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KiroueBble cioBa: NANONAaTUYCCKNUEC NHTCPCTULIUAJIBHBIC ITIHCBMOHUH * THCTOJIOTHYCCKUH MaTTCpH

B nmyGnMkanuu npeactaBlieHbl COBPEMEHHBIC CBEJCHHS O KIMHHKO-MOPQOIOTHYECKOH KIacCHPUKALMH HAMONATHYECKUX
MHTEPCTULMANBHBIX THEBMOHUH, KOTOpast CTasa pe3yIbTaTOM MEXIyHapPOIHOTO COMIAIeHHs] AMEPHKAHCKOTO TOPAKaIbHOTO 00IIeCTBa
u EBpomneiickoro pecnuparopHoro obmectsa U KOTOpasl BKJIIOYaeT 7 MOATUIIOB TaKMX MHEBMOHMU. IIpeacTaBieHbl OCHOBHBIE
rucToMopdonoruyeckue 0COOCHHOCTH KaXJOTo MOATHUINA, P IATOJIOTHH, ¢ KOTOPHIMHU JIOJDKHA MPOBOIUTHCA T depeHnnanbHas
JMarHOCTHKA U MX OCHOBHBIE OTJINUUTENbHbIE MPU3HAKY. [IprBeiIeHbI COOTBETCTBYIOMINE UILTIOCTPALIMH.

CyuyacHa kiiHiko-MopdoJioriuna kiacudikamis ixiomarnyHux iHTepcTHIiaJILHUX IMHEBMOHIM
1L.B. Jlickina, H.€. Monozaposa

B my6nikamii mpexcrasieni cydacHi BiloMOCTI IPO KITiHIKO-MOpdooridHy Kiacu}ikalio iqionaTHIHIX iIHTepCTUIIaTEHIX ITHEBMOHIH,
sKa po3pobieHa B pe3yiIbTaTi MKHAPOAHOT yroau AMEpPHKAaHCHKOTO TOPAaKaJILHOTO TOBAPHCTBA Ta €BPONEHCHKOTO PecIipaTOpHOTO
TOBApHCTBA Ta sIKa BKIIIOYAE 7 IMiTUITIB TAKUX ITHEBMOHIH. PeTensHo onmcani rooBHI ricToMopgoIIoridHi 0coOIMBOCTI KOXKHOTO HiITHITY,
PSLI JIETEHEBUX MATOJIOT1H, 3 SIKUMHU ITOBUHHA MPOBOANTHCS JudepeHIiiHa 1iaTHOCTHKA Ta iX OCHOBHI BiAMiHHI 03HaKH. [IpuBOAsITHECS
BIJIIOBI/THI LTFOCTpAITii.

Kuarouosi ciioBa: i1ionaTiHyHi iHTEpCTHIIANEH] THEBMOHIT ® TICTOJIOTIYHUHN TATTEPH
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The modern clinical-morphological classification of idiopathic interstitial pneumonias
LV. Liskina, N.Ye. Monogarova

In the article the modern data about clinical-morphological classification of idiopathic interstitial pneumonias are represented. This
classification is result of the international consensus between American thoracic society and European respiratory society and includes
7 subtypes of these pneumonias. The main histological-morphological features of each subtype are showed and group of pathologies
which needed differential diagnostics with every subtype of pneumonia, and the main differential signs. The appropriate illustrations
are included.
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WnnonaTtndeckne WHTEPCTUIMATIBHBIE THEBMOHUHU
(MUIT) — 570 rpynmna 3a60neBaHUM JIETKUX HE YCTaHOBJICH-
HOW ATHOJIOTHH, OTIMYAIOIIUXCS IPYT OT Ipyra naroMopdo-
JIOTHYECKUM THITOM MIPOSIBICHUIN HENH(PEKIIMOHHOTO BOCIIa-
neHus U ¢pubpo3a, MPEeUMYIeCTBEHHO B MHTEPCTUIIUH
JIETKOTO,  TAK)KE BApUAHTAMU KIIMHUYECKOTO TCUCHHUS U TIPO-
THO3a — OT OCTPOTO C JIETaIbHBIM UCXOJ0M, XPOHUYECKOTO, C
(hopmupoBaHrEeM "COTOBOTO JIETKOTO" W HapacTalomIeH Jie-
TOYHOH HEIOCTATOYHOCTHIO 10 OJIaronprsATHOTO, BIUIOTH JI0
KJIMHUYEeCKoro u3nieuenusi [ 1,2,6,14,22].

WUII siBnsitoTest oAHO# M3 noArpyn cpenu 1uddy3HbIX
MapeHXMMAaTO3HBIX 3a00IeBaHIUH JIETKUX (CHHOHIM — HHTEp-
CTHIMATTEHBIE 3a00JIEBAHUS JIETKHX ). DTO TeTepOoreHHas rpyI-
Ma HEOMYXOJEBBIX MOPaXCHHUH JIETKUX B pE3ylabTaTe
T PY3HOT0 OBPEIKACHUS JICTOYHON TAPEHXUMBI € €€ pa3-
HOOOpa3HOW CTPYKTYPHOM MATOJIOTHIECKON IepeCTPONKOM
[2-5,17].

WHreperunmii npeacTasiseT co00r0 MPOCTPaHCTBO MEXK-
Iy OazambHBIMH MEMOpaHAMU SMUTEIAATBFHOTO MOKPOBA
AJTBBEOJT M HHIOTEHATBHBIX KIIETOK COCYIOB KaMUIIPHOTO
pycia, pacloJI0KEHHBIX B MEXaJIbBEOISIPHBIX IIEPETOPOI-
Kax, U SBIIACTCS IEPBHYHON aHATOMHUYECKOH CTPYKTYpOM-
MHUIIEeHbIO oBpesxaeHus B natorenese MUII [4,6,15]. Onna-

KO ITOBPEXJICHUIO YacTO ITOJJBEPraeTcsi HE TOIBKO COOCTBEH-
HO MHTEPCTULIMH, HO U aJIbBEOJISIPHBIE POCTPAHCTBA, CTPYK-
TypbI epu(epHIECKHIX BO3MyXOHOCHBIX ITyTeH, COCY/BI, pac-
MIOJIOKEHHBIE BIOJb BOBICUYCHHBIX B NMAaTOJIOTHYECKUI
npouecc 0a3anbHbIX MeMOpaH [2,4].

Tepmun uouonamuueckue o603nadaer Gaxr HeU3BeC-
THOM IIPUYMHBI BOSHUKHOBEHHS MTAaTOJIOTHH, & CJIOBOCOYETa-
HUE UHMePCMUUUANbHAA NHE6MOHUA XAaPAKTEPU3YyeT
MIPENMYILECTBEHHOE BOBJICUEHHE B MATOJIOTMYECKHUH IPO-
1LIecC UMEHHO JIETOYHOI TapEeHXUMBI C Pa3IMIHBIMHU KOJIMYe-
CTBEHHBIMHM KOMOWHammsiMu ¢udpo3a M BOCHaJeHUS, B
OTJIMYHE OT IMOPAKEHHUS IPEUMYILECTBEHHO BO3yX0COAEP-
XKAIIMX IPOCTPAHCTB, YTO XapaKTepHO [yIsl OaHAIBLHOHN OaKTe-
pranbHONW MHeBMOHUH. ClefyeT TakKe yYUTHIBaTh, YTO B
HacTosIIee BpEeMsI CHHOHUMAMU SIBIISIFOTCS] TEPMHUHBI HOUO-
namu4ecKuil 1 KpUnmo2eHHwlil, a TAKKE HHe6MOHUA Y NHE6-
MOHUmM.

B 2001 roay ObLIO IPUHATO MEXIyHAPOIHOE COTJIalle-
HHEe AMEpHUKaHCKOTro TopakaibHoTo 001mecTBa (ATS) u EB-
pomneiickoro pecriparopsoro obmectsa (ERS) [4], B koTopom
NIpUBeEJICHa KIMHUKO-MOpdoornyeckas XapakTepucTuka 7
tunos MUIIL:
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COBpeMeHHaﬂ KITMHUKO-MOopdonormyeckas knaccupukauma nanonatmiyeckux UHTepcTuumManbHbiX NMHEBMOHUN

1) npuonarnyeckuii terounsiii GuOpo3 (B Ykpause u B
6onbinuHcTBe cTpad CHI' B kauecTBe CHHOHMMA MCIIONB3Y-
eTCsl TEpMUH "UaNoNaTHIeCKUH GUOPO3NPYIOMNN aTbBEO-
mut" (MDA), B EBpome, ocobenno B BenukoOputanuu,
pacrpocTpaHeH TEpMHUH "KPUIITOI€HHbIH pUOPO3UPYIOIHiA
anbBeoHT");

2) Hecienmupuueckasi ”HTEPCTUITHATbHAS THEBMOHUS;

3) KpUNTOT€HHAS OPTaHU3YIOMIAs THEBMOHUS;

4) octpast MHTEpCTUIMATbHAS THEBMOHUS;

5) pecniupaTopHbIii OPOHXUOIUT, aCCOLMUPOBAHHBIN C
MHTEPCTUINATILHBIM 3a00JIeBaHUEM JICTKHX;

6) neckBaMaTUBHAS HHTSPCTHIIHATBHAS THEBMOHUS;

7) numdouniHas HHTEPCTHLHATIbHAS THEBMOHHSI.

Kaxnas ¢opma MUII umeer cBO TMCTOIOrMUECKUI
MaTTEpH, TO €CTh OIpeIeIeHHBI Ha0Op TKaHEBBIX H3MEHE-
HUH TapeHXUMBI JIETKUX (TaomI. 1).

O6bI4yHasA uHTepcTULManbHasa nHeBMoHuA (O6UIM)

TepmuH "00bI9HASA" 0003HAYACT HAUOOJBIIYIO PACIPO-
CTPaHEHHOCTh JTAHHOTO MOP(HOIIOTHIECKOTO THIA (TIaTTep-
Ha) U3MEHEHUH [6].

