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UM(PAHTHONICHOMHUOMATO3 JIeTKUX (JIAM) — peakoe

3200JIEBAHME, BCTPEYAIOMEECA TOJBKO Yy JKEHIIMH,

HPOABJIAIONICECH KUCTO3HON IIEPECTPONKON MapeH-
XUMBI JIETKHUX C Pa3BHUTHUEM IIPOIPECCUPYIOMIECH IbIXATEIIb-
HOM HEJOCTATOYHOCTH, A TAKKE Y3JI0BOHM NIpoanudepaei
crienuduyeckux JIAM-KIETOK, IPEMMYIIECTBEHHO B JInMa-
TUYECKUX COCYAX M IMM(PATUIECKUX Y3/IaX.

Briepseie 3a60eBanue 6b110 onMcaHo B 1918 n R, Lauten-
bacher [1]. OjHaKO HEKOTOPBIE UCCIIENOBATENN CKIOHHBI OT-
J1aBaThb IIbMy IlepBeHCTBA Evon Stossel, onucasmemy 310
3a001€eBaHue B 1937 I y NOTUOIIEH OT JIBIXATEIbHON HEJJOC-
TATOYHOCTH KEHIIUHBI 4 3-71eTHEro Bo3pacra [2]. K koniy XX
BEKa OBUIO 3a(PUKCUPOBAHO HEMHOIUM 6osee 100 ciaydacs
JIAM (3], mpr4eM B TTOCTAEAHHUE IBA JACCATAICTHA IIPOIIIOTO
BEKA 32 PyOEKOM ObLIM OIMUCAHDBI PE3Y/IBIAThI HAOIIOACHUNI
LIE/IBIX TPYIIT GOJBHBIX, BKIIOYABIINX OT 32 10 69 4eIOBEK
[4—0]. B mHamieit cTpaHe HAUGOIBIIEE KOJUICCTBO CIyIACB
JIAM (23 ciygas) 6bu10 3apUKCUPOBaHO K 2007 I. COTPYJHU-
kamu HUU nynemononoruu CII6I'MY um. akaj. M.ILITasnosa
[7]. B 20006 1. B Perucrpe numpanruoneiiommomarosa Harmo-
HQJIbHOI'O MHCTUTYTA CePALa, nerkux u Kposu (The National
Heart, Lung and Blood Institute — NHLBI) CIIIA 65110 3aperu-
CTPUPOBAHO yxKe 230 Ci1ydaes 3Toro 3abosesanus (8], B Tom
YUCIe HAOTIOAEHUE TTAITUEHTKU, ONIMCAaHHOE HaMU B 2004 T.
[9]. Takum 06pa30OM, MO CaMBIM OOOOIIEHHBIM CTATHCTHYE-
CKHM I10/ICY€ETaM, 326051€BaeMOoCThb JIAM cocrasisier 1-2 ciy-
uast Ha 1 MuTH KeHIuH [5, 6, 10], 2 OPHEHTHPOBOYHAS YUC/ICH-
HOCTb OOJIBHBIX MOKET AOCTUIATb 25—50 THIC. ueoBeK [11]. B
HACTOAIIIEE BPEMA B CBA3U C IIMPOKKUM BHEPEHUEM B KITMHH-
YECKYIO NPAKTUKY KOMIIbIOTEpHOM ToMOrpaduu (KT) Bbico-
koro paspenienusd (KTBP), nosposgiomeit ¢ BLICOKOH JOCTO-
BEPHOCTBIO BBIABIATH XaPaKTEPHBIC 1A JIAM M3MEHEHUA B
JIETKUX, 4 TAKXKE C MOSIBJICHUEM PAa3PA0OTAHHBIX JUATHOCTH-
YECKUX KPUTEPUEB O0sIE3HU [12] 3TO 3260/1€BAHHUE OTMEYAIOT
BCE yamie U 4ame. I1o3ToMy MOXKHO NPOTHO3UPOBATD, YTO
BCJIEACTBUE YJIYUIIEHUs JUATHOCTHUKUA 3200J€BAEMOCTh U
pacnpocTpaHeHHOCTb JIAM B GmrpkaiiimeM OyayneM Bo3pac-
TET U IPAKTUKYIONIHH Bpa4 Oy/IeT BEPU(PHUITUPOBATH ITOT JIU-
ArHO3 Yalle.

Hecmorpsa Ha TO 4TO 1 JIAM XapakTepHO AOCTATOYHO
crieuPUIECKOE MOPAKEHHUE JIETKUX, ITO 32060JIEBAHNE UME-
€T ¥ CUCTEMHBIE IIPOABJIEHMS, B CBA3U C YeM JIAM 1omnaj Kaxk
MUHUMYM B JIB€ PA3JIMYHBIC KIACCU(MDUKAITUU — KIACCU(PUKA-
LIMIO IVI3JKOMBIIIEYHBIX HPONIU(PEPATUBHBIX 32007I€BAHUN U
KJIACCU(PUKALIMIO UHTEPCTULIMATIbHBIX OOJIE3HEN JIETKUX.

B 1983 1. E. Martin nipe/iiosKu KI1aCCU(MPUKAITHIO MHOMKECT-
BEHHBIX IVIAZAKOMBIIIECYHBIX HOPAKEHNUHI, OCHOBAHHYIO HA CO-
OTBETCTBUHU KIMHHUYECKOHN KAPTUHBI X PEHTTCHOJIOIMYECKUX
nzMeHeHu [13]. ABTOP BBbIAEIWI TPU OCHOBHBIX BAPHUAHTA
MHOKECTBEHHBIX JIEHOMUOMATO3HBIX IOPAKCHUM:

1. MeTacraruyeckas JIEMOMUOMUOMA (3710KAYECTBEHHAA

JIEIOMHOCAPKOMA).
2. MHOX€ECTBEHHbIE (PUOPOIEHOMUOMATO3HBIE TAMAPTO-
MBI B JICTKMX.

3.JIeroOMUOMATO3, B CTPYKTYPY KOTOPOT'O M BXOAWT JIAM.

