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HaLMOHa/IbHbIM MeAULUMHCKMA YHMBepcUTeT UM. M. FopbKoro»

[MTOPAXXEHUE OPI'AHOB AbIXAHUA Y
PEBMATOJIOIT'MYECKUX BOJIbHbIX

Mpuxoabko A.M. — ctyaeHTKa 5 Kypca, 4
rpynnbi, meauumHckoro pakynbreta ®rboy
BO AOHIMY um.M.lopbKoro

HayuHbil pyKosogutennb: MoHoraposa H.E.,
A.M.H., 3aB.Kadeapon paKkynbTeTCKOoMn
Tepanumn uMm.A.f. lybeprpuua Preoy BO
OOHIMY um.M.lopbkoro



AKTYanbHOCTb

[lopa)keHWe OpraHoOB AbIXaHMA Yy
nauneHToB PEBMATO/IOMMYECKOro
npopuna MMeeT BaXKHOE KJIMHUYECKOoe
3HQYEeHNEe KAaK C  TOYKM  3peHwuSd
HEeraTUBHOrO  BJIMAAHUA  HA  NPOrHO3
OCHOBHOro 3aboneBaHusA, Tak U B pa3pese
NOTEHUMANbHbIX NMPObaeM, BO3HUKAOLLNX
npn Bbibope B NOAOOHbLIX CUTyaUUAX
TepaneBTUYECKON TaKTUKM.




vCpeayn naumeHToB, HanpaBAAEeMbIX Ha KOHCY/bTaLMIO
K MNy1bMOHONOrY NO NOBOAY WHTEPCTULIMANBbHOIO
nopa*keHna nerknx, okono 15-30% nmetot npoasaeHUA
CUCTEMHbIX MMMYHOBOCMANNTE/IbHbIX PEBMATUYECKUX
3abonesaHmn (CUP3), koTopble noarBep:KaatoTca npu
cneymanbHOMm obcnenoBaHUN.

vBONbLWNHCTBO pecnupaTopHbiX nposasneHun CU3P
CBA3aHO HenocpeacTBEHHO C OCHOBHbIM
3aboneBaHnem  (NopakeHume  MapeHXumbl  UAU
JIErOYHbIX cocyaoB, AUCHYHKUMA Amnadparmbl U np.).
[Mpy 3TOM CaMbIM_ YacCTbiM BapWUaHTOM MNOPaXKeHUs
pecnmMpaTopHoOu CUCTEMbI cYMTaloTCA
MHTepCTUUMANbHble  3aboneBaHua nerkux (U31).




vflopakeHe opraHos AbiXaHuA 4aile dopmupyerca B
nepuopa pasBepHYyTOM KanmHunyeckou KaptuHbl CU3P. Ho
NHOTrAa U3MEHEHUSA B JIETKMUX MOTYT pa3BMBaTbCA B gebrorte
3abonesaHua 1 gaxke 6bITb €4UHCTBEHHbIM MPOABJIEHUEM
bonesHn, npeaLlecTBys NnpU3HakKam  CUCTEMHOTO
nopa)XeHusa. ITO CYLWEeCcTBEHHO  3aTPyAHSAEeT PaHHIoW
HO30/10TMYECKYI0 AMAarHOCTUKY BBMAY HecneunduyHoCTU
CMMNTOMOB M  NO3AHEro NoOfABJ/IEHMUA  WU3MEHEHUMN,
onpeaensiemblX  PYTUHHbIMU  MEeToAaMMK,  KOTopble
AOCTYMHbI NPaKTUYECKOMY 3/1paBOOXPAHEHMIO.

v3/1 MmoXKeT AOMUHUPOBATb B KAMHUYECKON KapTUHE U
Ha BCeM nNpoTAXeHuU 3aboneBaHUA, OCTAB/IASA B TEHM
cuctemHble npossneHma CU3P, KoTtopble Mmoryt ObITb
He3aMeTHbIMU, XOTA U TUNUYHbIMMN.



!LIaCTOTa N BapWaHTbl MOPAXKEeHUs OPraHOB AbIXaHUSA
npu CU3P o4yeHb pa3HOOOpPa3HbI.