XapakTepHBIMH TUCTOJIOTHYECKHUMU OCOOCHHOCTAMU
OOMUII siBisttOTCS HApyIIEHNE HOPMAJIBHON apXUTEKTOHUKH
JIETOYHOW MapeHXHUMBI, TIpOoTrpeccupyromuii Gpudpo3, 4acTo
C epeCcTPOMKOH 1Mo TUTTY "coTOBOTO" JIeTKOT0. COOCTBEHHO
"cotoBoe" sierkoe, wim "yerkoe GUHAIBHOW cTaguu”, Ipe/-
CTaBJIICT OO0 (P MAJTBIX YBEIMICHUSAX CBETOBOTO MUK-
pockoma) KHCTOOOpa3HBIE IMOJOCTH, BBHICTIAHHBIC
OPOHXHMOJISIPHBIM SIUTEINEM WM )K€ THITEPIIIa3HpOBAHHbI-
MU aJIbBEOJIIPHBIMU ITHEBMOIIMTAMH, Pa3IeICHHBIMH MEXK-
Ity 00010 yTOJIIEHHBIMHU EPETOPOIKAMH, COCTOSIILIUMH U3
KOJUTareHa M Pa3IMIHOTO KOJIMYECTBA BOCIAINTEIHHO-KITe-
TOYHBIX A7IeMeHTOB [9,14]. [ToocTH 3TUX KUCT MOTYT OBITH
ITyCTBIMHU, HO YaCTO OHH COJICPIKAT YIUIOTHCHHBIN MYIIVH, B
KOTOPOM MOTYT IIPUCYTCTBOBATh TUCTHOIMTHI, HEUTPODUIIBI
WK IpyTHE KIETKH BOCTIAJIMTEIBHOTO psifa. Tem He MeHee,
(dhopmMupoBaHue "cOTOBOTO" JIETKOTO HE SIBIISETCS ey -
HbIM UMeHHO st OOUII. Crnenundudeckoit yeproit O6UIT
CUMTAIOT HEOTHOPOIHO paccesiHHbIC MeJKKie GpuopobdaacTu-
YECKHE 0YAKKH, KOJIMIECTBO KOTOPHIX BEChMa BapHaOeIbHO
Y pa3HbIX manueHToB. OHU MPENCTaBIAIOT COO0I0 HEOOb-
LIMe CKOIUICHUS! BEPETEHOOOPa3HbIX KIETOK, Paclo0XKeH-
HBIX B CBETJIOOKPAIICHHOM, MUKCOUTHOTO THIIA, MATPHKCE,
0OBIYHO BIIOJb IPOIOIBHOM OCH BCETO 0YaXKKa, KOTOpas Co-
BITQJAET C MIPOTSDKEHHOCTHIO MEKAIbBEOIISIPHON IepeTropo/I-
KH, TJIC PaCIIOIOKEeH 04aK0K. CBETIOOKPAIIICHHBIA MAaTPUKC
0OBIYHO KOHTpacTUpyeT ¢ OoJiee TEMHOH OKpacKoi cocen-

Hel terounoit mapenxumsl [9,14]. Takue pudbpodacTruec-
KHC 0YaKKH MOXXHO OOHAPYKHUTH B JIFOOBIX y4aCTKAX JICTKO-
ro — B 30HaxX BoclalieHus, GuOpo3a WM ke B ydacTKax
"coTOBOTO" JIETKOTO.

OObeKTHBHBIH KOJIMUECTBEHHBIH aHanu3 hpudpodnacTu-
YECKHMX 0Ya)KKOB B OMOTITaTax MapeHXUMbI j1erkoro mpu O6MIT
1 ipu 1u¢ Gy3HBIX TAPEHXUMATO3HBIX 3200JI€BaHUSX JIETKUX
WHOTO TPOUCXOXKICHHS [TOKa3aJl CTATUCTUIECKH JOCTOBEP-
Hoe Oonbliee UX KoamdecTBo Tonbko mpu O6MIT [16]. Henas-
HHE UCCIIEI0BAHMS TAKXKE TIOKa3aJIH, YTO IMEHHO UX KOJIUe-
CTBO HA €IMHHILYy 00beMa JIETOYHON TAPEHXHMBI JOCTOBEPHO
KOppeIUpyeT CO CpelHel BeDKmBaeMocThio mpu OOUII
[13,20]. Kpome TOrO, THIMYHBIMH NMPU3HAKAMH SIBIISIOTCS
OYaTOBBIN XapakTep MOpaXeHNs U peodiranaromniee BOBIe-
YeHue nepudepruiecKux OTAEI0B allMHYCOB WX J0JIEK JIeT-
xoro. [Ipu ncciaenoBanny METOIOM CBETOBOI MUKPOCKOIIMU
IPY MAJIBIX yBeJMYeHMsX (X 8, x 10) npexke Bcero ooparuaer
BHUMaHHE BpeMeHHasi TeTepOTEHHOCTh N3MEHEHHH B OTHOM
¥ TOM ke OnomnTaTe ¢ HaJJMIueM yJ9acTKOB HOpMabHOI Ia-
PEHXHUMBI, HHTEPCTUINATHLHOTO TopaxeHus, (Grnopo3a u oya-
TOBO nepecTpoiiky THma "corooro" serkoro [ 13,14] (puc. 1,
2, uB. BKiajka 1). [Tarorucromornyeckue n3MeHeHMs Hanbo-
Jiee BBIPAXEHBI B Tepru(epruiecKux cyOrieBpalIbHbIX OT/Ie-
JIaX TapeHXUMBI JIeTKOro. CIUTaeTCsI TaK)Ke, UTO YaIlle BCETO
MIaTOJIOT NYECKIE MI3MEHEHHU HanOoJ1ee peICTaBICHbI B HIDK-
HUX JIOJISIX JIETKUX. THTepCcTHIIHAIEHOE BOCTIAJICHHE OOBITHO
BBIP2)KEHO HE3HAYMTENIHLHO WM B YMEPEHHON CTEIEHH, HO-
CHT PacCesiHHbIH XapaKTep U IPeACTaBIsieT co00H HHOWIBT-
pauuio MexaabBeOJIIPHBIX NEPEropoIok (cent) aumMponu-
TaMH, TUIa3MOIMTAMU M THCTHOLMUTAMH, B COYETAHUU C
TUIepIDIa3uei THEBMOIUTOB (CHH. — aibBeosionuToB) 11 Trrma.
Penxo MOXXHO OOHAPYKHUTH eTUHUYHBIC HEHTPO(UIBLHEIC
TPaHYJIONHKTHI, TNIA3MOIMTHI WK ke 303uHO( bl [Jo Ha-
CTOSIILIETO BPEMEHH HET yOe IUTEIIbHBIX I0KAa3aTeIbCTB TOTO,
YTO BOCHAJICHHE MTpeodIia/lacT Ha paHHUX CTaansIX 3aboseBa-
Hus. Hao00poT, Hamm4re BBIPaKEHHOTO BOCIIAJIHTEIBHOTO
IpoIiecca CBHACTEIBCTBYET HE B MOJNB3Yy Anaraosa OOUIIL.
Yyactku puOpo3a AEMOHCTPHUPYIOT TE€TEPOTEHHOCTH BO Bpe-
MEHH — C IIPUCYTCTBUEM KaK 04aroB IIOTHOTO alleIroIuIsIp-
HOTO KOJUIAT€HA B MHTEPCTUIMATBHBIX YIaCTKaX, TAK U pac-
cestHHBIX (pubpobnactuueckux (okycoB. B GonbiinHcTBE
0YaroB IUIOTHOT'O (UOpP03a 0OHAPYKUBAETCS P03UHO(UITb-
HBIN KOJUTATeH C PeAKIMH KJIETKaMH BOCTIAJIMTEIHHOTO psijia
WA CTPOMAIBHBIMU KJICTOYHBIMH JIeMEeHTaMH. Takue oT-
JIO)KCHHUS KOJUTareHa IMPHUBOJAT K YTOJILECHUIO MEXabBeo-
JSIPHBIX MEPEropoiok U GopMHUpyIOT ouaru "pyOroB" B Jie-

Ta6muna 1. Kimanueckue ¢popmsr MAII 1 X rEcTONOTHYECKA MATTEpH

Kaunnyeckuii fMarunos

TI'ucronoruyeckuii naTrepH

Wnnonarnyeckuii hpruOpo3UpYIOIIN aJIbBEOJIUT
(MIuonaTHYECKHiA JIETOYHBIH Hudpo3)

OOkIuHast HUHTEpCTULMAJIbHAsA ITHEBMOHUS

HecneumbnquKaﬂ HMHTEpCTUIIMAJIbHAsA MTHCBMOHUS

HecneumbnquKaﬂ HMHTEpCTUIIMAJIbHAA THCBMOHUSA

Kpunrorennas oprann3yromasi THEBMOHHUS

Opraan3yromas THEBMOHUS

OCTpa}I MHTCPCTUIMAJIbHAA ITHCBMOHUSA

Jnddy3Hoe aapbBeONIIPHOE TIOBPEXKICHNE

PecrimpaTopHbIil OpOHXHOJINT, aCCOLIMUPOBAHHBIN C
MHTEPCTUIHAIBHBIM 3a00JI€BaHUEM JIETKHX

PecniupaTopHblit OpoHXHOIHUT

I[eCKBaMaTI/IBHaH WHTCPCTULIMAJIbHAA THCBMOHMS

I[eCKBaMaTI/IBHaH HWHTCpCTULIMAJIbHAAd THCBMOHMUS

.HI/IM(l)OI/I,HHaﬂ HWHTEPCTULIMAJIbHAA THCBMOHUSA

.HI/IM(l)OI/I,HHaﬂ HMHTCpCTUIIMAJIbHASA MTHCBMOHUSA
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royHoi napenxume. OoacTu "coToBON" IIEPECTPOMKH JIer-
KOTO MPEACTABIIAIOT GUOPO3HBIE KUCTOOOPAa3HBIE IMOJIOCTH,
KOTOpBIE YacTO M3HYTPH MOKPHITHI MIPEUMYIIIECTBEHHO O
HOPSAHBIM OPOHXHAIFHBIM IUTEIINEM W BBHIITOJHEHBI MY-
uHOM. [TTaIKOMBIIIIeYHAs TUTIEPIUIA3Us BEChMa TUITMYHA B
COYETaHMU ¢ yyacTkamMH Gpubpo3a u "COTOBOH mepecTpoii-
kn". O0s13aTeIbHBIM KOMITOHEHTOM OHOTICHITHOTO MarepHa-
JIa TOJDKHBI OBITh YYACTKH HOPMAJIBHOTO CTPOCHUS JIEr0Y-
HOW mapeHXuMbl. B ciaydasix H©X OTCYTCTBUS
OGOUII-TucToNOTNYe CKUN THIT TPYIEH ISl Bepu(uKaIuu, u
MATOJIOT MOYXKET CJ/ICNATh BEIBOJI TOJIBKO O BHIPAXKCHHOM ITHCB-
Mo(dubOpo3e ¢ nepecTpoiKoi Mo TUITy "coToBOro" JIerkoro".