B ornmmume oT MeTacTaTU4eCKON JIEMOMUOMBI U MHOKECT-
BEHHBIX (PUOPOJIEHOMHUOMATO3HBIX I'AMAPTOM JIETKUX JIEHO-
MHUOMATO30M, 4 COOTBETCTBEHHO U JIAM, 60JICIOT TOJIBKO
JKEHIIUHBL JIEMOMUOMATO3 BKIIOYAET B CEOSI YETHIPE HO30JI0-
I'MYECKUE (DOPMBL:

1) MMM@aHTUOIEIOMUOMATO3, 11 KOTOPOT'O XAPAKTEPpHA
NPOIPECCUPYIONAS AbIXATENbHAA HEAOCTATOYHOCTb C (POP-

MMPOBAaHHEM B (PUHAJIE 3A00JICBAHUSA «COTOBOI'O JIETKOTO» U
HEPEAKUM COYETAHUEM C XWIOTOPAKCOM, XWJIOACLIUTOM M
ITHEBMOTOPAKCOM,;

2) 1O6POKAYECTBECHHASL METACTA3UPYIONasd JeHOMUOMA
(Y3€EJIKOBBIH JIEMOMUOMATO3, IIPOABIAIONIAIICA MHOXKECTBCH-
HBIMH Y3J/IAMH B JICT'KUX);

3) JIEMOMHMOMATO3HAs IMCCEMUHALIMS OPIOMIUHBI WIH T1e-
PUTOHEAIBHBIN JICIOMHUOMATO3;

4) BHYTPUBCHHBIN JICHOMHMOMATO3.

B coorsercrBue ¢ knaccuduraryert 2000 r., pa3paboraH-
HOM COBMECTHO AMEPHKAHCKUM TOPAKAIbHBIM U EBpomnen-
CKHM DPECNUPATOPHBIM obmiecTBaMu (American Thoracic
Sosiety/European Respiratory Sosiety — ATS/ERS), mumpanru-
OJIEHOMMOMATO3 BKIIOYEH B I'PYINITy HHTEPCTULIMATIbHBIX 34-
OOJIEBAHUM JIETKUX, B CTPYKTYPE KOTOPbIX JIAM HE OTHOCUT-
Cd HU K TPAHYJIEMATO3aM, HU K UJIUOIIATHYECKUM UHTEPCTU-
LMAJbHBIM ITHEBMOHMSAM, HU K MHTEPCTULIMATIBHBIM OO0JIE3-
HSIM JIETKUX M3BECTHOM 3THOJIOIMH, 4 BMECTE C 'MCTUOLIUTO-
30M X M IPOYHUMH DPEAKUMM 33a00JE€BAHUAMU COCTABIIACT
TpyHily «1pyrue».

Ha ceropHsmHum /J€Hb BbIAECAIOT ABa Bapuanrta JIAM —
CIIOPAJAUYECKHMNA M ACCOLIMUPOBAHHBIA C TYOEPO3HBIM CKJIE-
posom (TC) [12]. Cnopaanueckuit JIAM npoTekaer, Kak npa-
BUJIO, TsDKEJIeE U ObICTPEE IIPUBOJUT K (POPMUPOBAHUIO JIbI-
XATEJIbHOU HEAOCTATOYHOCTH U MHBATUAN3ALUU OOJIBHOTO.
B cBa3u ¢ atuMm npu Bepudukanuu JIJAM npuHITUIHAIBHO
BA’KHO CBOEBPEMEHHO BBIIBUTb UMEIOMIMNICA Y naruenTa TC
MOCKOJIbKY JAHHBIH (DAKT UMEET GOJIBLIIOE IIPOIHOCTUYECKOE
3HAYECHHUE U ONPEACIACT TAKTUKY BEJEHUA TAIUCHTA.

TC, nii 6onesns bypueswuia—IIpunria, — CUCTeMHas Ha-
CJIEAICTBEHHAS JUCIUIA31sA, OOYCIOBICHHAs HAPYIICHUEM 3a-
KJIAJKA 3KTOAEPMAJIBHOI'O 3aPOJBIIEBOIO JIMCTKA, KOTOPAd
XAPAKTEPUIYETCSI KOMOMHUPOBAHHBIM OITyXOJIEBU/IHBIM I10-
PAKEHUEM KOXKU, TOJIOBHOI'O MO3I'4, IVIA3HBIX A06JIOK, CEPALIA,
MOYEK U JIErKUX [14]. TC — ayTOCOMHO-AOMHUHAHTHOE 3260J1€-
BAHUE C HENOJIHON IIEHETPAHTHOCTBIO, OOYCJIOBIEHHOE PA3-
JUYHbIMM MyTauusiMu reHoB TSC1 u/umu TSC2 (Tuberous
Sclerosis Complex). B COOTBETCTBHM C CYIIECTBYIOIIEH Ha CeE-
T'OJIHAIIHUN JIEHb KIACCU(PUKAIIUEN HACIEACTBEHHDBIX JJUC-
rwtazuit TC oTHOCHTCS K (pakomaTo3aM (phakos — or rpeu. ue-
4EBHUI[A, POAHUMOE IISITHO) — HEMPOIKTOJEPMAIbHBIM 3260J1€-
BAHUAM, BKIIOUAIOMNUM KpoMe TC Takue peIkie HO30JI0THYe-
ckue (OpMBL, Kak Herpodubpomaros, cuHgpom Crepi-
s)ka—Bebepa u 6one3np Iunnens—JIinnaay.

TC BepupuIpyeTcs B COOTBETCTBUE C KPUTEPUSIMHU JIMAT-
HOCTHKH 3TOI'O 3260JIEBAHMS, KOTOPbIE IOAPA3ACIIAIOTCI Ha
«GOJpIINE> U «Majibie» [15].

Boabpmue guarnocrudeckue kpurepuu TC

K 6onpmnm kpurepusMm uartosa TC OTHOCATCS: aHTHO-
dubpomMaTO3 In1IA (IIEKH, CIIMHKA HOCA); IIOJHOrTEBbIE (PHO-
POMBI; TP IIATHA TUITONUTMEHTAIIUN U 60JI€€, TOJINO3; yJaCT-
KM B BUJIE IIAIPEHEBBIX OJIANIEK; MHOXKECTBEHHBIE I'AMaPTOM-
HBIE Y3€JIKU HaA CETUYATKE; OYIOPKU B KOPE OOJIbIIMX IOJIyIIa-
purt; CyeanEeHMMAILHbIE Y3EIKH; CYO3MEH/TUMATbHAA TUTIaH-
TOKJIETOYHAS ACTPOLIUTOMA; PAO6AOMHUOMA CEPALIA; TOYEYHbBIE
AHTMOMMOJIMITIOMBI WK JIAM.

