX 6poHxoB (no Mapuenkosy A.B., 2013 [18])

o0pallaiT Ha ceOsl BHUMaHWEe U IpYrue CUHAPOMO-
KOMILIEKCHI: pectus excavatum (BIajasi popMma IpyIHOM
KJIETKW), pectus carinatum (KuaeBUaHas (popMa TpyIHOM
KJIETKH ), TIPOJIaIiC MUTPAIbHOIO KJIallaHa, CKOJIMO3, He-
JOCTaTOYHOCTb a0PTAJIbHOTO KJIallaHa M AaHOMAJIMSI pas3-

BUTHUSA a0pThl. CKOMO3 1 KUJIeBUIHAS (popMa IpyTHOMK
KJIETKM BCTPEYAIOTCS TPU APYTUX BPOKICHHBIX aHO-
Manusx: cuaapomax Jlrounca—Jdutua, LllnpuntueHa—
lonpnbepra, Bnepca—anio, cutis laxa (T. H. CHHIPOM
cTapoii koxu). Heobxomnmo momuepKHyTh, 9TO aOHOP-
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MaJIbHOE COCTOSTHUE COCTMHUTEIPHON TKAHU SBJISICTCS
MpeapacIiojararoniuM (pakTopoM B KOJIOHU3ALMU MU-
KobakTepuii. ¥ 310l Kareropuu 601bHBIX bD yacto pas-
BUBAIOTCS HA (hOHE NPYTUX AaHOMAINI COeTUHUTETHHOMN
TKaHU, CTUTMaMU KOTOPBIX MOTYT OBITh TaKU€ KJIMHU-
YeCKHUe MPOSBICHUS, KaK KIJICBUIHAsI (hopMa TPYITHOM
KJIETKH, TIPOJIATIC MATPAIBHOTO KJIallaHa, CKOJIMO3 U JIp.
B3 onmcanbl y 001bHBIX ¢ 60J1e3HbIO bextepeBa. B xkeH-
CKOU TIOITYJISIIIY 3TH N3MEHEHUS BCTPEYaIOTCs 3HAYN-
TeJIbHO Yallle, YeM 3TO MOXKXHO HabJI01aTh B MY>KCKOM.
[NomuepkuBaroTCs onpeaeIcHHBIC AaHTPOITOMETPUICCKIES
XapaKTepuCTHKU b3, pa3BuBIIMXCS HA (hOHE aHOMATNHI
COCAMHUTEILHOM TKAHU: 3TU MAIIMECHTH UMEIOT BBICO-
KW pOCT, Yy HUX CHIDKEHA Macca Tejia, y3Kasl TpymaHast
KJIETKa, TIPY PEHTTeHOrpachu OpTraHOB IPYIHOM KIIeT-
Ku BeIgBASIOTCS BD. Yacto npoBomutcs nuddepeH-
MajabHasl TMaTHOCTHKA ¢ cuHIpoMoM Mapdana. Ha-
LUOHAJIBHBINA MHCTUTYT 310poBbs (CIIIA) mpoBen Mo-
JIEKYJISIPHO-O0MOJIOTUIECKIE UCCICIOBAHNS C yIaCTHEM
JAHHOU KaTeTOpUH OOJIBHBIX, Y KOTOPBIX ObLIa OTMEUCHA
npeneabHO HU3Kast KoHueHTpauus IFN-y [19]. I1pn
cuHapome MapdaHa yctaHoBIeHa MyTalusi TeHa FBN 1,
C BKCIpeccueil KOTOporo CBsI3aH CMHTE3 (pUOpUIIIHI-
Ha. B Hacrosiiee BpeMs onrcaHo 6osee 600 myTanuii
FBN 1, n BbICKa3bIBACTCS TIPENTTOIOXKEHNE O BOBMOXKHBIX
TeHETUYCCKUX TIpeIpacIiojararommx dhakropax b3 mpu
aHOMaJIMSIX coeanHuTebHOM TKanu [20]. Ha ocHoBanuu
9TOU TUMOTE3HI CACIAHO TIPEATIONOKEHIE O HApYIICH-
HOM Pa3BUTUM XPSIIEBO TKAHW OPOHXA, YTO MOXKET
OBITH TIPEAITOCHIIKOM K pa3BuTHio bD. bosbiyio poib,
HECOMHEHHO, UrpaeT UH(MEKLIMOHHBIH MPOLIECC C JIOKa-
JIA3aIreil B IbIXaTeIbHBIX Iy TaX. Bo30oyauTensaymu MoryT
BBICTYIIaTh He ToJIbko HTM, HO, BO3BMOXHO, U IpaMO-
TpUIaTeabHas (Gopa.

Bo3pacTHoit hakTop UTpaeT oIpeneIeHHYIO POJb
B pasputuu bD. Tak, KIMHWUYEeCKUiT aHaIM3 MOKa3aJl,
yto bD yaie perucTpupyrooTcs y KeHIIIMH B MEHOIIa-
y3aJdbHBINM Tiepuoa. McciaemoBaHa poib 3CTPOreHOB,
¥ OBLIO MOKA3aHO, YTO NeMUIINT MOCICTHUX MOXKET
WUTPATh IMAaTOTCHETMUECKYIO POJIh B pa3BuTun b9, Tak Kak
MOXKET 3aTPOHYTh (BYHKIIMIO COCTNHUTENHHON TKaHM.
B ¢Bs131 ¢ 3TUM BBIIEISIOT CUHIPOM JICAU YUHICPMUD
[21]. OH Ha3BaH IO UMEHU TEPOMHU U3 ITheChl Ockapa
Yaiinvoa — aneraHTHOM TaMBbl, KOTOPasi B CHJTY BOCITUTA-
HUSI 3aCTaBIIsIa ce0sI IIOMABIISATD KallleNlb, He M30aBIISISICh
OT CEeKpeTa, CKaIIMBAIOIIETO B IbIXaTeJIbHBIX IyTsX [13].

Mopoku pa3BuTUA Nerkux

B3 yacTo BcTpevaroTcs IMpy TUIIOTUIA3MH JISTOYHOM
TKaHU, areHe3e, aTpe3nu, ceKBecTpauuu. [1pu atux
aHOMAJIUSIX PAa3BUTHS JIETOYHOM TKAHU MOXKHO Ha0JIIO-
IaTh TMOBBIIICHHYIO BOCIIPUMMYNBOCTh K MH(MEKITN-
OHHBIM 3200JICBAHUSM IbIXaTeJbHBIX MyTeil. CeKBe-
CTpalnst OTHOCUTCS K YUCITy SMOPUOIIATHIL, OHA MOXKET
3aTparuBaTh OPOHXMAJIBHOE IePeBO, M YaCTO KPOBOO-
OpallleHUe ITPOUCXOIUT HEIMOCPEIACTBEHHO OT aOPTHI.
Kimandeckass KapTuHA IMEPEUNCICHHBIX aHOMAaJNI
XapaKTePpU3YyeTCsT PeIUINBUPYIONINM TeUCHUEM WH-
dexumoHHoro 3abdoneBanus. [Ipu peHTreHorpacdun

OpraHoB I'PyIHOU KJIETKHU 0OpaliaeT Ha ce0si BHUMaHUE
MTOBBIIIICHHAS IPO3PaYHOCTD JISTOYHOM TKAaHU B U30JI1-
poBaHHOM MecTe — cuHAapoM Cyaiipa—/IxeitMmca, uim
cuHIpoM Makiteoaa, STHOJIOTHS U TATOTeHe3 KOTOPOTO
MU3y4YeHbl HEOCTaTOYHO. JlaHHOe 3a00JIeBAHUE OTHOCSIT
K YMCITy PEIKUX.