BaxHO yuuTHIBaTh (ha3y TeucHUs 3a00JICBaHKS HA MO-
MEHT MPOBECHHS OHOTICHH. Y TAIMEHTOB B (aze 000cTpe-
HUs 3200JIeBaHUS HA MOMEHT 3a00pa OMOTICHIHOTO MaTepH-
ala B Ipemaparax JIETKOTO MOTYT MPHCYTCTBOBATH
rucronoruueckue npusnaku O6MII B coueranuu ¢ pazHoo0-
Pa3HBIMU IPOSIBICHASIMH OCTPOTO TUPPY3HOTO MapEeHXUMA-
TO3HOT'O TIOBPEX/ICHHS WM OPTaHU3YIOIIEHCS ITHEBMOHIH
[23]. Takue mposBIEHUS BKIFOYAIOT MIPUCYTCTBHE HH(DEKIIN-
OHHBIX ar€HTOB, 0YaroBYI0 aKKyMYIISIIHIO HEHTPO(IITEHBIX
rpanynoruToB [20], OT4eTIMBEIC TPU3HAKY THEBMOHUH B CTa-
JIMH OpraHu3anuy, octpoe audy3Hoe IMOBpEKACHHE JIEroy-
HOW IMapCHXUMBI, KAMUIApUTHL. Hannure nByx wim 6omnee u3
JTHX PU3HAKOB, B OTCYTCTBUE WHON N3BECTHOW PUYHHEI X
Pa3BUTHS, BXOIWT B MOHATHE "0CTpOE 000CTPEHHE HANOTIA-
THYECKOTO MyJBMOHAIBHOTO (rdpo3a". B Takoii meproa npu
OCYIIECTBJIICHUN OTKPHITON OMOIICHH JIETKOTO Ha (DOHE KI1ac-
CUYCCKUX M3MEHCHHM, XapakTepHbIx aias O6UII, nomonHu-
TEJIEHO MOTYT HaOIMIOMAaThCs (DOPMUPYIOIIHECS THATHHOBEIC
MeMOpaHbl, 0oJiee 0OIIMpPHAs THIEPILIa3Hs aJbBEOJIOIUTOB
II Tuma, yToseHIe MeKalIbBEOISIPHBIX IIEPETOPOIOK BCIIC -
CTBHE HHTEPCTUIHAIBHOTO OTEKAa ¥ BOCHIATUTEIbHO-KIETOY-
HOW nu pudpobdmacTuaeckort nHpusTpanuu [6]. [To mae-
Huto Z.D. Daniil et al. [3], He cyIIecTByeT €MUHCTBEHHOTO
THCTOMOP(]OJIOTHYECKOr0 NPH3HAKA, AEMOHCTPUPYIOLIETO
JIOCTOBEPHYIO TIOCTOSIHHYIO KOPPEJISLIMIO C peakLuei opra-
HU3Ma Ha IIPOBOANMOE JICUECHHE WIIH XK€E C IPOTHO30M JIaH-
Horo tuna MUII.

[ocnenHue IMMYHOTUCTOXUMHYCCKHIE U YIBTPACTPYK-
TypHsle uccnenoBanust O6MIT u muddysHoro anpBeosipHO-
ro noBpexaeHus (JJAIIl) merkux MOATBEPKIAIOT, YTO
0a3uCHBIC TPOIECCHI ABTEPAIUH JICTOYHON MapEeHXUMBI U
e€ 3wKUBJICHUS (BOCCTAHOBJICHHS ) 0OUY€HB OJIM3KH 110 CYIITHO-
cTH 1pu obenx naronorusix. [loaToMy He yAMBUTENBHO, YTO
Mopdomormueckas kaptuHa JJAIT sBrsieTcst Mopdosioruyec-
ko MaHupecTarpeld MoTHHEeHOCHOH porpeccuu OOMIT nmm
B psaze cirydaeB OOUII Ha cramum e€ 000CTpeHNS COIPOBOXK-
JAeTCS 0YarOBBIMHU MOP(OIOTHYECKIMH TPOSBICHASIMH
JAII[S,21].

Tucmonocuueckuii oug@epenyuanrvuvii OuUacHoO3
(maba. 2). Aupdepenumansubiii nuarno3 O6UIIT nomken
MIPOBOUTHCS B JBYX HAPABJICHUSX: THCTOJIOTYESCKOM U KU~
HUYeckoM. [laTomor mHTEpHIpEeTHPYET AMAarHO3 Ha OCHOBA-
HHMH TUCTOJIOTMYECKOI0 KOMIUIEKCa U3MEHEHHUH B JIETOYHOM
mapeHxuMe ONoMNTaTa JIETKOTO, TOTa KaK IMEHHO KITIMHHUIICT
JIOJDKCH OKOHYATEIIBHO MPUHSTH WK OTBEPTHYTh JIPYTUC BO3-
MOYKHBIE STHOJIOTHYECKHE (PaKTOPHI pa3BUTHS HAOTIOTAEMBIX

W3MEHEHHH B JIETKOM, C/IETaB BBIBOJ 00 HIAMOTATHYIECCKOM
XapakTepe mpoliecca.

T'ucronormaeckuii quddepennmansapii tuaraos O6MIT
JTOJDKEH BKJIFOYATH €T0 PA3JINYUS C TUCTOJIOTHICCKUME BapH-
aHTaMH NepecTpoiiku aerkoro npu apyrux MUIIL, B nepsyro
odepe/ib, P HeceupruIe CKOW HHTEPCTUIIHATLHON ITHEB-
MoHuH [23], a Taxxke nipu JIUT1, opranuzyroriei THEBMOHUH
u ¢ Hy3HOM ANBEBEOISIPHOM MOBpexAeHUHU. [10100HbIH THIT
M3MCHCHHI JICTOYHOHN MapeHXUMBI B HACTOSIIEE BPEMs MO-
JKET HaOJIOaThCS TIPH psAe IPpYTHX 3a00sieBaHnii: acbecTo-
3¢, CHCTEMHBIX BackyiauTax, B ¢da3e ¢ubposa
TUIIEPCCHCUTHUBHOTO THEBMOHUTA [8], MpH paraniOHHOM
MTHEBMOHHTE, TOKCHYCCKOM JICHCTBUU HEKOTOPBIX MEIIUKA-
MeHTOB 1 cuaapome Hermansky-Pudlak.

Hecneuudmyeckas nHTepcTuumnanbHas
nHeBmoHus (HUM)

Brinenenue HUII B kauecTBe OTIEIHHOM HO30JI0THYEC-
KO (pOPMBI IIOMOTIIO B MACHTHU(PHUKAINY OTACIEHON TPYIIITBI
MAIMEHTOB C HHTEPCTHIAATGHBIMH JIETOYHBIMH MTOBPEXIE-
HUSMH, HO ¢ OoJiee OJaronpusATHBIM MPOTHO30M, YeM TIpH
N®DA [2,3]. Mopdonornueckue npusznaku HUII ommyarorcs
B enom oT TakoBbix npu JUII, UDPA u KOIIL. Ognako sra
HO30JIOTHSI IPE/ICTABIAET 0COOYIO MPpodIeMy IS KITMHHIU-
CTOB, TaK KaK JI0 CHX IT0p OTYETINBO HE BBIACICHBI XapaKTep-
HbBIC KJIMHUYCCKUE NPH3HAKK MANUEHTOB C
Mopdonoruyeckum tTuniom HUII B 6Gnonrarax serkoro. Kpo-
M€ TOT0, Ba)KHO OTMETHUTD, UTO OTIpeIeIeHIE B OHOTICHITHOM
marepuane HUII-ructonornueckoro Tuia n3MeHEHUH JT0JK-
HO YCUJINBAaTh BpaueOHbBIC TOUCKH BO3MOKHON MPHYUHBI UX
BO3HUKHOBCHUS, B 0COOCHHOCTH, BO3MOXKHOCTH MIEPBUIHO-
TO IPOSIBIICHUS] CHCTEMHBIX BACKYJTUTOB HJIA THIICPCCHCUTHB-
HOTO ITHEBMOHHTA.

T'mcromopdonorngeckuii Tun HUIT BrItogaeT mmpo-
KHH CIIEKTP THCTOIOTHYCCKIX MMPU3HAKOB C BAPHALIUSIMH CTE-
MICHHU BBIPAXKEHHOCTHU B CTEHKAX AJIbBEOJI BOCIIAJICHUS WM
¢ubpo3a. B bmoncusx MoryT npeodiaaaTh HHTEPCTULIHAIb-
HOE BOocTaJieHHe Win (prudpo3, a MOTYT MPUCYTCTBOBATD UX
pa3IMYHbBIC KOJMMYECTBeHHBIC KoMOuHarwu [ 10,12].

B ciydasx tak Ha3piBaeMoro "KJIE€TOUHOro moaTumna"
HUIT naGmronaetcst cmaboe Wik yMEpeHHOE HHTEPCTHITNATb-
HOE XpPOHHYECKOE BOCIAJICHHE, TPEACTABICHHOE ITPEUMyIIIe-
CTBCHHO JIMM(ONUTAMH U IIA3MAaTHYCCKUMHU KICTKAMHU
(mocinenHre MOTYT OBITH JTOCTATOYHO MHOTOYHMCICHHBIMU
[14]). XapakTepeH oqHO0Opa3HbIN XapaKTep MOPAKEHUS Jie-
TOYHOW MapeHXUMHI (puc. 3, IB. BKIaaKa 1), HO 9acTo pac-
MIPEICIICHUE YYaCTKOB ITOPAXKESHHUSI HOCHT OYaroBbIH XapakTep,
MIPUYEM SBJICHUS XPOHUYECKOT0 BOCIAICHUS 0COOCHHO BbI-
pa3HUTENbHBI B IEPHOPOHXHOISIPHOM HHTEPCTHINH. B ygact-
Kax BOCIAJICHHSI YaCTO MPUCYTCTBYIOT H3MEHEHUS 110 THITY
THIEPIUIa3uH abBeoaouToB (mHeBMorutoB) I tuna. Tu-
nuaHbIM nipu3Hakom HUIT siBisieTcst IIIOTHOCTH 04aroB BOC-
MATATENTFHO-KJICTOYHBIX HHQWIBTPATOB — HAHOOJBIIAs, B
cpaBHeHnH ¢ Apyrumu Bapuantamu NI [14]. [pyOsrii puod-
O3 HeXapaKTEepEeH WK BOOOIIe OTCyTCTBYeT. [Ipubnu3nTesn-
HO B 2/3 cmyyaeB HUII moryTt nmpucyrcTBOBaTh SBICHUS
BHYTPHAIBBEOJIIPHOTO OpraHu3yroerocs ¢pudposa (ouaro-
BEIC SIBJIICHUS OPTaHU3YIONIEH MHEBMOHNH), HO B TOPa3Io
MeHbIIIEH CTENEHU BhIPaKEHHOCTH, ueM B ciydasx KOIL.
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Ta6aunua 2. TuddepeHnnanbHO-AMarHOCTUYECKUE THCTOIOTMYECKUE TPU3HAKHA OTACIBHBIX (OPM UAHOTMATHYECKHX
HWHTEPCTHLUATBHBIX THEBMOHUIT