!I‘Ipm 3TOM HeobxogMMO  Yy4UTbIBATb, YTO B
PEBMATO/IOTMYECKOM  MNPAKTUKE  cyllectByeT ABa
acnekta nopa)XeHna opraHos AbiXaHuA. Kpome
NePBUYHOTO nopaeHwus, CBA3aHHOrO
HenocpeactBeHHO ¢ camumnm  CU3P, BO3MOKHO
BTOpMYHOE, 0bycioBaeHHOe HPOHXOHYN1bMOHAPHOWU
TOKCMYHOCTbIO 6a3MCHbIX MNpenapaTtoB, KOTOpPOe Ha
NPaKTUKe 3a4aCTyl0 O4YEeHb CNOXKHO AnddepeHUMnpPOoBaTb
C MNEepBUYHbIM MOPAKEHNEM OPraHOB [AbIXaTe/1bHOM
CUCTEMbI APYrom 3TUONOrMnN. TaK¥Ke Henb3a 3abbiBaTb
006 ONNOPTYHUCTUYECKUX MHPEKUMAX JIETKUX U PUCKE
PA3BUTUA HEONNA3ZUMN.




BapuaHTbl nopakeHusn
pecnupartopHoro Tpakra npu CU3P

HTepcTUumanbHas MHEBMOHUA
>O6nTepupyoLWLmnn 6POHXUONUT

>CyX0N N 3KCCYAaTUBHbIM NAEBPUT

>1HeBMoHUT \
»>/1eroyHblt BacKynuT

PApTepuanibHas ieroyHana runepTeHsuns
>IndPysHbie anbBeonspHblie remopparum (AAT)
»Tpomb0osmbonuns BeTseit IeroyHom apTepumn
»OcTpan obpaTmas rmnoKcus

>CNHAPOM «KCMOPLLEHHOTO» ErKOro
>ONnNopPTYHUCTUYECKNE pecnmpaTopHble MHEeKU UK
»>/leKkapCTBEHHbIE NOpParKeHuns

>loparkeHne nerkmx Bcneactsme CMHAPOMa aKTUBaL UK
Makpodaros

»Heonnasunu




(CTD-ILD)

Ro/La

( NSIP )
Antibody Za)
association? g

Scl70
RNA-Pol Il

Korsten P. u coaem., 2021.

0630p cucremHbix 3abonesaHuy,
ConpAaXeHHbiX ¢ passutuem WU3JI

ACPA — AT K unknnyeckomy
LUTPYNNNHCOAEPXKALWEMY NeNTUAY

ARS — AT K amnHoaumn-TPHK-cnHTeTa3e
CTD — 3ab6oneBaHUs coegUHUTENBHOMN
TKaHWU

HRCT — KT BbicoKoro paspeweHna MDAS
— MeNIaHOUMTHbIN gnddepeHumnpyowmni
aHTUreH 5

Myo — mnosut

NSIP — Hecneundunyeckas
NHTEPCTULMANIbHAA MHEBMOHMUA

Pm/Scl — CC/l B coueTaHuu c
NONMMMO3NTOM (NepeKkpecTHaa popma)
pSS — nepBuYHbLIN cuHApom LLlerpeHa
RA — peBMaToOMAHbIN apTPUT

RF — peBmaTonaHbI dpakTop

RNA Pol lll - PHK nonnmepasa lll

RP — 6bICTpO Nporpeccmpytowmin

Scl70 — AT Kk Tononsomepase |

SLE — CKB

SRP —yacTtnua pacno3HaBaHUA CUrHana
SSc — cuCTeMHbIN CKnepo3

U1l-snRNP — Ul-manbit agepHbIN
puboHyKneonpoTenH

UIP — 06blyHaa nHTepcTnumManbHas
NMHEBMOHMUSA



CucremHana cknepoaepmMmus

HoparkeHue nerkux npu CCA BcTpeyvaeTca yaue, Yem nNpum
apyrux CU3P, npuyem y My>XYuH >, YeMmM Y XKeHLLUH.

HaTonorua nerkMx Npu MynbTMCNMPaabHOU KOMMNbIOTEPHOM
Ttomorpadpum (MCKT) y 6onbHbiX CCA otmeuaeTtca B 80-90%.

>bonee Bcero xapaktepHbl U3J1 u nerouHasa runepteHsua (/r),
npuYnHOU Kotopou 12-15% moryt 6biTb TakKe dubposHbie
nopakeHua nNeBbix oTAEN0B cepaua (3HA0-, MMOKapA,).