ACI'IMpaLIMOHHbIe CUHAPOMBDI

B3 MoryT pa3BUThCA BCIEACTBUEC MPOHUKHOBEHUS
(actiipain) MHOPOIHBIX YACTHII B IbIXaTEIbHBIC ITyTH.
HauGonee BeposiTHBIMU SIBJISIFOTCS ABa cuieHapus. [1pu
TIepBOM MHUKpodaopa n3 opodaprHTEaTbHON 00J1acTh
ACIUPUPYETCS B HUXKHUKN OTAEI IbIXaTeJIbHBIX MYTEN.
ArpeccuBHbIE BO30YAUTENIN CIAU3UCTON 00O0JIOUKU
BEPXHETO OT/AeIa ObIXaTeIbHBIX MyTeit MOTYT IIPUBO-
IIATH K PA3BUTHIO HEKPOTUIECKOM ITHEBMOHUH, ICXOIOM
koTopoii u ctaHeT bD. [1Ipu Bropom crieHapum comep-
KMMOE XKeJTyIKa acIIpUPYeTCsT B ObIXaTeIbHbIC TTYTH,
YTO YaIlle BCEro IMPOMCXOIUT IpH pedrroKc-330darure.
Ecnu B mepBoM cirydae mpeBanupyeT dopa, KoTopast
KOJIOHU3UPYETCs B opohapriHTeaTbHOM 00aCTH, — 3TO
MIPEVMYIIIeCTBEHHO KOKKHU 1 aHA3POOKI, TO TIPU aCIIMpa-
LIMH COMEPKIMOTO XKeJTyIKa IIpeo0JIaTaroT TpaMOTpHUIIa-
TeabHast dopa u Helicobacter pylori, a TakKe coJisTHast
KHCJIOTA, TTUIIEBhIC KOMOYKH 1 (PepMEHTHI TTOIKEITYI09-
HOI XXeJie3bl. PeKoMeHIyeTCsl IpOBOIUTD UCCICIOBAHIE
pH GpoHxmanbHOTO cekpera, KOTOPhI OyIeT KUCIbIM
B CJIy4ae, KOTJa acIMpanus Mpou30IIia U3 XKeIyaKa.
MexaHu3M acrupaluy CBSI3aH ¢ pa3BUTUEM JIEIPECCUU
KaIuIeBOro pedJeKkca, YTO MOXKET IIPOUCXOTUTH C 00JIb-
HBIMHU B TIEpHOI HApYIICHUsS B cpepe CO3HAHUS, TIPU
3JI0YTIOTPEOJICHIUN aJIKOTOJIEM, TIEPEIO3UPOBKE CHOT-
BOPHBIX TIpernapaToB, 3a00JIeBaHUSIX MMUILIEBOIA C pa3-
BUTHEM €ro TUCMOOMIBHOCTH (axaja3us IMUIIeBOA,
panvalMOHHBIA I XUMUYISCKUA OKOT), a TAaKKe TP
HapyIlIeHU MOTOPUKM XeJTyaka. Hanboee yacToit mpu-
YUHOU pa3BUTHS aCTIMPALIMOHHOI ITHEBMOHUU SIBJISICTCST
pedirrokcHast 60J1e3Hb IMUIIeBoA 1 XKeynka. Takxke BD
MOTYT (POPMHUPOBATHCS M3-3a IPOHUKHOBEHMS B TbIXa-
TeJIbHBIC TTYTU WHOPOIHBIX TEJI, YTO OCOOCHHO YacTO
MIPOUCXOAUT y neTeit. UcTopus MeauIIMHbI HaKOITIa
OOJIBIIIOI OMBIT U3BJICUCHUS U3 IBIXaTCIbHBIX ITyTCH
TaKUX MHOPOIHBIX TeJI, KaK ITyTOBUIIBI, MOHETHI, 3yObI,
yKpalieHuss 1 MHoroe apyroe. [1pu ocTpo BO3HUKILIEH
KIMHAYECKOM KapTUHE YIYIIJIMBOTO KAIUIS U aTeJIeKTa-
3a JIETKOTO, KOTOPBI BBISIBJISIETCS TIPM PeHTTeHOTpadun
OpraHoOB I'PYIHOM KJIETKU, pEKOMEHIYETCS TIPOBOIUTH
MUATHOCTMYCCKYIO U JIedeOHYI0 OpoHxocKomuio. Omnm-
CaHBI CJIy9au IIMTEIbHOTO HaXOXICHMUS MHOPOTHBIX
TeJ B IBIXaTeIBHBIX ITyTSX, CTAHOBUBILIECTOCS IIPUYMHOMN
PELMAVBUPYIOIINX ITHEBMOHMI 11 B3, B mmpakTudeckoit
MEIWIIMHE YIUThIBaeTCS (PaKT JIOKAIBLHOTO PacIIojio-
KeHUsI B 1 MMOBTOPSIOMINXCST SMTM300B ITHEBMOHMU.
VY 5T0i1 KaTeropuu OOJIBLHBIX BeCbMa BHICOKA BEPOSIT-
HOCTh XpPOHMYECKOTO HOCHUTEJILCTBA MHOPOIHOTO TeIa
B IBIXaTeIbHBIX MYyTsIX. COBpeMEHHBIC METOIBI IUAaTrHO-
CTUKH, BKITIOYAsT BUPTYaIbHYIO0 OPOHXOCKOITHIO, TI03BO-
JISTIOT TUAarHOCTUPOBATh MHOPOTHOE TEJIO; «30J0THIM
CTaHIAPTOM» SIBJIICTCSI OPOHXOCKOITHS.
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Bpouxonerqublﬁ acneprunnes

AJUTeprudecKuii OpOHXOJIETOUYHBIN acIIepruiies —
OTHOCHUTEJIBHO YacTast mpuarHa pa3sutust bD. Komonu-
3aIIMsI ACTIePIWILT IIPUBOIUT K 00pa30BaHMIO CIIM3UCTOMN
MMPOOKM, HapyIIaloiei OPOHXUAIBHYIO IIPOXOINMOCTD,
Kak IpaBuIo, OpOHXOB cpeaHero Kaauopa. ToHKO-
creHHBIe BD MMeIoT IeHTpalbHYIO JTOKAJIN3aIuIo, T. €.
pacmoJIoxkeHBl B IPUKOPHEBOI 30He. B KiimHmIecKoit
KapTUHE TaHHOI (hOPMBI acIieprujrie3a TOMUHUPYIOT
MpU3HaKK cTeporno3aBucuMoii BA. C ogHOIt CTOPOHHI,
rmokokopTukocteponabl (I'KC) mo3BoisgioT KOHTpO-
JMpoBath TeyeHue bA, ¢ npyroit — ciayxat dhakTopom
pUCKa TaTbHEHIIETO pacIIpOCTpaHEHUSI acTIepTIIIIe3a, T.
e. (hopMupyeTcs MOPOYHbIN KPyT. AJIJiepruuyeckuii OpoH-
XOITyJTbMOHAJTBHBII aCTIepriiIIe3 YacTo SIBJISICTCS IIPUIH-
Hol Tsikesnoro TeueHust BA. B mocienHee Bpemsi mpoBe-
JIeHa anpoOaiusi MOHOKJIOHAJIbHBIX aHTUTEe TpoTuB IgE
U TIOJTyYEeHBI TTOJIOKUTETbHBIC PE3YIbTAThI IT0 KOHTPOJIIO
HaJl Te4YeHneM TseKenoil popmbl BA. TToMrMMO TUTTMYHBIX
CUMIITOMOB 000CTpeHUs 3a00JI¢BaHNsI, B 3TOT IIEPUOI
y TTAIIMEHTOB TTOSIBIISIIOTCS TaKMe TIPU3HAKY, KaK TTOBBI-
IIeHHAas TeMIlepaTypa Tejia, IOBTOPHBIE SIU30IbI O3HO-
0a, 00JIb TIEBPAJILHOTO XapaKTepa, MCHSIETCS XapaKTep
MOKpOTHI. [1pu 1a60paTopHOIl IMarHOCTUKE 0OpalaloT
Ha ceOs BHUMaHUE TUTIEPI03MHOMIIINS 1 BHICOKAsT KOH-
meHTpanus IgE, Takke MOKHO 0OHAPYKUTH CIielude-
CKUe aHTUTeJIa IIPOTUB acTIeprIIIe3HOT0 aHTUTeHa. [1pu
MIPOrpecCUpOBaHNU 3a00JIeBaHUS K TPUOKOBOI irope
MOTYT IIPUCOCTMHUTLCS TAKME BO3OYIUTENN, Kak P. aeru-
ginosa, 9To CBUICTEIICTBYET O CEPhEe3HBIX PACCTPOMCTBAX
MMMYHHOTO CTaTyca y MalleHTa.