Kiaunnyeckas
¢hopma UUIL/ JlononHATEIbHBIE
. KioueBble npu3HaKku
THUCTOJIOTHYeCKU KpUTepUH
aTTepH
1 2 3
Wnnonarnyeckuit I'py0OOBOIIOKHKCTOE TIIOTHOE OTCyTCTBHE NPU3HAKOB aKTHBHOTO
(hubposupyroumii (uOpo3rpoBaHKE BHI3BIBACT MEPECTPOUKY MOBPEKACHHUS, XapaKTepHbIX it Apyrux U3JT (B
QIBBEOJIUT JIETOYHON apXUTEKTYPhI C YaCTBIM YaCTHOCTH, CAPKOMI03a WIIM THCTHOLNTO3a C
(uouomaTudeckuit  (pOpMHPOBAHUEM «COTOBOTO» JETKOTO. knetkamu JlaHxrepranca).
JIETOYHBII DubpodIACTHUECKHE 0YAXKKU OOBITHO OTCcyTCTBHE BHIPAXKCHHOTO HHTEPCTHIUATBHOTO
(hubpo3)/O6UIT paccesiHbl 10 KpasiM (OKYCOB TUIOTHOM XPOHHYECKOTO BOCTIAJICHHUS,
THAIMHU3UPOBAHHOH COEANHHUTENBHON I'panyneMbl HEIPUMETHBI MJIH OTCYTCTBYIOT.
TKaHH. OTCyTCTBUE 3HAUYNTEIBHBIX HEOPTraHUUSCKUX
O4aroBoCTb MOPa’KEHUS JICTKUX. MBUICBBIX OTJIOKEHUH, Cpely HIX — acOECTOBBIX
Yactoe cyOmieBpanbHOE U MapacenTalbHoe  Tesell (MCKII0UEHNE COCTABISIOT CKOIUICHUS
pacnoio)KeHue MaToJ0rnIeCKuX M3MEHEHUH. YTOJMBHOTO MUTMEHTA).
OTCyTCTBUE IBHOU 303MHOMUINYL.
Hecneunduueckas  Kinerounsrit tum: Kunerounsrii tum:
WHTEPCTHIHATbHAS  CcIaboi/cpeiHell CTeleHH HHTEPCTUIIMATBHOE TUIOTHBIA (PUOPO3 HHTEPCTHUIIUS: OTCYTCTBYET;
mHeBMonust/HUTT XPOHMYECKOE BOCIHAJICHUE; OpTaHH3YIOIIasi THEBMOHHUS HE SBISETCS
rurnepuia3us nHeBMoruToB 11 Tnna B OCHOBHBIM TPOSIBJICHUEM;
y4acTKax BOCHAJICHUSL. otcyTcTBUE AU(P(HY3HOTO BHIPAXKESHHOT'O
DUOPO3UPYIOMIHIA THIT: MEKAJIbBEOJIIPHOTO BOCTIAJICHYS;
TUTOTHBIH WIIM PHIXJIBIA HHTEPCTULIHANBHBIA  PUOPO3UPYIOMIK THIT:
(Gubpo3 6e3 IPU3HAKOB €T0 FETEPOTEHHOCTH  TUII BPEMEHHOM TeTEePOTEHHOCTH —
BO BPEMEHH H/WITU C 0YarOBBIMH IPU3HAKAMH (hubpobracTryecKre 0YaKK1 C IIOTHBIM
OOUIT; ($rOPO30M HENPUMETHBI HJIH OTCYTCTBYIOT —
HapyIIeHHEe CTPYKTYPHOI OpTaHU3aliH 0COOCHHO BayKHO B CIIy4asX ¢ 09aroBbIM
JIETKOT'0, HO C COXPAaHHOCTBIO HCXOJHOM XapaKkTepoM Tpoliecca, CyOIeBpaIbHBIM WIN
CeTYaTOl CTPYKTYPhI 2NACTHYECKUX BOIOKOH MapacenTalbHbIM pacipeieleHeM;
HWHTEPCTULIHUS; O6a Tuma:
XPOHMYECKOE HHTEPCTUIHATBEHOE OTCYTCTBYIOT IPU3HAKH OCTPOTO MOBPEKACHHS
BOCIIJICHUE BBIPAXKEHO C1ab0 WK JIETKOT'0, B 0COOCHHOCTH, THAIMHOBBIE
YMEpEHHO. MeMOpaH#I,
903MHOGMIIBL: PEIKUE WIN OTCYTCTBYIOT;
TpaHyJIeMbl: PEIKHE WA OTCYTCTBYIOT;
OTCYTCTBUE BUPYCHOH MM OaKTEpUATBHOMN
VHBA3HH MPU UCIIOIb30BAHUY CIICIUATBHBIX
THCTOJIOTHYECKHX OKPACOK.
Kpunrorennas BHYTpPHUIIONOCTHOH OpPraHN3yOIIHACS OTCyTCTBHE HHTEPCTHIUATIBHOTO (HOpo3a
OpraHu3yoIIas ¢ubpPO3 B IUCTANBHBIX yYacTKax (McKiIrOYeHue — CITydaiiHbIe PYyOLBI HITH
nmHeBMOHMs/OI1 BO3yXOHOCHBIX MyTeil (OpoHXHOIIAX, anuKaIbHbBII GUOpPo3).
aNBBEOJISIPHBIX MIPOTOKAX U aTbBEOJaXx). OTCyTCTBHUE IpaHyIeM.
OuaroBoe pacripeesicHHe. OtcyTcTBUE HEHTPOPUIOB MK abCIIECCOoB.
CoOXpaHHOCTD JIETOYHOHN apXHUTEKTYPHI. OTCcyTCTBHE HEKPO30B.
OIHOPOIHOCTH U3MEHEHU BO BPEMEHHU. OTCyTCTBHE THATMHOBBIX MEMOpaH WK
Cnaboe HHTEepPCTUIIHATIBHOE XPOHHUECKOE BBIPOXKEHHBIX (DMOPHHOBBIX HAJIOKCHUI B
BOCHAJICHUE. BO3IyXOHOCHBIX MYTSIX.
OTCyTCTBUE BBIPOKCHHON HHPUIBTPALIIH
303UHOGUIAMU.
OTCyTCTBHE BaCKYJIHTOB.
Ocrtpast JuddysHoe pacnpeneneHue. OTCcyTCTBUE TpaHyJieM, HEKPO30B MM a0CIIECCOB.
uHTepcTuanbias  OZHOPOIHOCTH U3MEHEHUI BO BpEMEHHU. OtcyTcTBUE HHDEKIMOHHBIX areHTOB (JIF000H
nHeBMOoHus/ [IATT VTomnmenne MexanbBeOJISIPHBIX MPUPOABI — BUPYCHOMU, TpUOKOBON HITH

HEepPEropoioK BCIEACTBUE OPTaHU3YIONIEroCs
¢ubposa, 00br4HO qUPPy3HOrO Xapakrepa.
Opranusaiys BHyTPU BO3yX0COIEPKAIINX
IpPOCTpaHCTB (0uaroBas win Juddys3Has).
I'mannHOBBIE MeMOpaHBI (09aroBO MITH

mddy3HO).

OakTepHaIbHOI).

OTCyTCTBUE BBIPAXKECHHOM 203MHO(DUITNH WIIN
HEHTpopUIHH.

OTpHuarebHble KyJIbTYPaIbHBIC TOCEBEI.
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Tab6aunua 2. (MpoJomKeHue)

1 2 3
Pecniupatopusblii BpoHxmono-1ieHTpoOeKHas aKKyMYJIISIIUSL OtcyrcrBue muddy3HOro HaKOIUICHHS
OPOHXMOJINT, JIbBEOJIAPHBIX MaKpodaros. MakpoQaros.
acconuupoBaHHEIA ¢ Cnabblii GuOPO3 CTEHOK OPOHXMOT U UX OTcyTCTBHE HHTEPCTUIHAIBHOTO (GHUOpO3a H/Mium
MHTEPCTULUAIBHBIM XPOHUYECKOE BOCTIAJIEHUE. (ubpo3upoBanus ¢ HopMUPOBAHIEM
3a00eBaHUEM Makpodaru UMeIoT «IIBUIBHYIO» «COTOBOT'0» JIETKOTO.
nerkux/Pb KOPUYHEBYIO LIUTOIIa3My (MOTYT AaBaTh
MO3UTHBHYIO PEaKIMIO IIPH OKPAcKe Ha
JKeJe30).
JeckBamaTuBHast OnHOPOAHOE BOBJICYEHHE JICTOYHOM [InoTHBII MacCHBHBIH IPyOOBOIOKHUCTHIH
UHTEPCTHLUATbHAS ~ [apEHXUMBI. ($ubpo3: He MPUMETEH WK OTCYTCTBYET.
naeBMoHus/ JIATT BripaskeHHas akKyMyJISIUS aTbBEONIPHBIX [ TagkoMbledHas npoiaudepanus: HempruMeTHa
Makpo¢aros (BO MHOTUX U3 HUX — WIH OTCYTCTBYET.
OTYETJINBAs MONOKUTENbHAS IPaHyJIspHast ®ubpo3 MO TUILY «COTOBOTO» JIETKOT0
peaKIysl HUTOIIa3Mbl IIPH OKPacKe Ha OTCYTCTBYET.
KeJe3o). dubdpobracTHYECKHE OUaXKKH U SBICHUS
Cnaboe — ymepenHoe GpuOpo3upoBaHue OpraHU3yIOIIEiCcsS MTHEBMOHUH: HEMPUMETHBI
MEKallbBEONIIPHBIX EPETOPOIOK C U OTCYTCTBYIOT.
YTOJILEHHEM MOCTEIHUX. Do3uHO(UINS: HEIPUMETHA, OTCYTCTBYET HIIN
Crnabo npeacTaBIeHHOE XPOHHIECKOE PEIKO 09aroBO MpEICTaBICHA.
HMHTEPCTHI[HATBHOE BOCTIATICHHUE
(muMQONTHO-KIIETOUHBIE CKOTIIICHHS).
JInmponnnas JuddysHas nHTEpCTUINATBHAS OTcyTCTBHE B Ka4ECTBE «IIPOJIOKEHUM BAOIb
UHTEPCTHUIATbHAS  HH(MIBTPANUs BOBICYCHHBIX YIaCTKOB TM(paTHIECKUX KOHIEBBIX COCYIUCTBIX
naeBMoHus/JIUTT JIETKOTO. (opMupoBaHUii (B OPOHXO-COCYIUCTHIX CBA3KAX,

[IpenmyiiecTBeHHOE pacnpeaeieHue B
MeXaJIbBEOJIIPHBIX IEPErOpOIKaX.
WH}uibTpaTsl cogepikaT NPeUMYIIECTBEHHO
T-muMbOIUTE, Ia3MaTHIECKHE KIETKU U

B IUICBPE, B MEXK/IOJIEBBIX MIEPETOPOAKAX
(cenTax) JIErKOro), 4YTO XapaKTEPHO IS
aMboM.

Opraau3yonias THEBMOHHS — HENPUMETHa WU

Makpodaru.

JIumdonanas runepruiazus
(MAJIT-runepmiasus) — 4actoe
HaOoIeHNE.

OTCYTCTBYET.
OtcytctBue Tenen Dutcher’a.

OTcyTCcTBHE MOHOKIIOHAJIBHOTO TUTIA
OKpAIIMBaHUS JIETKHUX LIENeH B IIa3MaTHIECKUX
KJIeTKax (P KMMYHOTHCTOXHUMHH ), XapaKTePeH
TOJIMKIIOHAJIBHBIN THIT PEaKIIHH.

OTCcyTCTBHE MaCCUBHOTO BOBJICUEHHUSI IJIEBPHI
WU CTPYKTYP PETHOHAIBHBIX JTUM(PaTHICCKIX
Y3JI0B.

OTCyTCTBUE HEKPOTHU3UPYIONIMXCSI TPaHYJIeM.

