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Pathohistological characteristics of muscles in patients with chronic lower limb
ischemia

O RV DEEV', MO, MAVLIKEEV', M.V, PLOTNIKOV?, LM, GAZIZOV?, AV, MAKSIMOVY, AP, KIYASOV!

'), Mechnikoy Norh-Western State Medhcal University, Ministry of Health of Russia, St Petersburg, Russia;
Republican Clinical Hospital, Ministry of Health of the Republic of Tatanstan, Kazan, Russia;

‘Kazan State Medical University, Ministry of Health of Russia, Kazan, Russia;

“Kazan (Volga) Federal University, Kazan, Russia

ABSTRACT

Despite the widespread occurrence of ischemic diseases of the lower extremities; including atherasclerosis and diseases with
an autoimmune component of their pathogenesis, the pathohistological signs of damage and concomitant chronic ischemia, com-
pensatory tissue responses as intracellular and cellular regeneration remain oot of the field of vision in researchers.
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OpHrHHanbHbIE HCCACAOBIHMS

Objective. To assess the signs of damage (the extent of necrosis and apoptosis. capdiary density (CDI and regeneration
{the cross-sectional muscle fiber area (CSMFA), the proportion of centnnucleated muscle fibers (ONMFEs), and that of connective
tissue), by using the gastrocnemius medial head biopsy specimens obtained from patients with heterogeneous forms of chronic
lower limb obliterating diseases (CLLODs).

Subjects and methods. The investigation included the biopsy specimens obtained from 42 men under 65 years of age (their mean
age was 534298 years) with Stage IB—IV chronic limb ischemia (according to the AV, Pokrovsky-Fantaine classification) with
its history of at least six months. The nosological entities were atherosclerotic lesion in 33 patients idistal atherosclerosis n=13),
multistage lesion (n=8), and Leriche’s syndrome (n=12); autoimmune-mediated vascular injury in 11 patients (Buerger’s disease
in=7) and nonspeciiic aortoarteritis (n=4}.. The similar muscle fragments obtained during autopsy from the deceased withow
obvious signs of cardiovascular system diseases were examined as a control.

Results. It was found that there was a statistically significant difference between the nosological entities. as compared 1o the con-
trol in terms of CD and CSMFA {a decrease), the proportion of CNMFs and that of connective tissue (an increase). No substantial
difierences were Tfound in the studied parameters between the nosological entities.

Conclusion. The findings may suggest the universal mechanism for damage to striated muscle tissue because of circulatory

Original Investigations

hypoxia, regardless of its etiology and the commen character of tissue compensatory-adaptive responses (regeneration).

Keywords: muscle tissue, ischemia, atherosclerosis, Buerger’s disease. nonspecific aoraarteritis,
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Xponnueckoe obanTepupyioiiee 3adonesaHie HIDKHHX
koHeyHoctell (XO3HK), xinanko-mopdororsyeckum npo-
ABICHHEM KOTOPOIO SRINETCS XPOHNYECKAA aPTCPHATbHAS He-
JNOCTATOYHOCTh HILKHHX KOHESYHOCTSIH, npeicTasigeT coboit
TIOAHSTHOACIHYHBI CHHIAPOM, XapaKTEPH3VIOIHICH LIHTEAb-
HBEIM, CTOMKIM, HEPEIKO NMPOTPECCHPYIONIMM MOPAXEeHHEM ap-
TEPHH HOT, NPHBOAAIINM K OKKITIOIMOHHO-TPOMOOTHYECKHM
OCOXHEHHAM, PA3BHTHIO TKaHEeBOH runonepdy3ui U rHIoK-
cun. CaeacTBueM 3TOro ARISIOTCA JereHepaTiBHO-IHCTPO-
(hryecKMe U HEXPOTHHECKHE HIMEHEHHS NIOKPOBOB KOHEYHO-
CTH, MBILICYHONH H ApyTHX TKaHed [ 1], 3HauuTensubni Braan
8 cTpykTypy XO3HK 8HOCHT aTepockiepos, KOTOpsil Hepel-
KO B KayecTBe HeOMaronpuATHOrO )OHA CBA3aH C CaXapHbIM
nnaberom. MeHbilas 1018 00YCIOBACH AYTONMMYHHBIM MO-
PaXeHHEM KOMIIOHEHTOB COCYIMCTOI CTeHKH (6oe3Hs biop-
repa, nopaxeHue nepudepHHecKiX COCYI0B NpH Hecneunbn-
HeCKOM aOPTOAPTEPUNTE) M IAPYTHMH NATOAOTHYSCKHMM TIPO-
ueccams |2].

IMatomophoreHes nopaxeHUs apTepHil PA3IHYHOIO AH-
AMETPa M MOCICAYIOUICE PAIBHTHE HEIOCTATKA LMPKYIALHHM
B TKaHAX KOHEYHOCTEH B OCHOBHOM M3y4eHm [ 1, 3]. 3a pamka-
MH BHHMaHHA NaToMopdOIOroB, KaK NPasui10, OCTAKTCH M3~
MeHeHHs, (HOPMHPYIOUIHECS B OTBET Ha THNOKCHYECKOE 110-
BPEXICHHE B MOMEPEYHONONOCATON CKEASTHON MBILICYHON
TRany (MMTTCMT). Hecaeaosatean oTMEHAIOT, YTO MBILILIL]
B Dacceiine OKKIIO3HPOBAHHOI apTepHH NOIBSPraloTes Nnocjie-
JOBATEIBHBIM H3MEHEHHAM: YTPAYHBAETCH [NIHKOTEH, NPOHC-
XOAAT HeKpo3, Pudpos u arpodHa MEINSYHOTO OpraHa B Lie-
oM [4]. Tipy aranu3e KINHHYECKOTO MaTepHana MoKas’aHo,
4TO BO (hparMeHTax TKaHe# 0OHapPYANBAIOTCH MIIIEYHEIE BO-
JIOKH2 € USHTPATHHO PACAONOKCSHHBIMH AapamMi [3], ymeHbina-
€TCH CPEAHAS UI0IIATS TONEPEYHOTO CeYCHMA MBIILIEYUHBIX BO-
noxo# [6]. MporusopedHBLIE IAHHKIC MOAYYEHb! KaCaTETbHO

6

COOTHOIIEHHS COCYIOB MUKDOUNPKYASTOPHOTO PyCia H Mbi-
LIeYHBIX BOTOKOH |7, 8], 2 TaKKe NpenMyleCTBEHHORO BhIAM-
BaHHA PA3HLIX THIOB MblleyHHX BoroxoH npu XO3HK (6. 9).
BymecTe ¢ TeM creaveT OTMETHTE, 9TO Psid 33KOHOMEPHOCTE
YCTRHORISH AMILb B 3Kcnepumente [ 10], uro He Moxer He or-
PAKATLCS HA Pe3yabTaTax naroMopdoaOrHUeCcKoOro it Mopdo-
METPHYCCKOTO AaHATH30B.

Heas necrenoBasns — Ha MarepHasie OHONCHE MKPOHOXK-
HOH MBIIIL] (MEIHAABHASA MOI0BKA), IOIYYCHHBIX OT MalHeH-
To8 ¢ XO3HK, oileHHTH MATOMHCTOAOIHYECKHIE IPH3HAKH NO-
BPEARACHHA M PEreHEPalHK B NONEPEYHONOIOCATON CKeNeT-
HOM MBILIEYHON TKaH#.

Matepuaa u meToast

B uccacaopanne Obiin BRIOYCHBN 44 MyA4HHBL C XpO-
HHYECKOH MIIeMHeH HHKHHX KoHeuyHocTen IIB—IV crene-
#u (no MMokposckoMy—@ouTelny). V BCeX NauMEHTOB Obi-
710 nony4eHo HHGOPMHPOBAHHOE COTMACHE HA HCCACIOBAHKHE
coracHo XenbcHHKCKO nexaapaunn (2013). Mporokoa ue-
cacnosaHus 0100peH PecnyGanKaHCKHM KOMMTETOM 1O 3TH-
geckuM pornpocaM (npotoxon Nell) ot 23.11.05).

Kpumepuu sxaiouenus: NpOXOAHMOCTS 0PTOBEAPEHHO-
TO CerMCHTa M IIYDOKON apTepHi Beapa, B TOM YHCIAE noche
XHPYPIHYECKOIT PEKOHCTPYKIINN; BO3PAacT 63 1eT u Moioke;
IUIMTEeTbHOCTD 3a00IeBaHKs He MeHee 6 Mec, a TAKKE He Me-
Hee 6 Mec, NPOLISAMNX MTOC/IE NOCASAHEH PEKOHCTPYKTHRBHOI
ONepalny, eca OHa BRITTOAHIACD.

Kpumepuu nesxaonenus: TsKenas cepaeMHO-COCYaAHCTas
HEIOCTATOYHOCTD; CEPACTHO-COCYINCTHIE COOMTHSA B aHAMHE-
3¢ cpoKoM <6 Mec; caxapHbiif auaber; HapyLISHMUE COZHAHMS:
OHKOJAOTHYESCKHIl AHAMHES; NOMOXHTEILHBIC MAPKEPhl K BH-
pyeHbiv renatutam 1 BUY.
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Ilas onpesesieHus NAapaMeTpoB KPOBOCHADKEHMS KO-
HEYHOCTH BHTOAHLIHCE MYHKIHOHATBHLIE HCCICIOBAHNA,
B YaCTHOCTH TPSAMMII-TECT (MaMepeHe ancTanumy Geabone-
BON X0ABOK!) cornacHo pexomeHaaunsm TASC 11 [2]. Bepu-
hukauua AMariosa NPOBOIILIACSH TIPH NOMOIIH IHCTATBHON
aprepuorpadini HIAHWX KOHEYHOCTEH.

B ycaosugx onepaunoHHo noa HHdUILTPAUMOHHOI aHe-
CTEIREH Yepe3 KOKHBIN Pa3spe3 Ha YPOBHE CepeaMHbl rojie-
HH NPOM3BOAKAN GHONCHID MEIHATLHHON FOMOBKH HKPOHOX-
HOil Muinsl pasmepom 0.5%0.5%0.3 cm. MNonepewnsie na-
pacduiHoesie cpesnl [TTMTCMT oxpainHBaIH reMaTOKCHINHOM
1 303HHOM 1LTH OTNpeneacHHs MOP(OMETPHHESCKHX napaMe-
TPOB MbILIEYHBIX BOTOKOH. Tpuxpom no Maniopy npuMeHeH
179 ONpeeIeHAS A0MH CORANHHTEABHON TKaHu. MaayHori-
CTOAOIMYECKHE HCCICIOBAHNSA BRTOIHATH C HCTIONB30BaH-
€M MOHOKAGHATBHBIX anTHTen K CD34 11s veTaHoBIeHIS Ka-
mspHoit rotHoct (KIT) — KomiriecTsa Kanuaaspos 1 ap-
TEPHOIT, NPHXOIAUINXCH HA OJHO MBILIEYHOE BOJIOKHO (XI10H
QBEnd/10. «Novocastras, Bemuxobpuranus), A1epHOMY aH-
THreHy npoandepipyiomux k1erok ( Proliferating Cell Nucle-
ar Antigen. PONA. xiion PC10. «Dakos. danus). MuoreHn-
HY 1UT8 BH3YATH3ALIHA AKTHBHPOBAHHEIX MHOCATETHTOUNTOR
(xa0k FSD, «Dakos, dauns)., addexroproii kacnase-3 (kiox
ES7. «Abcame, Bemikobpuranus). Buibop anTires 6uin oby-
CAORIEH HEOOXOIHMOCTBIO MAPKHPOBATH B TKaHEBLIX 00pa3-
LIAX KTIOYeBLie DeIKH, CBHASTENLCTBYIONNE O COOBITHAX MO~
BPEAIICHHA H (WIH) pereHepalii.

KoanuecrBeHHbie MOpdhoOMETPHISCKHE NMOKA3ATEIH Bbi-
paxaiu B BiIe Meananst (-1t keapTiis: 3-if kpapmiuie), Cra-
THCTHYSCKH I AHATH3 Pe3VILTATOB MPOBOINIAN C NOMOIILIO
U-kputepus Mausa—Yutan B nporpamme Statistica 8.0.
¢ ypostieMm 3uaunmocti p<0.05.

B CBA3M C 3THYECKUMH OTPAHIMSHHSMH TOTYYEHHS TKa-
HEBOFO MaTePaia HKPOHOKHBIX MBI OT 100POBOILIEE B Ka-
YECTBE KOHTPOJIBHBIX 00pa3uoB (#=4) Obll B3ST CEKUNOHHBIH
MATEPHAT ¥ YMEPIIHX OT NPHYHH, He CBAIAHHEIX C 3a00eBa-
HHSAMM CEPACHHO-COCYANCTOI CHCTEMBE, DE3 ATepPOCKIepOTH-
YECKOI0 NOPAKSHHSA BETBCH a0pPTHI.

PesyAbTartsl

MaumeHTsl. BKIIOMSHHLIE B HecTeaoBaHKe (1=44) no Ho-
3oaorideckoit dopme. npusemneit x XO3HK. pacnpeaemuines

CACAYIOUHM OTPA30M! ATEPOCEICPO3 COCVAOE HIDKHHX KOHe -
HoOCTeit — 21, npuuenm y 13 ObU10 BHARACHO NMOPAKSHHE apTe-
PHI AUCTATEHLIX CErMEHTOB, a4 ¥ § — TaK Ha3KBaEMOE MHOIO-
ITAKHOES NOPAKCHUE C BOWICHCHHEM H TIPOKCHMAILHOIO Cer-
MeHTa: citapoM JlepHina DL IMarHocTHPoBaH v 12 GONbHBIX;
Gosesus bioprepa — y 7; nopaxeHue nepueputecKiix cocy-
OB NP HEeCTIRHNGITISCKOM 20pTOApTEPHHTE — V 4.

Cpeanufl BOIpACT NAIHCHTOR HA MOMEHT BXITIONCHHS B HC-
ciegosanne coctasa 5419 8 roza. [py pazneasHOM pacemMo-
TPEHHH NAUKEHTOB C ATEPOCKILPO30M M AVTOHMMYHHBIM 110pa-
ACHHEM COCYAOE PAZHHIIA CPIHMX BO3PACTOB COCTABHIA OKOJIO
8 seT — 5678 1 481+ 12.6 roaa COOTBETCTBEHHO, YTO VKiadhi-
BAETCH B OGUIME NPEACTARACHMS O MEPHOAAX PAIBHTHA KIHHN-
YSCKH IHAYMMBIX OKKTIOIMI MPH ITHX HO3010rm4YecKix (op-
smax. Cpenngd LIHTeAbHOCTE 3a00NeBaHns cocrasuia 443 ro-
na ¢ ananasonosm ot 0.5 a0 13 qer.

PanaxipobaHue NMAUMEHTOB MO CTENCHAM 3a00ISBaHIA CO-
[IACHO ASHCTEYIOMISH KiaccHdHKalni XPOHHYECKOI apTepH-
ansHOH HeaoctatouHoeTn IMokposckoro—®@owTeitHa npuBe-
aexo B Taoa. 1. boabias acts 3a00A€BUIMX HA MOMEHT 00-
PallieHus K Bpavy BXOIIIH B TPYNNY CO CTENEHBIO THKECTH
11 — 77%, npit KoTopoit Ge3 5oAH B HKPOHOKHBIX MBIIUILIAX
naunedT npoxoanT He donee 200 a. INokaszate/b «101bUKETHO-
wieyesolt nuaexcs (JITTH) xoppemiposan ¢ npHBEIcHHBIM pac-
npeaetcHHUEeM TIAIHEHTOB Mo cTeneHsM TaxecT. Caeayer or-
METHTE, 9TO B OCHOBY KAHHHYECKOM KAacCH(DHKALINN CTENEHN
THAECTH 3a10AeH CYOBRCKTHBHEIN KPHTESPHI (OlIVIIeHKe Dou).
YuuThiBasg, 4TO HE MEHEE 4CM Y 7/, MAUHEHTOE AMArHOCTHPO-
BaHA OIHA CTETNEHb TAXRECTH APTEPHATLHOI HEIOCTATOYHOCTH,
a y nanuenTon ¢ Tpodmueckumu Hapvinerusmu (IV creness,
n=3) Ha Tpeamiui-Tecte veraHoraeHa I creness, naromop-
(hOTOrHYECKHE H3MEHEHIH B MKPOHOXKHOI! MbIllILIE paccMo-
TPEHB! B LEJOM I8 KaAJI0r0 BapHaHTa NaToaorHi 0e3 vieta
CTENSHH TSKeCTH.