CucreMHble 3aboneBaHus

BD MoryTt BcTpedaThes TIpu OOJIBIION 1 MHOT000-
pa3HOU ITO0 CBOMM KJIMHUYECKUM U ITAaTOTeHETUYSCKIM
MeXaHM3MaM KOTOpTe CUCTEMHBIX 3a00JIeBaHUI, TAKIX
KaK CapKOMI03, PeBMAaTOMIHBIN apTPUT, CUCTEMHAasI
KpacHas BoimyaHka (CKB), cungpowm Illerpena, 3a60-
JIeBaHUS KUIIICYHNKA.

I1pu capkonmose bD nMarHOCTHPYIOTCS OTHOCUTEITh-
HO 9acTo. OHM BO3HHUKAIOT 110 MEXaHM3MY TPaKIIMOH-
HBIX B3, 4TO MPOMCXOOUT BCIEACTBUE CKICPOTUICCKIX
1 GUOPO3HBIX U3MEHEHMI TTAPSHXUMBI JIETOYHOI TKaHMU.
Hpyrum MeXaHU3MOM SIBIISICTCSI 0Opa30BaHUE CapKOMI-
HOI1 rpaHyJIeMbl, KOTOpas BBIIAeTCS B IIPOCBET OPOHXa,
U TIpX pa3BUTUN (PUOPO3HOTO TIpoliecca (PoOpMUPYIOTCS
b3B. Kommnpeccuss 6poHXOB M MOCTCTEHOTUYECKOE CY-
JKEHME SIBJISIFOTCSI OJ1aroIpUsITHOM Cpeoi 1JIsl pa3BUTUS
MH(MEKIIMOHHOTO TIpoIiecca, KOTOPHBI CITOCOOCTBYET
Pa3BUTHIO FKTa3MU OpOHXaA.

PeBMaTOMOHBIN apTPUT OTHOCHUTCS K OOJIC3HSIM,
TIPU KOTOPBHIX MOTYT HAOJIIOAATHCS pa3HbIe (hOPMBI
JICTOYHOM MATOJIOTUM: TICBPUT, MHTEPCTUIIMATIbHAS
IMTHEeBMOHUS, ITHeBMOHUT, bD. C BHeapeHNEM B KIIH-
HUYECKYIO IMPAKTUKY COBPEMEHHBIX METOI0B MMUIIK-
IUATHOCTUKM TTOBBICUJICS IIPOIICHT OOJBHBIX, Y KOTO-
PBIX BBIIBJISCTCS 3KTa3usI OPOHXOB. Tak, Mo JaHHBIM
HamuonanpHoro mHcTuTyTa 3M10p0oBhs (CILA), Ipu-
OJM3UTETBHO | /, TALMEHTOB C PEBMATOUIHBIM apTPHU-

ToM UMeroT B3O [22]. B 60AbIIMHCTBE TaKUX CIydaeB
OPOHX02KTa3Ms IMPOTeKaeT beccuMnTOMHO. OTHAKO
onpejesieHHas 4acTb OOJbHBIX apTPUTOM CTPaAalOT
peLMANBUPYIONIEH MHGMEKIINECH TBIXaTeIbHBIX ITyTEH,
MPUYMHOM KOTOPOit siBisieTcs pa3sutue bD. Mnpuum-
poBaHue bD 1py peBMaTOMIHOM apTPUTE YCYTYOJIIeTCS
HazHauYeHUEM Tepanuu CTEPOUIHBIMU MpernapaTaMu
U IIUTOCTaTUKaMHM. B mocnemHue roasl MHOEKIIMOHHBIC
OCJIOXKHEHMS YaCTO BCTPEUYAIOTCS MTPU UCTIOJIb30BAHU M
oroyormyeckux npermaparon. C MOCIeTHUMU CBSI3aHO
TaKXe pa3BUTUE HETYOEePKYJIE3HOTO MUKOOAKTEpUO3a,
TP KOTOPOM HamboJiee yacTo otMeuaeTcs b3, uto yxke
00CYXI1a7I0Ch BhIIIIE.

B nutepatype onvcaHbl HaOJIOIEHUST COUETAHUS
peBMaTonaIHOTO apTputa u cuHapomMa lllerpena [22].
VY 31X 60JIBHBIX OOpalaau Ha ce0sl BHUMaHUe Tud-
¢y3upie BD. laHHOE coueTaHUE MIPEAOIOXUTEILHO
paccMaTpuBaeTcsl Kak HeOJIaronpusITHbIMA MPU3HAK Te-
yeHUs peBMaTonaHoro apTpuTta [23]. [Topaxkenue cim-
3UCTBIX XKeJe3, XapakTepHoe i cuHapoma Illerpena,
OKa3bIBAET 3HAYUTEJIbHOE BIMSHUE HA IPUCOEINHEHUE
MHQEKIINN TbIXaTeIbHBIX ITyTCH.

AHKWIO3UPYIOIINN CrToHAWIUT (001e3Hb bexrepe-
Ba) B KJJaCCUYECKOI (hopMe coueTaeTCs ¢ pa3BUTHUEM
KHUCTO3HOU 1 (hMOPOTUIECKON IeTeHepallud BepXHEe
30HbI TPABOTO U JIEBOTO JIETKOT0. MexaHu3M pa3BUTUSL
B3 cBs3bIBAIOT ¢ HAPYIIEHHON BEHTUJISILIMEN BepXHei
30HbI JIETKUX, UTO BOBHUKAET U3-3a COHAWJIUTA U Pe-
CTPUKLIMU BEPXHUX pedep.

CKB Takke gBisieTcst 60JIe3HBIO, IIPU KOTOPOI TH1a-
rHoctupyercss b3. C BHeapeHNeM COBPEeMEHHBIX T1a-
THOCTMYECKUX METONOB, B miepBylo ouepenb KTBP, BD
npu CKB cranm BuIIBISATHCS 4Yalle, 4eM B OOBIYHO
mpakTuke. OMHAKO OCTAIOTCS HESICHBIMU MEXaHU3MBI
pa3Butus bD mpu 3Toit popme cucTteMHOro 3ab0Je-
BaHUs1. BO3MOXHO, HE MOCJIENHIO POJb UTPAET SITPO-
reHHasi MpU4YMHa, CBsI3aHHAsl C UMMYHOCYIPECCUBHOM
Teparuen.

ITpu 60one3Hu KpoHa oTMevaeTcsi OTHOCUTENBbHO Ya-
cToe nopaxeHue jnerkux bD [4]. BeickazaHo npearosno-
KEHUE O POJIM CEHCUOUIM3ALIMU CAM3UCTON 000JT0UKU
KUIIKW U CIIM3UCTON 000JI04KK OPOHXOB MPU 3TOM CO-
YyeTaHHOM naTtosioruu. B mociienHue ronbl, Koraa npu
6ose3Hu KpoHa crajia Ha3HayaThesl Tepanust OMoJI0ru-
YeCKUMU TpernapaTtaMm, YYaCTUIUCh U CIydau pa3BUTUS
BbD npu BocnannTeIbHOM MPOLIECCEe TOJICTON KUIIIKH.

Haxonen, cienyer ykazaTb Ha pelUIUBUPYIOLINA
MOJIMXOHAPUT KaK NpuunHy pasputus bD [4]. B kinn-
HUYECKOUW KapTUHE 3TOMW IPYMIibl OOJbHBIX MPEBATU-
PYIOT MPU3HAKUA MOPAXEHUsT XpSIIEBOU TKaHU HOca,
VIIIHOM paKOBHMHBI, TPaxen U KPYITHBIX OpoHX0B. OmHIM
13 OCJIOXKHEHWU JaHHOU MaTOJIOTUM SIBJISIETCS PELUIM -
BUpYIOIIast MHGEKIINS IbIXaTeIbHBIX ITyTeil, KOTopast
B COUYETAHUHU C OJIMXOHAPUTOM Tpaxeu 1 OPOHXOB U SIB-
JIsieTCs MpUIMHOM pa3Butust bD. MexaHn3sMamu pas-
BUTHUS BOCTIAJIUTEJILHOTO Tpoliecca SIBJSIIOTCS KOJLIarc
NIbIXaTebHbIX YT, UX OOCTPYKIIMS M BOCTIAIUTEIbHAS
peaxkuus, NpUBOASIIAsg B KOHEUHOM CUETE K 9KTa3UU
OpoHxa.
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B3 gacTo oOHapyXuBalOTCS Yy O0JbHBIX, MHDUIIN-
poBanHbIx BUY, 1 mpu cuHapome XKenTwIx HOrTell [4].
KnuHndeckast KapTuHA TTOCIIETHETO XapaKTepU3yeTCs
JKEJITBIM IIBETOM TUCTPODUICCKI U3MEHEHHBIX HOTTE-
BBIX TUTACTUHOK, TUMMaTUUYECKUM OTEKOM JIUIA, PYK
1 KOHEYHOCTeH. XapaKTepHBIMM TTPU3HAKAMM SBIISTIOTCS
NEeTIOHMPOBAHNE XKUIKOCTU B TIJICBPAJIbHOU ITOJIOCTHU
1 BD. VY XXeHIIMH CUHIPOM KEITHIX HOTTEH BCTpeYaeTCs
YaIie, 9eM 3TO B MY>KCKOU TTOITYJISILINH.