XapakTepHbl JIMM(OH THOKIETOYHBIC 04aroBble CKOILICHHS.

[Ipubmmsurensuo B 40% cimyuaes HUII BcTpewaercs
OJIMHAKOBOE KOJIMYECTBEHHOE COOTHOIIICHHIE 09aroB BOCIIa-
nenus u ¢puoOpo3a, B ovyarax (pudpo3a — HEPEIKO MPUCYT-
CTBYIOT BHYTPUCENTANbHBIE KOJJIAareHoBbIe "mapsl",
TUMQOIHTEI, TUTA3MOITUTHI U, H3peaKa, GuodpoodmacTsl. B Ta-
KHX CJIydasx O4eHb TPYIHO Mopdoiorundecku nuddepeHiu-
poBate OOUIT nu HUII. OCHOBHBIM AMArHOCTUYECKHM
MPU3HAKOM CIIY’KUT 00IIasi OJHOPOJHOCTb U3MEHEHHIT Jie-
TOYHOM MapeHXUMBI H OTCYTCTBHE KPYIHBIX YIaCTKOB H3Me-
HeHU# 1o Tumy "cotoBoro" yierkoro. ®ubpodiacTuIeckre
OYaKKH BCTPEYAIOTCS U3PENIKa, HUKOT/Ia He OBIBAIOT MHOT'O-
yucieHHbIME. [IpubmmsuTensHo B 30% cirydaeB MOXKET BCTpe-
4aThCs 0YaroBas aKKyMYJISIISI Makpo(daroB, HO Makpodaru
BCErJa COYETAIOTCS C HATMYNEM JUM(OHIHBIX KJIETOK, 9TO
CII)KHUT AUArHOCTHYECKUM oTiinaneM 31oit popmel MUIT ot
JAIL ITpumepHo B 25% ciaydaeB MOTYT BCTpeUaThCs 04aro-
BbIE€ CKOIUICHHUS TMM(PONINTOB C HATHYHUEM TepMUHATHBHBIX
EHTPOB (T.H. TUM(OUTHO-KIIETOTHAS TUTIEPIIIAa3us ), HO Ta-

KHe 00pa3oBaHUs paccesTHbI B MAPSHXUME M He OBIBAIOT MHO-
JKECTBEHHBIMHU [ 14].

[Ipu pudposupyromem noarune HUII onpenensiercs
IUIOTHBIN TPYOOBOJIOKHUCTBIN WK PHIXJIBIA HHTEPCTUIMAb-
HBIH (UOPO3 pa3IMIHON CTETICHH BHIPAYKEHHOCTH B COUETA-
HUY C OJTHOPOTHOM COSTMHUTEIILHOMN TKaHbI0, 6€3 IBHBIX €€
JMUHAMUYCCKAX U3MCHCHHH, B OTIIMYKUE OT MOPQOIOTHHU
OOUII [10]. ®ubpobOIacCTHUCCKUE OYAKKHU, OJTUH U3 KITFOUe-
BBIX TUarHoCcTHIEeCKUX Mpu3HakoB OOMII, 1t naHHO# HO30-
JIOTHUM HE XapakTepHbI. SIBmeHus ¢pubdpo3a peako UMEroT
OYaroOBBIN XapaKTep, KaK NIPaBUIO, OH TU(QY3HO OpaxKaeT
JICTOYHYIO MAPECHXHUMY, IPH 3TOM aJbBCOISIPHAS APXUTCKTY-
pa OTHOCHUTEIHHO COXpaHHA, XOTS MeXaJIbBEOJSIPHBIE IIepe-
TOPOAKH pacIIHpPeHBl BCIEICTBHE YMEPEHHOTO
¢udpo3uposanus. M3peaka MOKHO OOHAPYKUTH (HOKYCHI
NepecTpOrKH 1o THUIY "COTOBOro" JIerkoro u cinalyro cre-
TIeHb PO (Eparyi IITaAKOMBIIICYHBIX BOJIOKOH, HO 3TO HE
xapaktepHoe sisnenue aiust HUIL.

Tucmonoeuueckuii oughgpepenyuanvroii OUaA2HO3
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(maba. 2). T'ucronorumyeckuii knerounsiid noarun HUII cne-
nyeT nuHepeHIPOBATh C BApPUAHTAMU THIICPCEHCUTUBHO-
ro NHEBMOHUTA, OopraHu3ymmeil muesmonuu, JIUII,
nrhdy3HOTO aTBBEOISIPHOTO MOBPEXKICHUS B CTaJIUU €T0
pa3pelieHus, 503MHO(QUITBHON THEBMOHUHY. BhIsIBIICHHE peji-
KHX, TUIOXO OTPAaHUYCHHBIX IPaHyIeM, Ha (POHE CTPYKTYPHBIX
HM3MEHEHHUH MapeHXUMBI 10 THITY THCTOJIOTHYECKOTO KIIETOU-
noro noaruna HUIT gomxHo, B epByto odepean, HarpaB-
JNSATh  YCUJHUS KIMHUIUCTOB Ha  HCKIIOYCHHUEC
THIEPCCHCUTUBHOTO ITHEBMOHUTA, HHPEKIUU, CACTEMHOTO
BaCKyJIMTa WIH JIEKAPCTBEHHO MHIYLINPOBAHHOTO ITHEBMO-
uuta [8,14]. Cexyer Taxke yIUTHIBATh, YTO TUCTOJIOTHYEC-
kue wusMeHenus no tuny HUII, npuuem o6oux
THCTOJIOTUYECKUX MMOATUIIOB, TIPE00IaIaloT y MAIUCHTOB C
nuddy3HOM maTooruel CoeTMHUTETLHOM TKaHH, B 0COOEH-
HOCTH TP TIOJIMMHUO3UTE/iepMaTomMuo3ute. boiee Toro, yc-
TaHOBJICHO, YTO MPUOIU3UTEIHLHO y 25% MalnHueHTOB C
KOJUIareHO3aMH JIeTOYHbIe n3MeHeHus o Tuny HUII Bo3Hu-
KaroT paHbIlie COOCTBEHHO CHCTEMHON MaHu(ecTanuu ma-
tonoruu [22]. 'ncronorndaeckuii GuOpO3UPyIOMINi TOATHTT
HeoOxonumo auddepennuposats ¢ OOUII, BapuanTamu
BbIpaXkeHHOT0 (prbpo3a npu apyrux popmax UUII, a kpome
ATOTO — C TUCTUOIIUTO30M H CapKOua030M [8].

OpraHusyowasa nHeBMoHus (OIM)

OCOOCHHOCTBIO THCTOJIOTHYECKON CTPYKTYPhI BApUaH-
ta Ol sByseTcs mporecc OpraHu3aluy BHYTPU adbBEOISP-
HBIX IIPOTOKOB 1 AJIEBEOJI C MIIH O€3 aHAJIOTHYHOTO Iporecca
BHYTPH OpOHXHOJ (TaKk Ha3bpIBaeMas "TOTHITONTHAS OPOHXH-
onsipHas oonureparms”) [14].

I'ucronoruueckas kapruna mpu OIl xapakTepusyercs
0YaroBOCTHIO MTATOJIOTHIECKHUX H3MEHEHUH, TpHYeM, B Tiep-
BYIO OY€peb, HAOIIONAIOTCA IPH3HAKH OPTaHU3YOIICH ITHEB-
MOHHH B Yy4YacTKaX aJIbBEOJSAPHBIX MPOTOKOB,
BHYTPHATIBBEOJISIPHO, C BHY TPHOPOHXUOISIPHBIMH TOJIHITO3-
HO-TIOO0HBIMH pa3pacTaHUSAMU WK 0e3 HUX. Bes coenuau-
TeNbHas TKaHb Ha MOMEHT UCCIICJOBAaHHS IMEET OTMHAKOBYIO
cranuto pa3BuTus (puc. 4, uB. Bkiaaka 1). OCHOBHEIC U3Me-
HCHUS CKOHIICHTPHPOBAHBI B MEJIKHX BO3[yXOHOCHBIX ITyTSIX,
KOTOpBIE COIPOBOXKIAIOTCA c11a00 IpeACTaBICHHBIM HHTEP-
CTHIHATEHBIM BOCTIAIUTEIEHO-KIETOYHBIM HHPHIBTPATOM.
XapaktepHbl MeTaruiasus anbeononutos Il Tuma, yBenuue-
HUE KOJINYECTBA AJIbBEOJISIPHBIX MaKpO(aros, HEKOTOPHIC U3
KOTOPBIX MOTYT OBITH IEHUCTHIMU. OYaroBo MOYKHO BBISIBUTH
HeOOJIbIINE CKOTICHUsT (UOpUHA BHYTPH allbBEOJSIPHBIX
npocTtpaHcTB. Kpome TOro, oTMeuyaeTcst OTHOCUTEIIbHAS CO-
XPAaHHOCTh UCXOTHOW aPXUTECKTYPhI ICTOYHOU MAPECHXUMEL.
B03MOKHBI aTHIIMYHBIC BAPHAHTH OPAYKEHHS MAPEHXUMBI
JIETKUX — B BUJIE COMTUTAPHBIX IYJIBMOHAJIBHEIX Y3JI0B, C CO-
IIyTCTBYIOIIUM Pa3BUTUEM THAPONHEBMOTOpaKca [11].

Tucmonoeuueckuii ougpgepenyuanvuviii OuazHo3
(mabn. 2). AGCOTIOTHBIMHU HETaTUBHBIMH (OTBEPTAOIITHIMH
JTUArHO3) TUCTOJIOTHIECKIMH IPH3HAKAMH SBIISIOTCS HAJIU-
4re HEUTPO(DUIOB B BO3IyXOCOIEPIKAIIUX MPOCTPAHCTBAX
MAPEHXHUMBI JIETKOT0, OCTPHIi OPOHXUOJINT, TPAHYIIEMbI, HEe-
KpO3BI, THAJIMHOBBIE MEMOPAaHBI, W BEIpAKCHHAS WHQWIBT-
pamust s03uHO(IIaMi. OCHOBHBIMH THCTOJIOTHYECKAMH
THUITAMU, CPEAX KOTOPBIX HEOOXOAMMO MTPOBOIUTH AU epeH-
LMalIbHYI0 quartHoctuky, sistorcs JAIL, HUII, AUII u
OOMUII. OcnoBroe otiuune IAIT ot OII 3aknrouaetcs B 60-

nee omgHOpoaHOM U Auddy3HOM XapakTepe MOBPEKICHHS
MAPEHXHUMBI C BEIPAXKCHHBIM OTCYHBIM YTONIICHUEM U TIPH-
3HAaKaMH OPTaHU3YIOIIErocsi BOCAICHHS B CTEHKaX allbBe-
0J1, ¢ 9aCThIM (OPMHUPOBAHNEM THAIWHOBBIX MEeMOpaH.
Kpowme toro, crenyer paccMaTpuBaTh BO3MOXKHOCTh HAIU-
YUsl CHCTEMHOM MATOJIOTHU COCTUHHUTEIILHOW TKaHU (Yarie
BCET'0 — OJIUMHUO3UTA) [22].