CoBOKYTIHOCTE NPOLIECCOB MHITOKCHYECKOTO NOBpeXKIe-
HUA, HEKPO3a ¥ Napa/UIeabHO NPOTSKAONIHX HRICHII BHY-
TPHKJIETOHHOI I KIE€TOYHOIT pereHepaini NPHBOINT K CIABH-
TV BEAHBIX MOP(POMETPHYSCKUX NAPAMETPOB, XapaKTepH3vio-
HIMX COCTORHHE MbIeYHOM TKaHn (Tada. 2). Hexporuuecku
H3MEHEHHBIE MBILICYHBIC BOJOKHA, BEPOSTHO, BCASACTEHE
IUTHTEIBHO MPOTEKAIOILeTO NPOHECca NOBPEXICHAA He MOTITH
OBITH JOCTOBSPHO ONpelelicHbl B MHCTOI0rMYeCKHX npenapa-
Tax. HecmoTps Ha pasiiaHkiil reHe3 NopaxeHus COCYIOR, Na-

Tabanua 1. Pacnpesesesine NAUKEHTOB NO CTENeHH XPOHMYECKOH apTepHarbHON HEAOCTaTOHHOCTH
Table 1. Distribution of patients according to the degree of chronic ischemia

Cpennas apcrasnnus
Tpynna KanHirgecknit sapuanT Crenesb 5e 36 p S
Arepockiepos cocyaos  [lopaxesie aprepiil InCransHux 116 — 10, 87+57
HIKHIX KOHEYHOCTe i cermeHToB (n=13) Il — 2 {Gonu B nokce),
(n=33) IV — | (HeKpoTHYCTKHE HIMECHEHUSA )
«MHOTOITaRHOS> OPAKEHNE 1B —3, 66,5£51.5
(n=8} [T — 2 {6asm 8 noxoe),
IV — | (HeKpOTHYESCXHE HIMEHTHNA)
Cunapom Jepmua (1=12) 116 —9. 88.8£58
111 — 3 (Goan s nokoe)
AVIOHMMYHHOS Hecneundiseckuii b —4 80£32
NOPAKEHNE COCYINE A0PTOAPTEPHUT {(1=4)
(n=11) bonesus Boprepa (n=7) 1B —#&, 10867
IV — | {(siexpoTHuecKie HIMSHEHNS )
Beero (=44 116 — 34, 86,7+£35.5
-7,
IV—3
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Tabanua 2, MophomeTpuieckne NoKazaTeAn nonepetHoONOAOCATON CKEACTHOR MBIIEHHONH TKAHW MEAMAABHOA TOAOBKKH
MKPOHOKHOR MbIItbI

Table 2. Morphometric parameters of the striated skeletal muscle tissue of the gastrocnemius medial head

Doas uentpaisio-

» Konreckmit Kanmuspras " ' , Jlonst coenmunresni-
Ipytina Ly ; cenens Mt ON mpxmx nmumux f
. BAPANT TLIOTHOCT] ko Banicon, % ot rkan, %
Atepockiepos Mopiwkenne aprepuit 2,03 (1,82:2,12) 1988, 14 (1466,65; 2919,09) 2,82 (1,63, 6,52) 242(2,11; 3,76)
COCVIION HIKHIX JIMCTANBHBIN
Koneunoctedt cermenton (n=13) _ A
(n=33) s MHorosrmRnos 1L71(1,49; 1,84) 208348 (1368,81; 2924,51) 3,25 (2,07:5.71) 1,64 (2,51;491)
Hopaxete (1=8)
Curpom Jlepiun 1,85 (1.64: 2.13)  1986,59 (1472,15; 2673,56) 2,10.(1,90; 5.25) 3,76 (1,90: 4.61)
(n=12) _
Ayromsmyimnoe  Heenerpuvecknit 1,75 (1,55, 2,37) 293,07 (1674,09; 3045,63)  3,54(2,47; 10,51 4,50 (2,82;5,29)
HopakeHne aoproaprepiint (n=4)
coeyaon (m=11) Bonesin Bioprepa 2.05(1,63;2,11)  2300,06 (1533.20; 3215,68) 4.85(3,34: 15,55) 2.58(2.32:2,71)
(n=T7)
Beero Gonuim =44 1.88(1,59:2,12)  2019,29 (1753,34; 2594,09) 3.25(1.92; 6,52) 2.96(2,10; 4,34
Kowrpons n=4 2,75(2,42;3,39)  2626,69 (1786,65, 3501,21) 0,00 (0,00: 1,61) 0,20 (0,05:0,72)
Hpumesanue, Bee MOKARTENH CTATHETHUCCKI JHAMMMO PR uTHUAIOTEs 0T KOHTPOAS 1tpi p<0,05,
80
as l
I 1
40
a8
30
18
0
AL
10
oM
08 20%:76%
AncTAniad Als oM mﬂﬂlﬂ mmm Mun Manc
B/c

Puc. 1. KanuaApHas NAOTHOCTE B TUCTOAOTHHECKHX CPEIAX MEAHAALHON FOAOBKH HKPOHOMKHBIX MbILILL

i = KOHTPO/D; 6 — NALHEHT ¢ «MHOTOITAKHBIMe ATEPOCKACPOIOM, ik saboaenanns 6 1ers o — MOPGOMETPHYCCKHE JnHHbIe; * — Pty
HOTHMEL pn p0,05, HAA — ueulcuuqmuecxun AOPTOAPTEPUINT, 1, 6 — NMMYHOTHCTOXHMUNCCKAS peakiis ¢ anriresamu k CD34, qokpa-
cKa reMatokeniom. %100,

Fig. 1. Capillary density in the histological sections of the gastrocnemius medial head.

it~ control; b — a patient with multi-stage atheroselerosis, the discase history is 6 years; ¢ — morphometric data; * — the differences are significant
at p£0.05. NSAA — nonspecific sortoarteritls, 4, b — immunohistochemical reaction with anti-CD34 antibodies, finishing hematoxylin staining, * 100.
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pamerpit ITIICMT y numeesron ¢ XOIHK smensiores cxoxinm
00pa3oM Ge3 CTNTHCTHYCCKN JHAMHMEX PAUIIHA MERIY HO-
INOTIHECKHMIL (hOPMUMIL.

[Mpu seex opumax XOZHK usGaoaaeren CHIACHHC Ka-
IHULIAPHON MOTHOCTI 110 CRAHEHIIO ¢ KorTposiest (pue. 1),
B YCAOUNNX Xpon HYCCKOH MeMmumy TIPH BECX HOJOAOIMHCCKHX
dropmiax XOIHK yeranonieHo HapacTanne rerepomopdinm
MBIUCHHBIX BOTOKOH, NPORRTONICHCH B TOM YHCIE CHIAC-
HIHEM TUIOLLUIM HX HONEPCIHOTO ceveins (pue. 2), Conpono-
AINCMOS YOSAHYCHHCM BapRAGETLHOCTIE X PAIMEPOI It (hopat.
Fponexousns arpodist MOKET OLTh CAKANHL € HCTOMIEHIHEM
pereseparopioro noteruna NTTCMT na dhone nocronmmno-
10 THIOKCHYECROTO NOBPCAIEHMS, & THIKE € PHIOKCHEN, HH-
AYUNPYEMOR ORTHRAITMCH 310NTO5, O YEM CEHACTCTBETIYIOT
PEIVALTATE UMMYHOIHCTOXHMUMECKON PEakiing ¢ aHTHIe -
MR wacnnse-3 (pue. 3, a, 6).

[Tporpecenpy o RO 1 aTPOfing MLIIETHIMN 1O0-
KOM CONPOBOANIOTCH Perapariniol peresepaunch, Kotopas
fposiseTest GopMUPOSAHMCM HI MECTC MIGHYIIMX MBIILUCY -

HHX BOJIOKOH OMNOB-PCIeHepaTon, COCTORIENN I3 MBILIEY-
HBIX BOJOKOH HEGOILIIOTO AHAMETPI, MBMIICTHY TPYBOHCK
1 MHOCTTEUTITTOLUNTOR ¢ MHOTCHIH ~THUTOARTCARIRIMI S -
it (e pue. 3, b, 1),

BuyTpssactonian pereHepanms MpmeuHMX Boa0KoH
NPONWISIETCH YBCAWHCHHEM KOAMMECTIN UEHTPUTLIONIEP-
HBEX MBLLHETHLEY BOOKOH (M, pHe, 2), Kpome Tora, B obpai-
LN MBI AU eHTON HAGTIOIACTES TOAMTHIHAS PeaXums
¢ arTaTesasi k PONA o sapax Kactok paGaoMHoreHHoro
Adeporan, HO TAKAKS § CYMICCTBCHHOM KOANYCCTRE It 9~
AOTEAHOLITAX W KICTRAX cTpossl (em., pue. 3, a, €. [TIICMT
MALHEHTOR € AYTOMMMYHHLIM TOPACHHEM COCYA0N Xapak-
TEPUIYETCH (POPMIPOBIHMEM MCHEE IPLILX peredeparon
¢ sucokofl qoaell PONA® siaep, OBnapykenunie suaeHns
CHIACTEARCTINIOT O NOCTONHHO AKTHIUPOBAHHON peretepa-
iy NTCMT pn (hose MORTOPAKILIXCH IHKIOB FHIIOKCH-
HECKONO TIONPLAILCHNSE, PESYARTATOM KOTOPON MOTYT SRASTH-
CH IPOrPECCHPYIONH SHAOMIGHATRHEN Qubpos (puc. 4)
M ANTIOHAOY,

a/a

M
B/c
- Lo ™ o
b
—
= r '
- |
"
“w
"
"w
10
s
L]
"
4
-
: A
U Veanes
o gmm
BecTameedh Aey  Cm Nepus S Boprge Vaos. heans
MneGroat el Al nAA waTpan.

r/d

Puc. 2. TIAOWAAL NONEPEHHOTO CEHEHNS MLILIEHHLIX BOAOKON, AOAR UEHTPAALHORACPHLIX MBIICYHBIX BOAOKOW.

A — KOUTPOAL, § — HALNENT € «MHOTOITOKIKMS RICPOCKNEPOIOM, CTIK DOOISHTHI 6 4CT; B, ' — MOPDOMETPHYCTKIE AUHHEE, * — paviy-
s aavew mpit pe 0,05, HAA — srecoemndimeckutii aoproaprepiint. o, 6 — OXpackn reMarokciaioM i 201sHoM, * 1 4.

Fig. 2. Cross-sectional muscle fiber area (CSMFA) and the proportion of centrinucleated muscle fibers (CNMFs).

A —control; b — a patient with multi-stage atherosclerosis, the disease history Is 6 years; ¢, § — morphometric data; * — the differences e shgnif-
fcant at pe0.05. NSAA — nonspecific sonoarteritls, o, b — H&E, %120
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Puc. 3. UmmyHoructoxumudeckas xapakrepuctuka MNIMCMT y naunentos ¢ XO3HK.

a, 6 — peakims ¢ aHTUTEIaMH K Kacnase-3; B, I' — peakums ¢ aHTHTeaMi K MHOTeHHHY; 11, ¢ — peakist ¢ anTutenamn k PCNA. a, B, 1 — KOH-
Tposib. JJokpacka reMatokcuanHoM, a—r — %200, 1, e — 100,

Fig. 3. Immunohistochemical characteristics of CSMFA in patients with CLLODs.

a, b — reaction with anti-caspase-3 antibodies: ¢, d — reaction with anti-myogenin antibodies; e, f — reaction with anti-PCNA antibodies. a, ¢,
e — control. Finishing hematoxylin staining; a—d %200, e, f x 100.

Oﬁcyme""e HbIIT YPOBEHb OKCUTEHALIMM MBILICUHOI TKAHM M NPSIMO KOp-
KanuinsgpHast IIOTHOCTL paccMaTpUBAETCsl Meeaenosa-  penupytowinii ¢ Hum [11, 12]. Tpn nomoun 31eKTPOHHOI
TENAMM Kak OAHa U3 MOphOMYHKUMOHANBHBIX BHAOCTEUM-  MHKPOCKOIHM NMOKA3AHO, YTO Y HETPEHUPOBAHHbIX MOJTOABIX
(PUYHBIX KOHCTAHT. MO3BOJSHIOUINX 0becnednTs onTumaib-  Joaeit (22—31 rox) 1ot nokasareib cocrasasier 1.7740,10,
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u*‘ Dpoon ¢ e TRt Taibn
v
we
0
e
a
0
Ji] & Megams
L QMM
Durareme Ay 1w Negesn S Bageens Mo L
Unor st aases Ay Haa s
B/c

Pre. 4. ADAS COCAMHMTEALHOR TKAHM B THCTOAOTHYECKIX CPEIAX MEAHMAALHONR TOAOBKH HKPONOMRHLIX ML

4 — KorTpoa: & — maunen ¢ cmuposost Jlepim, s mBonemntny 15 2e1; 1t~ MOPpGOMETPHMSCKME LHNE, * — PUutiom s
upit pC00S, HAA — mecnetsdimecsstil soproaprepint. &, 6 — okpacka 110 Masaopn, =100,

Fig. 4. The proportion of connective tissue in the histological sections of the gastrocnemius medial head.

a — coptrol; b — o patient with Lenche's syndrome., the disease history is 15 years: ¢ — morphometric data; * — the differences are significant
a1 pe0.03. NSAA — nonspecific aortoarteritis. a, b — Mallory's trichrome stiining, * 100,

ayenopresenon — 2,49+0.08 [ 11]. YeraHORICHO, MT0 ¥ Kehi-
W (MCTHPEXTIABASI MEHLLIA) HTOT MIOKAIATEAL HECKONLKO
Soasite — 3,040,117 i 4,4240,31 coommercraennn |[13]. Ta-
KM OGPAIOM, KAMIULISPHAS ILIOTHOCTE SITHCTCH BOCHAMA K-
PHAGEABHON, €¢ BENITTHHA MOKCT JABHCETE OT KHCIOPOIHOIO
JATTPOCH TIAMI 1 QIHOBPEMEHHO GBITL MMITHPYIOUIIM (hak-
TOPOM, ONPEACAIONIM GIETHYECKHE BOTMOKHOCTH KOHKPET-
Horo denonexi [ 14], n ToM YHcae NP APYIHX ILEMIYECKHY
safonesarmsix [ 15]. B Awreparype uMeioTes aaHible, chuae-
TEALCTHYIOUINC 1 [1OTBIY KAK YMCHBIICHIS KATTIASPHON 10107~
HocTi npu XO3HK, mx o yeexverin [4]. Peayanrars npo-
BEASHHOIO HCWICAOBAHNN CHIICTCABCTHYIOT B (OTLIY ITepioil
TONTING padOT, MPHYEM YCTAHOKTEHO, YTO IHAMIIMBLIX PaLtit-
S NOKAIATEAN B IABMCHMOCTIT OT HOSOA0TIHYCCKON (hopmm
Her. K cokaneHino, yOCImmebHaX AaHHBX O IMHAMIKE No-
KAZATENR B XOUE JUTHTEALHOM Tporpeceint 2a0oesaits noka
HET, CALAYET NPSATONATATE TPOTHBOMIOAOAHYI IMHAMMNKY #3-
MCHEHUH KAMISIPHOT IIOTHOCTIE Ha ITanax ¢yh- i aekom-
PEHCAUMM HIIEMHYECKOTO Npoliecen,

unokenuecckoe nospexacune NMNCMT npusomir
K AKTHEALMK BHYTPHKJCTOYHOR W KALTOYHON percsepaing.

Archive of Patology 2022, vol, 84, no 1

MophoMeTPHYCCKIM TIPIIHAKOM NEPHOT SIIIOTCH HiMe-
PHCMBIE NOKBIATEAN YBEAHUSHHA 00LEMD CAPKOTLANINLL, [Ie-
TEKTHPYCMOTO KAK CPEAHAN ILITOMANL MEIHCHHOTO BOAOKHI,
HTOHTITEHME MBIIEHHEIX BOTOKOH © HEHTPATLHO PACHONO-
ACHHMMH apasit, TTo s AaHHLM, KOAHMSCTRO THKIY
HOJOKOM VBEANUHBACTCH ¥ mauneHTon B 2—4 pasa, a npm 60-
A boprepa — i 5—6 pady no CPANHECHIIO € CONOCTRRIMEIM
KOHTPOAEM. BRICKAIAHO NPeANOIOACHHE, TTO ITH NOKIxITe-
AW MOTYT CAOYARITE MOPOOIONHHECKIMI MAPKEPAMH OTRETH
MBHEYHON TKAMM H ACUCHNE, B GCTHOCTI NP THIOTHPE-
oiasoit Mitoaami [ 16]. Kpome Toro, cunmeres, o Hapy-
WIEHNE TOIHUNOHNPOBAHIR SUIEP B BONOKHE, CHAIIHNOC © 18-
PECTPOITKON LUHTOCKEACTA, MOKET TIPHROANTE K HIMCHCHINO
cokparireasiol coocobnocTi nodokHn | 17]. dnarnocrie-
CRAR TPAKTORKI STOFO SIICHI Y HCCACAOBATCACH HE BhIIhl-
BACT PATHOIAACHI, ONHAKO €10 MEXAHIIM OCTICTCH AMCKY -
Tadeansn [ 18], ConpeMesibie NCCACA0BINN 1HE OTPHILIIOT
BOIMOAHOCTH NPOTHBEPULIHY TAK HATLIBICMBIX NOCTMITO-
THYCCKIX SAED MMIIEYHBX BOROKOH, MOKASAHHON ¥ MHO-
FUX ANBOTHRIX, B TOM Yneae saekonummomny | 19]. Cunra-
CTCH, UTO YCHACHNE NPORHDEPALMN B OTIET WA MOBPCAICHNE
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W YPOBHE TKAHH MOKHO PACHEHIBATY Kak Hecneunhimc-
CKII HPHIHAK PEAKTHBHOIO COCTORMMS TIAHI, 1 TOM “HHC-
ne peredepannn [20],

PONA sigercd senoMoraresabibiy Deakosm aas -
i - JAHK-noansmepas, Xoropeie mpHinMaioT YHacTHe B pe-
winkaunmn JAHK i penaparieson pecsrese AHK. Moamn-
HIE IMMYHOTHCTOXHAMMYCCKa peakiinn k PCNA rpakryeres
KAk Mapxep sxoan waeTen 8 G1/S-hai KacTonnoro ki,
0 TAKAS MOKCT VRAIMBATE 1 AXTHBRIHI0 REYTPHKICTOHOT
pereriepanmu [21]. Yposun curresa PONA u Ki-67 — apyro-
1O MApKEPa NpoTheparingg, CHHTCIHPYEMOrD §o Beex thazax
KACTOMHOTO HHK, kpose GO, MOryT orsatues n paying-
HBLX TRAMMX M ITPH PREHEI ETOA0MHMECKIX TPOLECCIY, OAHNKO
MERV MO MAGTIOARETCS OO HTEILHRN KOPPEISINomst
CRECIL TTPH peTmpaTHiiom padaommorcroredese [22]. Mpi ne-
NOAKIOBIHIH AYTONCHITHOMD MATEPHATA B KAYECTHE KOHTPO-
151 OIEPALTHOHHOMY HEOONOIHMO YHINTHIBATE, HTO CO BPEMEHEM
HMAYHOPEAKTHRHOCTE PONA MOKCT CHIANTLCH, WTO NOTPE-
Gyer kambGponkn peakumn |23].