MaJssie guarHocrudeckue kpurepuu TC

Cpeay MajbIX JIMarHOCTUYECKUX KpuTepres TC MOKHO Ha-
3BATh MHOKECTBCHHBIC MK HA SMaJIA 3yOOB; TAMAPTOMHEIE
TIOJIMIIBL TIPSIMOM KMIITIKY; KOCTHBIE KHUCTBI, (PUOPOMATO3 Jie-
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CEH; HENOYEYHBIE T'AMAPTOMBL, AXPOMATHYECKUE IIATHA HA
CETYATKE; KOXKHbBIE MPOABIEHUA B BUjIEe KOHMETTH (MEIKUE
KPYIJIbIE MIATHA); MHOKECTBEHHbBIE KHCTBI IOYEK; MUI'DALIUA
GEJIOro BEIECTBA MO3T'd B BUJIE JIMHUM JTy4dd.

Jnarnos TC cumTaercs HEOCIOPUMBIM IIPU HAJIUYUK 2
OOJIBIINUX KPUTEPUEB WK 1 GOJBLUIOTO U 2 MAIbIX. BeposaT-
HBIH IMArHO3 CTABUTCA IPU HAMTUYUHU 1 60b10r0 1 1 Masno-
ro kpurepus. Juarno3 TC cuuTaeTcs COMHHUTEIBHBIM IIPU
HaIM4YUU 1 60IBIIOrO KPUTEPUSL

B ornmmuame ot JIAM, KOTOPBIM CTPAAAIOT IPEHUMYIECTBEH-
HO >KeHIUHBL, TC BCTpEYaeTcss ¢ OJUHAKOBOM 4YaCTOTOU y
L, o60oux MojoB. PacnpocrpanenHocts TC 3HAYUTEIBHO
BBIIIIE, YEM PACIIPOCTPAHEHHOCTD JIAM, 1 B Cirydae JUarHo-
CTHKH B IETCKOM BO3pacTe Bappupyer oT 1 Ha 6800 10 1 Ha
17 300 [15]. ITpumepHO 1/3 B3pOCIbIX MauueHTos ¢ TC nme-
10T PEHTIEHOIOIMYECKYE Mpu3HaKku JIAM [16, 17]. Cromnn gac-
Tas1 PACIPOCTPAaHEHHOCTD JIAM cpeau un, crpagaiomux TC,
€CTECTBEHHO, HABOAMWT HA MBIC/Ib O0 3THOJIOIMYECKOM U /WIN
MATOT€HETHYECKOM POJCTBE 3THUX 3A00JIEBAHUM.

Orrnonorus JJAM 1oka /1o KOHIIA HE U3y4€Hd, OJJHAKO YCTa-
HOBJIEHO, YTO HALMEHTHI, cTpasaiomue JIAM, numeror myra-
MU B TEX JKe TeHax, 9yTo u auiia ¢ TC, — B renax TSC1 u TSC2
[18]. Cnepyer OTMETUTD, UTO MyTalUUK B reHax TC obHapyxu-
BAIOTCS HE TOJIBbKO 1pu JIAM, acconuuposanHoM ¢ TC, HO u
MPH CHIOPAJAYECKOM €O BAPHUAHTE, T.€. IIPU OTCYTCTBUU 60-
siesnu bypuesuwuia—IIpunrna. Hanmyuue IeHHBIX MyTalluH,
0€3yC/IOBHO, CBHUIETEIbCTBYET B IIOJIb3Y I'€HETUYECKOH Je-
TEPMHUHHUPOBAHHOCTH JIAM. OHaxo B otinnuue ot TC, nepe-
JIAIOIIETOCs 10 HACJIEACTBY, Iepeiada JIAM oT maTepu K 1o4e-
pu He onucaHa [11]. Bce atu haxThl NO3BOJIAIOT CAEIATD BbI-
BO/I O TOM, 4TO OO€ 3TH HO30JOIMUYECKUE (DOPMBI SBIISIIOTCS
TEHETUYECKUMU 3200JIEBAHUAMMU, ITOCKOJIbKY OOYCIOBJIEHDI
MyTaUMsIMH B OHUX U TeX ke reHax TC (TSC1 u TSC2), no
npu TC MyTauMy B 3TUX I'€HAX ABJIAIOTCA I'AMETHYECKUMU, T.€.
BO3HHUKAIOT B F'AMETAX U, CJIEJOBATEIBHO, IIEPEAAIOTCS 110 Ha-
CJIEACTBY, A IIpU JIAM MyTaLMU B TEX K€ I'€HAX ABJIAIOTCH CO-
MAaTHUYECKUMHU (T.€. BOSHMKAIOT HE B I'AMETAX, 4 B KJIIETKAX TKA-
HEW OPraHu3Ma), BCJIEJCTBUE YETO M HE MEPENAIOTCS IIOCTIE-
JIYIOIIMM ITOKOJEeHUAM. Takum o6pasom, xotst JIAM, kak u TC,
ABJIACTCA TCHETUYCCKON HO30JIOTUCH, B OTIIMYUE OT HOCIE/-
HET'O OH HE SIBJIAETCSI HAC/IEICTBEHHBIM 3200JIEBAHUEM.