OnddysHoe anbBeonsapHoe noBpexaeHue (OAIM)

OcTpasi UHTEePCTUINATbHAS THCBMOHHUSI SBJISCTCS ObIC-
TPO HPOTPECCUPYIOIIECH U TMCTOJIOTHYECKH 000CO0IeHHON
dhopmoit MUII. I[TaTonoruueckue n3MEHEHHU ST MOYKHO OXapakK-
TEepHU30BaTh Kak opranusytomiyio hopmy ATl He oTimyaro-
MIYIOCSl 110 THCTOJIOTHYECKOMY IMaTTEpHY NPHU OCTPOM
pecrnupaTopHOM AUCTPECC-CHHIPOME, BOSHUKAIOILEM B pe-
3ynbTarte cerncuca iy moka. Tepmua OUTT mpeaioskeH myis
CITy9aeB ¢ HEM3BECTHOW NPUINHON Pa3BUTHS aHATIOTUIHBIX
WU3MCHCHU B JICTKHX.

B 6uonrarax sierkoro npu stoit popme UUII onpenesns-
IOTCSI TUCTOJIOTHYECKHE OCOOCHHOCTH, HabIromaeMble MMpH
octpoii haze wim dase paszperienns JJAIl. O6braHO HAOITIO-
naercst U hy3HOE TOBPEXKICHUE, XOTS CTEIIEHb €ro BhIpa-
JKEHHOCTH BapbUPyeT B Pa3HBIX ydyacTKaX JIETOYHOM
napeHxumbl (puc. 5, B. Bkinanka 1). B ¢ase sxccynarmm Mox-
HO 0OHAPYXUTH SBICHUS OTEKa, THAIMHOBBIC MEMOPaHbI 1
0CTpOE MHTEPCTHLMATIbHOE BocnaieHue. B gasze opranuza-
UK ONPEACISACTCSA PBIXIBbIA (PUOPO3 MPEUMYIIECTBCHHO B
ME)KaIbBEOJIIPHBIX ITEPETOPOIKaX, THIIEPILIa3Hs aJIbBEOIIO-
uutoB Il Tuna. aTepcTunmansHas coequHuTeIbHAS TKaHb
uMmeeT TUQQPY3HBIA XapaKTep Pa3BUTHUS, C MPOSIBICHUSIMHU
MMEHHO aKTHBHOTO ()HOPO3UPOBAHUSI, O YEM CBUJICTEIBCTBY-
€T KIIETOYHBIN cocTaB: pudpoOmacTel U MUOPUOPOOITACTHI C
MHHHMYMOM KOJIJIAT€HOBBIX BOJIOKOH. XapaKTEePHBI MHOXKe-
CTBEHHBIE TPOMOBI B COCY/IaX MEJIKOTO ¥ CPETHETO KaTMOpOB
[14]. Ecnu nmanueHT nepexxuBaeT OCTPYIO CTaIUI0 TIOpaxe-
HHSL, TO €T0 JIETKFE MOT'YT WY ITOJTHOCTHIO BOCCTAHOBHUTH CBOIO
M3HAYAIBHYIO THCTOJIOTHYECKYIO CTPYKTYPY, HIH UCXOJOM
MATOJIOTHH MOXKET OBITh "'COTOBOE" JIeTKOE.

Tucmonoeuueckuii ougpgpepenyuanvroii OUaAcHO3
(maba. 2). B OOJBIINHCTBE CIydaeB THCTOJIOTUYECKUE U3-
MeHeHHs, XapakTepHbie s OUIL, BromHe 09eBUIHBI U HE
TpeOyIOT panbHeimend audpQepeHInaaIbHON AUArHOCTHKH.
I'manuHOBBIC MEMOpPAHBI SBJISIOTCS THCTOJIOTHICCKAM KITHO-
4yeBbIM Tipu3HakoM JIATI, u ux HaaM4We OYCHH ITOMOTAET B
pazmanu OUIT ot UDA, HUIT u BapuanToB KOII. Mx MmoxkHO
HaOronarh B 6onbinHeTBe cirydaeB OUII, HO Tak kak y 60Ib-
NIMHCTBA TAKUX MAMEHTOB OUOTICHS JISTKHUX BO3MOXKHA JIHIIIb
B (haze opraHu3aIlUU MPOIIECCa, TO THATMHOBBIE MEMOPaHbI
MOTYT OBITh He3aMeTHBI. OOHapykeHUE TPAHYIEM, BUPYC-
HBIX BKIIIOUCHHH, ()OKYCOB HEKPO3a HIIH a0CLIECCOB, COMPO-
BOXK/TAIOIIMXCS CKOTUICHUSIMH HEHTPO(DUIIOB, IIOITBEPKIACT
MHEKIMOHHYIO pUpoay maTonorund. Kpome toro, rucro-
JIOTMYECKHE H3MEHEHHS TOTKHBI COOTBETCTBOBATE KIIMHUYEC-
KO KapTHHE 3a00JICBaHHUS.

PecnupaTtopHbI 6poHxuonut (PB)

PecriupaTopHblii OPOHXUOJIUT, aCCONMUPOBAHHBIN C
WHTEPCTUITHABHBIM 3a00eBanueM Jierkux (PB-U3JT) sBst-
eTcs KinHu4eckoit Mmanugecranueit popmer MUII, accounu-
POBaHHOU C MATOJIOTHEH METTKIX OPOHXHOI - PECITUPATOPHBIM
oponxuonutom. Pb-N3JTu IAI1 BeckMa OIM3KH IO TaTore-
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He3y, 1o3ToMYy J1t000ii ciaydait JJUII B o0s3aTesisHOM nopsia-
K€ JI0JDKEH BKJII0YaTh PACCMOTPEHHE UM PECITMPATOPHOTO
OponxuonuTa, uim xe cooctserHo Pb-M3J1. PecriuparopHsrii
OpOHXHOJHT, B CYIITHOCTH, SBJISIETCS THCTOMATONOT HIECKIM
MOBPEXKICHUEM, KOTOPOE 0OHAPYKHUBAIOT Y KYPUJIBLIHUKOB.
PB xapakrepu3yeTcsi HUIMYHEM TUTMCHTUPOBAHHBIX BHYT-
PHU-TUTACTHHYATHIX MaKpo(haroB B OpPOHXHOJIAX ITEPBOTO U BTO-
poro mopsakoB. XapakKTepHa Majas KIMHUYECKas
CHMIITOMATHKa B COYETaHUH ¢ IucyHKIMEel Hanbonee Me-
KHX BO3ZyXOHOCHBIX ITyTeil. Ho B wactu ciryyaeB nomoOHoe
cocrosiHne npeacrasisieT hopmy M3JI ¢ sBHOM KimmHMYEC-
KOM ¥ PEHTTE€HOJIOTMYECKOM KApTUHOM JIETOYHO! MaTOJIOTHH,
MaTOJIOTHYECKMMH N3MEHEHUSIMH (PU3HOJIOT MU JIETKUX U PEH-
Tr€HOJIOTMYEeCKON KapTHHBL. lIMEeHHO Takoe 3a00ieBaHuE 110
cymuocTH siisiercst Pb-NU3J1 [4,23].

PB-U3JI xapakTepr3yeTcsi 04aroBbIMHI H3MEHEHHSIMU C
OYEBHIHBIM UX OPOHXMOJIOLCHTPHUYECKIM PACIIOI0KEHHEM
B HCCJIEyeMbIX OMONTaTaX METO/IOM CBETOBOM MHMKPOCKO-
MUY TIpu HebopImoM yBenmdennu (X 8; x 10) (puc. 6, uB.
BKJIanKa 1). Menkue pecriupaTopHbie OpOHXHOIBI, AIbBEO-
JSIPHBIE IPOTOKH M IEPUOPOHXUOIISIPHBIE AJTbBEOJIBI COIEP-
JKaT KJ1acTepbl "MbIIBHBIX" KOPHYHEBBIX Makpodaros. Jlerko
MUTMEHTHPOBAaHHBIE KJIETKH IMEIOT OOMIIBHO TIPE/ICTaBICH-
HYIO IIATOILIAa3MY, KOTOpast COAEPXKUT OTUETIMBO TpaHyIIH-
POBaHHBIE 30JI0TUCTO-KOPUYHEBBIE YACTHYKU. BOJIBIIMHCTBO
U3 9THX KJIETOK - MOHOLIUTBI, XOTSI HHOT/Ia MOKHO BBISIBUTh
peaKue MHOTOSIEpHBbIC TUTAHTCKHE KiIeTkH [ 14]. Makpoda-
TH, paCOJI0KCHHBIE BHYTPH MEKaJIbBEOJISIPHBIX TIEPETOPO-
JIOK, CONpPOBOXAAIOTCS O04YaroBoW HHPHIbTpaunHuel
CYOCII3HCTOTO CJI0s1 OPOHXHOJ ¥ IEPUOPOHXHOIISIPHBIX ITPO-
CTpaHCTB TMM(OIUTAMHI U TUCTHOLUTAMH. XapaKTePEH TaK-
ke cia0blii nmepuOpoHXHONSApHBIA (Gubpo3 c ero
pacrpocTpaHeHHEeM B CMEXHbIE MEXKaJIbBEOJISIPHbIE Iepe-
ropoyku. CoOCTBEHHO IOJOCTH OIM3IekKAIMX K OPOHXHO-
JaM anbBeoJ 00pa30BaHBl THUIEPILUIA3UPOBAHHBIMH
anpBeononTamu 11 Trma mmm xe copMupoBaHbl KyOOBH/I-
HBIM 3ITUTENINEM OpOHXUOISAPHOTo THIA. O4eHb XapaKkTepHa
LEHTPOJIOOYIsIpHas sMpuzema.

Tucmonoeuyeckuii ougp@epenyuanrvuvii OUacHO3
(ma6ba. 2) PBb-TucTONOrNYECKOTO TUITA U3MEHEHHUH BKJTIOUA-
et JIUII, 6pouxuomut, HUIT. OcobeHHO cx0Kasi THCTOJIOTH-
yeckas kapTuHa HaOmonaercst npu JJUII u Pb, Tak kak onn
Y4acTO MAaTOT€HETHYECKH B3aMOCBS3aHbL, X pa3/ieeHne Tpe-
OyeT HaJTM4Msl MHOXECTBEHHBIX OMOIICHI JIETOYHON MapeH-
XHMMBI HECKOJILKHX Jo1el jierkoro. [TokazaHo, uTo u3peaka
noJ00HbIe MOP(OJIOrHYECKUEe U3MEHEHHSI MOTYT HalJIo-
JATHCS Y HAIIeHTOB C CHCTEMHOH ITaTOJIOTHEH COeTMHUTEITb-
HOW TKaHH, B YaCTHOCTH, IPH PEBMATOMTHOM apTpuTe [22].