AKTHRALHN KACTOMHEX HCTOMHIKOS BOCCTHHOICHNN
FTICMT conpososaaeTtest Hx mpostitepatueit, HiLykumneit
AMDDEPEHITMPORKIE ITYTEM NOBBULEHHS CHITEIA B ML Mbl-
HCYHBIX TPUHCKPUITUHOEHLY (lakTopos MyTS 1t Muorernan
€ HOCACAVIOULIM CHMSHIEM 1 OOPAIOBANMEM MOTOALIX Mud-
ICUHBIX BOMOKON. TIPHHNTO CHITATE, MTO PE3YALTIT penapa-
THHHOO, IPOIECCR B MMIIIAX HATTPAMYIO CRIAH © COOTHO-
(EHREM TIPOBOCTHTHTCILHLIN It TIPOTHIOBOCTIATNTEALM LN
MOTEKY 1§ O0RCTH HOBPCAICHIG, 1 TOM UHEAC IHIOKCHYE-
cxoro |24 V matenton ¢ XO3ZHK anxe » cayune sunoime-
HUsE PAPMAKOIOrHICCKON I XHPYPIHYECKON PERICKYINPH-
00T QAKTOP HIFEMIE, HMEIONIIH OTHOMICHHUE K ATEPOCKIC-
PO M AYTOMMMYHHOMY NOPAKEHIIO COCYAMCTON CTEHKN,
HE HCKTIOMICTCS NOAHOCTIIO. B Cnisit © JTHM 32K0HOMEPHO,
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Bo3moxunocTi Mopo10rHYecKoi IMArHOCTHKH AMIIOW1a B OHonTarax
NOIKOKHOH KHPOBOH KJIETYATKH

D EA. CTENMAHOBA

FEY3 sTopoacxkan xammeieckas Goams s BV, Byanonas AcnapravesTa sapasooxpanesinn ropoas Mocki, Mocksa, Poccis;
DEBOY ANO POCOMCRAR MEAMLMHCKTR ARIAEAIH HENPEPLIBUOND IEKBECENOHAANHOND 0OpaIosais Mistapasa Pocciss, Mook,
Poccm

PE3IOME

Liean necaeaomanmns, PETROCTERTHBHIA AHAAMI PETYARTATOR THETOAGTHMECKOT 0 MECARAOKIHIS GHONTATON NOAKDKHON AHPOBOH
raersarin (FKK) CO CRasienint AHaTHOETIMECKON BOMHOCTH HITOTGRASHHIO. POSARMHUAS CNOCOGIAI DPENIPITOn.
Marepwaa n metoan. [Tposeacss 0160D 1 SHAANY PEAYALTATON BHONCMAHMNY MCCABAOBATINA £ CANOBPESENMMM HITOTOBAEHIEA
ABYS% PNEIHBIN BACH DICTOAGEMMECKUX TIRENARATON (PASAABA HBIE HETHIHBE DPETHPATHL CPEIW C napagimont Gaokon) i Guo-
nraton CUKK somora or 118 natsonron. B xasaom caysas oictoaomisecking. npeaapatu WAl oKpRibisHl xonro. Kpacs i
W MECARADBAHI 8 DOASPMIORAHHOM CHETE NADIAABARH € DOANTIEHEM KOHTROAEM, KPHTEDIEMW SMHACHAN BEARANCH CHOCOBHOCT
KOHTOGIMARHMX ACOHDIMTON K ABOHHOMY AYUETEPOADMASHII € XAPAKTEMUAM CTIOKTPOM CHESEHHR IPH HOCACADBIMIN B NOASPHIO-
BAHHOM CBETE.

Peayasmamt, [TOkasaia nHcoKI2 AMaroCTIHCOER LEHHOCTL HATIMEY DPENARaTON N0 CPIRHEHHID CO CPEIAMK © Mapainiosbx
Oraono. CHOpMyAMPOBIHE MPESMYWLIBCTE PRINMX BHA0N THCTOADNIMECKHX TPENAPaTON, MIrOToBAe X i1 OGnontsron MK
Jakaonenne. BUONTITH NOAKOAHON AHPOBON KATTHATEN OTAMUMOTOR MIHIAAARHIM PHEKOM AN HALME TR, TPOCToToR sabopa,
RUARIOTON MBCTRIM OOLEKTOM AAR CRPIMMHTGERIX GRONCHIL ANATHOCTHNECKER LENNIOCTE ICCAEADBAIA TTKK, N0AAMO THNY dMk-
AOMAD, JARNCUT OF ODMEMI, KaMecTBa o Ccoocoby oOpatoTkn Dnonrata, Hanboaee mubopMaTHBHEIM SBASTOR HECACAOBANIE
1 DOASPMIOBANHOM CBETE OKPAIIEMIMY XONIO KPACHMM DUAAIRACHHBIX HETHEHWMY NPENAaTos,

KAIGHEUME CAOBA: INDINDIAGL, SMHADIEL, OUOICIR, DOAKORHAR KHUPOGIE KACTEITRA, NI W DRCTINIT, 1T e
DPETIPITI, CRPIHHIORIR GONCIR.
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Possibilities of morphological diagnosis of amyloid in the subcutaneous adipose
tissue biopsy specimens

O EA. STEPANOVA

V.M, Buyanov City Clinical Hospital, Moscow Healthcare Department, Moscow, Russia;
Russian Medical Academy of Continuious Professiomal Education, Ministry of Health of Russia, Moscow, Russia

ABSTRACT

Objective. To retrospectively analyze the results of histological examination of subcutaneous adipase tissue (SAT) biopsy speci-
mens versus the diagnostic value of drugs manufactured by different procedures,

Material and methods. The investigators selected and analyzed the results of biopsy studies with the simultaneous production
of twa different types of tissue specimens (squashed native specimens, sections from the paraffin blocks) from the abdominal SAT
biopsy specimens obtained from 118 patients. In each case, the tissue specimens were stained with Congo red aned examined
In polarized light, concurrently using the positive control. The criterion for amylold was the ability of congophilic deposits 1o bire-
fringence with a characteristic luminescence spectrum when examined in polarized light.

Results. Compared to the sections from the paraffin blacks. the native specimens were shown to be of high diagnostic value.
The advantages of different types of tissue samples made from SAT biopsy specimens were formulated,

Conclusion, The SAT blopsy specimens are characterized by the minimal risk to a patient and by the easy way of sampling
and are 3 frequent subject for screening blopsies, In addition to the type of amylold, the volume, quality, and method of processing
the biopsy specimen are respansible for the diagnostic value of SAT examination. The study of squashed native specimens stained
with Congo red Is mast infarmative when using polarized light.

Keywords: amyloidosis, amylofd, biopsy, subcutaneous adipase Hssue, squashed specimens, native specimens, scroening
biapsy.
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AMIIOIA0 Y, COITIMCHO HOMSHIANTYPE MeAIyHapoaHorn
ODUIECTHA O MYHEHIIO aMua0ri03a (International Society of
Amyloidosis; ISA), B paMKax METHURHCKON TPAKTHKH paccya-
TPHBAIOT KAK TPYIY 3a000eBaHni, BRUSBAHHBIX OTIOKCH -
MIL I ipoueccom obpasosanmst (nonpaskn saeceny s 2020 r.)
AMHAOMIHRX GHOPIILL AMIIONI — TRTOAOTHMECKIN J1enosiey
COCHMPIICCKIX ArPeruros uBpILpHLIX BEakon ¢ onpenc-
JACHHBIMY MEEPOCKONMUCCKInG cooficrmavm |1, 2]

JocronepHus AHATHOCTHRS BMIAORI0SA Ganpyercs
H DBOTIAEHIE SMAIOIAA PR MOPMBOAOMIYECKOM NeCIeno-
sasin |3, 4], npi 9TOM «3000THIM CTAHIAPTOM» SIRINETCH HC-
COALIOWAHNE B NOAAPHIOBIHHOM CBETE OKPAIICHHBIX KOHTO
EPACHIIM FHCTOA0MMeCKM npenaparos, Kpirepiit aemoxma
LTI — CNOCODHOCTL KOHTOMIIBITLIX JCTIOINTON K N0~
HOMY A¥HENPEAOMIEHI C XAPAKTEPIBIM CIIEKTPOM CHEUCHIS
NP HCCACAOBAHMI B NOEpH3oRaHHoM esete | | —5). Oanako
CACIOBAHNE «30M0TOMY CTRIZIDPTY» H PYTHHHON HPAKTHKE Tpe-
GVET OHPEACHEHHONO OCHIIIE HIA Aadopatopii, cneundie.
CHIX HABRIKOND # ONKWTA paboTi Bpayeh 1 aadopastor. Cpean
NPOYETO HEOTGXOANMO PACTIOIATATE A0CTATONHLIM KOTIUCCTHONM
HOMTHBHLIX KOHTPOACH, YHINTHBIATH PAXIHYHBC HEODBITHBIC
ek, sanpusmep whipekT anoasproaausoaHol Ternes |3)
IPIE HCCACAOBANIN 1 (OARPIIOBAHHOM CHETE,

B 3anucnMoCTH OT XAPAKTEPE NOPAKCHHA BHYTPCHHHX
OPTAHOR BLEUICATIOT CHCTEMHBIE H OKAALHBIE (DOPME (MH-
nowaosa |1, 2] Ha ochose maenrnpukatim Geaka-npetme-
CTREHHMKD BuAeAR0T 36 THoD asmitonan, |8 1y Kotopuix
OTHOCATCR K cncTemitin gopaam [1]. Bosmoxmun coveramnis
paatiuHBsix dopw 6], Honbonee koppexTiioe onpeacacHne
THIA ZEAOVTOB OCYTIECTRINETCH ¢ MOMOIIBIO METOAOR MACC-
CTIEKTPOMETPII I IMMYHOVICKTPOHHOIO HECACIOBAHIN |4,
71 Mermisag pacnpocTpaHeHHOCTS 118 GOILIHCTE (hops
AMILIONA03A TOCTOREPHO HEHCHD, NPH ITOM KOAHYECTHO He-
ANATHOCTHPOBAHHLIX AMILIONA030B BCE CILE OCTACTCN THANM~
TeawtinM |8, 9],

B 10 npems Kak seitop secti satopa Gromrara ;s 1o~
KILTRHEX DOPM AMIIOMION OYPEHIYCH KARHINCCKIM Nopa-
ACHUEM OPTOMHOB, [ CHCTEMMAIX (FOPM AMILIONIO3E MOKHO
NECALRORATE GHONCHIO HIEBIX AOKANIALINT, BITIONAS 01
ROy Kiposyio kaetuatky (IAK) [4, 10—12), KK an-
AHETCH XOPOUTIIM OFBCKTOM IS CKPITHIATA W10 CHETEMHO-
ro amimonnosa. [pouece pasmus Guonmama TTKK oranuner-
CH MMEMMUALHBIM PHOKOM K HALHENTA, pocToTol sabopa
B oaynae Kaxk nuiposorsoi | 10), rax wacmpaunossolt Snon-
cn [11, 12], B ocnosroM Ha nectesosanme sabipaor dipar-
senTel TEKK xunom, annnko, 1no CoBCTREHHBIM THHLIM,
TEKRK pepxuest tpetit Geapa i ruiedn He MeHee THMOPMATHEHA.

JlenoaiTbl $3MILIONAN XAPaKTCPHIVIOTCH HEPABHOMEPHBIM
pacnosoReHHeM 1t paznndium obsemom. L noaykoninve-
CTHEHHON OUEHKN OGBEMI ACTONITON B FHETONOMHINECKIX T1pe-
TEPATAN MOAHO MPUMEHATD HECKOTERO kw1, Hanpinep, ¢ te-
JACHHEM MY 3 CTENEHN: NEPBON CTENCHH COOTHETCTBYCT M-
a0¢ (), nTOpoft — ysmepensoe (+4), 4 tpernell — Goasoe
(+++) komteetno acnoanros [ 10, 13], s ouesiky Harie-
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HBX npenapatos ¢ pautanaennolt KK B. Hazenberg it co-
anr. | 12] paspadorwnm Ky ¢ AeacHues wa 4 crenesn: nep-
san creneitt (CR 1T4) 03Hauaer MUHIMLTEHOE KOARICCTIO
ACNOINTOR ¢ 0OBEMOM nopaacui <1 %: sropas crenens (CR
2+) — HeBOABIIOE KOUIIECTBO AernoanTon (o | 10 10%); Tpe-
T crenenn (CR 34) — yMepeHioe KOAecTso 1enoInTos
(o1 10 20 60%); nemnepran crencun (CR 4+) — obwrie acno-
saron (>60%); orcyrermie aenovron — CR O (pue. 1), Vie-
ARdEHHE KoANUecTna necaeaosananix pparveston NKK na-
NPAMYIO KOPPETHPYLET € BOIMOKHOCTHIO DAWTCHNA JEN0H-
TOR UMHOIUEL B Cayine ux nanuans | 14].

duarnocrinieckan wesHocrs Onornmara KK sanmenr
OT THIN AMIDTONA0M, KagecTsa i cnocoBa obpaboTky sure-
PHALL, KOAWYSLTRN NeCacaoBartinX dparmeriron |14). Mys-
crmreannocts necaeaonannd TUKK aocriuraer 84% s AA-
asionaosa [ 12], 100% s AlL-ammnonaoson, 15—435%
i ATTR- asaonaoson | 15].

Vusrsisas, 4T0 CTUUAPTHEIA MCTOI0M HCCACNOBIHMN
AWHETCS WIFOTORIEHME Napadunosoro Gaoka, Heobxozumo
CPaBHCHNC AMATHOCTHYECKON HEHHOCTI HUTHHIBIX npefapa-
TOB, WIMOTORAICHHIX IYTEM PRALIVTHBEHI TRAHMN, i CPeion
¢ napadpuHonkix Groxow,

Llesay paGorsl — CPABHECHNE THATHOCTIMECKON LEHHOCTIE
OHOITUTONR NOAKOKHON KHPONON KACTHATKI NPt PALIHHHOM
Crocobe IIrOTORICHIN THCTOAOTIMECKHY TIPCHAPATORN.

Marepmaa u merToant

IMposeaens o160 1t WILTICE PEIVALTATON BHONCHRAHKIX
wecaeaonasin TTAK xunora |18 naunenton n soapacre
o1 29 20 99 aer (epeannit sospact 64 roum), 13 snx 63 (33%)
ACHUMHK, 35 (47%) MyRUMH, ¥ KOTOPBIX GHUL KIMHMUCOKN 33~
MOA0IPEH AMILTONAOS 1 XO/1¢ 00CICA0BIHIA.

B ofcieaonanue BIIIOYCHI TOALKO CAVIAN ¢ OIHONpPE-
MEHHBIM HITOTOIIEHNEM ABYX PATHRIX WILIOR TRCTOAOTINE
CKUX MPENApaTon (HATHBHBIC TPCMAPATEL, CPEIbl ¢ mapudhnHo-
nLix Da0KoN) 113 npueaanisx obpasuon NTAK.

3a00p MATEPHLTA OCVIMECTIVUIN HMACTHYHO ¢ HOMOULLIO
acnupaunoruoil Gnoncnn (13 (11%) caynaen), vactruno
(105 (88,9%)) nyrem Xnpyprufieckoro neceserins dpr-
MeHTa(on) TRAHK. TTOAYMEHHB MATEPHAN HEMCLICHHO 10~
CHE RITHN OTMBEBUII OT KPORIL B (PHINOMOTIYECKOM PACTHOPE
W TPAHCTIOPTHPORLTIL B NATONOTO-UHRATOMINCCKOE OTALICHIE
B eMKOCTH C (DHIHONOMHMECKHM PACTHOPOM HAH (CCAH A0CTIBKY
KPYTHOTO (BparMedima HeCe e nHoi KISTHATKN OCYILECTRILI
Boresenne T5—20 sitn) 1 3akphiroft nveroft 4HeTof eMKOCTH.

Kaau1oe okpammsaHne KOHTO KPACHKIM 1 CAVMAE KK Hi-
TUBHLIX NPETIAPATON, TAK ) CPe30s ¢ mupaduuossx Grokan
MPOROIUIN € NAPAIACIBHEM HCCACIORAHHEM HOIUTHIHOTO
KORTPOIS (MO3HTHBHEA KOHTPOXE — OOpaIe TKAHN, Jane10-
MO COACPARLIN HCKOMOE BEIIECTHO, HANHYBE GMIIOILL B 1~
MOABIOBAHHLIN KOHTPOAX GHL0 JONOTHHTEILHO NOATHEPAIL -
HO MMMYHOIHCTOXHMHMECKHM NECARA0BIMIEM ¢ IKCnpeceneit
P-koMnoHenTa i1 Mace-crekTpoMerpueit); kM obpasom,
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CRO

CR 1+

CR 2+

CR 3+

CR 4+

Normal light Polarized light

Puc. 1. NpHMepsl OUEHKH OKPAIBEHHBIX KOHTO KPACHLIM NPENAPATOR C PA3AABACHHON AHPOBOH KACTHATKOR B 0GLIMHOM W NO-
Aspuonannom ceete no B, Hazenberg w coasr, [12].

\ crenesis O (CR O, areyvrcrnse acnoamron), B creness HICR =, obwes acntommon <1%); ¢ crenens 2(CR2=. ol o 1%, D
crencus J(CR 3+, or 10 40 60%); | crencin 4 (CR 44 o)

Fig. 1. The examples of evaluation of Congo red-stained specimens with squashed adipose tissue in normal and polarized
lights according to B.P. Hazenberg et al. [12].