I'en TSC1 kopupyer cuHTe3 6ejka ramapTruHa, a rea TSC2 —
oenka TydepruHa. [amapTuH 1 Ty6eprUH 0OpPA3yIOT raMapTHH-
TYOEPUHOBBIN KOMIUIEKC, KOTOPBIH SIBJISIETCS KIIOUEBBIM I10-
CPEJHHUKOM B CYMMMPOBAHHUM HH(MOPMALMU O POCTOBOH
CTUMYJIAIIUA U HOAABIIACT YPE3MEPHBIN KJIECTOYHBII POCT Ye-
pe3 mTOR (MUIIEHH /I UMMYHOCYIIPECCAHTA PAIlAMUIIMHA
y wiiekonuraomux) [15]. Ilpu TC BOZHUKAIOT UHAKTUBHPYIO-
IME MYTAlIMU B OOOUX reHax-cynpeccopax — TSC1 mu/wm
TSC2, 4TO NPUBOJMUT K CHUKEHMIO AKTUBHOCTH I'aMAPTUH-TY-
OEPUHOBOI'O KOMIUIEKCA, YTHETAIOMIEIO H3OBbITOYHBIN Kie-
TOYHBIH POCT, 4 CIEOBATEILHO, IPENATCTBYIOIIETO POCTY I'd-
maprom. g JIAM 6osiee XxapakrepHbl Myrauuu B rede TSC2
[19]. Hanmuue pedekra rena TSC2 npeIionoKuTe/IbHO B~
€TCA TIPUYHUHON aHOMAJIBHOTO OTBETA (pocTa) JIAM-KIeTOK
(aTI/IHI/I‘-IHbIX TJTA/IKOMBIITICYHBIX 1 SHI/ITCJ'II/IOI/I,HH})IX) Ha JXCH-
CKHE IOJIOBBIE T'OPMOHBI [15]. OCTPOTEHBI PETyIUPYIOT
TPAHCKPHUIIIMIO MHOI'MX I'€HOB, KDOME 3TOI'O, OHU MOTYT HI'-
paTh pOJIb CTUMY/IA B IPOAU@EPAIMU U MUI'DALIUU IJI4JKO-
MBIIICYHBIX KICTOK B APYTUE OPIaHbl U TKAHU. Y OGOJIbHBIX
JIAM BBIBJIAIOTCSI KAK TOYEUHBbIE MyTanmy reHa TSC2, Tak u
MYyTAalMH, CBA3AHHBIE C YIPATOH I'€TEPO3UTIOTHOCTH JIOKYCa
TSC2, npusojanue K norepe (PyHKIIUU NOLABICHUSA OIIYXO-
JIEBOTO POCTA U, CJIEAOBATENIBHO, 6ECKOHTPOJIBHOL POosde-
panyu KJIETOK («IBOMHON yJap IO IeHaM-CylIPpeCCOPaM OITy-
XOJIEI»).

HecmoTps Ha BbIsIBIEHHbIE MyTaInK B reHax TSC1 u TSC2,
narorenes JIAM 10 KOoHIIA He u3BecTeH. CyMMUDPYS HAKOII-
JICHHBIE HAa CETOAHAMIIHUN [JEHb JaHHBIC 00 3TOM 3200JI1€Ba-
HUH, C TTATOI€HETUYECKOM TOYKHU 3peHusd JIAM MOXHO pac-
CMATPHUBATD KAK MHOI'O(POKYCHBINA I'AMAPTOMHBIN (OITyXOJIe-
MOJOOHBIIT) IPOLIECC, OOYCIOBICHHBIN I'€HETUYECKUM Jede-
KTOM, KOTOPBIA ONPEJAEIACT AHOMAJIBHBIN OTBET MBIIIEYHBIX

KJIETOK H4 JKEHCKUE IIOJIOBBIE TOPMOHBI, BO3MOXKHO, UI'DAIO-
1Y€ BAKHYIO POJIb B IIPOIPECCUPOBAHMHU 3200/1€EBAHMSL.

B pericrBuTENbHOCTH 00 OMYyXOJIENIOJOOHOM XapaKTepe
JIAM CBUZIETENIBCTBYIOT HEKOTOPBIE XAPAKTEPHBIC IS 3/I0KA-
YECTBEHHBIX HOBOOOPA30BAHUI YEPTDI, IPUCYIIUE 3TOMY 34~
60neBannIo. KilacCHYeCKUMHU ITPU3HAKAMHU 3/I0KAYECTBEHHO-
CTH CJIYKAT: 1) aBTOHOMHO HPOJIHU(PEPUPYIOIINI 6eccMepT-
HBIM KJIOH KJICTOK, HEIIPEPHIBHO 3BOJIIOLIMOHUPYIOIIUI B CTO-
POHY HE3ABHCUMOCTH OT KOHTPOJIA OPTAHMU3M4; 2) UHBA3MA U
3) meracrasuposanue [20].

1. Mopdonorngeckut cyocrpar JIAM — 310 ;O HEKOTOPOK
CTEIEHU 6ECKOHTPOJIBHBII OIyXOJIEBOIOLOOHBIN pOCT JIAM-
KJIETOK B UHTEPCTULIUM JIETKUX, TUM(PATUYECKUX COCYAAX U
yanax [21]. JIAM-KIETKH IIPEACTABIAIOT COO0M HEYIIOPS/IO-
YEHHO NPOIU(MEPUPYIOIINE KIETKHU JBYX THUIIOB — SIIUTEINO-
UJHbIE (BHEIIHE HATOMMHAIOIIME SMUTENIUAIbHBIC) U T/~
KOMBIIIICYHBIC KICTKU. BI/ILLOBQ.H HpI/IHﬁ/ﬁUIC)KHOCTb TUX KJIC-
TOK IIOK4 HE YCTAHOBJIEHA, IIOCKOJIBKY, C OHON CTOPOHBL, OHU
JAIOT, KAK M TOJIATAETCS ITIAJIKOMBIIIEYHBIM KJIETKAM, IIOJIO-
JKUTCIIbHYIO pCQ.KL[I/IIO HAa aKTWH, BUMCHTHUH MW JICCMHH, 4 C
JIPYTOI — 3KCIPECCUPYIOT 6EJIOK MpeMeaaHonnTa. OTCyTCT-
BU€E (PUI'YD MUTO32 UCKIIOYAET MOJO3PEHUE HA 370KAYECT-
BEHHBIN XapaKTep 3TON npoaudeparuu [22].