/I yawe accoummnpyertca c ammutTuposaHHoi popmowm CCA n
BblABNAETCA Y 60NbHbIX C gAnTenbHbiMm aHamHe3om, U3J1 ¢
anddysHon popmoin.

MHbeKunoHHble ocnoxkHeHua npu CCAl BO3HUKAIOT pexe, uem
npuv apyrux CU3P.

>PUCK pa3BuUTUA paKa nerkoro Ha dpoHe cuctemHoi CCA 1 B 3-
5 pas.




CucremHan KpacHaA BONYaHKa

o cpaBHeHuto ¢ apyrumu CU3P, nopakeHune nerkux npu
CKB meet cambi¥ LULUPOKUU CNEKTP:
* naespum (Yyawe 08ycmMopoHHUU);

* 0CMpbIU 8014YAHOYHbIU MHEBMOHUM 8 COYeMaHuU ¢
9KCCYyOamuBHbIM r171e8puUmMom, COrnpoB8oXOaruulcA
/IUXOPAaOKoU, 00bIWKOU, Kauwsaem ¢ MOKpomold,
KposoxapKaHbem (35-60% cay4aes);

* WU3JI;
*  0/168€0/1IAPHbIE KPOBOU3AUAHUA,

* riopaxceHue ObixamesabHOoU MyCKyaamypol (Cuopom
«YCAOKU» fle2Kux),

* s1e204HsbIlU sacKyaum c JIT,

* mpomboambonua semasel ne2o04HoOU apmepuu,

*  UHGQEKYUOHHbIE OC/I0OHCHEHUS.
>»KnuHunueckaa KapTuUHa NopakeHUa Nerkux Habnwpgaerca B
1-6% cnyyaeB 3abonesaHua CKB, no pgaHHbim MCKT
nopaxkeHue nerkux ormevaerca B 30%, a Ha ayroncun — CKB
B 70% cnyyaeB conpoBOXKAQeTCA NOpPaXKeHUem Nerkmx.



PeBMaTtoMAHbLIU apPTPUT

HneBpUT — camoe 4actoe noparkeHue nerkux npu PA,
KOTOpoe oTmeyaetrca npumepHo Yy 25% 6OnbHbIX.
MpoTtekaeT nAeBpUT MANOCMMNTOMHO, C Hebonbwum
KonnyectBom Bbinota. Y 1/3  60AbHbIX naeBpuUT
accouumpyetca ¢ U3J1, TeueHue Kotoporo npu PA moxkert
6biITb Kak ouyeHb mepgnaeHHbim (10 ner u >), Tak WM
GYNbMUHAHTHbDbIM.

»0ana PA xapaKtepHbl 6poHX03KTa3bl (B 60nblIMHCTBE
C/ly4aeB TPAKUMOHHOrO XapaKtepa) u OGpPOHXMOAUTDbI, a
TaK)Xe nopaxeHue neroyHbix cocyaoB (Backyaut, JII),
anbBeonApHbie remopparuun, U3J1.

» 10-15% 6onbHbiXx PA pa3BuBaeTcA BTOPUYHbIN
aMua0ua03, B TOM YUC/e C BOB/IeYEHUEM NIETKUX.

>PeBmaTonaHble  y3eNKUM B JIeTKUX NpPU  PYTUHHOM
peHTreHorpadum obHapyxKusatoTca peagko — B 1-2%
cnyyaes, npu KTBP —y 20% 60nbHbIX.




— KpvkoaputeHOMAHLIA apTpuT
— KpvkoTupeonaHblil apTpur
— PeBMatonaHble y3eNku ronocoBbiX CBA30K
— BackynuT BO3BPaTHOr0 ropTaHHOTo
naK BRyXaaiLLero Hepea

Cocyaucroe nopaxeHue

— JIAT €20%

— MynbMoHanbHbIi Backymmt — 7,9%

— OuddysHoe anbBeonapHoe
KpOBOTEUEHWe — PefIko

MopaxeHune napeHXuMbl
— UBN:
- OOblYHaA MHTEpCTULMANbHAA NHeBMOHMA — 13—-56%
- Hecneunduyeckad UHTEpCTULMANbHAG NHEBMOHMA — 12-30%
- Opranuayowadaca nHeBMoHna — 11-15%
- JIumdouuTapHaa MHTEPCTULMAbHASA MHEBMOHUS — PEfKO
— PesmatounaHble yaenku <30%