A — grade 0 (CR D, negative ), B— grade 1 (CR |+ the volume of deposits 15 < 15 ( geade 2 (CR 2+, from | 10 10%); D — grade J(CR 34
rom 10 1o 60%); | CGrde 4 (CR 4+ Ol

16 p -~ )



CIDHIHHAABHBE HCCASADBIHNT

Crrigimal Investigations

AT KRAJIONO COVYUAN DLRITO HCCACA0nan0 2 nuan KaHTpoas
C AHANOIHTHNM BIOM OBPRBOTKH MaTEepPILLL,

Hamimsime mpenaparst M3roTamnsaIm nyTes pavmmis-
Pt HeBonnmmx (auamerposm Ao | —4 ms) pparmenros [TAK
MEMLY NPCAMCTHBIMIt CTERAAM, TPH ITOM 1 CAYYAC aCTIHpa-
HOMHOH GROTICIN Z0NMOEHITTEALHONO JAPOBACHIS MATEPHIL Y
He TPEBOILIOCH, & TPX HHUMIOHHON Ononcn Goiee Mea-
KIC KYCOUKH SA0HPATIL 103 PAIHEIX VEICTROR KPYITHOTO (ppiar-
stenTL L HOroToRIEH NN QXHONO HATHEHOIO NIPEapard He-
nonksonaas o1 | 1o 4 hparvesTon TR OBUDIM ZaMcTPOM
10 35 vt KoamaeoTno iarisisix npesnaparon u orohpa-
HBIX CAYHARX BIphipom1o o1 3 20 13 (1 cpeanew 8), Harnn-
HLC NPCIAPATI BHRCYIIHBUIN IPH KOMHATHOMN TeMneparype,

Puc. 2. Hatuarsiil npenapart ¢ pasAanacHHON RUPOBOR KAET-
HATROR; ACNoInTLE ammaonaa CRA+, noaspusosanimi ceer.
Oxpackn KOHro kpacinas, * 200

Fig, 2. Native specimen with squashed adipose tissue; CR4+
amyloid deposits; polarized light.

Congo red susining, x 200

(DHKCHPORUTH B AUSTOHE, OKPAIIIUIN TEMATOXCHIHOM 1t 1%
CHUPTORBIM PACTHOPOM KOHIO KPACHOIO, AndpepeHitinponiLii
B enmprax. OXPaicHiBIC KONFO KPACHBIM THCTOADI HYLCKIte
DPEIRPATI HCCACIOBAIN B NOARPHIOBAHHOM cuete. Ouetinm-
0 aKT HAUTHYUA aMIITOMIA B HHTEpCTIIHK (pre, 2) i CTeH-
KX KPOBEHOCHBIX cocyaon (pre. 3, a, 6). O0nem amuiona
B MHTEPCTHLLH IPIHPORAICH HA 4 CTEITEHN 1A OCHORC 1Y -
wisnof uwng B. Hozenberg w coant. [ 12] (em. pue. 1), Oues-
Ky ODBOMI ACTIOINTOR BPOBOANIT ITPK yieaenin o 200 pas,
B cayiac 1dhyIHON hopMI PACTIONOKCHIN TENOINTOR VK-
IIRUIACH HUHOOM LIRS 1 CPCIHAN CTEIEHN, & NP odaronoi
hopae — paabpoc o1 HanMeu ke 10 Hanboapieil creneHmn

A roronaesis napaiiiontax Grokon Mmarepita k-
cupomutn n 0% pactsope neitrpassioro 3abydiepesnoro gop-
MATHHA, ODCIROAHBATH B CIHPTAN BOCXONRIIEH KOHIIENTPi-
LM, 3THBRAH B NapadimioBne GAOKN 10 CTIHAAPTHRIM PO~
Tokoaas, ig Kaanoro u3 orobpatieiX CAOyHacs HIroTomieH
| napadrontist Gaox, nanvy cayvuanx — 2 n n oaHom — 4
Hu cpesax ¢ napahnnonsx G10KOB HCHOMEIOBANH TPH B
OKPACKN: FEMATORCHANMHOM 1 30H0HOM I KaiecTie o03opHono
MeTomn, 1o Metoay Bar Tusosi o koHro kpacibiv, Creayer o1-
METHTL, MO TORUIMED CPEION V18 OKPACKIE KOHTO KPACHKIM CO-
CTIRIVITN 6—8 MEM, U151 MHEX BRHA0N OKPALTIBIHIR — He HO-
e 4 s, Okpaupanue Xxouro kpacHuM (1% cnnprosoi
PACTHOR) TPOROIILTI HA ocHORMe Mostdwikarn smerosa May-
tepa (Putchler), OXpameHHBIC ROHTO KPACHEIM THCTONOT
GECKHE NPEIPATHE HCCACAOBIN I NOAMPHIONIHHOM CheTe
Ouenmmua (axT MR OMIIONLE B MFHTEPCTILI, CTCH-
KAX KPOBCHOCHBIX COCYAON, HEPIHLIX CTHOMIIKAN (FIpi HL1 -
i) (pwe. 4-—6),

Hecacnosanme 8 NOARPHIOHARHOM CHETE OCYILCCTRIILTI
1A CHetUTHIMPORIHHOM MEKpockone Lelca DM2000 ( Bean-
KOOpPITanmnsg )

PesyAstarst v 06CyxaeHHe

B natunibix npenaparax Aenosrn aMIIONIN BRSRIC-
s 37 (3150w LIS (100%) cavuaen b sospacTHon rpynne

6/b

Prc. 3. Hatwsubiil npenapat ¢ pasassaCHHON KHPOBOR KACTHATKOR; ACNHOINTH AMMAOMAD B CTEHKAX COCYADR, ODLIMHLIA CBeT

(2), noAspr3osannLii ceet (6).
OXpacka KOMro Kpacise, * 200

Fig. 3. Native specimen with squashed adipose tissue; amyloid deposits in the vessel walls; normal light (a), polarized light (b).

Congo red staining, 200
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Opnnma/\bnue NCCACAOQBAHMA

Original Investigations

Puc. 4. Xuposas TKaHb, cpe3 ¢ napagmuHoBoro 6A0ka; aeno-
3UThI AaMMAOMAA BAOAL MeMOpaH aAMNOUMTOB.
OKpacka KOHro KkpacHsiM, x 200,

Fig. 4. Adipose tissue (the section from the paraffin block);

amyloid deposits along the adipocyte membranes.
Congo red staining, x200.

Puc. 6. Knposas TKaHb, cpe3 ¢ napahuHOBOro HAOKA; MHTpPa-
HEBPAAbHBIA ACTIO3UT AMHUAOMAA.
OKpacka KoHro KpacHbinm, 200,

Fig. 6. Adipose tissue, the section from the paraffin block; in-
traneural amyloid deposit.
Congo red staining. x200,

ot 37 10 89 et (cpeanuii Bospact 67 1eT), B OCHOBHOM Y KeH-
i (21.57%); HanBoabiee KOAHYECTBO TO3HTHBHAIX CIYyYaen
(15 (40,5%) n3 37) ormeueHo B Bospacte ot 60 10 69 ser (cpen-
Huit — 64 roza). IMpu 31oM B 12 cayqasx KOAMUECTBO JACTNO3UTOBR
6b110 KpaitHe mano (CR 1+, CR 2+, B | cayuae CR 1+.2+.3+).

B npenaparax co cpesamu ¢ napa)nHOBbIX 610K0B Aemno-
IUTHI AMIIOMIA ObUIN BbIstRIeHbL b B 23 (19.4% ot obiuero
KosindecTna, 62% oT KOJNYeCTBa NO3UTHBHAIX HATUBHBIX 1pe-
NapaTon) caydasnx, npu 31oM B 15 (65% ot KonuyecTsa nosu-
TUBHBIX BJIOKOB) — KOJAHYECTBO JENO3NTOB OLUIO HHYTOXHO
MAJI0 M JIEFKO MOIJIO OBIT MPOMYILEHO AaXKe ONBITHBIM MOP(ho-
snorom. B 8 (34,7% ot KoanuecTsa Mo3UTHBHBIX GI0KOB) CITy-

18

Puc. 5. Kuposas Tkaub, cpe3 ¢ napamHoBoro bAoka; aeno-
3UTbl AMMAOMAA B CTEHKaX COCYAOB.
Okpacka KOHTo KpacHbim, %200,

Fig. 5. Adipose tissue, the section from the paraffin block;
amyloid deposits in the vessel walls.
Congo red staining, x200.

YaAX AETTO3HThl AMWIOMIA BBISIBICHB! B CTEHKAX KPOBEHOCHKIX
cocyios, B 1 (2.7% ot konuuecTBa Mo3uTHBHBIX GI0KOB) ciy-
yae BLIABJACH MHTPAHEBPAJIbHBII 1CTIO3MT.

[Tpy OTCYTCTBHH JCTMO3UTOB AMHIONAA B HATUBHBIX Mpe-
naparax B cpe3ax ¢ napauHOBbIX GIOKOB aMUIIONIA HE Bbl-
SIBJIEHO.

Takum obpazom, HHOOPMATHBHOCTL HATHBHBIX Mpenapa-
TOB OKa3aJ1aCh OTUETJIMBO BbILLIE TAKOBOM MPENnaparos co cpe-
3amu ¢ napanHOBBIX BJ10KOB (CM. TADIHILY).

[MpuunHOI HU3KOIT MHGOPMATHBHOCTH CPE3OB ¢ Mapa-
(hrHOBBIX BJI0KOB, BEPOSITHEE BCErO, ABIAETCH Caeayioee:
MERVTOUHOE BELIECTBO B KHPOBOIT TKAHI Pa3BuTo ¢1abo, j1e-
MO3UTHI AMWJIONIA PACTIONATAIOTCS BAOAL MEMOPaH ainnronu-
TOB B BUIE [MPOCIOEK HEPABHOMEPHOM TOJLLMHBL, TIPH 3TOM
Ha MOMepPeuHbIX Cpe3ax NPOCHIOifKN MOTYT OKA3aThes UPE3Bhl-
YAItHO TOHKIMH, (haKTHYCCKH HEPasINYMMBIMHK [J1430M 1a-
Ke npu GOJBIIOM VBEJIHYEHNH, TOI1Aa KAK B HATUBHBLIX TNIpe-
naparax 3a c4eT COXPaAHCHMUS LelbHOCTH 00bekTa 1 ahdekra
«CJIOXKEHUA» CTAHOBUTCS BHACH IaKe MHUHUMAIbHBIH 00b-
€M IeM03NTOB.

Pa3nocTb MEXIY OTHOCHTEIBHO DOMLILNM 0OBEMOM JIeNo-
3UTOB B HATHBHLIX TIPETIapaTax  KpaitHe MaabiM KOJIHYECTBOM
WM OTCYTCTBHEM SIO3NTOB B Cpe3ax ¢ nmapauHoBbIX BJI0KOB
CKOpee BCEro OTPaXaeT HeBbICOKHIl NCTHHHBII YPOBCHL 00b-
eMa JICNO3UTOB, YTO B TOM HICIe MOXKET XapakKTepHu30BaTh Ha-
YAJABHYIO CTAAMIO MPOLIECCA HAKOTIEH S aMUIOHAA.

[Tpu HCcCaeA0BaHHN OKPALLIEHHBIX KOHTO KPACHBIM Ha-
THBHBIX MPENapaton ObUIHM BBISIBICHBI PA3IMYHOIO poaa ap-
TedakTl, HanboIEe YACTO BCTPEYATHCH YHACTKI HMOMOH LN
KPOBBIO, PA3THYHBIC AHH30TPOIHbIE YACTHIIBI HEAMIIIONIHOI
MPHPOAbL, Y4ACTKH C HENOCTATOUHOI BAMMUHALMET THITHIOB.
Yyactkn ¢ apTHHUIHATBHBIMY W3MEHEHHAMI HE OLIEHHBa-
JMCh. JLis YMEHbBIIEHUST KOJIHIeCTBa apTed)akToB HeMeeH-
HO 11ocie B3sTHs 063aTelIbHa TILATEIbHAS OTMBIBKA OT KPO-
BM 3a0paHHBIX (hparMeHTOB B (DU3HOJOrHYECKOM PacTBOpE.
IMpu 3TOM HEOOXOANMBI TIPEOTBPALLIEHHE 3aTPASHEHUSA MaTe-
PHAIA MHOPOIHBIMH YACTHLAMH, HATIPHMEDP TKaHEBbIMM (Map-
J151) HUTSIMM: Q1€KBATHOE BPEMs BLUICPXKKH B ALICTOHE B 3aB1-

Apxus natonormm 2022, Tom 84, N°1



CHIMTIHAARHIE HECACAODII A Orfginal tmvestigations

COOTHOWEHHE CAYHACH BLISBACHHOTO AMMAOHAS B HITHENLIX TPENAPATAX M CPE3AX ¢ napauHossix Grokos
The ratio of detected amyloid cases in the native specimens and in the sections from the parafiin blocks

TIOHrTHRIHIE CAYHIN 1 OeHonE

TTOUTHIIBEE CAYDAN 1 BEHONE NCCACAMEIII Cpeion

mnt::':i:::p:mm "m%%m G .:lll (05 ) o nomTHB
napaton (37, win ) ROTMUCCTIN CTYIIeH eterlesblioibaony
CR I+, CR 1+ 2+ wCR 14,24 4 34 ] 2 20
CR 2+ 4 CR 2+,3+ 8 4 S0
CR3+nCRI+ A4+ 7 5 71
CR4+ 12 12 100

CHMOCTI O TOMHHLL TIPCTRIPATI; HCIOILIONANHE TTOAX0/-
HHIN JAKTI0MAONUIIT CPeL,

MCnonbIosaHne B Rasionm Caytie nosmuHon Kourpois
HE TOALKO NCKTIOMAN0 A0RHOHETUTHEHIE PEIYILTATHL, HO (ia-
TOpR aummoit unetonoll nainTpe (OTTEHKY KOHrofiuuinL-
ML CTPYETYD NP3 RCCACAOBINN B OOLIHOM CHETE M OTTeH-
KY CTIEKTPA CHECHIA T NOARPHIOBAHHOM CHETE) CHOCO0CTRO-
HATO ACKITHON OHEHKE IIPeTipaTon.

Hamme rcronormeckin sepipuumpomstHibIx 2eno -
TOR AMMIOI AREACTCH OTLEKTIBILIM HOATHEPAICHICM HHa-
FHOSE AMILTOMIORL, JABET DOIMOAHOCTD IIEKBITHO ONPEIeINTL
TIT SMHIAOIAR A OCHOBAHIH WACHTHMKILMY OeIKa-npel-
WECTHEHHIKE C NOMOULIIO OO HITEILHEIN METOAON HeeTe-
ADNAFHA, B TCPHYID OUCPEIL MICC-CIERTPOMETPIN.

TTpermymecTni HATHEHLIX ITPETINITON B NUKCHEL B DOTE-
WEI IYHCTHHTEILHOCTH 110 CPARHEHING CO CPesaMit ¢ napadhi-
HOBMX G0K0B, OLICTPOTE IWITOTORICHIA, BOIMOKHOCTIN OLCH-
KIECKOPOCTI 1 OGLEMIl HEKONACH I ZEN03HTOB (1 10310Cpos -
HON NEPCHERTIBE, TPI NOFTOPHEX B3 TN Ouonci, s hone
S B oTeyTeTIe Acuenin). K HeAOCTHTKAM MOKNO OTHCCTH
HEBOIMOAHOCTE «NEPEACAKHS IITOTORICHHOID Npenapar
I AOTOTHHTCALHONO HCCTSAOBAHIN ONPEICACHHOIO YHACTRA
npenapata. CAeayer oTMETHTS HERONTHN CPOK Xparerns, M-
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PRUTOPIER, SIS O SHTBHLIX KOHTPOACH, OIThIT B OHCHRE
W HHTEPIPETAIMN PEIYALTIATON,

IMpenayimecrss cpeson ¢ napupuHoBsIN BAOKOE — CTaH-
JIPTHLI METOI MCCACHOBAHMS, HOIMOKHOCTH HBITIONHCHIR
AONOAHHTCABHLIX CPEION, B TOM HHCAE IS LN METOSOR HE-
CACATHANTIN, OAMAKO TOILKO 1 CTyvae Boapioro odneas 1e-
HOSHTOR,

3akawuenune

Mecaenomayme Marimibix Hpeiaparon oo HOH K-
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Morphological characteristics of renal changes in Fabry disease
© YUV, LERNER, L.V, TSOY, AN, GRISHINA, V.A, VARSHAVSKY

.M. Sechenov First Mascow State Medical University (Sechenov University) Ministry of Health of Russia, Moscow, Russia

ABSTRACT

Fubry disease Is an X-linked progressive lysasomal disease caused by a mutation in the gene that encodes the enzyme alpha-galac-
tosidase A and leads to the intracellular accumulation of globotriazylceramide (GL-3). Kidney damage manifested iself as micro-
proteinuria and microalbuminuria, followed by renal fallure, is fatal to a patient.

Material and methods. Fabry disease was diagnosed in 5 out of 600 cases of various Kidney diseases, by using the 2014—
2018 material, Light-optical, immunohistochemical, and electron micrascopy methods were used 1o examine kidney blopsy
specimens in Fabry disease.

Results. The glomeruli clearly exhibited intratysosomal inclusions, myelin bodies. and iatty vacuoles in the cytoplasm of podo-
cytes, the small processes of which were predominantly reduced. The mesanglal space was expanded; the mesanglocytes were
in the profiferation state; there were fatty vacuoles in the cytoplasm: the deposits of immune complexes located intramembeanousty
and paramesanglally were also found in all cases. An immunohistochemical study revealed that each case was detected to have
fixatlons of 186G, kappa and lambda immunoglobulin chains on the glomerular basement membrane of focal granular pattern,
There was fixation of fibrinogen in 3 cases. that of IgM in 2 cases, and that of IgA and complement component 3 in one case. Thus,
it can be supposed that although Fabry disease Is a lysosomal disease with deposits in the podocytes and mesangiocytes of myelin
bodies and fatty vacuoles; however, immunohistochemical and electron microscopic studies cannot exclude the involvement
of Immune processes in the development of glomerular injury.
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Conclusion. Fabry disease Is a rare lysosomal disease accompanied by globotdazyleermide depasits in the podacytes and mes-
angiocyles. Howeyver, at the same time, the fact that immune mechanisms are involved in the development of this disease cannot

b dendieel.