2. B monb3y «MHBa3UBHOCTH» POCTa JIAM-KIETOK CBUJC-
TEIBCTBYET TIOBBIIMIEHHOE cofaepkaHue B HUx SRF (serum
response factor). SRF — ChIBOPDOTOYHBIN OTBETHBIN (PAKTOP,
YBEJIMYMBAIOIIUI SKCIIPECCUIO MATPUKCHBIX METAJUIONIPOTE-
nHa3 (MMIT) 2-ro (kosutarenasa IV tuna) u 14-ro (mem6pa-
HOCBsI3aHHAsA MMIT) TUIIOB, CO/IEPKaHUE KOTOPBIX npu JIAM
NoBbIIIA€TCA. KaK M3BECTHO, CTEIEHb UHBA3UBHOI'O POCTA U
METACTA3UPOBAHUA OIyXOJIEBBIX KIETOK ONPEAEIACTCA HX
CIIOCOOHOCTBIO PACIIEIVIATD KOMIIOHEHTHI 9KCTPALEIIONAD-
HOTO MAaTPHKCA, TAKUE KaK 6a3a/IbHbIE MEMOPAHBI U KOMIIO-
HEHTBI MEKTKAHEBOM CTPOMBI (KOJIJTATCH, 3/TACTUH, TAMUHUH
U /IP.), YTO JIOCTUI'AETCs C IIOMOIIBIO IIOBBIIIEHHOI'O COJEP-
skaHua MMII [23]. B ommune OT MHOI'MX IIPOTEOTMTUYECKUX
(EPMEHTOB, CHOCOOHBIX PACHICIUIATL OT/E/IbHBIE KOMIIO-
HEHTBI 3KCTPALEJUIIONAPHOTIO MaTpukca, MMII paspymmaior
BCE €r0 CTPYKTYPDIL, YTO U IO3BOJIAET OIyXOJIEBLIM KIETKAM
BHE/IPATBCS HA TEPPUTOPHIO JPYrux TKaHer. Cienyer no6a-
BUTb, YTO HAPsJly C YBEIUYCHUEM 3Kcupeccuu MMII nipu
JIAM OTMEYa€TCa CHIDKEHUE YPOBHS UX TKAHEBBIX MHIHUOU-
TOpOB 3-r0 Thna (TIMP-3). OgHako cieyeT OTMETUTD, YTO
HOBbIIICHUE YPOBHA MMII TakKe XapaKTEpHO U YISt IPYIUX
UHTEPCTULIHAIBHBIX 3200JICBAHUIM JICTKUX, TAKUX KAK HIHO-
MATUYECKUI JIETOYHBINA (PUOPO3 U CAapKONI03 [24].

3. ToBops# 0 JIAM KakK O raMapTOMHOM (OIIyXOJIENIOJOOHOM)
3a60JIEBAHNH, CIIOCOOHOM K METACTA3UPOBAHUIO, MOKHO
YIIOMAHYTBH O BOSHUKHOBEHUHU JIAM B IOHOPCKOM JIETKOM ITO-
CJIe TPAHCIUIAHTAIMK [25, 26]. HEKOTOpBIE HCCIICIOBATEIN
PaccMATPUBAIOT IMMOPAKEHME JIETKUX IIPpU JIAM Kak ciiefcrere
METACTA3UPOBAHUA U3 APYTUX OPI'4HOB, B KOTOPBIX BbIABJIA-
IOTCA CXO/IHBbIE U3MEHEHMs (IIOYKHY, JIUMQATUIECKUE Y3IIbl)
[19,27].

K pakram, CBUJIETENBCTBYIOMMM O BAKHOM POJIM 9H/JOK-
PHHHBIX BO3JICUCTBUI, B IICPBYIO OYCPE/Ib JKCHCKUX IIOJIOBBIX
IFOPMOHOB, MOKHO OTHECTH BO3HUKHOBeHHE JIAM y JKEHIMH,
NPEUMYHIECTBEHHO JAETOPOJHOIO BO3PACTA; AEOIOT 1 OOOCT-
penue JIAM MOryT OBbITh CIIPOBOLIMPOBAHBI JIEUEHHEM 3CTPO-
T€HAMH; BO BPEMS MEHCTPYAIIUH WJIN 6€PEMEHHOCTH HaOJTIO-
JA€TCA KIMHUYECKOE YXyAIIEHHE, IIPOSABIAIONIEECA B HAPAC-
TAHUU OJIBIIIKH M PA3BUTUU ITHEBMOTOPAKCOB, HEPEJIKO pe-
LUJWBUPYIOINX; IIOC/IE€ HACTYIUIEHUA MEHOIAY3bl WIN yId-
JIEHUA AUYHUKOB IIPOIPECCUPOBAHUE 3a007I€BAHUA B DAZE
cay4daes 3amejystercs. JIAM gacro coderaercs ¢ pubpo- wiu
JIEHOMHUOMOM MaTKu [28—30]. B 80% cirydaes na JIAM-kiier-
Kax OOHAPYKHUBAIOTCS TIOBEPXHOCTHBIE PRS- (mporectepoHo-
Bble) U ERS- (3CTPOreHOBbIE) PELIENTOPLL, YTO INOATBEPK/IAET
T'OPMOHAJIBHYIO 3aBUCUMOCTD 3a001eBanusd [7].

Pesromnpysa cKkazaHHOE, MOKHO 'OBOPUTD O BEJYINECH POINA
nonynsauun JJAM-KIETOK B naroreHese 3abosesanust. JIAM-
KIETKU 06J1a7a10T (PEHOTUIIOM, CIIOCOOHBIM K 6ECKOHTPOJIb-
HOMY POCTY, 3KCIIPECCHU T'OPMOHAJIbHBIX PELIENTOPOB M
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NPOTEA3, 4 TAKKE CKIOHHBIM K METACTATHYECKOMY IIOBEJE-
nuio. Iponudepanys JIAM-KIETOK NPEUMYIIECTBEHHO UMe-
€T MECTO B JIETKUX U BJIMM(PATHUUYECCKON CUCTEME, YTO 1 OIIpe-
JIENAET KIMHUYECKUE IIPOSBIEHUA 3TOI'O 3a00JIEBAHNA, KOTO-
pble MOXKHO Pa3/JeIuTh HA JIETOYHbIE M BHEJIEIOYHBIE COOT-
BETCTBEHHO.