BapuaHTbl NOpPaXKeHUA OpPraHoB AblXaHUA
npu peBMaToUuAHOM apTpuTe

BepxHue abixaTenbHble NyTH (peako)

HuXHune apixaTenbHble NyTH
— QonnukynapHelid OpoHxuonut — 6—65%
— Q0nuTepUpyLWMIA DPOHXUONUT — pefiko
— bpoHxoakTasbl — 2—3%

—J» [lopaxeHune nneepsbl
— Mnesput — 20%
— MneBpanbHbIit BLINOT — 3—5%
— [neBpanbHble y3enkun — peako

KomopOuaHbie coCTOAHUSA
— CuHapom Kannana €1%
— Amunounpos — 5-20%

Alunno A. et al.,, 2017; Benssckasn 10.B., 2019



PeBmaTtouaHbIu apTpUT

M3/1 n peBmatouaHble Yy3e/IKM 3HAUYUTENbHO Yalue
0OHapyXXMBAIOTCA Y KYpPALWMX NALUEHTOB NO CPABHEHUIO
€ HeKypAwmMmKM. OAHAKO HaAMuMe COOTBETCTBYIOLLEro
aHaMHe3a He J[0/MKHO pacCMaTpuBaTbCA KaK daKTop,
/MO3BONAIOWMNA  MONHOCTbIO O0O6BACHUTL  MMmeloLwuecs
NYIbMOHO/IOTMYECKME CUMMTOMbI U UCKNIOUYUTb Hanuume
nopaxeHuA AblixaTes/ibHbIX NyTeun, obycnosneHHoe PA.

>AnddepeHumanbHans AUAarHOCTUKA O4AroBbiX NU3MeHEeHUM
B _ JIerKkMX Y ©6oabHbix PA npeacraBnser ocobyro
ANArHOCTUUYECKYID npobnemy wu3-3a BbICOKOrO pPUCKA
Ty6epKynesHoro npouecca He TONbKO Yy MNALUEHTOB,
nonyyawowmx 6uonornueckyro tepanuio (8 30 pas Bbille,
yem B o6bwen nonynauuMM), HO U y TexX, KTO nojsyyaer
TPAaAULUNOHHYIO Tepanuio MeTOTPEeKCcaTom
n npeaHuUsoNoHom (B cpegHem B 4—8 pa3 Bbilwe, Yem
B nonynauuu)




4 ‘ AHKWNO3UPYIOWUIK CNOHAUN0APTPUT

HynbmoHonoruyeckue CMMNTOMbDI BCTpPeYaroTCcA
npumepHo y 10% nauuneHTOB.

>PecTPUKTUBHbINA XapaKTep M3meHeHUi obHapy)KuBaeTtca
npu Haunbonee TMNUYHOM OC/NOXKHEHUU — ABYCTOPOHHEM
anuKanbHom ¢ubpose BepxHUX ponen, pasBUTUMU
6ynnesHbix uU3MeHeHMM (Kak npaBuao, TOU Ke
NIOKanusauum), 2 TaKXe npu aHKunose
KocToBepTebpanbHbIX CYyCTaBOB.

>O6CTPYKTUBHbIA _CMHAPOM UM CMeELlaHHbIM XapaKTtep
U3MeHeHUU Moryt 6biTb 06ycnoBseHbl TPAKLMOHHbIMM
6poHX03KTa3aMu UAU NapacenTasbHON 3mPpUusemomn.

>OnucaHbl cayyam passutma U3J1 npu aHKunosupylowem
CNOHAUNOAPTPUTE.



JlerouyHble BaCKynurhbl

»>/lerouHble  BaCKy/iUTbl, KaK MNpaBuaO, ABAAIOTCA
NPoABNEHMEM CUCTEMHbIX BaCKYIUTOB. BacKynutbi,
U30/IMPOBAaHHO MoOparkaloliMe sierkme, BCTpeyvatoTca
peAaKo.

>latonornyeckme U3IMeHeHUA Nerkux B bonbLien uUAU
MEHbLUEW CTENeHU BbIPaXXeHHOCTU OTMEeYaloTcA npu
nobom Tune BacKyaura.