Keywords: glubotriazylcesamide, storage disease, renal failure, immunollvarescence analysis. electron niicroscopy method.
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B 1898 r. W. Anderson u J. Fabry |1, 2| nesanuenmo apyr
OT APYI NNEPILES OTHCIN KPACHORITO-ITYPITYPHHIEC HAny/1es-
Hule nopaserion koA, HaveHesmus Grumm nisans sandupya-
HAN GRTMOKCPATOMAS.

Coyers 40 aer (1939 1) M. Ruiter yKasan Ha Teciys casnin
MEATY HPORRICHIAMI Hi KOAHWX NMOKPORAX M TOPAKEHHEM
HHYTPSHHIN OPIIHOB 8 HPIILET K BRBOIY, HT0 AHMMOKEPATOMA
SHUTHETCN ROUKHBIM CHMITOMOM HACICACTESHHOTO CHCTEMHONO
sabonenai 3], pactueHeHHOro 1 nOCIAVIOmEeM Kak 6oa¢ s
uakonienis [4]. B 30-¢ rogu npomaoro cronetns K. Scriba
it €, De Duve [5, 6] npeanoqo#iuni BOSMOKHOCTE HUpyeHi
JHITGIHOTO ODMEHA, i TAKAKE JAMIOCOMATLHKY HAPYWCHIA, Je-
AZUDIX B OCHOBE FTON NUTOAOI N,

Hoamun 1962 . D. Wise w connt. [7] 40K 5001 CLERACH-
HIWA ¢ X-XPOMOCOMOS THIT HACACAOBAHNA ITOFO IDOICBAHIN,

Ha ceronmsinnngdi acus Dogesss Dadpi aeaieren xpaiine
PEAKHM Ja0OJEBIHIEM, PACTIPOCTPAHEHHE KOTOPOTD B ONYIHi-
UM cocTapisier oxano 100 cryyaes wa | M HACEASHHA, NMe-
IOLIHM pelieceHBHLN CuerieHii ¢ X-XpoMocomodt Tin Ha-
CASIOBATMN M AONIBHO PAMIOODPAIHYIO KAHHHUCCKYIO Kip-
Tiny |8, 9],

B ocHone naroreHess GonesHm JeKT HICACITTBEHHOE Hit
PYIHEHNE METABQUIIMA FINKOCGUIEHIOINTIIADN BETCACTRHE He-
JOCTATOMHOA AKTHRHOCTH GIepMeHTE WA~ FAIAKTO AN W A
C ITHHENIIM NPOTPECCHPYIONMM HIKONACHHEM (1060TPH-
antanepavitna (GL-3) B an30coMaX KACTOK PAVTIHHEX Opra-
HOB, THKHN KK DOYK, CEPALLE, HEHTPULLHAS 1 nepibepimie-
CKAR HEPHHIS CHETEMIL 1 FHIOTC T COCYAON,

Hiasecrio, uto ansocoMmwakioe Hakoienme GL-3 wa-
MHHACTCA CUle BHVIPHYTPOOHO N HEPEAKO ODHIPYAMBACT-
CH NP THCTOAOTMINCCKOM HCCACIOBAHING BO MHOTIX OPraHax
W TRKAHAX TUIOAA M TRAMMN IRUCHTI, BMECTE C TEM KAHMHMYE-
CKHC IPOSIICHIN MOEYT MAHHPECTHPOIETY CHVCTH HECKOIL-
KO JICT noene poxaicHns pebeuka [10].

Teparie KOIISCKIE CHMITTOMBI BOFHHKAIOT YAC B BO3-
pacte o1 3 a0 10 et TTomMizMo KORHLIX TPOSRICHITN — aHTIN0e-
KepaToM, aboaenanne AehIOTHPYET HEHPOTOIHYCCKMMI Hi-
pymieHusaMn (11, 12], cHMACHUEM HIN OTCYTCTEREM [10TD-
oracAcHHuN (FUITO- 1 ANTHAPO), AMCTPOdHel porosmus
W CETHATKH [A83, CAYXOBMMH I BeCTUOYANPHLIME NOPIKe-
musimu | 13], @ TaKke nopaxeHHeM KeAYAOMHO-KHINETHO-
o Tpakra | 14),

HauBonee cephesmuiv i ONCHMM HEAHCTOA NOPRACHIE
NOYCK, CBNAHHOE ¢ akkyMyasiineft GL-3 u x1erkax suaore-
JUHS, HTEPCTIUMATHILN I MEIAHTIATLHBIN KICTKAX, NMOA0HH-
THX, @ THRKE SNHTCIHATBHEN KICTKAX KaHaAkues nogku | 15),

22

Pansss npieiakaMin Hapyimesis paiors noYek, nerpeta-
OLIMMBCS B <M 1 2-M ACCHTILIETHSN AVIHI NALHCHTOR, Sin-
JSOTCH MUKPOIPOTEHMHYPILE 1 MuEpoirnByMuypis. Caok-
HOCTL JACTIONNCTCR B TOM, 4T0 3TH CHMITTOMN HE SIUIIOTCY
NATOrHOMOHW LM i Goseasn Datpun n vwicro ne obpa-
HIWOT 1A cebn aomanoro suisasns | 16], vro swmercs npu-
SHHON NOSAHER AMArHoCTHR 3aBoacnanis.

Hedponario npit Gosesin Oudpu xapastepIvercs c1oil-
KOl pOTeHHYPHER, KAK npanii, paisHeaowme Hey i nospac-
Te 2030 2T, 1 T0 BPEMH KAK MOPPOAOrHICCKIe HIMEHEHIH
YARE IICTIOMOT EIOMEPYARPHLII CKICPO3, KAHLILUSHYIO 41Po-
Gino, nHTepeTaiLibIt GUBPOI, APTEPHATLHEII It apTepR-
aspHbi Ckaepos |16, 17,

o smepe sakormerns GL-3 g xrvGoukax 1 kaHaasins
HAPYINETCS (PUABTPALIHOHHAN CHDCOTHOCTE NOYEK, HTO 1IPi-
BOAHT K PASHITHIO XPOHINSCKON MOUHSHHON HEAOCTATOMHO-
CTH, KOTOPMS SICTHETCS OAHOM 13 OCHOBHEIN TPUTIH CMCPTH
FTHX MAUHCHTON,

Ha ceroasuuunnft 1esn marnos «6oie s Qadbpus — 10,
NIPERIE BCEIO, COBOKYIMHOCTD MUHHBIX GHAMHEI, KTUIMECKHX
NPOAWICHIN, PEIVILTITOR MOEKYISPHO - TEHETHNECKONO M-
3 1 MOPHOJOMINECKIX HIMEHEH I,

Marepuaa u meroas

B necacaosaniuix aa nepion ¢ 2014 no 2018 r. 600 no-
HEHBIN DROMTTUTAN, NI THX Y NAUHCHTOR ¢ Pa3HOOOPATHBIMI
sabosesanns noyex, 6ogeans Padpy sanoaospena v 5 ueio-
BEK (3 MyARHMHLE B 2 KCHIINHE) TIPEHMYLICCTREHHO B BOS-
pacTe o1 25 10 33 feT, HCKAIONCHNE COCTABMA MyKUNHA
66 2eT. BHONTATH NOYCK MAYIAIN CBETOONTHYECKHM METO-
AOM € HENOALIOBAHNEM CASAYIOLINY OKPACOK it peakiiit; re-
MATOKCIWINHOM B 3030 HOM, nukpoykeniom mo Ban Fuo-
HY. KOHIO KPacHWM, TpMXpoMoM o Maccony, PAS, PASM,
s ssseynoduiioopecuentioro asasnsa (MPA) uenonsio-
sadm antrean k 1gG, IgA, 1gM, C3- n Clg-koMnouentanm
KOMILICMEHTS, (PHOPHHOTEHY, @ THEAE JEIKIHE LEIH HMMY-
HOrAoGyAMHON Kanma i auvGan. Beem 5 naumentanm 6uno
NPOBEACHD WICKTPOHHO-MUKPOCKOTTNYECKOE HOCARN0RA-
He (AMHM).

PesyabtaTel u obcyxkaenne

Y neex naumnenton ¢ 6osesHu0 Pabpu npit CELTOBOH MK-
KPOCKOMHIE DHONTATI MOMCK OBUTH TIPEICTANICHI KOPKOBSIM
BEIHECTROM, COAepARam 0T 4 10 12 kayGoukon, 0 TKUHKIO it~

Apxis tavoaorim 2022, ros 84, NV
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HUCTHC KICTRN W K OO OKPACRDR TEMATORCILTHHOM 1 X0 5HOM ’ TICHMCTRIC KACTRM B KIYOOMKE, CRIEPO S KATCSIM, ORPICKD TP

XPOMOM 10 MOCCOHY; D = NEMCTRIC KACTRH B KIvGoRKe, pacuipenne mesanst, PAS-peasus; | OMATORAN TPOMYPHAR GUIKTALI KaTl

HENEt i x OUMRS, UNMAMYHOQUIOODSC IS T N | thirkcaui 1gGomocnyBorie, syiode toopectS I ¢ OMATOWIR TPy AP s
catn st uenedt n KavBouRe, MMMYHOImOOPeC S HITN, o pnoa,e <400 20

Fig. 1. Glomerular morphological changes in Fabry disease

glomervlar foam cells: HEE, b glomervlar Toam cells; capsulur sclerosis, Masson's trichrome staining: ¢ s
il expansion; PAS réaction; d tocal granular fixation of Kappa chains in the glomerul nmunoflivore
bon, iImmunotivorescence, | focal granular fixanon of lambd 15 10 the glomerulus, nmunofluore noeel d C, ¢



B nosowh npaKtiieckosy apasy

raciiionet

B/c¢

r/d

Puc. 2. INCKTPOHHO-MHKPOCKONMHECKHE HIMCHEHHA NOMCUHLIX KAYDOMKOS npH Goaesnn Mabph.

A — HEKOTACHNE TA0DOTPRATUTICHAMILIE B BOSOMITTHX — MBCIHHONME Teaa (a), *8200; 6

— GisuTEAN MeMOPRIE KAImuIMpn (#), Jenoam-

Fhl HMMYHFBIX KOMILICKCON, PRCHOACKSHIIE MHTPAMEMBOaMOI0 (), HaKoiaeine CT0G0TPHAMCITSHIMITLEL B DOROITAY — MUCHTHONE T¢
'tk (4), X 6000, 5 — nogoust (¢, sMpcaronue e (o), Gasunaun MemOporc kmuunipa (e), 99000 1 — 1en000rsl MMMYIFRIN KOMILIEKCON,
POCTOAOMEMHEE THPOMESIHTIGUILHO (o), Oauithiues MearOpaian Kamicaips (#), MUETHHOBRE Tem (4), =8200

Fig. 2. Electron microscopic glomerular changes in Fabry disease,
n — globotrinzyleeramide accumulation in the podocytes — myefin bodies (4), 8200, b — capillary basement membrane (8 ), immune complex

deposits located intramembrnousiy (o), globotriazylceramide sccumulation in the podocytes

elin bodies («), capillary basement membrane (@), *9900; o
brane (=), myelin bodics (a), *§200

PaMML, OrMeyesH i BIKYODESAIHA TOSOLUHTON, OUATOBOC YT
eHHe GasibHON MOMOPIHL KAMWLSHPOD KAYDOUKON, OMi-
roBas NPOANPGEPAUIN MEMHTHAILHBIX KICTOK It CRICPOs oT-
ACABHBIX COCVAMCTRX neTeias. B 2 Spommarax #s 5 nusarieni
PACLIMPCHNE MEITHTHS C HOKOMISHHEM B HEM MEHICTHN K-
TOK, f TAKRE OMATOBLIN CRACPOS HNPYAHOIO JTHCTKS KANCY/ b
HIysmnekoro—boymena (pae. 1)

B 3nureann npoKCHMAIBHLIX B AHCTAIBHBIX KaAHAIL-
uen HaaeHu sieHin Geakosoi ancTpodum, otaropoil cyb-
ATPOMK ITHTENHN C CAUHHYHMMK GEAKONWNMI HHINHAPA-
MH B TpOCHETE.

CTrpoMa KOPKOBOSO i MO3MOBOTD BELMECTHA NOMKH ¢ YyHEcT-
KUMIE MEJROOMATOBOTO CRACPOIN, ONAFrOsKMH ANMOMaKpo-
darmsst uHpasTpatason Mpaogaku npossdepaTnaio-
10 BACKYJIHTA OOHAPYACHNW 1 | HabmoaeHm,

Mocae nponegesroro UMA so neex nabmioseniss sris-
Aern pukeuuss 1gG, kanna- w asasméu-uenef itMMyHorooy-

24

myelin bodies (a), *6000; ¢ — padocyte (#), my

immune complex deposits located pammmesangially (o), capillary basement mem

AHHOB OMATOBOTO TPAHVASPHOTO NGPAKTCPA HA II0MCDYARPHON
BuaanHOl MeMOpate i B ME3aHII.

B 3 nabmonennsix obmapyaens (hurcauns hubpunoresa,
i 2 — dpexcarns 1gM o s | — IgA 1t C3-KoOMIOHEHT KOMILUIC-
sen (em. Tadanny). Husrane Clg-sxosmaementa npu FiKDA
He ODHAPYREHO HIl Y OAHOTO NalleHTI.

Bo seex nabmonennsix npi IMH prispacHsl runeprpo-
DA MCEIHOUIBHBIX KACTOK, BHYTPIHIHIOCOMILEC HCTIONCHUS
W CHOUCTRIC WIEKTPOHHO-NIOTHME HKTOMEHNR — MHETHHORKME
TE HOANPOBLIC BAKYOIN B LIHTOILTAIME NOA0IIITOR, PN ITOM
MATLE OTPOCTKI MOCTSANHEX TIPEHMYICCTHCHHO PEAVIHPOKI-
bl BO BCEX COYHUSX M YT THPOBAMEL ACTIO3ITH IMMYHHBIX
ROMILIEKCON, PACTIOSOMCTTHLIE HHTPAMEMOPAHUTHO W (IpaMe-
WHIMIBEHO (pue. 2).

M wecaeaosaniy 600 nouesbIX GHOMTTATOB, BISTRIX Y 11-
HHCHTOR € PRVTHILIMIE 3a00nesannsusy noviex, Gonenss Mabpn
BROTEICHA Y 5 9ei0mek, 410 coctamno 0.83% ot peero nceneaye-

Voxnn naroaorsns 20220, Yom 654, NV
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Peayanrari MmmyHofAIOOPECLEHTHOTO AHAAK3A Y NAUMEHTOB ¢ Goaeaibio Dabpn
Results of immunofluorescence test in patients with Fabry disease

(ospoer oy B9 WA WM Subounoren %.,..mm Kama-tenn JwsGna-uenn Clg
K. (25) * 3 - + - + + -
M. (31) - = + + = + + =
T.(30) #* - + + - + + g
B. (66) + - - - + * + -
K (30 + - - - - + + -

Moo satepiivta Groncuit novek i nepyon ¢ 2014 1o 2018 1, 1 co-
CTHOCHTCR C ANHHBIMH MHPOBOT cratnemiki, Peayisrand noa-
THCPACIAIOT, UTO, HECMOTPS HIL PALTHUHOE PACHPOCTPAHEHIE
Jubosesannst B erpasax Mupa (o1 12117 000 go 1:476 000), ra na-
TOJOTHR HCTPEHacTes Kpaine peako [9).

B usyvesmon srepiivie Mophotormieckue naseHeis,
SCTIOMUIOLEINC B IEPRYIO OMEPELh PHCITHPCHIG MEIIHIT, Pad-
DUNAONICECH 30 CHET HAKOIACHHM OG0T PHATLILCPAMILIR
(GL-3), a B aamuHemeMm IOMEPYAOCKALPOT, ATPOhIi0 3nit-
TEANN KAHUTLUES W TYBYAOIMTEPC T THHIA N Gubpos, si-
ARKOTCH PHCTOAONITCCKHUN M STPHOHRAMH, KOPPCANPY IO
C APOIPECCHPORIHMEM GOICHIHNSA, I MOIYT HMETh CYIle-
CTBEHHYIO TPOIHOCTIIECKYIO SHAUMMOCTE V TALHEHTOR C MIt-
HHMIVIBHON TPOTCHHYPHEN, 9TO COMACYETCH ¢ JAMHLIMMN A=
reparypul |16, [8--21),

Haamime sussnieioro  oanoy Hatunioaems mposide -
PATHBHOTO BACKYINTA B COCYAAX HOYEYHON CTPOMI, BEPOsT-
HO, IMEET CIIL C NOKLTBHON AKTHMINCH PEHHH-AHINOTCH -
WHOBOIE cHcTeMb |22].