Upnonatuyeckue 6p0HX03KT33bI

CoBpeMeHHBIC TOCTIKEHUSI B TMaTHOCTUKE OPOHXO-
9KTAaTUYECKON 0OJIE3HU, OHAKO, HE UCKIIIOYAIOT KOH-
HEIIINN «IANONATUIeCKUX bB», 0 KOTOPBIX TOBOPSIT
B clyyae, KOTaa He yIaeTcs YCTAaHOBUTH MPUUNHY X
BO3HUKHOBeHUs. [IpenmonaraeTcst, 9T0 Ha JOJIO UOH-
ornarndeckux bD npuxonurcs ot 25 g0 50%. Kaxmbrit
2—4-it cnygaii BD paccmaTtpuBaeTcs Kak MAMOIIaTH-
yeckas ¢opma oosesHn. CrenyeT mogIepKHYTh, YTO
MUarHOCTUYCCKUI TTPOIIECC B MTAHHOM CIIyyae IMOCTPOCH
Ha MCKJTIOYCHNH U3BECTHBIX TIPUIMH PA3BUTHS SKTa3UHN
O0poHxoB. PeHOTUTINYECKH nanonaTnIeckue b xapak-
TePU3YIOTCS JIOKAIM3aILMeil B HIDKHUX TOJISIX JIETKUX
¥ IBYCTOPOHHUMM pUHOCUHYCUTAMU. [ eHETHIeCKUMM
npeapacriojaraloMu hakropamu sistorces HLA-BS,
HLA-B52; TakXe oTMeUYeHa TMOBbBIIIEHHAs aKTUBHOCTh
NK-xierok [24].

K BO3MOXHBIM IIpUYMHAM, BEIYIIUM K Pa3BUTUIO
b3, oTHOCUTCA pammalimOHHOE BO3ACHCTBUE Ha Jie-
TOYHYIO TKaHb, B YACTHOCTU pagualioOHHAas Tepamus
TP paKe MOJIOYHOM XKeJle3bl, OITyXOJISIX CPEIOCTEeHUS,
mmuMmbomax, BKIodas u tuMborpaHyiemaTtos. Ilpuco-
eNVHSTIONINECS MH(PEKITMOHHBIC 3a001eBaHNST IbIXaTCIb-
HBIX ITyTei IPUBOIST K pa3BUTUIO WH(MUIIIPOBAHHBIX
9KTa30B OPOHXOB.

B MemuumHCKOM TUTEepaType MPOILIBIX JET OBLIO
o0pallleHO BHUMAaHWE Ha pa3BUTHUC apTPOIIaTUI BHUIIE
«bapabaHHBIX MAJIOYEK» U «JaCOBBIX CTEKOJ». DTU CUM-
NTOMBI CXeMaTUYeCKHU M300pakeHbl Ha puc. 15. B coBpe-
MEHHOU KIIMHUYECKOI MPaKTUKE, KOTIA CTAJIN IIIMPOKO
MPUMEHSITh aHTUOMOTUKM IS JICUCHUS STOI KaTero-
pum OOJBHBIX 0COOEHHO B nieproa oboctpeHust b3, atn
(eHOTUITMYECKNE TIPU3HAKK CTaJI PErUCTPUPOBATHCS
y OOJIBHBIX 3HAUUTEJIBHO PEXe.

Iepuon obocTpenust bD xapakrepusyercs pa3BUTH-
€M CHMIITOMOB, CBUIIECTEIbCTBYIOIINX O Pa3BUTUH pe-
crnupatopHoii nHGekmu: Kauuis (B 98% ciydaes), 1o-
BBIIIICHHOM IMPOIYKIINY ¥ THOMHOCTH MOKPOTEHI C €€ eXe-
JIHEBHBIM oTx0XAeHueM (78%), onpliku (62%), KpOBO-
xapkaHb (27%), 601u B rpynu (20%), cCHUKeHUs ToJIe-
PAHTHOCTH K (PM3UIECKIM Harpy3KaM, OOIIeH YCTaTOCTH
¥ HeIOMOTaHUs. byneT yMecTHBIM IIPpUBECTU UCTOPUIO
6one3nu Pedopa Muxaiinosuua Jocmoesckoeo. C mom-
POCTKOBOTO TIeproAa OH CTpamal KallieM; ero MaTh
yMepJia OT IIPOrPecCUpyIONIeit YaXOTKH, KOTIa Majlb-
4uKy ObUTI0 Beero 14 net. B roHoIIecKue roabl OH 00-
yuasicst B uHxeHepHoM yuunuiie B Cankr-IlerepOypre,
YacTO IMPOCTYKAJICSI U IJIUTEIBHO KAIISIT OCOOCHHO
o HouaMm. [TepBbiM Bpauom D.M. JIocTOEBCKOTO OBLI

Hopma 160°

PaHHue npoAeseHUA

>
m

MosgHue npoaBneHUsA

Puc. 15. Aptponatuu B Buae «b6apabaHHbIX NanoyeK» U «4acoBblX CTEKON»

ciymaresb BoeHHO-MemUIIMHCKOM akageMun Anekcanop
Pusenxamngh, KOTOPBII OIIcai 00JIC3HB ITCATEIIS TTOCIIe
ero cmepti. OHI BMECTe CHIMAaJIM KBapTUPY, 110 CBUIIC-
TeIbCcTBY A. Puzenkamda, mo Houam Houbio @.M. Jlo-
CTOEBCKUI CHIIBHO Kanuisyl. JIOKTop Tpormica eMy CMU-
JIAKC — BKCTPAKT IMepyaHCKOM JIMAaHBI, CYIIIECTBEHHO 00-
JlerynBIInii Kamenb. [TepBas skena @.M. JlocToeBcKoro,
Mapust IMuTprieBHa, CKOHUAIACH OT ITPOTPECCUPYIOIIEH
JIETOYHO 9axoTKu B HOBOKy3HelIKe, Te CYIIpyru mo-
cenmiach mocie micatenst. C OOJIBIION M0Ieit BeposIT-
HOCTH MOKHO YTBEPXKATh, UTO €r0 JIETOUYHOE 310POBbE
OBIJIO OCTIOXKHEHHO TECHBIM KOHTAKTOM C OJIM3KUMU MY
JIIOABMH, YMEPIIUMHU OT TSIKEJIOU (POPMBI JISTOYHOTO
Tyoepkynesa. JAmumpuit Heanoeuu Kownakos, HabI10-
nmamnii @.M. JIocTOeBCKOTO Ha M3JIeTe XXU3HU, YOeTUIT
IMcaTesIsT OTIIPABUTHCSI Ha KYPOPTHOE JIEUCHUE B DMC
(FepmanmMs) 1 OKa3bIBaAJI €My ITOMOIIIb B IIOCICTHNE THU.
Hernocpeacteennoii npuunHoii cMmept .M. [loctoeB-
CKOTO SIBUJIOCH JIETOYHOE KPOBOTCUCHUE, UCTOYHUKOM
KOTOPOTrO, M0 BCe BUAMMOCTH, ObLIU MOCTTYOEpKY-
ne3Hble BD. B neHh KOHYMHBI OH MOTIPOCHIT CBOIO BTO-
pyto xxeHy, AHHY ['puropbeBHy, npuHectu EBaHrenue,
IMogapeHHOe eMy B TOOOJIbCKOM TIEPEChUIBHON TIOPEME
JKeHaAMM JeKaOpHCTOB, OTMETHII CTUX W ITOTIPOCHUI €T0
mpoyecTh: «MoaHH ke ynepxkuBaa Ero u ToBoput: MHe
HagoOHO KpecTuThes oT Tebst, 1 Thl 11 NpUXOAUIIH KO
MmHe? Ho Mucyc cka3an eMy B OTBET: He yIep>XKuBaii,
100 TaK HAJICXKUT HaM UCIIOJTHUTH BEJIUKYIO IIPaBIy»
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Puc. 16. Kpamckon U.H. ®epop Muxainnosuy [JocToeBCKui Ha cMepTHOM
ogpe 29 axBaps 1881 roga

(Matd. 3:14—15, mepeBon 1820-x 1T.). C 3TUMM CIIOBaMU
®.M. [JocToeBcKMit 00paTHIICs K 3KeHe: « TbI CIbIIIUIID;

“ne ynepxxuaii”». U.H. KpamMmckoit octaBuia noptpet
®.M. JIocToeBCKOro Ha cMepTHOM oape (puc. 16).