>JlerouHble BaCKyAUTbl BXOAAT B | i

yucno peakux 3abonesaHuit (okono
10 cnyyaeB Ha 100 Tbic. HaceneHuAa B
rog), oA4HaKo B nocaegHee Bpems
oTmeyaetca TeHaeHuua K T ux | @ AN 4
PacnpocTpaHeHHOCTY, ocobeno | M\ o S
rpaHynemaTosa BereHepa m dl VU
MUKPOCKONUYECKOro nosinuaHrumra.

.....



JlerouHble BaCKyNUTbI

Mpwm rpaHy/semarose BereHepa HabnaopaeTca
HEeKPOTUIUPYIOLWMNIA BaCKY/IUT, NOParkalolnii menkue W
cpeaHue cocyabl NEerkux.

BoBneueHne B nNaTONOrMYECKMA NPOLECC HUMKHUX
OTAENI0OB  PecnuUpaTopHOro TPaKTa COMNpPOBOXKAaeTcA
NINXOPAAKON,  OAbIWKOWN, MyuYUTENbHbIM Kalwnem,
KpoBOXapKaHbem, 6onamu B rpyaHOM Knetke.

MpubnusmutennHo B 20% cnyyaes pa3BUBaeTcA
nporpeccupyloLlan /leroyHas HEeAO0CTaTOYHOCTD,
obycnosneHHaa ¢ ¢ubpo3om Nerkux U NHEBMOHMUEMW,
KoTopasn ABNAeTcA Haubonee 4YacTbim (40%)
UHPEKLUMUOHHbIM OC/IOXXHEHUeM Y [AaHHOM KaTeropum
60nbHbIX.



JlerouHble BaCKyNUTbI

Mpwun MUKPOCKONMUYECKOM noJinaHrumTe
(nonnaprepunt) —  HEKPOTU3SUPYIOLLMIA  BACKYIMT,
NopaXaloLWmii NPeuMyLLeCTBEHHO MeJIKue CoCyAabl Nerkux.

BoBneueHMe B NATONOrMYECKUU MPOLECC JIerkux
Habnwpaerca y 12-29% 60nbHbIX W CywecTBEHHO
yXyAluaeT nporHo3 3aboneBaHus.

CumnTomaTtuka:
=  Kawenb (40%);
= 601u B rpyaHou Knetke (30%);
" KpOBOXapKaHbe U neroyHoe KpoBoTeueHue (70%).

dunbpos3unpyrowmm anbBeoUT MOXKeT bbiTb 0OgHUM U3
PaHHUX npoaABAeHUU 3aboneBaHUA, pa3BUBaAACL 3a
2-3 ropa A0 BO3HUKHOBEHMA APYrUX KAUHUYECKUX
NPU3HAKOB MUKPOCKOMUYECKOro NOJIMAHIUUTA, TAKUX KaK
nopa*KeHna KoXKU, Noyek.



JlerouHble BaCKyNUTbI

>303VIHO¢VIIIbeII7I rpaHys1emaTtos C NnOINAHTUUTOM

(cuHapom Churg-Strauss) XapaKTepusyercs
rpaHy/IeEMaTO3HbIM BOCNasieHuem C
pasBUTUEM HEKPOTU3UPYIOLLLEro BaCKy/nUTa C

BOBJIEYEHMEM COCYAOB JIeTKUX MeNKoro Kaambpa
(nerouHbit Kanuanaput). XapaKTepHbl KAUMHUYECKUe
nposaBaeHnA B Buae 6poHXxmManbHoM acTmbl, 303MHOPUNNSA,
Murpupytowime MHPUNLTPATbI B IETKUX.

>emopparnyecku  Backynaut  (nypnypa LleHneHa—
[eHOXa) MOXKeT COnpPOBOXKAATbCA MOPAXKEHUEM MENKUX
COCYyA0B NNErKMnx.




JlerouHble BaCKyNUTbI

>303VIHO¢VIIIbeII7I rpaHys1emaTtos C NnOINAHTUUTOM

(cuHapom Churg-Strauss) XapaKTepusyercs
rpaHy/IeEMaTO3HbIM BOCNasieHuem C
pasBUTUEM HEKPOTU3UPYIOLLLEro BaCKy/nUTa C

BOBJIEYEHMEM COCYAOB JIeTKUX MeNKoro Kaambpa
(nerouHbit Kanuanaput). XapaKTepHbl KAUMHUYECKUe
nposaBaeHnA B Buae 6poHXxmManbHoM acTmbl, 303MHOPUNNSA,
Murpupytowime MHPUNLTPATbI B IETKUX.