KK 110 Hatms BIHHGM, TEK 0 110 MHCHIIO HEKOTOPBIX
JAPYOCAHKIX ABTOPOY, B EUONTITAX HAGTINIOTCH NAKY O A
LA M CKOTEACHIE TICHUCTLIX KIETOK I FHAGTEIN, SNHTCIHO-
TETUX THCTRIMHWX B PERE NPORCHMAALHIX Kasaanuen [ 23],

Mexons w3 annumix aurepatyput §24], cranonirmen nee 60-
ACC OMEEIITHIAM, TO IMEHNO BEEYVOTH BT TTOAGHNTON ¢ pe-
AVELMEH X MIWTHIX GTPOCTROR MIPACT POTh B IATLHCTUIEM Pas-
WITHI CTORKOH TIPOTCHHYPIN V THITHCHTOS,

Pasnoobpasmas Mophoaorisieckast KapTuHa IHa et -
HO 3aTpyauser anarnocrinky doacaan Madpi npn uenonio-
SAHIH TONBKO CHETORON MIKPOCKOTIM, TAK Kk GOTLIIHHCTIO
HAMEHEHHA e SIHETCA CRenHaHBIM U AGHHON tarano-
it B OOALIUMHCTIE CAVIIEE LIS VIOUHEHIN THATHO3A 110~
Ka3ano nposcacHie MM, XoTopoe OTHETANBO BUMARIRCT O1-
aoxeane GL-3, MHEANHOBLE TEAN, IMCIONDIC XupaKTepiit
s Boaearn Dadpi Bt CIONTTEIX MEMDPAHHBIX CTPYKTYD —
“AYKOBOM 1HEayXite,

MDA 1 0cHOBHOM HENQIBIOBUICS U1 ODHAPYACHIA Ha-
soraetm GL-3 0 pautnusbix KICTKAX, ODIervng npi 31om
anariocTHky saboaesanns |25],
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PE3IOME

MepBruHblE MEAAHOUMTAPHbIE ONYXOAW LEHTPAABHON HEPBHOM cucTeMsl (LIHC) BCTpeualnTes KparHe peako u COCTaBASIOT AWILb
1% Beex meaanom u 0,05% nepeuuHbIX ONYXOAEH TOAOBHOTO Mo3ra. B cayuae Auhthy3HO-MHBAZMBHOIO NOPAKEHUS MATKMX MO3-
rOBbIX 0BOAOYEK OMYXOABK) MEAGHOLIMTAPHOTO NPOMCXOKAECHUS (D83 NPU3HAKOB HKCTPAKpaHUAAbHBIX MeTacTasos) obpasoBaHme
KAACCMUUMPYETCA Kak nepBuuHbiin AMgiy3Hbil MEHMHIeaAbHbIN MeAanoMaTtos (TAMM). NMAMM — kpainne peaknit NOATHN
InoKadecTeeHHon onyxoamn LIHC, ¢ yactoron scrpedaemocty 1 caydain Ha 20 MAH YeaoBek. HecMoTpst Ha pa3BuTHe Metoaos
HERPOBU3YAAN3ALIMKM, B HACTOAILEE BPEMSI MOP(IOAOIHHECKOE MCCACAOBAHME OCTAETCR OCHOBHBIM K HAMDOAEE TOYHBIM METOAOM
sepumKkaumn meaanourTaphbix onyxoaei LIHC. Coobuaem o aetaabHom cayyae NMAMM, NposiBASBIIErOCsS INUACNTHYECKUM
CUHAPOMOM, € DBHICTPONPOrPECCUMPYIOINM TEHEHUEM.

Katouesbie caoBa: Angpehy3Hbiil MEHUHIEAABHBIF MEAGHOMAETO3, NEPBHUYHBLIA, MeAaHOoUMTapHbie onyxoan LIHC.
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Primary diffuse meningeal melanomatosis: a literature review and a case report
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ABSTRACT

Primary melanocytic tumors of the central nervous system (CNS) are extremely rare and account for only 1% of all melanomas
and 0.05% of primary brain tumors. In case of diffusely invasive lesions of the pia mater with a tumor of melanocytic origin (with-
out signs of extracranial metastases), the tumors are classified as primary diffuse meningeal melanomatosis (PDMM). The latter
is an extremely rare subtype of CNS malignant tumor with an incidence rate of 1 in 20 million people. Despite the development
of neuroimaging techniques, today a marphological examination remains the main and most accurate method for verifying CNS
melanocytic tumors. The paper describes a fatal case of PMMD manifested as epileptic syndrome, with a rapidly progressive
course.
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ITepunaibie MEeTnHOINTAPHLIE OTYXOIN HEHTPLTLION
Hepsrol cueremnt (LIHC) serpesaorest KpaiHe peiako u co-
CrawisoT Jinn 1% neex meaanonm i 0,05% nepsuiannix ony-
XOJeH rOaonHOro Mo3ra [ 1. DT onyxonu BOSHHKAIOT pe/-
HOAOKHTEILHO 13 MEAAHOLMTOR MSITKIX MOSTOBKX 00010MeK
HOABASIOTCS NEPBUTHO=IOKAMECTBEHHKMN 0DPR3OBATIIMI
¢ AnhyIHBIM 1AM COnMAHBIM THIOM pocTta | 2], B kiacendm-
katn onyxoned LLHC 2016 1. akeneprst BO3 suiaesior 4 wn-
T MEAAHOLLITAPHBIX OTYXOACH MO3IOBLIX 00010MEK: MEIHO-
HUTO3, MEJAHOMATOS, MEAAHOLMTOMY M MEHUHTCAALHYIO MC-
naromy (2], Mo onpeaesenio BO3, K MeJanomm oy oTHoes T
AUDGYIHYIO MYALTHDOKAIBHYIO TPOAHGEPALLIIO METIHOUN TOR
MATKIX MOSTOBBIX O0OJOMEK, JTOKITHAYIOIYIOCS TOJNBLKO B Cy-
BapaXHONLUILHOM HPOCTPaHeTie, Onyxonesbie KICTKH MOTyT
PACITPOCTPAHSITHES B TIEPHBACKYISIPHEE TpocTpanceTia Bupxo-
pi—PoOenn, OHaKO HHBASKI BEHIECTIE MO3TA HE Haboauer-
G511 OTIIMMIE OT MEJAHOMATO3M, U1 KOTOPOTO, KPOME MOpakKe-
HIst CYGAPAXHOMGUILHONO NPOCTPAHCTE, XAPAKTEPHA HHPHIL-
TPALLHS OTTYXONCHBIMME KACTKAMH TKAHN FONOBHOTO Mo3rad [2].

Tepmun emenanonnTomas pnepnie 6u npeutoxed C. Li-
mas i F. Tio s 1972 1. |3], KOTopsie onmeiin CoaepRatiyio nmr-
MEHT OHYXO/L € PTHCTOAOMHUMCCKHMI OCODCHHOCTIMI KK Me-
HUHTHOMBE, TAK 1 0OPA3OBAHIS METAHOLNTAPHOTO NPONC-
Xoauermst, Kak i MeHMHIHOMI, MEATHOLNTOME TPOSTIASICTCS
B BIHAC OAHHOMHOTO CONMAHOTO 00PaIOBAHMS, TECHO NPHIeKL-
HIETO K TBEPA0I MO3roBoi abosorke, MeHHreaibHas Mejia-
HOM# — BBICOKOATOKAMECTBEHHAN MEIAHOLMTAPHAS OITYXO1h
C XAPAKTEPHBIMIE MOPGDOIOTHHCCKUMI TIPHAHAKAMIE AHATLII-
SHH, BLICOKON MUTOTHICCKOH AKTHBHOCTLIO, (POPMUPOBAHI -
M HEKPO3OB.

TTpi andyhy3HO=HHBAIMBHOM NOPRKEHHH MATKIX MO0~
HBHIX ODOIOMEK OIYXOMHI0 MEATHOUMTAPHOTO TTPOHEXOKIEH M
(GE3 PHIHAKOR DKCTPAKPAHIIBHBIX METACTA301) 00paiond-
HHUE KAACCHDMIMPYETCs KK MEPBHTHBIL AMDDYIHLIT MCHIH-
reaantntil Meaanomaros ((UAMM) 4], THIMM — 910 peaknit
NOATHIT 3n0KIMeCTHEHNON MeJaroMbl LLHC ¢ yactoToil perpe-
gaeMocery | eayyait nin 20 man venonek |4, 51 danras onyxois
MATKHX MOSTOBBIX 000JOUEK MOALCT (POPMUPOBATE KAK CAMHIY -
HBIC, TAK 1 MHOKECTBEHHBIC CANBAIOLLIIEC OYAlH, 13 KOTO-
PRIX TIPOHCXOIMT PACTIPOCTPAHEHNE ONYXOACBHIX KICTOK 1t Be~
HWECTBO M3, B MEANIITHCKON JnTepaType onydanKoBaHb
JAHHBIE O SUHITHBIX CAYDISIX 9TOTO 3a004CHAH IS WIH CepH -
six Habmoaenni, 1o He Gosiee 3 eayvaen, Ho gannes G, Tolnai
n coant, [6], k 1966 1, 1o pesviastaram ayroneuit Guu10 onneano
B3 cayuast MeHuureibioro Meaanomarosa. Mapnx 17 eayua-
en— 910 TIAAMM y nereil, y KOTopbix B OTAHUHE OT BIPOCIBIX
OH OLUI CBABAH ¢ MACCHBHBLIMKI KOKHBIMH HEBYCAMH 1 B OT-
JINE OT APYTHX MEAAHOGAACTHRIX TOPAAKCHUI pasniBaICs
10 [ONOBOTO Cospenutms. Kpome Tora, nhissisiores cayan
AMETAHOTHUECKOFO (GecrurMenTHoro) Menanomarosa |7, 8.

Kmrmaeckas kapruma npn TLAMM ommmaeres Soinimm
PAIHOODPAZNEM: HEPEILKO BCTPEHAKOTEN MEHUHTCAILHAN CHM -
HTOMATHEN, TCHXHYECKIE HAPYLUCHNA, OMATOBLIE TTOPAKCHNS
UEPCHTHBIX 1 CHIITHOMOSTOBLIX HEPBO, 41O CONPOBORAACTCS
nepupepuiecKuMi napaantamn i apediiekeneii, Xapakiep-
HBL O0LIEMOITOBAS CHMITTOMATHER, CYAOPOKHBIE TIPHITAIKH,
FHAPOLLEAINS KAK CACACTENE HAPYIICHMS JIHKBOPOLNPKY-
Jstmn 9],

TAMM, o TaisKe Apyrne mepsuiHbe MeAuHonnTapHae
onyxoan LLIHC uMeior oTausauTesHbie IPH3HaKn 1py Bisy-
atnsatn. TTpu npopeaeHnm MyJaETHCITHPATLHON KOMIThIO-
Teproit tomorpachun (MCKT) Ge3 KOHTPACTHOIO YeHaeH sl
AT OMYXOAM BLICAAT KAK CBEPXTIIOTHLIC TOPAKCHIS W Y-
JUBAIOTCH NPN BHYTPHBCHHOM BREACHUH KOHTPACTHOIO Re-
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mecta | 10, XapakTepunivi npHaHakasi npn MarHnTHO-
pesoHaneHol TomMorpamn (MPT) sisasiores nopsienias
UHTEHCHBHOCT L HA T T-paBe e HHBIX N300PAKEHHAN 1 HIOTH -
HOMHTCHCHBHOCT L HO T2-B3BCIEHHLIX N3OOPAKCHIIX 1 3081 -
CHMOCTH OT KOIMIECTRA MENAHIIA, CONEPKATIETOCsH B ONYyXO-
SN, TAKKE Kposonsmusmi [ 11—13],

B HacTosuee spems Mophonornieckoe neeaeronaimne
OCTACTCH OCHOBHEIM 1 HANDOICE TOMHLIM METOLOM Bephn-
KaLut Meanounraptsix onyxonelt LLHC [ 14].

KAHuueckuin cayvai

Fanmentka £, 60 10T, nOCTYIIGL B CTALMOHAP B THARCIOM
COCTONHMI ¢ MPUIHAKAMN KOTHHUTHEHOTO ACUILITA 1 HHTE-
JCKTYATHO=MHECTHHECKNX Hapyiuernnit, Coananne ua ypon-
He orymennst. Tpi nepsuinoM HEBpogOrHICCKoOM 0eMOTpe
Ha (poHe MeANKAMEHTOZHON ceatnit rpyeoft ouaronoi nespo-
JOPHICCKON CHMITOMATHEN Y BONLHON He 0BHAPYAKeHO, 0Gpi-
KU A CeOS BHUMAHUE PEUCBLIC HAPYLLCH IS 110 THITY AN3ap-
TPHE, PACXOASILICECSH KOCOMAINE, CTIOHTAHMEIH BEPTUKAILH LI
HUCTATM € POTATOPHLIM KOMITOHEHTOM 1 CIAAKEHHOCTE JIEBOI
HocoryOHoN crttkn. Faybokne u nosepxuoctisie pedyiekcn
S>D ¢ pacumpennem peduieKeoreHHbiX 3oH, cumitom badmnn-
CKOTO TOJOKMTEABH LI ¢ ABYX CTOPOH, MEHMHTCUIBHBIC CHM -
NTOMBL OTpHLaTeLHbie, M3 conponoanTeanion LokyMeHTatmnm
HBBECTHO, 4TO HAKAHYHE FOCHUTATHSALNN Y TAUHCHTKI BHep-
HRIC TIPOHIOIIET FEHEPINBOBAHLIN CYA0POKHBI IPHIALOK,
B CBASI C MEM OHA JocTaBieHa B eratmonap. Flpn nponeacHim
MCKT o ripasof 206HOH 1 0OBEHX 3ATLLIOMHBLIX 20X T1pPid-
CATUTTALHO BRISSBACHLE OMATH TORLIIEHHOIT 1 NOHIKEHHON
MAOTHOCTH pasmepom o1 | 1% 18% 15 10 223734 mm 6e3 Bbl-
PAKCHHOTO MepUPOKAILHOIO OTekd i Mace-ahherra (pue. 1),
SATTOMOIPEH OIYXOJ FOIOBHOTO Mosra, Ui VTOUHEHHs npu-
POZLI ATHN OUATon pekoMertosnig MPT, oanako msmay TsKe-
JIOTO COCTOSHIA TAIHEHTKI, TOBTOPHLIX CYTIOPOKHLIX [1PH -
Nankos neeaerosarne ne ouao seinoanero, B crauporape
OONBHAS TOAYHLL KOMIUICKCHYKD CHMITTOMATHUCCKYIO Tepi-
110, COCTORHNE OCTABMIOCE THARCIBIM € MPOTPECCHpYIOnIeH
OTPULATCALHON AMHAMMKON, MPEAIE BCETO, HEBPONOTHICCKO-
ro craryca. Tak, nauenTka CaMOCTOSTEILHO HE NepeiannTi-
JCH, HAPACTAAM YTHETEHNE COTHAHNS (¢ YMEPEHHOTO OrTyIe-
HISE 0 COMOPA), i THKAKS TETPANAPES CO CHIACHHEM MBILICHHO-
ro Toryea nyrierennes pedrekcon, Ha I8-¢ cyrkn o1 mavaia
JAB0NCHAHNS NPH SIICHISX OTEKA M ANCAOKALMY TOTOBHOTO
MO3FA KOHCTATHPOBAHA CMEPTh,

Bo npems nponeacHnst ayToncuin mpu HECAeonannm ro-
JOBHOTO MOJEA B MSITKHX MOSFOBLIX 000J0MKAX OOHAPYKEHbI
VITIOTHCHHBIC OMATH TEMHO-KOPHYHEBOTO LIBETH ¢ HEHETKH -
ML KPAsIMI, SACTHMHO CAUBRIOIINECH Mekay coboH (puce. 2).
Ha ropuzonTanbiHoM paspese suisisicHn nHsasius odpazona-
HIS B KOPY TOAORHOTO MO,

FIpH THETONOTHHECKOM HCCACAOBAHMK AyTONCHAHO-
FO MATEPHATA BLEABACHA OMYXOIL MATKUX MOITORKX 060~
JNOMEK, COCTOSIIAN HPEUMYILIECTHEHHO U3 OKPYITILIX KIETOK
C THICPXPOMHBIMI SAPAME B HEHTPAILHO PACTIONOKEHITBIM
SAPLITKOM, I HHTOIUIASME KOTOPLIX BLISTBASINCH CKOTLIE-
HUSE GOJABILOTO KOANMECTRA IPAHYS KOPHUHEBOTO ITHIMEHTA,
BLlsnacHnl MHBAIHA ONYXOMH BO BCC CAON KOPKI FOJORHOTIO
Mosra (pue. 3, a, 6), OTMEUCHLE CKOTUICHNS ONYXONCBLIX Ko~
TOK B8 NEpUBACKYBIPHLIX npocTpanersax Bupxona—Pobena
(puc. 3, B), (hOpPMUPOBAHKHE OMYXOACHBIMI KIACTKAMM FHE3/1-
HBIX CTPYRTYP (pre. 3, 1), npi aroM Be10e BENecTno roonHo-
1O MOSTI OCTARLIOCH TPAKTHHECKI MHTAKTHBIM, Onyxojiense
KAETKH THKKE BLISIICHEL | 3CPHUCTOM CIOC MOTKEMKA 1 COCY~
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a/a

Puc. 1. MCKT roAOBHOTrO mo3ra.

6/b

ONYXOJICBLIH O4ar B NpasoH 100HOI1 J1011E, VKa3dH CTPCIIKOM, o— ONMYXOAEBBLIC OYATH B JICBOH H MTPABOH 3ATHUIOMHBIX 015X, YKA3AHBLI CTPCI-

RAMH,

Fig. 1. Brain MSCT.

1 — a tumor focus in the left frontal lobe (arrow): b — tumor foci in the left and right occipital lobes (arrows).

a/a

B/C

Puc. 2. NUrmeHTHbIE MHOTOOMAroBble oﬁpa'sosanun B MATKMX MO3r0OBbIX 000A0YKAX FOAOBHOIO MO3ra, Pe3yAbTaThl ayTONCHMK.

4 — JATHUIOYHAN 108 nMpasoro noayviapus roJiopHoro Mo3rag )
MO3ra B

MEAHAIbHAS NOBCPXHOCTH J06HON 1oau Mpasoro nNOAviuapusa roJlopHoro
DasanbHas IMOBEPXHOCTDL NOOHOMN J1I0JIN JICBOTO MOJAVIHAPHA INoJIOBHOIO MO31a.

Fig. 2. Pigmented multifocal masses in the pia mater: autopsy results.

a — the occipital lobe of the right cerebral hemisphere; b — the medial surface of the frontal lobe of the right cerebral hemisphere; ¢ — the basal

surface of the frontal lobe of the left cerebral hemisphere.