AunarHoctuka 6poHXxo03KTa3oB

B nuarnoctuueckom mpoiiecce b cyiectBeHHast
pPOJIb OTBOAUTCS COOpY aHaMHe3a MH(MEKIIMOHHBIX 3a-
0oJIeBaHUIT TBIXaTEIBbHBIX ITyTeH, IIPU 3TOM OOJIBIIIOE
3HaUYCHNE MMEIOT ACTCKME MH(MEKIIMOHHBIE 3a00IeBa-
HUSI: KOpb, KOKJIIOINI, KPYIT 1 Ap. B mcTopnu 3aboneBa-
HUSI 001BbHBIX BD 9acTo yITOMMHAIOTCST 31306l YaCThIX
000CTpeHNI OPOHXUTA WIIH XKe TIOBTOPHO MePEHOCUMO
nHeBMoHMU. HekoToprie 13 nauneHToB ¢ bD Habmona-
I0TCs1 Y Bpaueii 1o ooy bA. Hactopaxkuparoiiym rpu-
3HaKOM BO3MOXHOM BD sIBJIsIeTCS KpoBOXapKaHbe, KO-
TOpOE BCeTHa TPEBOXKUT OOJIBHOTO, ¥ OH, KaK IIPaBUJIO,
Oe3oTiiaratesibHO oOpallaeTcsl 3a BpauyeOHOM IMTOMOIIbIO.

JAnarHocTU4eCKuit airopuT™M BKJIIOYAET B ce0sl J1abo-
pPaTOpHYI0-TUATHOCTUKY, UMUIIXK-TUATHOCTUKY U (DyHK-
IIMOHAJIbHBIC METOMBI UCCICNOBaHUS. B coBpeMeHHOM
KJIMHUYECKOI TIpakTuKe 0 bD 3axomuT peus mpu mpo-
BeneHun KT opraHOB rpyaHOM KJIETKU, KOTOPas MOXET
OBITH IPOBENICHA 110 Pa3HBIM ITpUYNHAM. B Bepuduka-
nuu B3O Gonbllioe 3HAYEeHNWE TTPUAASTCS UMUIXK-T1A-
THOCTHKE, TTO3BOJISTIOIICH OTIPEACINTD JTOKAIN3aIIHIIO,
PacIpoCTPaHEeHHOCTh, CBSI3b C apTEPUATILHBIM PYCIOM
U COCTOSTHUEM JIMMMaTrnuecKux y310B. OMHUM U3 Bapy-
aHTOB b3 gBnsgercs pa3BuTHe CMHAPOMA CPEIHEI MO
WJIY Xe aTeJIeKTa3a SI3bIYKOBOTO CeTMEHTA JIEBOTO JICTKO-

ro. Y 6onbHBIX BD Heobxogmmo Beerna poBoauth KT
Ha3aJIbHBIX CHHYCOB, TaK KaK TaliMOPUTHI X (PPOHTUTHI
YaCcTO COIMYTCTBYIOT OPOHXOIKTA3UM.

Jwnarnoctnueckuii anroput™M B3O Takke BKIIo4aeT
B ce0s uccnenoBanue MBI, 61arogapst KOTOpoMy BO3-
MOXKHO OLICHUTh BEHTWISIIIMOHHYIO U T GY3NOHHYIO
(GYHKIUIO JIETKUX. Y OOJILITMHCTBA OOJBbHBIX BHISBIIS-
eTCsl HapyIIeHNe BEHTUISIIIMOHHON (DYHKIINH 110 00-
CTPYKTUBHOMY THUITY, UTO ITOOYXIAaeT OMPEACIUTh €
o6patnMocTh. C 3TOI LIeJbI0 TIPOBOISIT UCCICIOBAHNE
IMapaMeTPOB BEHTWIAIIMOHHON (DYHKITUM 10 HA3HAYCHUS
OPOHXOPACIINPSIIONINX JIEKAPCTBEHHBIX CPEIICTB U TIOCTIC
X Ha3HaUYeHUs. bpoHXommiIaTallMOHHBIN TECT YacTo
roJioxXXuTesieH npu coyetann bA n BD. IIporpamma
(bYyHKIIMOHATBHOTO 00CIeIOBAHMS TIPEIIIOJIaraeT: CIIt-
pomeTpuio (M3MepeHne (PYHKIIMOHATBHOMN KU3HEHHOMU
eMmkocTu Jierkux (O®XKEJ), oobema hopcrupoBaHHOTO
BbIIOXa 32 1-10 cexynay (OPB)), OB, /OXKEII); 6-mu-
HYTHBI IIIATOBHIN TECT; OIICHKY JISTOUHOTO KJIIMPEHCA;
HAMITYJIbCHYIO OCIJUIOMETPHIO; U3MEPEHUE TapIIiaib-
HOTO JaBJICHMS KUCIOPOIa M YIJICKUCIIOTO Ta3a.

AHeMUsl, BBISIBJICHHAsI TIPU 00IIeM aHAJIN3¢ KPOBH,
CBHIETEIICTBYET O BO3MOXXHOM KPOBOXapKaHbE U TTOCT-
reMopparmueckoil mpupoae. MUKpOKpOBOXapKaHbE
MOXKET CTaTh MIPUINHON TTOBBIIIEHHON KOHIICHTPAIINHN
yrapHoro ra3a (CO) B BeImbpIxaeMoM Bo3myxe. [laTore-
HETUYECKUI MeXaHU3M yBeInIeHUs KoHIeHTpauu CO
00YCJIOBJICH pacITalioM T'eMa, M3-3a Yero IOBBIIIACTCS
ypoBeHb OunupyouHa. [1pu rppOKoBOM MopaxkeHUUu
IBIXaTeIbHBIX IMyTeil 1 BD MOXKeT BBISIBISITHCS TUITC-
pPR03MHOMDMINS KaK B MepudepuIecKoil KpoBH, TaK
U TP UCCIICIOBAHUM XUIKOCTHA OPOHX0ATbBEOISIPHO-
ro JlaBaxa. bosblilioe 3HaueHUe MpUIaeTCs MUKPOOUO-
JIOTMYECKOMY HCCJIeI0BaHUIO0 MOKpOThl. Heobxoanumo
YCTaHOBUTH CIIEKTP MUKPOOPTaHM3MOB, KOTOPHIC MOTYT
cTaTh IpUUMHOI obocTtpeHus bD. CrnenyeT Bcerna uc-
KJIo4aTh posb Tyoepkyse3a u HTM, a Takke Hanuuue
IrpuOKOBOI1 KoJIoHM3anun bO.