[eckBamaTuBHas UHTepCTULMaNbHas
nHeBMoHus (ANIM)

Jlo HacTosIIero BpeMeHH! 3TOT TEPMHH COXpaHIETCS B
coBpeMeHHo# knaccudukary NI, Ho ¢ HUM B HacTosIIee
BpEMsI CBSI3aHO HECKOJIBKO MPUHIIMITHANBHBIX Ipo0ieM. Hc-
XOJIHO, CY/ISI 110 Ha3BaHHIO, BEAYIIM T'MCTOJIOTHYECKUM IpHU-
3HAKOM TIaTOJIOTHH pacCMaTPHUBAJIHU J1€CKBaMaIHIO
SIUTEINANTBHBIX KIETOK anbeo. OqHaKo, KaK YCTaHOBJICHO
B IIOCJIETHHE TOJIbI, IO CYLIHOCTH, HaOJIto1aeMble H3MEHE-
HUS SIBJISIIOTCS] CKOpEe BHYTPU-aJIbBEOISIPHON aKKYMYJISILIH-
el Makpodaros, a He JIeCKBaMaIiel STIMTETUATBHBIX KIIETOK,

Kak repBoHavyaiIbHO nonarainu Liebow A.A. u Carrington [1uT.
110 4,7]. Bo-BTOPBIX, HIMPOKO PaCIPOCTPAHEHO MHEHUE, UTO
JUII sBnsiercst oAHUM U3 BapUaHTOB cpeau noaruros Ph-
N3JT (aBa pa3audHBIX MPOSIBICHUS OJHON ITATOJIOTHH), CO-
[NIACHO BEChMa CXOXKEH MOP(OIOTHUECCKON KaPTHHE W
MPAKTUYCCKU TIOCTOSIHHOM CBA3BI0 ¢ KypeHueM. Ho B penxux
CITydasix IaTONOTHS BOSHIKAET Y HEKYPHUIBIIIUKOB, XOTS Y HE-
KOTOPBIX IMAIIEHTOB B aHAMHE3€ MOKHO YCTaHOBUTH CBSI3b C
NacCUBHBIM KypeHueM. CyIIecTBYIOT Cepbe3HbIC MPEAIo-
CBUIKM K TNIEPEHMEHOBAHUIO JTAHHOW HO30JIOTHU B aA1b6€0-
JIAPHYI0 MAKPOdazanvuylo nneemonuro, 6oiee aneKBaTHO
OTpaXKaroNIyIo CyTh ATOJIOTHH B ONpeieIieHH [4].

JUII xapaxrepusyercst 1udQy3HbIM BOBICUEHHEM Ha-
PEHXUMBI JIETKHX B MPOLIECC MACCUBHOM aKKYMYJISILIAU BHYT-
pu HanboJee TUCTaTbHBIX YIaCTKOB BO3YXOHO CHBIX ITyTEeH
(TIpenMyIIecTBEHHO B albBe0JIaX ) Makpodaros. MexabBe-
OJISIPHBIC TIEPETOPOJIKA HE3HAYUTEILHO YTONIICHEI 332 CYET
PEIKUX BOCHIATUTEIILHO-KJICTOYHBIX HH(PHUIBTPATOB, KOTOPHIC
9acTO BKITFOYAIOT IJIa3MaTHYECKHE KIETKU M U3PEIKa — D03U-
HO(WITBI, TPAYEM TaKHe KJIETOYHBIC KOHIJIOMEPAThl, Kak Ipa-
BIJIO, OKPY)KCHBI TUNEPILIA3UPOBAHHBIMU KYOOBHHBIMH
mHeBMoLUTaMu (aybBeosionutsl [1 Trma) (puc. 7, uB. BKIaI-
Ka 2). MoryT npucyTcTBOBaTh TNM(OUIHO-KIETOTHBIE CKOII-
JIEHUsI, OTJIOXKEeHHs KoJutareHa. OCHOBHBIM AU P epeHITHATb-
HO-JTUArHOCTHYCCKUM TUCTOJIOTYECKUM MTPU3HAKOM OTIIAYHS
JUIT ot PB-U3J1 siBnstercst ot dakr, yro npu AT nabmona-
eTcst OTHOpoaHOE MU (y3HOE MOpAKEHUE JISTOYHON ITapeH-
XHMBI, I OTCYTCTBYET OpPOHXHOJIO-IIEHTPOOEKHOE 09aroBoe
pacrmpesieNieHue KICTOYHBIX HH(DUIBTPAaTOB, HaOI0MaeMoe
npu Pb. Makpodaru, pacronoxeHHble BHyTPH MEKIIbBEO-
JISIPHBIX meperopo ok npu JIUI, xapakTepu3yroTcst 00nIb-
HOHM IUTOIIa3MO#, B KOTOPOH 9acTO COMEPKUTCS '"TBLIb-
HBIA" KOPUUHEBBIM MUTMEHT, UCHTUYHBIHN TakoBoMy Ipu PB.
MoryT HabIFOIATHCS U XOPOIIO TPAHYTHPOBAHHBIC YACTHY-
KM KeJie3a B IUTOIUIa3Me Makpo(aroB, ONMCaHHbBIE H3MEHe-
HUS 9acTO BBIABIIIOT Ha (oHE dMpuU3eMbl. bonbmmHCTBO
Makpo(aroB — MOHOIIUTBI, TEM HE MEHEE, MOTYT MPHUCYT-
CTBOBAaTbh M PaCCESHHBIC CMHUYHBIC MHOT OS5 ICPHBIC THUTaHT-
CKH€ KJICTKH.

Tucmonoeuyecxkuii oupgepenyuanrvnviii ouacHos
(maba. 2) JUTI GpopMbl opaskeHHs BKJIIOYAET LEIbIH psn
W31, Tak Kak BHYTPUATEBEOJISIPHAS aKKyMYIISIHS Makpoha-
TOB WJIH e ouaroBas Hecrienupuaeckas "IN -momodnas"
peaKnys ABISCTCS IPSMBIM CIEICTBHEM KypeHHs. A Tak KaKk
MHOTHE U3 NAIUCHTOB C PA3INYHBIMH KIIMHUKO-TUCTOJIOTH-
yeckumu popmamu MUII SBASIOTCS MOCTOSIHHBIMHY WA K€
MHIONICHTAIFHBIMA KyPIJIBIIIKAMH, TO TAKOH THCTOJIOTHIEC-
KA THIT H3MEHEHUH YacTO MOYET HAOIIONATHCS B COUYETa-
HUHM C TUIIMYHOM 00111IeH rucToornyeckoi kapruaot OOUII,
PB, HUII, 303uHOGUIBEHOI THEBMOHUH, XPOHUYECKOTO KPO-
BOXapKaHbS WIH JIETOYHOTO TEMOCHEPO3a, WK ke Ha (hoHe
XPOHUYECKOTO BEHO3HOTO TpoMOo3a. [TepubpoHxuaabHbIiA
¢uOpo3 B cOYETaHNH C TUTIEPIUIA3HEH OPOHXUOJIIPHOTO SITH-
Tesus MOXKeT UMUTHpoBaTh Hamuure O6MII. B otnnune ot
OOUII, narepcrunnaibabie u3meHenus npu JIUIT 6onee ox-
HOpOoIHBI U muddy3HO pacrpeneneHsl, GuOpo3upoBaHre
numeeT OoJiee 0THOPOAHOE BPEMEHHOE NPOosBIeHUE O3 NpH-
CYTCTBHSI IIUPOKUX TMOJICH IIOTHOTO TIPyOOBOIOKHHCTOTO
¢hubpo3a, 6e3 GudpodIACTHISCKIX OYAKKOB APXUTEKTYPHOM
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MEePECTPOUKH JICTOYHOW TAPECHXUMBI U, HAKOHEI, 0e3 n3Me-
HEHMH 1o Tumy "COTOBOro" JIErkoro.
NnmdounaHaa nHTepcTuumanbHasi NHEBMOHUS
()

Tepmun JIUII onuckiBaeT xapakrepHyto nuddy3Hyro
JTUM(OUTHO-KICTOYHYIO WHTCPCTHIMANBHYIO WHPHUIBTpA-
LU0, KOTOpasl 10 KJIMHHUKE M THCTOJOTHYECKU OTIMYHA OT
npyrux noarurnoB NI, a umenno, ot O6UIT u IUII. TTomno-
xenue JIUII cpean Bcex popm MUII Becbma ciennpuyHo B
CBETE HOBBIX MPEICTABJICHUI 00 3T0i HO3050rMH [4]. U3y4e-
HUE IPUPOJIBI IETOYHBIX TUM(OUIHO-KICTOUHBIX HHOUITBT-
paToB fenaeT npeanoyTuTenbHbiM BHecenue JINII B rpymimy
JICTOYHBIX JTUMQOIIPOIUpEPaTUBHEIX TOpakeHui. Takas
cUTyalusi OOBACHSACTCSA HAONIOACHUSIMH TpaHChopmanuu
JIUII B uctunnyto nuMmdomy, To ects JIUII paccmarpusaert-
Cs B KQUECTBE MPEHEOIJIACTUYECKOT0 TopakeHus. JlelicTBu-
TEJNBHO, MHOTHE npeanonaracmeie ciydan JIUII 6butH, BO3-
MOXHO, He XOMKKHHCKUMHU B-kimerounsiMmu MAJIT
(MyK030-accoruupoBaHHas TUMQOUTHAS TKaHb) TUMpoMa-
MU HHA3KOW CTETICHH I'paJalliil B HAYaJIbHON CTaINN UX pa3-
Butus. TouHoe pazneneHue Mexay uanonarnueckumu JINII
1 JIuM(POMaMH OYEHb 3aTPYIHUTEIBHO TPU PYTUHHOM OK-
paIINBaHUH THCTOJIOTHYECKUX MTPEnapaToB, HEOOXOANMO 10~
MTOJTHUTENIFHOE NMMYHOTHCTOXHUMUYIECKOE HMCCIIeTOBAHHE.
Brigenenue uctuHHBIX uauonaruyeckux ciyuaes JIUII mo-
Ka3bIBACT, YTO M3 HHUX 3J0KAYECTBEHHOW TpaHChopMaIuu
MTOJIBEPraeTCs OUeHb HE3HAYUTENbHEIN nponeHT. C ydeToM
ructorenesa, JIUII myunie Bcero onpeaenuTs Kak TMCTOJIOTH-
4yecKui BapuaHT quddy3HOI 1erodHoi 1umMponIHOM rumnep-
IUTa3HH C IPe00IIa arouMU HHTSPCTUIMATBHBIMH H3MCHE-
HusMH. Kak comyTcTByIoImee COCTOSHHE MOXET
MIPUCYTCTBOBATH (DOJUTHKYIISIPHBIN OPOHXHOINT C IPEUMyIIIe-
CTBEHHO NEPHOPOHXHATBHOM (MM NepruOpPOHXUOISIPHON)
mumMdormuTapHOi HHOWIBTPAIMEH 1 HATMYUEM FePMUHATHB-
HBIX [IeHTpOoB. ClieryeT Taroke 3aMeTUTh (DaKT, 9T0 MHOTO CITy-
4JaeB, KOTopbIe paHee ObuH onrcanbl cpeau MUIT kak dop-
Ma JIUTI, B HacTostIIee BpeMsi KIIaCCU(DHUIIMPOBAHBI B KAYECTBE
KJIETOYHOTO (I[EJIFOJUIIPHOT0) TUCTOJIOTHYECKOrO MOATUIIA
HUIL