AUCTHIX CIUTeTeHUsIX (puc. 3, A, e). [Tpyu npoBseaeHN rHeToXH -
MHYECKHX OKPACOK OTMEHEHA OTPHLIATE IbHAS PEaKIMs ¢ KHC-
JBIM (DEPPOLIMAHIIOM, 9TO TTO3BOINIO HCKITIOUUTS B IPAHYIAX
MUIMEHTA HAJTHYUE IBYXBAJICHTHOTO XeJle3a; B peakimsax ¢ 1%
pacTBOPOM IlaBeeBOit KHcaoThl M 10% pacTBopoM nepekucH
BOIOPO/IA MPOMCXOANITO ODECLBEYHBAHME TTMIMEHTA, HTO O/~
TBEPAKIACT €ro MeJaHounTapHoe npoucxoxaenue. [Mpu npo-
()22

\rchive of Patology 2 vol. 84, no 1

BEACHHH UMMYHOIMCTOXHMHYCCKHX peakuuit BeisABJIEHA MO~

JJOXKHTE/IbHAs peakius C aHTUMEJIAHOCOMATTBHBIM AHTHICHOM

HMB45 (puc. 3, x), a Takke HU3Kast npoaugepaTnBHas akTHB-
HOCTD B O0bLIEH HaCTH OMyX0/M, coctasnsiuas 1% no uHuek-
cy nposmdeparnsroiil aktiusHocTH Ki-67, onHako obHapyxe-
Hbl ZIMHNYHBIE «FOPSYMEe» OYari ¢ MOBbILLIEHHEM rpoudepa-
THBHO# akTHBHOCTH 10 8—10% (pue. 3, 3).
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Prc. 3. MUKPOCKONMMECKAS XAPAKTEPHCTHKA NEPBHIHOTO AMDKDYIHOTO MEHHHFEAALHOIO MEARHOMATO3A.

1 — DOARITING TOAYLIEPIA: MEAKORICTONHAN OMYXONh MITRIX MOTOBKIX OBOI0TER € IEMEITOM, HIBRINPYIOUIN Bee Caon Kopet, *30; 6 —
DOARIINE NOEYIUIPHIE KOPS TOTTRHO BUIOTHEHN OFYXOICRBIMI ICTETRAMM, COTCPABHINMIL KOpaiemail e, Geioe BEIecTno nHTaKTHo,
2 100; 1= BTN HOTYIIAPIIN CROTEICHIS OTTYROCHBIX KICTOK B NEPHBACKYIRPHLX npocTpancTaax Brpxova—PoGeia, %200, 1 — Gouniie
MOAYLIBPIST THEUL OMYNONEHEIY KICTOK, COACPARITY KOPIAHCHIT UrMerT, i kope, = 200; 1 — MOTKL0K: OTYXOASHME KACTRN & ITIIFMERTOM
BIEPHICTOM £10€, * | 00; € — COCYANTTIE CIUIETEMA CROMASII OIYXOIEHMX KICTOK € frsteiross, * 200; & — anddiy sems noammsian -
nsATINec kR axenpeccin HMB4AS onyxonessin Kaerkase, * 2005 3 — YWacTin onyxain ¢ NOERIeHHol npoindepar ol aKTiBHOCTLIO,
ot wrexe smeverimt Ki-67 5 10%, <400, a — ¢ — OKPackn reMaTOKCHTHION 1 JOTHHOM, &, 3 — HMMYHOTHCTOXMMMSSCRUN PRIKIULIN.
Fig. 3. Microscopic characteristics of primary diffuse meningeal melanomatosis.

a — large hemispheres: small cell tumor of the pia mater with pigment, invading all cortical layers. *30; b — large hemispheres: the cortex is totally
filled with tumor cells containing brown pigment; the white matter Is intact. = 100; ¢ — large hemispheres: aceumulations of tumor cells in the peri-
vascular spaces or Virchow-Robin spaces. = 200; d — large hemispheres: nests of tumor cells containing brown pigment in the cortex, *200; ¢ —
cerebellum: tumor cells with plgment fn the granular layer. % 100; £ — viscular plexuses: clusters of tumor cells with pigment «200; g — diffuse pos-
itive cytoplasmic expression of HMB4S by tumor cells, #200: h — twumor areas with increased proliferative activity: Ki-67 nuclear Inbeling index,
8105, *400; a—f — H&E, g, h — immunohistochemical reaction,

30 Apxsss narosonion 2022, tom 84, N1
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TTnrMenTHbIX OOPAIOBAHNI Hit KOKE, CAMIneTbIix 060104 -
KAX, B CETHATKE 1A% BLISHICHO HE D610, Takum 0BpasoM, yuu-
TLIBAS OTCYTCTHHE ITUEMEHTHLIN HOBOOGPAIOBAI I JLPYIHX J0-
KaZm3aim i, MHOKECTBEHHOCT TTOPAKCH IS MATKIX MO3TOBBIX
OGUJIO‘ICK W HHBAIHIO B BCIIECTRO TOJTORHOTO MO, peaviihTa-
Thi THCTOXMMHMECKHX 1 MMMYHOTHCTOXHMHYCCKUX Peakiiuii,
MOKHO YIREPALATE, 10 Y natmenTkn [IMM.

Obcyxaenne

MeaanounTe OBLIMHO JTOKUTHIVIOTCS B KOKE, PALYKHOI
ODOJOUKE 103, HIIRAPHOM Teie, CoeyIneToit obojloyKe ra-
W1, CETUATKE, MOSTOBOM BELIECTBE Haaodenunkon, a n LIHC —
sMsrkol Mosronoi obosouke 1 substantia nigra | 15]. Beposir-
HEee peero, JaHHBe MEJAHOUNTH 1o OCODEHHOCTHM i:)hlﬁpl‘l()-
HAIBHOTO PATBITHS DOJCE CXOAHBI € TAKOBLIMN YHEATLHOIO
IPAKTH, MEM € MEAAHOLMTAMM 18 ATTHTENN (HanpaMep, S1i-
aepsMuce 1 casneroft obogoure) [16). B LIHC Meaanommrn
FPEHMYIIECTREHHO JJOKMIHAYIOTCH HA OCHOBAHMIT TOJORHOTO
MO, BOKPYT BEHTPAIBHOTO TPOIOATOBATOIO MO W BAO/L
BEPXHETO EHHOTO OTACHN CHUHHOIO Mosra, MeaaHounrap-
HBIE HOBOODPASOBAHMS, CHIBAHHBLIC ¢ HCHPOKOKIBIM Mesa-
HOBOM, BEPOSITHO, [IPOMCXOMST M3 KACTOK=ITPEAIECTHEHHIKON
seganonnror, kotopsie aocturaor LHC nocie npnobpere-
HUS COMATHYECKHX MyTatnil, n ocrontom NRAS [17], B cus-
1 C MATOUMCTCHHBLIMI HAOHIOACHISAMI CHELMDUICCKUX My~
Tannit g mesadouraprsx onyxonsx LIHC » nacrosiiee npe-
sst e onuearo, Hekoropuie anropst ormeraior, aro FNJAMM
MOKET OBITL CBA3AH ¢ HEHPOKOKHBIMI CHHAPOMAMH, TAKMMH
KK CHHIPOM HEAPOKOKHOIO Meaanosa, chapom Crepiuka—
Beoepa u neitpodmopomaros | runa | 18]

B peikns cayaasx MeHIHTCILIBLIC METAHOLNTE MOTYT
APETEPIEBATL SOKAMCCTHEHHYIO TPAHCHOPMALIHIO 1 MCHIH-
reAILHLI METAHOUMTO3 N MeaanoMatos u audihysno pac-
HPOCTRAISITESH 10 MO3ToRLIM obostoukam | 19]. TTo muennio
R. Hayward n coast, [20], onyxons MOKHO CHHTATE HEPRHY-
noll wokavecTsentoi Meranomon LLHC, ecan nabmoaacres
QIUH WK HECKOABKO M3 CACAVIOUHY (PAKTOPOR: CAMHIMHOE
BHYTPHUCPEITHOE TOPAKEHNE, TOPAKEHUE ¢ HHTPAMCAYILIsIP-
HUIM W JICTTOMEHHHTCUIBHBIM TOPAKEHHEM, NOpaKeHne
rrnogisa mwin Srndnsa, TopaKeHne ¢ ruapouegaineit u/
i 6e3 3nokadeeTnennoi meaanomsl sie LIHC,

OnyGANKOBAHHBIC KIMHHYCCKHE HCCACAOBAH IS Jeve-
HUS TEPBUUHBIX 3M0KAMCCTBCHHBIX METAHOUMTAPHBIX ONYXO-
aen LHC oreyrernyior (21, 22]. o aanusiv G, Makin u co-
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Menkoo4yaroBbie HIIEMHYECKHE H3MEHEHHs IOJIOBHOINO MO3ra,
00YCJIOBJICHHBIE APTEPUAILHOM FMIIEPTOHHEH U TAHAEMHBIM
ATEPOCTEHO30M LepedpaabHbIX apTepHii

O MNA. AHY®PUEB, T.C. 'YAEBCKAA, T.A. BOAOTOBA

DEBHY «HaysHmn uesrp vespoanim s, Mockod, Foccws

PE3IOME

TATOAGEO-AMATOMMUECKRME HCCACAOBAMIMA HMEKIT BERHOE THAMEHIE AAS O SHOEERTHEHOCTI KAWHHKO-AMATHOCTHYECKIN
W ACHEGHO-TPOGIMAIKTIMECKHN MEPONEIETII, HANPIBAEHHME Ha BOPIOY © TAKKM COIANHO B 3abosenanimen Kak anc-
LMPKYASTORHIS SHUCEIAUNSTHR, BEAYLII APISHHAMK KOTORON SBARKOTCH APTEPHIALHAR THNCETONHMS 1t ATEPOCKARPOY. CAoX-
HOCT STHX MCCARAOBIIIN B 3HAMTCALHON CTEneiit ONPEACARETCR MHOTOODEASHEM HIMEHE I MOITa NPt HACTO BCTPESAK-
WISSACH COMETAMIE APTOPIAARMON THICETONMK W TRREADTD UEPLOPAARIOND STEROCKACPOLL W BACTE € TEM CXOACTHOM (R0~
TOPRWX MAMOMCHIL, HANPMMED AOKIAHIILUMI M BEARYHEW FNAERTOMMMECKMX 1 STEPOCKAEPOTHHECKMN AARY IFIPHEX NNQJJPAT(”.
TTPEACTABAEH CAYNAIT ANCUMPKYARTORHON IHLCEIADNATION © MHOKET THEHINAH MEAKDONINCRLMNN HUEMAHOCKHMI IOMEHE NI
MUETH, OEYCADBAEHHIAMN KK SPTEPMAARHGR THREPTORIER TaK It GTEPOUCTEMOIAMI HOCKOALRAY dPTepiil OBeUX KapoTIAIuY
CHETUM AW 16 BERTEGRODIIMANPHON CHCTOMM — TaMASMHEMI CTONOAIMIG YOTANOBAEHO, HTO HEGOALIINE MHERPKTI D T
AUMMIS CTENOIIN MOPYT BOMGINATE BCACACTHIE SAANTHEMMY NPOULCCOB & HTPIKPANMIAHMX SpTepisn, Tanse widapkTi
HMEKOT OCOBEHMHOCTI ADKAANIILNK < J0HB COEXHON0 KPOBOCHATAREHIN ROAYWARIH DOALIIGIO MOITA W MOTKEMKDE, TAYEOKIe
OTAeAN CTOOAR. TTOKAIAHA BOIMOXHOCTE AMEPEREHITIABHON AATHOCTIIN THICPTORMHECKIX AAKYHIPHIMX IHDIPKTON W TaKix
K MEHIPRTON, BOIHMKUI DK TEHASMHLN CTEMOIAY, HE OCHOBIMMK FATOADNHMECKIK HAMEHEHNG aPTEpi B OGAICTH OMaToB
MEAI, KPpOME YO0, CREAN THOIOAOOIMECKI I IHTKOS THMICETOHISECKI ASKYHAPHBEX IHERPKTON PACOMITRMBCTON HaA O
B NEPHMHAPKTHOR GOASCTIS PACIIMEE UK DEPMBICKYARPUME NPOCTPRAMETE 1 MLBEMWHCCRON ASCTRYKUNN SIHEANILE I DIEPRse -
TRMKYARPHRN YHACTRAX MO,

KARMOELIC CAOBY: JPTCPHANSHIR THIEPTONI, TAHACMHWIT ATEDOCTENOS HEPEODINHIN APTCHHA, AWCUNPKYARTOpMAR
DHUSDAAONITHIL AZKVIIDIBIE IHPIDK T,
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Small focal cerebral ischemic changes caused by hypertension and tandem
atherostenosis of the cerebral arteries

€ P.L ANUFRIEV, T.S. GULEVSKAYA, T.A. BOLOTOVA
Research Center of Neurology, Moscow, Russia

ABSTRACT

Pastmortem studies are of great impotance in evaluating the eifectiveness of clinlcal, diagnostic, therapeatic, and preventive
mwasures aimed at combating a social disease, such as dyscirculatory encephalopathy, this leading causes of which are hyper-
tension and atherosclerosis, The complexity of these studies is largely determined by a variety of brain changes with the frequent
cancurrence of hyperension and severe cerebiral atherosc lerosis and, at the same tme, the similarity of some changes, for exam.
ple, the locatization and size of hypertensive and atherosclerotic lacunar infarcts, The paper describes a case of dyscirculatory
encephalopathy with multiple small focal cerebral (schemic changes caused by both hyperension and athero-stenosis of several
anteries in both the brain carotid systems and the vertebrobasilar system, namely tandem stenoses. It has been established that
small Infarcts in tandem stenosis can result from adaptive processes in the intracranial arteries. These infarcts have some features
of localization, such as the areas of adjacent blood supply to the cerebral hemispheres and cerebellum, as well as the deep
regions of the brainstem, It & shown that aneral pathological changes in the schemic zones permit one to make a differential
diagnosis of hypertensive lacunar infarcts and the same infarcts anising in tandem stenoses. In addition, among the typological
signs of hypertensive lacunar infarcts, there are enlarged perivascular spaces in the peri-infarct region and ischemic destruction
of myelin in the periventricular regions of the brain,

Keywords: hypertension, tandem atherostenosis of the cerobral arteries, dyscirculatory encephalopathy, lacunar infarcts.
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AprepHaabHan runeproumst (A1) 1 arepockiepos uepe-
OpaibLHBIX APTEPHA SBASIOTCSH BEAYILLAMN TIPHUMHAMM HE TO/Ib-
KO THAKSAOI0 MHCYALTA, HO 1 MEAKOOUATOBLIX MITEMHHECKHY W3-
MCHEHMH MOATE ¢ PRSBHTHEM IHCIHPRYASTOPHOR SH1edhatona-
THH, KOTOPAs MMEET SHAMHTETLHEI YIeALHLI Bee B CTPYKTYpe
uepehpoBackyaspHbIX sabonesaruii |1, 2], Kannnueekan kap-
THHA JINCHMPRYINTOPHON dHnedaronatin npeactawiena no-
CTENEHHO HAPACTIIOMEH IPYOOH HEBPOJIOTIHHECKON CHMITTOMA-
THROA ¢ HAHIHeM Neer1oGyIoapHoro 1 HSKETPAHPAMHAHOIO
CHHAPOMOB, it TAKAKE BUIPAKCHHOIO HAPYLIGHUS BLICIIX KOp-
KOBLIX (DYHKIMI BIIOTE A0 AeMEHUNH, COBPEMEHHBIC METOILII
HEHPO= 1 AHCHOBH Y3 NO3BO/ISIOT BLISBIASTE MEJIKO-
OYATOBBIE WMDY IHIIE MOBPEKIACH IS MO, & TAKAKE HIMEHE-
HISECTO COCYI0N, XAPAKTCPHBIE U151 FTOI0 BHLA COCYANCTOH 1a-
Tosornn Moara |3, 4], [Uist oue K Kaueerna KAHHUKO-HHCTPY -
MEHTATBHON AMATHOCTHKI ANCUMPKYAATOPHON SHLCaIO T,
a rakke AperrunpocTi aeedbHo-npogHAIKTHICCKIX Mepo-
HPHSITIIL, HANPABICHHBLIX HE QOPBLOY ¢ AHHBIM 3000/ 1CIIHIEM,
BAAKHOC SHAYCHUE HMCIOT MATOAOTO-AHATOMUMECKHE NCCIC10-
panmst, CAOKHOCTE UX B AHATHTEILHON CTENCHN ONPeaeseTes
MHOTOOOPUINEM HIMECHEHII MOBID TIPH MACTO BCTPEIAOILIEM -
est conerarin Al 1 TSKEI0ro uepedpanbHOTO 4TepOCKICpOsd
1 BMECTE € TEM CXOACTHOM HEKOTOPLIX HIMEHEHII, Hatpumep
JOKUTHIALHN 1 BCANUHHEL ATEPOCKICPOTHHECKHX 1 THIIEPTO-
HUMeCKuX akynapiuix uudapkron (J1KM) [5). Bosmoknoern
anpeperuansHoi anarnoctikn JIW napsty ¢ Hekorophi-
MIT OCODCHHOCTSIMH TTATOICHE 3 MCIKOOMATOBBIX HIIECMHtC-
CKMX MIMEHEHII MO3ra ipr AT 1 1arieMiom HepedpiisHoM
ATCPOCKIEPO3E TPOACMOHCTPHPOBAHKI B IHHOM HAOAIOACHN,