JlabopaTopHble ucciiefOBaHUSI BKIIOYAIOT B ce0s1
aHaINU3 CJIEAYIOIIMX ITOKA3aTeNIel: JIEMKOLUTO3, TPOM-
6o1mTo3 (> 400 X 10 / 1), 203MHODMINS; TMMYHO-
rmooynuHb (IgG, IgM, IgA, IgE); xmopunbl moToBoOI
KMIKOCTH,; TCHETUYECKMI aHAIN3; aHTUTEJIa K acTep-
TMIIIC3HOMY aHTUTEeHY; aHTUTEJIa K CepOTUIIaM ITHEBMO-
KOKKOBOTO aHTUTEHA; O, ~aHTUTPUIICUH; KIMHUYECKast
MHKpobuosorus. TecT Ha comep:kaHNe XJIOPUIOB B OT-
HOCHUTCS K YUCITy CKPUHUHTOBBIX METOIOB, TTO3BOJISI-
IOIMX UCKIIOUNTh MB. DTO 0COGEHHO BaxkKHO y IeTei
¢ mnarHocTupoBaHHBIMU BD. OmHNM 13 COBpEeMEHHBIX
KpUTEepHUEB B ITOCTAHOBKE AuarHo3a bO sBiseTcs ero
cBs13b ¢ MB. OnbIT KIIMHUKA CBUIETEIBCTBYET O TOM,
YTO OTHOCUTEIBHO YacTo nuarHo3 MB ctaBuTcst 60J1b-
HBIM YK€ BO B3POCJIOM COCTOSIHUM. B muarHocTmaeckuii
AJTOPUTM BKJTIOUCHBI OTIpee/iCHE M TeHOTUITMPOBAHNE
AAT, KOTOpPEBIif MOXET UTPaTh MaTOTCHETUYECKYIO POJIb
B Pa3BUTUU HE TOJIBKO 3CCEHIINATBHOM SMGbU3EMBI, HO 1
B3. OnpeneneHne MMMYHOTJIOOYJIMHOB M WX TOJIKJIAC-
COB IIPOBOIMTCS C IEJIBIO NCKITFOYUTD POJITh UMMYHOIC-
(GUINTHOTO COCTOSTHUS B TTaToreHe3e bD.
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CKpUHUHTOBBIM TECTOM, TTO3BOJISTIOIINM MCKITFOUUTD
piusgHue [T B pasButum bD, ciykut onpeneneHue
NO B BeIIBIXacMOM Bo3myxe. B HacTosiiee Bpems Me-
TOAUYECKN BO3MOKHO pa3lIe/IbHO OLIEHMBATh KOHIICH-
Tpaunio NO B MOpUMU BO3ayXa, KOTOPHIA ITPOXOIUT
BEPXHUI OTIE]I U HUXKHUM OTAEN IbIXaTCIbHBIX ITyTEW.

B muarHocTudecKmit aropuT™M BXOIUT ITUIIICBOTHAS
MaHOMETPHSI, C TIOMOIIIBIO0 KOTOPOIf MOXKHO OITPENeTUTh
poitb pedrtokc-330(arura B pa3BUTUM aCITUPALIMOHHBIX
ITHEBMOHMUI U B mocieaytomeM — bD.

HakoHer1, MoXeT BOSHUKHYTh HEOOXOTUMOCTD HC-
KJTIOUMTh PEBMATUUYCCKYTO TTATOJIOTUIO — PEBMATOMITHBIN
nomuaptput, CKB, cuaapowm Illerpena n ap. B aTtom
cayJyae MMarHOCTUYeCcKasl MporpaMMa BKITIOUaeT OIpe-
JeJICHNE PeBMATOMIHOTO (haKTopa, aHTUTEN K LIMKITIe-
CKOMY LIUTPYJUIMHUpOBaHHOMY ientuny, SSA/Ro, SSB/
Lb, HLA-B27, tect lllupmepa u np. Heobxonmmo Taxske
YUUTHIBATh, YTO IIPU CUHIPOME IIPHUOOPETEHHOTO NMMY-
HomeduIMTa, Iapa3suTapHBIX 3a00JICBAHUSIX U TyICBOM
BO3/ICIICTBUM Ha JIETOYHYIO TKAaHb HA0Op TMaTHOCTUYC-
CKMX METOIOB MOXET OBITh PacIIpeH.

TEPANEBTUYECKHUE noaxoabl

XpoHuuecKas uHeKUMA abiXaTesbHbIX NyTeH
AHTnbaKTEpUanbHan Tepanus:

o MHranAauuoHHas;

* TapreTHas;

o MaKponuabl

NpuobpeTteHHan dnopa
3paauKauma Pseudomonas aeruginosa

WmmyHopepuumt
3aMecTuTeNbHanA Tepanua UMMYHOMO6YIMHAMK

JleyeHue

Ha puc. 17 npeacraBiieHbl OCHOBHbIE TEpaIleBTU-
yecKue Toaxoabl K jeueHro b, JleueOHBI alropuT™M
BKJItouaet S pasznesion. K 1-my pazneny oTHOCSITCS Mepo-
TIPUATHS, HANPaBJIeHHbIE HA TUTHEHY IbIXaTeIbHbIX MyTei
H yIajieHHe BOCTAJMTELHOTO CeKpeTa M3 SKTaTUUECKH
pacIIMpeHHBIX OpOHXOB. B Hacrosiee BpeMs Ipu-
0erarT K MHCTPYMEHTAJIBHBIM METOIAM, TTO3BOJISTIO-
M YCWJINTH KallIeBOI pedaeKe 1 (pparMeHTUPOBaATh
OPOHXUATBHBIN CEKPET, YTO MOBBIIIACT €ro KIUPEHC
13 ObIxaTeabHBIX myTeit. Illnpokoe pacmpocTpaHeHUe
MOJIy4aeT METO aJIbBEOJISIPHOM MEePKYCCUU, B OCHOBY
KOTOPOTO TOJIOXKEH (DEHOMEH OCHMJUISIINY BO3IYIITHOTO
rmoToka. Hamr orsIT ero mprMeHeHMST KacaeTcs OOJTBIION
IPYIIIBI OOJIBHBIX, BKITIOUAsl TeX, KOMY ObLlIa ITpoBeIeHa
TpPaHCIUTAHTALIMS JIETKUX. JIpyriM HeMeTMKaMEHTO3HBIM
METOIIOM SIBJISICTCS] IPMMEHEHNE BUOPAIITMOHHBIX TBIXa-
TEJbHBIX TPEHAXKEPOB, CIIOCOOCTBYIOIINX OTXOKICHUIO
MOKPOTEI. B 11e151X MOBBIIIeHUS MyKOIIMINAPHOTO KITH-
peHca TakxKe MPOBOAST UHTAISILIMA TUTIEPTOHUYECKUM
pacTBOpOM XJIopUcTOro HaTpus (5%) HECKOJIbKO pa3

TAPTETHBIE
(3HAO®EHOTUNUYECKHUE NOAXOAbI)

MoBpexaeHue NeroyHoii TKaHW npoTeasamm
NHrubutops npoteas

MuKo6uoMHbIi (rpubKoBbINi) AUcbakTepuos
MpoTvBOrpMbKOBLIE NpenapaTbl

HeiitpodunbHan aucdyHruua
WNHrmbuTopbl HeMTPOdMILHOM 3nacTasbl

Uunuapuaa aucdyHkuma (nepeuunas

lpodunakTnyeckan aHTUbaKTepanbHas Tepanusa OPYIUE OAKTOPDI MNW BTOPUYHAA)
KnupeHc abixatenbHbIx nyTei
Hety6epKynesHblii MUKo6aKTepuo3 * 3THUYECKME pasnnImA CFTR-noTeHumpyiowas

AHTnBaKTepHanbHan Tepanua

 Bo3sperncTue okpyrKaloLLen

AnnepruyecKkuii 6poHxonero4Hbii acneprunnes
[MioKoKOpTUKOCTEPOMADI +
NpoTMrpubKoBLIE Npenapartbl

cpeppl

 (06pa3 Ku3Hu

06cTpyKuMA AbIXaTeNbHbIX NyTeil U HapyleHus
GYHKUUM BHeLIHero AbiXaHUsA

Jleroynan peabunutaumn

BpoHxopunararopbl

lMnepnpoayKuMA MOKPOTbI
KnupeHc gbixatenbHbIx nyTen
MyKoaKTWBHbIe Npenaparbl

BponxuanbHaa acTMa 1 303uHOGUNMA
WHranAunoHHble MoKOKopTUKOCTepon b

Aeduuut Macchl Tena
HyTpuTiBHas nopaepKa

FacTpoasodareanbHas pedniokcHas 6onesHb
MHrM6uTOpbI NPOTOHHOI NOMIbI
+/— NPOKUHETUKM