>emopparnyecku  Backynaut  (nypnypa LleHneHa—
[eHOXa) MOXKeT COnpPOBOXKAATbCA MOPAXKEHUEM MENKUX
COCYyA0B NNErKMnx.




KnuHuueckuun cnyvau

BbinonHeHa KTBP opraHoB rpyaHOM KAETKU: YUYACTKMU
CeTyaToro u AuHemHoro ¢ubposa Ha ¢oHe BbIPaAXKEHHOTO
WHTEPCTULMNANBHOITO KOMMOHEHTAa B TKAaHU 0OOMX Nerkux;
yBe/iIMYeHue  napartpaxeasibHbiX, MNApPAaoOPTA/IbHbIX WU
6udypKaunMoHHbIX "Mmdoy3nos.

: Acc:
Im: 89/216 2021 Dec 10!
Acq Tm: 16:04:35.772:
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L\J KnuHunueckuun chyvau

B ycnoBuax otaeneHuna TOpaKa/lbHOU Xupyprum b6bina
npounsBegeHa TOpaKoTomuAa € buoncmenm TKaHU NErkoro u
nMm@aTUIECcKoro y3na cpeaocteHus.

lNpu ructonatonornyecKkom
uccnepoBaHUN: pe3Koe yToaleHune
MeXKaIbBeoNAPHbIX NeperopoaokK ¢
pa3pactaHnem coeanHUTE/IbHOU TKaHMU
(bopmupoBaHue nonen NHeBMOCKEpPO3a),
nmmdouuntapHaa UHPUANbTPALUA, KPYNHbIe
CKOMJIeHMA aNnbBeoONAPHbIX MaKpodaros.
CaenaH BbiBoa, 0 pa3sutumn U3J1 Ha PpoHe
pPeBMaTONAHOro apTpPUTa,
oTKOppernpoBaHa 6asucHana Tepanus.



BbisoAbl

lopaxceHue ne2kux npu CHU3P oKa3bieaem
cywecmeeHHoe enusaHuUe Ha 8bl60p mepaneemuyeckol
MAKMUKU U Npo2HO3, M03mMomy:

»DPU3MKanbHOE  My/bMOHONOrMYeckoe obcnenoBaHue
NOJTIXKHO BK/1KOYATb MOUCK BO3MOMHbIX
3KCTpany/ibMoHanbHbIX npoasaeHnn CUA3P;

>HeobxogMm aHaaM3 AMArHOCTMYECKOM 3HaYMMOCTU
HecneunPunyeckmnx NyabMOHOJOMMYECKUX CMMNTOMOB
(Kawenb, oOAbilKa, W3MEHEHUSA NEPKYTOPHOMN U
ayCKYNbTaTUBHOM KapPTUHbl NErknx), NO3BONSAKOLNX
3anoao3putb y naumeHta ¢ CU3P BoBne4yeHHOCTb
NIETKUX B NaTO/IOrM4YECcKUi npouecc.




3aKkn4YeHue

KeanuduyuposaHHas UMMYHO02U4YecKas
ouaeHOCMuUKa U oOanbHeliwee o06cnedosaHue
nayueHmos C UcCrnosab308aHUEM COBPEMEHHbIX
8bICOKOMEXHOMN02UYHbIX mMmemooos npu
conocmaesneHuu € KaAuHu4vecKol KapmuHoU
MoX3cem cbiepamb  pewarwwyro posab 8
nocmaHoskKe ouazHosa CU3P.



3aKkn4YeHue

MynemuoucyunauHapHbIl Moo0xXo0 K
sedeHuro nayueHmos ¢ U3/1 nosbiwuaem
Kayecmaeo Oud2HOCMUKU, d0eK8amHoOCMb
mepanuu u yayyuwaem Ka4yecmeo HU3HU
60/1bHbIX.

o

Heobxooumo obaszamenbHoe obcnedosaHue
6oabHO020 U3/1 KOK peemMamono2om, makK u
nys16MOHO/1020M.