B nerxkux nponudepariys JIJAM-KIETOK BBISBISIETCS BOKPYT
OPOHXUOJ, APTEPUH, BEH, B JITMMPATUIECKUX COCY/1AX, A TAK-
JK€ B MEKAIbBEOJIIPHBIX ITEPETOPOIKAX U IIeBpe (22, 31]. Cy-
JKEHHE IIPOCBETA MEJIKHUX OPOHXHOJI, BEPOATHO, 34 CYET (POP-
MI/IpOBQHI/IH «BO3AYIIHBIX JIOBYHIICK> HpI/IBO,[II/IT K FI/IHCpI/IH-
Ay ¢ NoCaeyIoMmUM 06Pa30BAHUEM METIKHX KHCT, YTO U
OOBSACHAET MAKPOCKOIMYECKYIO KaDTUHY MUKPOKHCTO3HOU
IIEPECTPOMKHU ITAPEHXUMBL [Ipy paspbIBe KUCT, PACIIOIOKEH-
HBIX IIOAIUVIEBPAIbHO, PA3BUBAIOTCA MTHEBMOTOPAKCEHI, 4YACTO
peunanuBupyloniye. B ¢prHane Takom nepecTporKy JIETOYHOM
MAPEHXUMBI PA3BUBAETCS JBIXATEIbHAS HETOCTATOYHOCTD,
KJIMHHUYECKHU TTPOABIAIOIIAACS IIPOIPECCHUPYIOLIEN OZbIIIKOL.
Paspacranue JIAM-KIETOK B COCY/JaX MAJIOTO KPyTra TAKXKE UT'-
paeT 3HAYUMYIO POJIb B IATOI'€HE3E U KIMHUYECKON KapTUHE
3TOro 3a60epannd. Cy’KeHHUE IIPOCBETA APTEPHOII IPUBOIUT
K 3HAYUTEJIIbHOMY POCTY COCYIUCTOI'O CONPOTUBIEHUA B Ma-
JIOM KPyre KpOBOOOPAIEHUA U, CJIEAOBATENIBHO, K JIETOYHOI
TMIIEPTEH3UH C MOCTIEYIOMNM 3aKOHOMEPHBIM (POPMUPOBA-
HUEM JIETOYHOTO cepatia. Paszpacranne JIAM-KIETOK BOKPYT
BEHYJI IIPHUBOJIUT K UX KOMIIPECCHUM C CY’KEHMEM IIPOCBETA U
MOBBIICHUEM JIABJICHUA BHYTPU COCYJOB, K HAPYIIEHUIO Lie-
JIOCTHOCTH COCYAMCTOM CTEHKH, TEMOPPATHUAM, ITEMOCUIEPO-
3y, 4 KIMHMYECKU IPOABIACTCH KPOBOXApKaHbeM [21, 32].
Ipu crasaeHun TUM@PATUYECKAX COCYOB JIETKUX U IJIEBPBI
y3eJIKaMu npoandepupyromux JJAM-KIETOK C UX HOCIENYIO-
IEX OOTYPALIUEN U PA3PBIBAMHU PA3BUBAIOTCI XUJIOTOPAKC U
XWIONTO3. XWIOTOPAKC UMEET MECTO y 28% 60sbHBIX JIAM
[4], B TO BpeMA KaK B OOLIEH CTPYKTYPE IJIEBPATIbHBIX BBIIIO-
TOB I10 YaCTOTE BCTPEYAEMOCTH OH 3a4HHMMAET OJIHO U3 I10C-
JIeqHUX MeCT. TIpu o0OHOM NOPAKEHUU JTUM@PATUICCKUX
COCYAOB OPIOIIHOM ITOJIOCTH, Ta34 U PETPONEPUTOHEATTBHOIO
IPOCTPAHCTBA PA3BUBAETCA XWIE3HBIA acumT. Crnenudude-
ckoe /14 JIAM nopaskeHue TMMAATUIEeCKON CUCTEMBI — Pa3-
BUTHE JTUM(DAHTHOIEHOMUOM — CKOIUIEHHE YBEJIUYEHHBIX U
KMCTO3HO-PACIIMPEHHBIX JTUM@PATUIECKUX COCY/IOB, 34 CYET
uHpuisrpauuu JIAM-kierkamu. IopaxkeHue numaruge-
CKOY crcTeMbl IPH JTAM MOXKET HPOSIBIIATBCS TUM(AIEHOIIA-
Tue. Kpome Toro, BHEIErOYHbIMU NPOABIEHUAMU JIAM 8-
JIAIOTCA AHT'MOMHOJIUIIOMBI IIOYE€K 1 MEHUHIMOMBIL

IIpn aHaIU3€ CUMIITOMOB, KOTOPBIE BCTPEYAIOTCA IIPU
JIAM, MOXHO I'OBOPHUTb O TOM, YTO B KJIMHUYECKOMU KaPpTUHE
3TOrO 3a060JIEBAHNA JTOMUHHUPYIOIMIECH SABIACTCA TIPOTPECCH-
pyromas OJbIIIKA C IOCTENEHHBIM CHUYKEHHUEM TOJIEPAHTHO-
CTU K (PUBUYECKOI HAIPY3KE, BCTPEUYAIOMAACA B 94% Ciydaen
[4] 1 AaBIAIOIIAACA TIPOABIEHUEM JbIXATEJIbHON HELOCTATOY-
HOCTH. CIIOHTAHHBIN ITHEBMOTOPAKC pa3puBacTca B 80—-81%
ciydaes [4, 33] 1 MOXKET OBITh IIEPBBIM ITPOSIBIIEHUEM 326071€-
BaHUS. YV 41% 60JbHBIX OBLIHN KAJIOObI HA KAIlleJIb, B OCHOB-
HOM HENPOAYKTUBHOI'O Xapakrepa. KpoBoxapKaHbe 1 6011 B
I'DYAHON KJIETKE NIPENbABIIIN 44 1 349% NALUEHTOB COOTBET-
CTBEHHO, 4 Y 28% MallMeHTOB ObUT OOHAPYKEH XWIOTOPAKC
[4]. Kpome 3TOr0, 0onmMcano pasBuTUE CTPUIOPO3HOIO JIbIXd-
HUA 1M TAKHE BHCJICT'OYHbIC HOpS)KCHI/IH, KaK aHI'MOMMOJIMUIIO-
MBI TIOYEK. BO3MOXHO 6€CCMMIITOMHOE TEYEHHE 326071€Ba-
HMAL

Junarnos JIAM yCTaHaBINUBAIOT B COOTBETCTBUM C Pa3padbo-
TAHHBIMU KPUTEPUAMU U MOXKET OBITb OLIEHECH KAK JJOCTOBEP-
HBII, BEPOATHBIN WJIX COMHUTEIBHBIN [12].