o Knumatnueckue ycnosua

« [lcvxocoumanbHble GpakTopbl

CucteMHoe BocnaneHue U 3HAOTeNIMANbHaA
AUCOYHKUUA
MpoT1BOBOCNANMTENbHAA TepanuA

Aucoynkuma CFTR
MoteHumatopel CFTR
KoppekTopel CFTR

BpoxpeHHbl UMMyHOZePULUT
Tepanus, HaueneHHas Ha Toll-nogobHble
peLienTopbi

MpodunaKkTuyeckas aHTUbaKTepHUanbHas
Tepanua

Puc. 17. OcHoBHble TepaneBTUYECKMe NOAXOAbI NpU NedeHnn 6poHxoakTasos (no Chalmers J.D., Chotirmall S.H., 2018 [7])
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B TeUeHUE IHA. B mociemaue Toapl ¢ 3TOM Ke IeIblo
CTaJy MPUMEHSATh MHTAISALMNA MAaHHUATOJA. BOJTBHBIM
MB HazHauatot pepmeHThl, paspyiuatomue JHK. ¥ ta-
KX ITaIIMEHTOB 00pa3yeTcs BSI3KUIT CEKPET BCICICTBHE
BOCHAJIMTEILHOM peaKIINM AbIXaTeIbHBIX MyTei, B IIPO-
CBETe KOTOPHIX IETIOHUPYETCS OOJIBIITIOE KOJTNISCTBO
HelrpoduioB. C ux pacmagoM CBSI3aHO BEICBOOOXKICHIE
JAHK, npuBosiiiee K MOBBILIEHHON BI3KOCTU CEKpe-
Ta. OMHUM U3 CPEACTB IS PEIICHUS 3TOI MPOOIEMBI,
BXOISIIIMX B 0a3ucHyto Tepanuio MB, sasnsercs JJH-3a
(ITynsMo3nm®).

AHTHMHKPOOHAS Tepamusi OTHOCUTCSI KO 2-My pa3-
JIeny JedeOHoro ajroputMma npu bD. AHTUOMOTUKM
TpaguIIMOHHO Ha3HavaloT Impu B3O, ocobeHHO B mepuon
oboctpeHnst. OmHaKoO ClIeAyeT IMTOMYePKHYTh, UTO HE BCe
PEeKOMEHIAIINK UMEIOT CTPOTYIO JOKa3aTeIbHYIO 0asy.
Tak, HeKOTOpBIE aBTOPHI PEKOMEHIYIOT Ha3HAYATh AHTH-
OMOTHUKU C TTPOPUIAKTUICCKOM 1IEIbI0, YTOOHI IIPEaOoT-
BpaTuTh obocTpeHne bD. Beibop aHTHOaKTEpHaTbHOTO
mpenapaTa I0DKeH ObITh OCHOBAH Ha JaHHBIX MUKPO-
OMOJIOTUYECKOTO MCCACA0BAHNS MOKPOTHI OOJIBHOTO.
B HEKOTOPHIX cTyJasix BO3MOXKHO MCITOIB30BaHKUE a3PO0-
30J1bHBIX (popM. Tak, ipu obocTpeHnnn MB, mipu Ko-
TOPOM YacCTO MPOMCXOAUT KOJoHU3anus P. aeruginosa,
Ha3HAYarOT TOOPAMUILIMH WJIM KOJMCTUMETAT HATPHUST MH-
raysinoHHo. [TocmenHmit MoXeT OBITh Ha3HAYCH U IIPU
HAJIMYUU APYTUX IPAMOTPULIATEIbHBIX BO3OYIUTEIIECH.
ITpu BB HeoOX0MMMO UCKITIOYATh STUOJIOTMYECKYIO POJIb
MBT u aTUNUUHBIX BO30yauTeIe MUKOOAKTEpHrO3a.
CocTostHIE O0JIBHOTO MOXET YXYAIIUTHCS BCICACTBUC
aHTUOAKTEPUATIBbHON TepaInu, eCIM STHOJIOTHICCKIM
dakTopoM BD aBigeTcs actiepruies Ui BIUSTHUE IpYy-
TUX TPUOKOBBIX BO30ymuTeseil. OnricaHo IINTEIbHOE —
B TEUCHHE rofa — Ha3HAYCHME MHTAISIINI TCHTAMULIMHA
B LEJISIX TPOMDUIAKTUKI 06ocTpeHuii bO [25].

Ha3navyenne JeKapCTBEHHBIX CPeJCTB C MPOTHBO-
BOCIIAJUTEIbHBIM 3(h(eKTOM TIpeacTaBIsieT co00it 3-it
paszen JedeoHoro anroputMa. [IpeamochIKoi K ux
MIPUMEHEHUIO CITY>KUT BIUSHUE TTPOTUBOBOCITAJIUTEITb-
HBIX CPEACTB Ha PO b MIUTOKMHOB — KaK BOCIIA-
JINTEJIBHBIX, TaK W TIPOBOCITATUTEIbHBIX. K 3T0i1 TpyII-
T OTHOCSIT HECTePOUIHBIC IIPOTUBOBOCIIAIUTEIHBHEIC
npenapatsl (HITBIT), Makponmnbl (Ha3HAYAIOTCST B MH-
TEPMUTTUPYIOLINX CXEMaX) U MHTAISILIMOHHBIC TJIFOKO-
koptukoctepounsl (ul'’KC). Hanbomnee n3ydeHHBIMU
sapisitorcst HIIBIT. B oun6mmoteke Cochrane nmeroTcst
CHCTEeMaTUIECKUIT 0030p 1 MeTaaHam3 3POEKTUBHOCTH
1 6e3orracHocTr noynpodena rmpu b y neteit. B 0630pe
MIPUBOISTCS TOKA3aTeIbCTBA PETPECCUM BOCITAIUTEIIb-
Horo 1poruecca mpu bD [26]. ITatoreHeTnyeckoe 000-
cHoBaHue npuMeHeHuss HIIBII ocHoBaHO Ha yyacTuu
apaxuI0HOBOIO Kackaaa B BOCHAIUTEIbHON peaknuu
pu bD 1 UHTMOMPYIOITIEM BIUSHUN TaKUX JIEKAPCTBEH-
HBIX CPEACTB Ha CUHTE3 IIPOCTATJIaHINHOB.

IMonoxurenbHbIl 3pdekT nmpu bD okaswBaioT
nl'’KC, 0co0eHHO y MallMeHTOB ¢ TAKUMH (POHOBBIMH
3aboneBannsiMu, kKak BA 1 XOBJI. I[Tockoabky B mipo-
CBETE IBIXaTeJbHBIX ITyTeil aKKYMYJIMPYIOTCS TIPEUMY-
IIECTBEHHO HEUTPODUIBI, TpeOyeTcs Ha3HAYCHNE BHI-

COKMX 103 IIpeliapara, Tak KaK Ipu HEHTPOPUIFHOM
XapakTepe BOCMAIUTEIbHON peakiMi HU3KKUE 1 CPETHUE
no3bl nI'KC He 006J1a1a10T JOCTATOYHO BhIPaKeHHBIM
MPOTUBOBOCTIAIMTENIbHBIM eicTBUEM. [1py o6ocTpeHnun
BD pexoMeHayeTCsl coueTaHne ¢ aHTUMUKPOOHOM Tepa-
nuei. Tak, mosydeHbl OJ0XKUTEIbHbIE JAHHBIE O MPU-
MeHeHnHU a3utpoMmuiimHa coBMectHo ¢ ul'KC. Yacroe
Ha3zHaYeHUEe a3UTPOMULIMHA COTIPSIKEHO C Pa3BUTUEM
(eHOMEHA pe3UCTEHTHOCTU OpoapUHTeaTbHOM (hIOpHI
K Makposmaam [27]. B Hacrosiiee BpeMs 00JIbIIOE BHU-
MaHUe yIeJSIETCS UCCIIEIOBAHMIO MUKPOOMOTHI BEPXHETO
Y HUXXHETO OTIEJIOB bIXaTeJbHbIX MyTeH 1 BIAUSHUS
Ha Hee aHTUMUKPOOHON 1 CTEpOUIHOM TEpaIuu.
XupyprugecKre MeTobl IIPeIyCMOTPEHEI 4-M pa3fie-
JIoM JieueoHoro anroputMa. OHI HE UMEIOT CTPOTOM 10~
KazaTeJIbHOM 6a3bl, XOTSI ICTOPUYECKU UCITOIb30BAIUCH
LLIMPOKO. B HacTos1ee BpeMsi Xupypruueckoe JeueHue
BA umeer orpaHMYeHHOE MPUMEHEHME, YTO CBI3aHO
B IIEPBYIO odepeab ¢ 3(PHeKTUBHOCTHIO METOIOB, BXO-
nsmx B 1—3-i1 pasmensl. CiieayeT MOMUYepKHYThH, 9TO
K XMPYPTMYECKUM BMELIATEIbCTBAM MPUOEraroT Mnpu
JKM3HEYTPOXAIOIIMX JIETOYHbIX KpoBOoTeueHus1x. [Topoit
MPUXOJAUTCSI COYETaTh METO/IbI SMOOJIU3aALUN OPOHXU-
QJIbHBIX apTEPUN C XUPYPrUIeCKOU pe3eKIIMer 4acTu
JIETKOT'0, KOTOPOE SIBJISIETCSI MECTOM KPOBOTEUEHUSI.
Yo Kacaercst 5-ro paszena, To B JieueOHbIE Iporpam-
MBI OOJTBHBIX B3O BKITIOUAIOT 3aHATHSA 1O OTKA3y OT Taba-
KOKYPEHHS;, B IIeJISIX TPOPUIaKTUKH TPUIITIA TTPUOETaloT
K IPOTUBOTPUITIIO3HOM BakKIIMHaLMU. B HacTosiiee Bpe-
Ms1 KaJieHaapb BaKIMH 3HAYUTEJIbHO paciuupeH. Paspa-
0oTaHbI BAaKIIMHBI IPOTUB P. aeruginosa v H. influenzae;
B Poccuu paspaborana BakuuHa MmMmyHoBak-BI1-4%,
KOTOpas npeaHa3HauyeHa JJis TTOBbIIIEHWST BPOXIEH-
Horo uMMyHuTeTa. Kpome Toro, pekoMeHayeTcs 3ame-
CTHUTEJIbHAS Tepanus BUTaMuHoM D, neuiut Koroporo
HaOmogaeTcsd y mauueHToB ¢ bO. OH obnagaeT u aHTH-
MUKPOOHBIMU CBOMCTBAMM: TPOBEAECHBI UCCAEIOBAHMUS
10 CHYDKCHUIO P, aureginosa Tipu ero Ha3HaueHUn [28].