Tucmonozuueckuti peromen JIUI BKAOUACT IIIOTHBIS
HUHTEPCTUIHATBHBIC TUM(POUTHO-KICTOUHBIC HH(DIBTPATHI,
Cpeii KOTOPBIX MPHUCYTCTBYIOT KaK COOCTBEHHO JTUM(OLHU-
TBI, TAaK U TUTA3MaTHYECKIE KIICTKH, M THCTHOIIUTHI B COYETa-
HUHM C THIICPIUIa3uPOBAaHHBIMY ITHeBMoTamH 11 Tuma, a Tak-
JKE C HE3HAYUTEIHbHBIM YBEIIMICHUEM YHCIIa ATbBCOSPHBIX
Makpo@daroB. MexanbBeOJISIpHBIC IEPErOPOIKH BBIPAKEHO
nHOUIBTpUpPOBaHBL. YacTo MPUCYTCTBYIOT JHMQOMIHEIC
(b oIMKYITEL, BKITIOYast (HOJUTHKYITEI C OTYSTIMBBIME CBETIIHI-
MH TepPMUHATUHBIMH ICHTPAMHU Pa3MHOXKCHHS, HEPEIKO
MO’KHO OOHAPYKHUTh HX HEITOCPEACTBEHHYIO CBSI3b C UCXO/I-
HOW MTUM}AaTHIECCKON CHCTEMOU JIETOUHON MapeHXUMBI
(puc. 8, uB. BKIagKa 2). MoryT mprCyTCTBOBATh HAPYIICHHS
APXUTEKTOHHUKH MTAPCHXUMBI, BKIIOYas €€ MepeCcTPOMKY 1o
TUMy "COTOBOrO" JIETKOT0, a TAKXKE PEIKUE HE HEKPOTU3UPY-
fontrecs rpanyneMsl. Kpome Toro, Mo>kHO BEISIBUTH HE3HA-
YUTENbHYIO BHYTPHAIBBEOSIPHYIO OpraHU3aINIO U MaKpo-
(arampHyI0 aKKYMYJISIHIO.

Tucmonoeuueckuii ougpgepenyuanrvuviii OuazHo3
(mabn. 2) JIUII BrmoyaeT nuddys3Hyo TuMPOUIHYIO TH-

HepIuIa3uio (TUIepIua3us OpOHXUATBHON MyKO30-aCCOLNH-
poBaHHOW JTUMQOUAHON TKaHM), Y3JIOBYIO JHUM(OUAHYIO
TUTepIrasuio, mmMdoMy (M3 MYKO30-aCCOIMUPOBAHHOM
TUMQPOUIHON TKAHH WM THUIIA MaJIbIX TUMQOIIUTOB), & TAKIKE
HEKOTOpbIe oATuIbl mHeBMoHuK, HUIL, runepcencurusHo-
ro naeBMoHuTa 1 OGHUII. ITpu rucronornueckom onpeerne-
Huu JINI] KIMHUIUCTBI JOJKHBI UCKIIOYHUTH JPyTrUe
MATOJIOTUYECKUE COCTOSHHUS, KOTOPBIE MOTYT COYETAThCS C
TUCTOJIOTUYECKUMU U3MeHeHusiMU 110 Tuiy JIUIL.
OO0cy:xneHue 1 JaJbHeINe NepcneKTUBbI
HCCJIe0OBAHMIH

ITocnennue nccnenoBanus [ 18] mokasanu, 9To 1Mo qaH-
HBIM OTKPBITOH OMOIICHH JIETKOTO Y OOJIbHBIX C HOpPMAaJlb-
HBIM COCTOSIHUEM MMMYHHOW CHCTEMbI Ha ()OHE KIMHHUKU
mruh y3HOTO TAPEHXMMATO3HOTO 3200JIeBaHMsI JIETKHUX, TIa-
LUMEHTHI ¢ pa3nuyHbiMu Bapuantamu MUII cocrapnsoT goc-
TaTOYHO NPEACTAaBUTENbHYO Ipymiy — 39,3%, Torna kak 60,7%
cilydaeB MOP(OIOrHYECKUX BEPU(PHLIPOBAHHBIX ANArHO30B
BKITIOYAIOT CIEM(pHIECKIe dYTHOIOTHIeCcKre pudarHbl. Cpe-
M TTOCTIETHIX HanOoJiee pacpoCTpaHEeHbI HHEKIINH, HEO-
IUIACTUYECKUE TIPOLIECCHl U ayTOMMMYHHBIE 3a00JIeBaHMS.
Heo0xon1MMo 0TMETHTb, YTO CPE/IN TAIMEHTOB ¢ KIMHUKON
JIT3JI u ¢ HapymIeHnsIMHA IMMYHUTETa HE BBISBIICHO HU OJI-
Horo ciy4as MUII mro6oro BapuanTa.

Kpome Toro, nosiBuimch HeKOTOphle Imyonukanuu [7],
CBSI3aHHBIE C N3y4E€HHEM rUcToJIornueckux Bapuantos MNIT
1 X B3aUMOOTHOIIEeHHH. B wactHOCTH, M3y4enue Pb-U3JI u
JUIT n3 rpynnel UNUIT no3BosseT B HACTOSIILEE BPEMSI CUU-
TaTb, YTO OHH IIPEICTABIIAIOT Pa3HbIC CTEIICHHU BHIPAXKEHHOC-
TH PEakIU{ JIETOYHOH NapeHXMMBl Ha AJIUTEIbHOE
BO3JICHCTBHE CUTAPETHOTO JbIMA, TO €CTh, IO CYIIIECTBY, €11~
Hyto naronoruio [23]. Hanbomnee TsKenoil o KMmHAYeCKOMY
nposienenuto seisercs JUI1. B otnuue ot myabsMOHaNbHO-
IO TUCTHOLMTO3a ¢ KileTKamMu JIaHxrepraHca, pu npekparie-
HUM KyPEHHsI 3TUX OOJBHBIX MX KIMHHUKO-Ta00paTOpHBIE
MaTOJIOTHIECKNE NTPU3HAKHI HE CKIIOHHBI K HHBOJIONUH (Ca-
Mopa3peleHnio). JnurenbHoe HaOMOICHUE MAMEHTOB C
JUII u PB-N3JI noka3bIBaeT, 4YTO UM NPHUCYIE OTHOCUTEIb-
HO CTa0MIbHOE KIMHHYECKOE TEUECHHUE, XOTS CMEPTEIbHBIE
ciydau MOTyT Habmromatecst Toabpko npu JAUII-naromorum.
Her yoenurensubix fannbix o TpaHchopmannu NI wim Pb-
N3J1 8 O6MI1- Bapuant MAII.

Bzanmoornomenus O6UIl u AUII mzyuamm A-L.A.
Katzenstein u J.L. Myers [14]. Aranu3 pe3ynbTaToB nccie-
JIOBaHUI1 [TOKA3aJl, YTO YaCTh M3 paclpoCTPaHEHHbBIX MHEHHUH
o narorenese 3Tux BapuantoB MUII neybeturensua. B yact-
HOCTH, IIPEATIOIIATaIOCh, YTO runepuesunosipHocTs npu JJUI T
B cpaBHennu ¢ OOUII cBsizana ¢ runoresoii o JIMIT kak o
panneii craguu pa3sutust OOUII, a pakT MUHMMAaBHBIX THC-
ToMopdonorniyeckux pazanauid mexy JJUIT u O6UII mpu
ayTOIICHH, TI0 MHEHHIO Psi/ia aBTOPOB, CBHJCTEILCTBOBAT B
noJs3y Toro, uto JJUII sBistercs oco6oit popmoit OGUII.

B nocnenxue roasl BHUMaHUE UCCIIEI0BATENEH HanpaB-
JICHO Ha U3y4€HHE BOIPOCA O MPOTHOCTUYECKOM 3HaUE€HUH B
OTHOIIIEHNH JAAIBHEHIIEro Ka4eCcTBa JKU3HN U BBDKUBAEMOC-
TH B LIEJIOM Y TAIIUEHTOB C Pa3IMYHBIMU KJIHHHKO-MOP(OII0-
ruyeckuMu Bapuantamu UL B wactnocth, Travis W.D. u
c0aBT. [ 12] BbISICHWIN HA 3HAYUTEIFHOM KOJIMYECTBE MaTe-
puaina, yto cpeau nanuentos ¢ HUII myymmii mporysos Ha-
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OnromaeTcs y MaIMEeHTOB C EMOIUIIpHBIM oaTuiom HUIT B
cpaBHeHuU ¢ puOpo3HbM moarunom HUIT (xapakTepucTrka
5-tu m 10-TrntetHe#t BebkuBaeMocth). [TanmenTtsr ¢ OOUIT
MMEIOT XYIIIUI MPOTHO3 MO CPaBHEHHUIO C MAIMEHTaMH C
unnonarnueckoir HUIT ¢pubposupyromero moaruna [1,3,12].
ABTOPBI YCTAHOBHJIH, YTO PSIJT THCTOJIOTHYECKUX MPU3HAKOB,
a IMEHHO, — IIPOSIBIIEHUS "COTOBOTO" JIETKOTO HE MEHEe YeM
Ha 60 % romaam 6MomTara JErkoro, HaJTMIue JKUPOBBIX OT-
JIOKCHUY B TKAHU TUICBPHI U IPU3HAKH HHTCPCTUIIHATBHOTO
BOCHiaJIeHUs1 He MeHee 4eM B 60 % Tu1o1au cpe3oB onpee-
JISOT OoJiee TUIOXOH MPOTHO3 TeueHwMsI 3a001eBaHus. Beoku-
BaeMOCTh HE KOPPETUPYET C ITOJIOM HaIMeHTOB. B cirydasx
HUII ¢pubpo3upyromiero moATUa HedIaronpusTHIME IIPO-
THOCTHYCCKUMH MPU3HAKAMHU BEDKUBAHUS OKA3aJIUCh HATU-
4Hue MIeBpaTbHOTO (GUOpO3a M KOCTHAS METaIlIa3us B
napeHxume Jierkoro. [TonoBas mpuHaIeKHOCTD, KYpEeHHE H
JIPyTUE TUCTOJIOTUYECCKHUE TPU3HAKU HE OKAa3bIBAIOT CYIIlE-
CTBEHHOT0 BJIMSHHMS HA TeUeHHE 3a00eBanus. B iemnom, Mox-
HO OTMETHTh, 4YTO, 3a uckiaroueHueM JIAIl, uMeHHO nBa
Mopdomornieckux Bapuanta MNIT: Tummanas O6UIT u pubd-
posupytomuii noarun HUII senstrorest Hanbosee nmporHoc-
TUYECKHU HEOIAronpUsTHRIME B OTHOIIICHUH BIXKHBAEMOCTH
Bapuantamu MUII cpeau knaccuunupyemMsix B HacTOsIIIEE
Bpems [19].
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