JHUarHoCcru4ecKue KpuTepruu

JAUM(PAHTHOTEHOMHOMATO3a

JocroBepHbIN JUarHo3 JIAM MOXeT ObITh IIOCTABJIEH, ECJIN

BbIABJIAIOTCS:

1. «Xapaxkrepusblie 1A JIAM JIETKUX> WIN «COBMECTUMBIE C
JIAM nerknx»> KT-IpU3HaKy U GUOIICUS JIETKUX, COOTBET-
CTBYIOI A MOP(HOJIOTUYECKUM KpUTEpUaM [yt JIAM

i

2. «Xapaxrepnsle st JIAM nerkux» KT-nnpusHaku 1 1o00u
U3 CJIEAYIOIIMX:
* AHI'MOMHOJIUIIOMA (TIOYKH);
* XWIE3HBIIN BBINIOT B I'PY/IHOI WJIX OPIOHTHOM MOJOCTH;
* TMM@AHIUOIEMOMHUOMA WK TIOPAKEHUE JTUM@OY3IIOB,
xapakrepHoe a1 JIAM;
* ONIPEJIETIEHHBIA WX BO3MOXHBIN TC.
Beposneii quarnos JIAM Bepuduiypyercs, €C/im UMeEIOT-
Co CJIEAYIOLIUE IIPOABICHUS:
1. «Xapaxrepnsie st JIAM nerknx» KT-npusHaky 1 KIMHU-
YeCKas KapTuHa
Wil
2. «CoBmectumble ¢ JIAM nerkux»> KT-nnpusHaku 1 110001
U3 CJIEYIOIMX: aHTMOMUOJIMIIOMA IIOYKU, XUJIE3HBIHN BbI-
IOT B I'PYAHO WIX OPIOIMHOI IIOJIOCTH.
CoMHUTENBHBIA JuarHo3 JIAM 6aszupyercs aumb Ha KT-
NIPHU3HAKAX:
1. «Xapaxkrepnblie 1 JIAM Jerkux» Wil «COBMECTUMBIE C
JIAM nerkux» KT-nnpusHaku.

ITo crenenu cnenuUIHOCTU A1 JIAM peHTreHOIoruge-
CKME KPUTEPHUM NOAPA3ICICHBI HA «XapaKTepHbIC 11a JIAM
JIETKUX» U «COBMECTUMBIE C JIAM JIETKUX>.

Xapakrepusle ana JIAM nerkux KT-IpU3HAKH ABIAIOTCS
oonee cnerupuuHbIMHU U1 JIAM M BKJIIOUAIOT MHOKECTBEH-
HbIE TOHKOCTEHHBIE KPYIJIbIE XOPOLIO JU(pepeHITpYyEMbIE
BO3ZYLIHBIE KUCTHI IIPU COXPAHHOM WIH YBEJIMYEHHOM OObE-
Me€ JIETKUX 6€3 JPYIMX 3HAYHMMBIX MOPA)KEHHH, OTCYTCTBUE
IPU3HAKOB JIPYI'MX HHTEPCTULMAILHDBIX 60JIE3HEN JIETKUX, 32
UCKIIOYEHUEM MAJIEHBKUX Y3€JIKOB, KOTOPbIE HAUOOJIEE YaC-
TO cinykat KT-nposiBieHnemM MynsripOKaIbHON MUKPOY3/I0-
BOU I'MIIEPIUIA3UU ITHEBMOLMTOB Y nauueHTos ¢ TC (kak 6e3,
TaK U B couyeTaHnuu ¢ JIAM).

K coBmecTnMbIM € JIAM JIETKMX U3MEHEHUSM, BBISIBIISICMbBIM
npu KTBP, oTHOCAT HaIM4YHe TOJILKO HEGOJILIIOIO KOJIUYECT-
Ba (OT 2 70 10) TaKMX KUCT, pa3Mepom 10 30 MM B IMAMETPE,
NPH COOIIOJEHUHN IIPOYHX IIEPEYMCIEHHBIX BBIIIE YCTOBUM.

K nHaunbonee MHMOPMATUBHBIM JIMAIHOCTUYECKUM METO-
naMm nipu JIAM orHocaT KTBP 1 Mmopdonorudeckoe uccieno-
BAHHE TKAHH JIETKOI'O, IIOCKOJIbKY I 3TUX METOAOB pa3pa-
OOTaHbI HAUOOJIEE JIOCTOBEPHbIE KpUTEPHUU. COUETAHHE I10-
JIOXKUTEIbHBIX PE3YIBIATOB OOOUX 3TUX MUCCICIOBAHUN 1103-
BOJISIIOT YOEANTEIBHO TMArHOCTUPOBATh JIAM [12].

TTo maHHBIM OOJIBIIMHCTBA UMEIOITHUXCS HA CEIOHSIIITHUI
JI€Hb MCCJIEJOBAHMMY, K «30JI0TOMY CTAHAAPTY> JUAIHOCTUKU
OTHOCAT MOP(OJIOIMUECKOE UCCAENOBAHUE OUONTATA TKAHU
serkoro. Kpurepusamu AuarHos3a, Ha OCHOBAHUH HAJIMYHS
KOTOPBIX OINBITHBIN ITATOJI0IOAHATOM MOXKET AUATHOCTUPO-
BaThb JIAM, CIy’KaT OJJTHOBPEMEHHOE TTPUCYTCTBUE MHOKECT-
BCHHBIX MCJIKUX BO3JAYIIHbIX KHUCT W HAJIMINC MYJ'II)TI/ICI)O-
KAJIbHOM Y3JIOBOU NPONUMEPALIUN IBYX OCHOBHBIX BHIOB
JIAM-KJIETOK — HE3PEIBbIX IVIAIKOMBIIICYHBIX U ITIEPUBACKY-
JIIPHBIX 3MUTEIUONU/IHBIX KIETOK. [TOCKOIBKY OIBIT MOP(O-
JIOra B JUATHOCTHUKE CTOJIb PEAKOIO 3200JIEBAHUS HE BCEIad
MO3BOJIAET CAENATh OJHO3HAYHbBIE BBIBOJBI, 4 TAKXKE B CJIyda-
AX, KOI7ia MOP@OJIOIudYecKas KapTHHA, OCOOEHHO HA PAHHUX
CTaAuAX 3200JI€EBAHMS, HE BIIOJIHE CHEHU(PHUYIHA, 1IEIECO06-
Pa3HO NPOBEAEHUE JONOJTHUTEIBHOIO UMMYHOTUCTOXHMH-
YECKOTI'O UCC/IECAOBAHMA JIS1 BBIABICHM S SKCHpCCCI/II/I o-IJ1aa-
KOMBIIIEYHOr'o akTuHa u HMB-45. Kpome 3TOro, nojae3Hbm
JIOIIOJIHEHUEM MPH IIOCTAHOBKE MOP(OJIOTHYECKOIO JAUar-
HO3a MOJKET OBIThb OIIPE/IEIEHUE PELIENITOPOB K 3CTPOI'€HY U
IIPOreCTEPOHY.