3aknouyeHue

B3 nocraTouyHO 9acTo BCTpeUyaloTCs B COBPEMEHHOM
KJIMHUYECKOU MPaKTUKE, YEMY CYLLIECTBEHHO CIOCO0-
CTBOBAJIO BHEIPEHUE B COBPEMEHHbBII AMAarHOCTUYECKU I
QJITOPUTM METOJIOB UMUIK-IUATHOCTUKU. [IpuHSITO
noapasnensath bO Ha dopMupyomecs y mnaiueHToB
¢ MB u obpasywimuecs npu Apyrux 3a001eBaHUSIX.
DT pa3HOOOpPa3HBI, OTHAKO CICAYET IMOTIYCPKHYThH,
YTO MH(MEKIIMOHHASI IPUPOIA SIBISETCS BeIyIINM (haK-
TOPOM pucKa B pa3BuTum b3D. JIsi KIMHUILICTA CITy-
yau OpOHXO0KTa3Wu BCETIA CBSI3aHbl C HAMPSIKEHHOM
JIMArHOCTUYECKOU U JieyeOHOM paboToii. Ycrexu no-
CTUTHYTHI HE TOJIBKO B 00JIACTU UMMIXK-IUATHOCTUKMU,
HO TakKXe U B 00JJaCTH T€HOTUIHUPOBAHUST OTAEIbHBIX
dopm BB, ummyHon0orMKM 1 MuKpooduonoruu. OmHaKO
MpU 3HAYMTEJbHOM ITpOrpecce B MIOHMMaHUY ITPUPOJIbI
BO3HMKHOBeHUsI B3O coxpaHSIIOTCS M MANOIIAaTUYECKUE
dopmbI, ompeneeHe KOTOPBIX IIPEAIToaaraeT NCKIIo-
YeHue Ipyroii, caMoii pa3HOoOO0pa3HOM U 3a4acTylo pe-
KO, TIaTOJIOTUM JIETOYHOI TKaHU. JIeueOHbIi aropuTm
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3aBepuwero: 130 B npouecce: 63

AKTUBHO
He paccMaTpuBaloTca: 8

AMUKaLMH, To6paMULMH, BpeHcokatu6,
A3UTPOMMULMH, LMNPOdIOKCaLMH, 6beHpanusymab,
KonucTtuMetat Hatpua (PROMIS 11), podnymunacr,
podnymunact, N-aLetmnumcTemH, KNapuUTPOMULIMH,

KOMBWHMpPOBaHHbIE Npenapathbl BakuwuHa bLIM, CSL787
(MHranALMOHHBIN TTIIOKOKOPTUKO-

CTEPOUA + ANMTENbHOAEHCTBYIOLLNIA

B,-aronmcr), neroyxaa peabunuta-

umA, atopeactatnH

KoM6WHMpoBaHHbIe
npenapartbl (4n1TeNbHO-
[ieACTBYyIOWNIA B,-aroHmcT +
LAMTENbHOANCTBYIOLLMIA
M-X0NMHONUTUK)

A3TtpeoHaMm nusuH,
6eHpanusymab

Puc. 18. KnuHnueckne nccnepnosaHmsa MeTomos, NpUMeHAeMbIX B Tepanun 6pOHX03KTa3VIM HEMyKOBMCLI,MD,03HOI7I npuponbl,

no gaHHbiM ClinicalTrials.gov Ha 24.01.23

MpeAroaraeT OMpeneIeHHYIO ITOCIeI0BaTeIbHOCTD KaK
MEIMKaMEHTO3HBIX, TaK M HEMEIUKAMEHTO3HBIX METO-
IoB. Y psima 601bHBIX BD Bo3HMKAaeT HEOOXOIMMOCTD
B TIPOBEICHNY HEOTIOXHBIX MEPOIIPUATUI, BKITIOYAS
9MO0JIN3aINI0 OPOHXUABHBIX apTEPUI MU SKCTPEH-
HOE XUPYPIUUeCcKOe yIaJeHNe YacTH JISTOYHOM TKaHH,
SIBJISTIONICIACSI ICTOYHUKOM KPOBOTEUeHMS. B HacTosIIee
MIPOBOISITCS KIMHUYECKHUE MCCICIOBAaHUS Pa3IMIHbIX
MpernapaToB, KOTOPHIE MOTYT OBITh UCITOJIB30BAaHbI B TE-
parmu BD (puc. 18).

3HAUYNTENbHBIN YCIIeX TOCTUTHYT B IOHUMaHUM (e-
HOTUIIOB 1 3HA0TUIIOB BD. B HacTos11Iee BpeMsT BBIICISI-
10T peHoTuIbl B3O, B OCHOBE pa3BUTHSI KOTOPHIX JICKUT
HEUTPOGWIBLHBIN XapaKTep BOCIIAJIMTEIHLHOTO ITIpolLIecca.
B mpoTHBOITOI0XHOCTE MY BBIIEISIIOT 303UMHOMDMIIBHBIN
¢eHOTHUII, HAOTIOTAEMBII TIPHU AJUIEPTUICCKOM OPOHXO-
myJIbMOHapHOM actieprmiese. Ocodyro rpymiry bD cBs-
3BIBAIOT C YCTAHOBIICHUEM (haKTa UMMYHOIES(PUIIMTHOTO
COCTOSTHMSI, KOTOPOMY B TIOCJICTHEE BPEeMST TIPUIACTCS
Bce OoJpIlioe 3HaueHue. B kimaccuyeckoit popme auc-
KWHE3UWIO PECHUTIATOTO SITUTEIIUS IbIXaTeIbHBIX ITyTei
MOXHO Ha0JTI0MaTh Mpu cuHIpoMe KapTareHepa, omHaKo
OHa ObUTa YCTaHOBJICHA U TIPU ITOJIUKHUCTO3¢ TTOUYEK KaK
ayTOCOMHO-IOMWHAHTHOM T¢eHETUIECKOM 3a00JjIeBa-
HuK. HoBBIMU HampaBiIeHUSIMU B U3YICHUH TIPUPOIHI
B3 gBnsiorcs nccaenqoBaHUe POJIM XJIOPHBIX KaHAJIOB
¥ TIOMCK HOBBIX OMOJIOTMYECKIX MapKEPOB C TEM, UTOOBI
YCTaHOBUTH TOT WJIM MHOI 3HHoTUN bD. B a3TOM Ha-
YIHOM HANpaBJIICHUU MIPUIACTCS OOIBIIOE 3HAYCHUE
MYJIBTHOMUKCHBIM TTOIXOIaM.
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