Tem HE MEHEE B COOTBETCTBUU C PA3PA6OTAHHBIMU HA CETO-
JHAIIHWEA IeHb KPUTEPUAMM JUAIrHOCTUKK JIAM JocTOBEp-
HBII JUATHO3 MOJKET ObITh BEpU(PULIMPOBAH U 6€3 IIPOBE/IE-
HUS UCCIeI0OBaHM buontara [12, 13].

PacnipocTpaneHue B MOCIEIHUE I'O/Ibl B KIMHUYECKOH 11pa-
krHKe KTBP O3BOIMIIO BBIABUTD PEHTICHOJIOTHYECKUE MaAP-
KEPBI MOPAKEHUA JIETKUX NTPU JIAM, 94TO CIeIan0 3TOT METOJ,
UCCJIEIOBAHUS OOSI3ATEIbHBIM B JIMATHOCTHUKE JJAHHOTO 3260~
JIEBAHUsA, TIOCKOJIBKY HAa OCHOBAaHMH y6eauTenbHbix KT-npu-
3HAKOB B COYETAHUM C COOTBETCTBYIOIIEH KIMHUYECKOM Kap-
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TUHOI JIAM MOXKHO JMAarHOCTUPOBATH C BBICOKOM JJOCTOBEP-
HOCTBIO 1 6€3 IPOBEIEHNS OUOIICHHU JIETKOTO [12]. B Tex ciy-
4asiX, KOrJa JOCTOBEPHBIA AuartHo3 JIAM craBurcs 6e3 pe-
3yJBTATOB OUOIICUHU JIETKUX, TOMHUMO pesynsratoB KTBP
OOJIBIIOE 3HAYEHHE NIPUAAETCS KAK JIEFOYHBIM, TAK U BHEJIE-
TOYHBIM KIMHUYECKUM IIPOSBICHUAM 3200ICBAHUSL.

Kak yKa3bIBaJIOCh BbIIIE, BHEJIETOYHBIMH KPDUTEPHAMU M-
ArHOCTHUKHU JIAM ABJIAIOTCS HAIMYHUE AaHTMOMUOIHUIIOMBI 104~
Ku (mogreepaxaaercsa npu Hanmauu KT- u/unmm mopdonoru-
YECKMX KPUTEPUEB OITYXOJIU), XHJIE3HOI'O BBIIIOTA B IUIEB-
PaIbHOM M/ GPIONIHON IOJIOCTU (XaPAKTED BBIIIOTA yCTAHA-
BJIMBACTCA JINOO BU3YAJILHO, INOO 10 OMOXUMHYECKUM Map-
Kepam), TUM(PaHTUOIEHOMHUOMBI WIH JTMM(PAICHOIATHH, Xa-
pakrepnon i JIAM (¢ 0643aTeIbHON MOP(OIOrnYeCcKOmn
BEpU(PUKALIUEIT) WIN JOCTOBEPHOIO WIH BEPOATHOIO JAUAT-
HO032 TC, KOTOPBIIT YCTAHABIMBAETCA B COOTBETCTBUM C KPH-
TEPUAMM JUArHo3a 6onesnu bypueswuia—IIpunrna [15]. B
COOTBETCTBHU C PA3pabOTAHHBIMU KPUTEPUAMHU AUATHOCTH-
KH BEPOSTHBIN TMarHo3 JIAM MOKET OBITh ITIOCTABJIEH IIPU CO-
YeTaHUU XapakrepHbiX KT-NpHU3HAKOB ¢ KIIMHUYECKOM Kap-
THUHOMH, BKIIOYAIOUIEH MHOKECTBCHHBIN U/WIH OMIaTEPab-
HBIA ITHEBMOTOPAKC M/WIN COOTBETCTBYIomue JIAM nsmeHe-
HUS (PYHKIIMU JIETKHX, KOTOPBIE COCTOAT B IIPEUMYIIIECTBEH-
HoM cHrkeHnH TLCO u B MEHBIIIEH CTENEeHN 06'beMa (popcu-
POBAHHOI'O BbIIOXA 34 1-10 CEKYH/Y IIPU COXPAHHBIX JIEIOY-
HBIX OO0beMax [12; 13].

Ha cerogusamuuit geHb 3p@HEKTUBHOIO jedyeHus JIAM He
cymecTByeT. ITaleHTamM IIaBHBIM O6pPa30M INPOBOJUTCH
CUMIITOMATHYECKAsI TEPANHSL: OPOHXOAWIATATOPL, KUCIOPO-
porepanus. IIpeAnpruHUMAIOTCA TIONBITKH I1aTOI'€HETUYe-
CKOM Te€PANMH, OCHOBAHHBIE HA JAHHBIX O HEGIATONPHATHOM
BJIMSIHUU 3CTPOI'€HOB HA TEYEHHE 3200JIEBAHMS: AHTUACTPO-
T€HHBIC IIPENAPaThl (TAMOKCUMEH, IIPOI€CTEPOH) U PEIYK-
1AL CUHTE32 ICTPOI€HOB (OO(MOPIKTOMHUS, PATUOAOISAIINA
SIMYHUKOB). YOEJUTENbHBIX JAHHBIX 00 3(P(PEKTUBHOCTH
3TUX METOMOB JICUCHHS HE IIOJIy4YE€HO, HO HAUOO0JIEE LIE/IECO-
OOPA3HBIM CYUTAETCA OTMEHA 3CTPOI'€HHBIX IIPENAPATOB, B
TOM CJIy4Yd€, ECJIU JIEYEHHUE UMY IIPOBOJUTCS B CBA3U C JIPYT'U-
MM 3260JIEBAHUAMY, A TAKKE [IPELOXPAHEHUE OT 6EPEMEHHO-
CTU. Bonpoc 0 TpaHCIIAaHTAIUX JIETKUX, IPUHUMAsA BO BHH-
MaHME BO3MOKHOCTDb PEIIW/IMBA B TPAHCIUIAHTATE, TAKXKE I10-
KA OCTA€TCs BECbMa JUCKYTa6€/IbHBbIM. Ha cerogHsamHuil 1cHb
MOKA3aHUAMU 1A TPAHCIUIAHTAUMU aApigioTca I mmm IV
GYHKUIMOHAIBHBIN K1acC 10 NYHA ¢ rurokceMuen B IoKoe,
TSDKEJIBIM HAPYLIEHUEM JIETOYHOM (DyHKLIMH U JEECIIOCOOHO-
cru [12].
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