[Maument, 75 aer, FoCHuTansnpoBan Ha 2-¢ CyTKI OT MO-
MEHTA paannTist nHeyasTa, B ebiore nHeyiant ormMemen Hec-
NOKOHCTHO, HEMCTKOCT 1 BeecusaHoeth pein, M anamuesa -
pecTHo, o naument > 15 per erpamaer A T crenenn 1suke-
CTH, HMEET MLLEMUICCKYIO QOMCIHE CEPALI 18 BIE CTEHOKAPINI
Hanpseken st (1 pyrkimonuisHetil kiace). B reuenne nocaen-
HUX MECHILEN OTMEHANIHCEH KONEOANNS apTEPHATLHOTO ABICH IS
¢ nonpiernem a0 150—160/90— 100 MM pr.er., HeaIeKBaTHLIH
HPHEM AHTHIRTICPTEHIBHLIN cpeacTi, Ipi nocTyiieHnm -
CHT B SCHOM COZHAHMNG 1B HEBPOIOTHUCCKOM CTATYCE! YMEPEH-
HOE OFPAHMMEHEE BIOPA BRCPX, CHUACHHE IOTOMHOTO peduiek-
CiL, JIEFIASE ACBHALIMS A3BIKA BACHO, PedIeKehl OPAILHOTO ARTO-
MITHIMA € JBYX CTOPOH, YMEPEHHA THIOMIMUA, (TORBITIEHHE
TOHYCH MEITHLLKOHETHOCTEH 110 TUIACTHUCCKOMY THITY, HHTCHLLN-
OHHOE APOAKAHHE, JICTKAS ABYCTOPOHHHSA THCMETPHS TP BLITTON-
HEHMH KOOPAMHATOPHBIX 1Po6, Heyetoiunpocty i pobe Pombep-
18, CHUKCHA TAMSTTH HA TEKVILHE CODRITHA, OTCYTCTHYCT KPUTH-
K K COOCTBEHHOMY COCTOSHIIO, A€ I0PHEHTHPOBIH BO BPEMEHH,
MartuTHO=pPEIOHANCHAS TOMOrPAgH OCTPBIC HEBO/BILIHE KOpP-
KOBO=MOAKOPKOBBIC O4ArH HIIEMII 1 3UHUX OTIIAX TOOHBIX 10+
Jei, 1aKyHBI B OUSUIBHBIX SPAX, CHIDKEHME HAOTHOCTIH NEPHBEH-
TPHKVISIPHOTO BEN0r0 BENICCTI, YMCPCHHOE PACHINPEHHE Keay-
AOMKOB MO H CYOAPIXHOMTVILILIX NpocTpaneTs, [lyriekcHoe
CRAHMPOBAHHE: ATCPOCTEHO (30—35%) tpanoft u AeBoit nHyTpeH-

34

HUX COHHBIX apTepiil, DXORapanorpadis npu nocTyrieHun: or-
CYTCTRME JOH HAPYIICHHNS COKPATHMOCTH MHOKAP/A,

CMEPTH MAMEHTA HACTYITIA Ha 2-¢ CYTKH FOCTU TSI -
LI BCICACTRIE KAPAHOTCHHOTO IOKA, OOYCIOBICHHOID HH-
(hapKTOM MHOKAP/LL EPEAHEeBOKOBON CTCHKH JICHOTO KeJAyaoy -
Kil CCPULLA, TO HOATBEPAKLCHO NPH AYTONCHM,

OOHapyReHHBIe NPY HEHPOBRNIYAITH3ALNHN H3MEHEHHS
B GASATBHBIX SULPAX W IEPUBEHTPUEYISPHOM Gestom Beecrse
PACHCHUBAINCH KAK TPHIHAKH TPOIPECCHpyiomeit cocyian-
cToit nefikoonuedutonarin (6oaesin bBuncpanrepa), cusasal-
HOM ¢ A" 1 OTMEUEHHON 1§ KAUECTBE HOIONOTHYECKON CAMHIHILI
B MKB- 10, Umeanch xapakTepHbie 1Lt 31010 CoOCTos M KOr=
HIUTHBHEIC HAPYIICHUS , CHHAPOM NAPKHHCOHNIMA W NICER10~
OyanGapHbii cnrapoM. C HHCYIRTOM HEYTOMHEHHON 2THON0-
THH ¢ PASBITHEM KOPKOBO-TONKOPKOBLIX HH(PAPKTOR B 106~
HBIX JLO/IX CHAILIBAIN VIAVOICHHE CHMITTOMOB COCYAHCTON
nefikoanuedhanonarmm,

FTPH HATOAOTO-AHATOMMHECKOM HCCIGAOBAH K ONPEe/Ie 1=
S JTOKTHAALIIO, BEAUUHHY M BRIPAKCHHOC TS OPTAHNALMI HH-
QpKTON MOITAL HIMCHCHMSE YT AOPTHI, JKCTPa= M HHTPAKPi-
HIUILHBIX apTepuil, BI0YAs TOBEPXHOCTHIE COCY/IL MO3T.
BHayanbHyio OUEHKY HOBCPXHOCTH MO 1 E10 (DPOHTHIBHLIX
PASPEION MPOBOIMAH KAK HA AYTONCHM, TAK i nocie gukeatmnn
epeson i 10% pacrsope HERTPATLHOTO (hOPMAIIHA 1 TEHEHNE
2 HEa ¢ HeALIO YTOMHEHUS TPAHMIL CBEAHNX OMATOBLIX HIMCHC-
HItL U MHEPOCKOTTII Bitpesain 610K ¢ HIhapKTaMu U ne-
PUHHDAPKTHON 0BJACTBIO, PACHTMPEHHBIME TIEPHBACKYASPH -
MU TIPOCTPAHCTRAMM, @ TAKAC ¢ BEABIM BELICCTROM B OGI1ICTH
HEPEAHNX 1 3UHIX poros Gokosbix Aeaytoukon. Mlapadgmno-
BLIC CPedbl OKPALIMBIIN FEMATOKCHIMHOM Kapatiin 1 5030+
HOM, 110 MeTosanm Ban I'nsona u Beiirepra, a rakxke Kionepa—
Bappeput (BhistRieHne wamenenni mueania), Mecaenonnmue
TIPOBOAMAN HA CCPHM CPE3OB UL ACTAILHON OLIEHKH NOBEPN-
HOCTHBIX W HHTPAEPeO Pt apTepil BBanan nihapkTon,

PesyAbrarsi

[T MUKPOCKONHUCCKOM MCCACAOBAHMK OOHAPYKCHbI
CHEOCTTOAHEHHBIC ATEPOCKACPOTUUCCKHE BARILIKH 1t HECKO -
KHX APTEPHIX KAK KAPOTHIHBIX CHCTEM MO3EA, TAK 1 Bepredpo-
DAIMIIPHOH CHCTEM B — TAHACMHBIC ATepOCTeHO3LE. TTpn 310M
BlpakeHnbie etenoas (50% n Gonee) oTMEMAIHCH HCKITIO-
SUTENLHO B KPYIHLIX HHTPAKPAHMATLHBIX apTepHIX — KO-
HEUHON H4acTH Npanoi pryTpeHHeit connoil aprepun, oGenx
CPEAHIX M ICROI neperteit MO3roBLIX APTEPHIX, Cpeateit va«
CTH DAIMBIPHON APTEPHI 1 ITHTPAKPAHMAILHON MACTH ACBOH
nosporounodi aprepui (pue, 1, a). TanaeMubie arepocrerno-
Ib1 OHPEACISIOT PEIKOE CHHAKCHHE HE TOALKO TeMOAHHAMNYE-
CKOTO PEaepBa MO3r (CHOCOOHOCTH K AyTOPErYISIHE KPORO-
TOKA), HO 1 KOMIEHCATOPHLIX BOAMOKHOCTEH KONIATCPAI L~
HOIO KPOBOCHAOKEH M,

BuisisacHu MHOKECCTBEHHBIC HEOOMBLLINME HHDAPKTH MO3-
ra, B npasosm noaymapiu GoaLimoro Mosra opranniosan b

Apxus natoaorie 2022, rom 4, N1
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Puc. 1. Makpockonuueckne H3IMeHeHHs LuepedpasbHbiX apTepui M TOAOBHOTO MO3ra.

4 — CXeMA TOKUTH IR ATEPOCTECHO30B it CTENSHL MX BUIPAXCHHOCTH; O0OIHAYCHIS apTepuit: | — KapoTnaHiil cuuyc. 2 — KOHCYHIRS YacTs
SHVTPCHHEH COHHON. 3 — cpeanas Mo3roBas, 4 — NepeIHsa MO3roBas. 5 — HHTPAKPaHHATLHAS YaCTs NO3BOHOYHOMN, & — HHAHAS JAIHAS
MOSACUKOBAR, 7 — GaInaspHan, & — HHAHAS NEPETHAN MOIKCIKOBAS, 9 — BepXHss MO3KeuxoBas, 10 — nHas Mosrosas; 6 — wndapsri
B TPABOM NOAYIMAPHH MOSTA: OPIAaHI30BAHELI MATHA KopKosstil (1) i ceexun B Gcaom peliecTae (2) B npeaesax nPeucHTPAILHON HIBILTH-
HEl HA TPAHHIIE e¢ BEPXHE 1 cpeaneil TpeTell, OPraHi30BaAHHLIC TAKVBAPHLIC B XBOCTATOM sUtpe (3). ckopayne u Greanos mape (4), 8o syy-
TpeHHeH Kancyae (5): B — OprasnIoBaHHbI JHKVHIPHBIT HH(APKT B KaVAATLHON HaCTH CKOPIYITE JASBOI0 NOAVIIAPHS; F — CBCANI HudapKT
(CTPEAKA) B NOAKOPKOSOM HEIOM BEIISCTEE NPELEHTPATEHON MIBIIHHL JICBOTO IOIVIIAPNS HA TPAHMIE €2 BepXHEi 1 cpeaneli TpeTell. Bruiy-
ATMINPOBAHHKI TOCAE 2-HeaeabHOR dnikcatnmt B GOpMaTHHE: I — OPraHn3yIoNECH AaKyHapHEe HHMEPKTS! (CTPEaKH) B MOCTY MOGIA; € —
OPraHNIOBAHHLI MATBIR KOPROBO-TIOAKOPKOBLIA HuapxT (Crpeika) 8 Aesoil MHIIGLTHHC MOIASHKE, A — PACUIHPEHHE JUTHETO POTA JCBOIO
BSOKOBOTO AeTYI0UKA MO3Ta H PA3PEKCHIE NEPHBEHTPHKVISPHOIO HE1010 BCHICCTRA. B—K — (POHTATLHIE CPE3H MOIra,

Fig. 1. Gross changes in the cerebral arteries and brain.

a — scheme for localization of atherostenosis and the degree of its severity: the designation of the arteries: | — carotid sinus, 2 — the end part
of the intemal carotid artery: 3 — middle cerebral artery. 4 — anterior cerebral antery, 5 — intracramial veriebral artery, 6 — inferior posterior cer-
cbellar antery; 7 — basilar antery; 8 — inferior anterior cerebellar artery, 9 — superior cerebellar artery: 10 — posterior cerebral artery; b — infarcts
in the right hemisphere: simulated small cortical (1) and recent infarcts in the white matter (2) within the precentral gvrus on the border of its up-
per and middle third; simulated lacunar infarcts in the caudate nucleus (3), putamen and globus pallidus (4), and internal capsule (3); ¢ — sim-
ufated kscunar infarct in the caudal part of the left putamen: d — recent infarct {arrow) in the subcortical white matter of the left precentral gyrus
on the border of its upper and middle third, visualized infarct after two weeks of formalin fixation; e — simulated lacunar infarcts (arrows) in the pons
cerebelli; I — simulated small cortical-subcortical infarct (arrow) in left cerebeltar amyedala; g — enlargement of the posterior hom of the lefi lar-
eral ventricle in the brain and rarefaction of the periventricular white matter; b—g — frontal brain slices,

Archive of Patology 2022, vol. 84, no 1 35
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WHIDAPKT PAIMEPOM OKOT0 | CM B IIPEACHIN KOPK NPeiicH-
TPAUIRHON HMABRAMHE HY TPUHKHLE ¢ BEPXHSH 1 cpeanell Tpe-
reil, T.e. b sone eMexnoro kposocHabxesng (3CK) servelt ne-
PEANCH 1t CPCAHCH MOIIOBBIX APTCPUIL: ClanHbIl ¢ paisi-
THEM WHCYALTA Cneauil mHdaprT passepom 10 3 om 5 Genom
nenectae orseteHHolt e ICK: chopMuposaHiee noio-
et amameTpos (.5 —1 om (opraHisosastuie JTH) Bo nHyTpes-
Helt kaneyae u Gasaasune swipax (pue. 1, 6). B acsom noayua-
PHI BLsACHB Oprataaosmsil JIW 8 ckopayie anaMeTpos
A0 2 EM N CBEAMI IHOAPKT AHATONTHON BEAIIHL B NOUKOP-
KOoBOM BeaoM BeliccTRe NTPCHEHTRUTBHON HIDFLTIIL Ha FPani-
e e pepxHeit 1 epeaHedl TPETEN, TIKAL CIABHHBIL C Paai-
em ieyanm (pue. 1, 8, 1), Kpome toro, obHapyetnt oprasi-
sviourecs JTH o pae (GopMUpYIOUIXCH DOA0CTEH PaiMepom
OKOAO 0,5 CM 1 HEHTPAAKHON MOCTH OCHOBAHIN MOCTH It Op-
TAHH30BAHHLI KOPKONO-TOIKOPKONRH tHhapkT anaMeTpom
20 | CM B NEPEIHEREPXHEN HACTH IR0 MM THHB MOIKEY -
xa, re, n 3CK wepxiei o Hiegselt nepeaneit aprepinit Moake -
ki (pue. 1, A, €). HMeancs npissaky arpoditi Moars b mue
YMEPEHHOIO PACIIMPEHIA DOKOBLIX ACAYAOUKON It CYOAPaxHO-
WALIBHLX TTPOCTPAHCTR, il THKAC VIACTKN Paspeskering nepi-
BEHTPHEYSIPHOTO Benoro pewectun (puc. 1, K),

TTpi MUXPOCKOIINECKOM HECACIOBANINE 18 0BANCTIH Op-
rarsosan s JTH b Gasininix sapax i 8O BHYTPEHHEl Kun-
CVIIE ONPCACIINCH aprepmis anameTpoy S0—100 MM ¢ Bhl-
PAKCHHBIM CYRCHHEM NPOCHETA COCYION BIUIOTE A0 NOAHON
OUIHTEPILIN BEACHCTHHE PIITHHORE B/HI CRACPO3A BHY -
TpeHneil nepeaneit 060109CK, A TAKAS APTCPHI € RHYTPH-
CTCHOUMHBIM KPOBOMAMSIHCM I IUuasmopparnedt pasiolt ane-
HOCTN (pre. 2, a—r1). DTH HIMCHEHIN apTEPHIl YKAIBIBAIOTCH
# Kaaccuveckny paborax C. Fisher w apyrins asropos xax oc-
HosHbe apieinin JIM apir AT [5—=7]. B nepusenmpukyasp-
HEIX YURCTRKAN MO NRSTHICHBL CIOHTHOQOPMHBIE HIMEHE -
st DEI0TO BEIECTIN BCICACTRNE JCCTPYKII MUCI (pre.
2, 1), Qg G o0YCIORIEHD HINEMHEH 8 PEIVALTATE rUHep-
TOHHUCCKHX IIMCHCH NI apTepitil i BHIC TOTATLHOIO CKACPO-
330 THILIHO IS MX CTCHOK, CONPOROARTLIOULIXCS PEIKIM
Cyxenmes npocnet cocyiion. Kpome 1010, K passinTing e -
M BEIOTO BEUICCTHA MOITIO NPHBECTH HCTOHYEHIE CPetnen
OGOAOMKK APTEPIt 1 PESYALTITE THHETI MHOLHTOR C YTPil-
TOH TOHYCA COCYI0B I BHEAPCHIICM SACTIE CTEHKI § IPOCHET
¢ HOPMUPOBIHHEN TAK HAIKHBAEMONO CCNTAILHONO CTEHO
(pue, 2, €), TTpuitHoit HepiigHoro HEKPO3 MHOUHTON Cpei-
HeN OBOIOMKH, T.¢. HE CHANIOI0 ¢ TuisMopparnedl n crem-
KY, CHMTOSTCS YCTOR OB BASOKOHCTPHKILN, BOSHHKLIOWAN
npi Al {8, 9], B Gasamunux aapax il nepHBeHTPHKYARPHOM De-
JIOM RERIECTIE HACTO BETPEHIINCE PACITHPEHHLIE NEPHBACKY-
JRPHBIC NPOCTPUHTTING XIPAKTEPHLIC T8 TIEPCHCTHPYIOLICTO
otekn Moara opit Al [4]. HekoTopaie 13 HirX OXBATLIBLIN He-
CROABLKO MUKPOCOCYIION, 8 TIIKAC HMCAH BILLAAKYH AMAMCTPOM
0.2—0,3 c™ ¢ cocyaamm B X i D3 Takonby (pae. 2, X, 3).

B pesvapture Makpo- i MEKPOCKOIHYECKOTO HCCEN0 M-
it pinn uipapkron h oybokux oraeaax mocta i 3CK no-
SVUEAPHET MOTKETIH 1 GOBLIOND MOTT, 1 TOM MHCAE CHIEsal iy
C PUIBITHEM HHCYALTA, HE OOHAPYRCH L ITepoTpoMBod, Bupa-
KOHHLUT ATCPOCTEHOS, MBI M CTCHOIHPYIOLLHE THICPTO-
HHMECKHE HBMEHEHNH LEepeBPRILHLIN ApTepiil, KOTOpe pac-
UCHHBAIOTES 1 KANCCTHE OCHOTHEIN TIPHTHIE MCAKOOUATORBIX
nonpeAsieHnit soara |7, 10—=12]. Pasmerie ¥ix ounron wime-
MK OL10 0OYCIORICHO PEAYLIMPOBIHHBIM KPOBOTOKOM I MO3Ie
TTPH TAHACMHOM ATEPOCTCHOIC IKCTPANCPCOPATLITRIN apTepiit,
O HEM CHILETEALCTRONUIO HiLtie sion nadmpiros aprepii
AAMETPOM 50— 1K) MKM © IPIEACHTHIM CYRCHHEM IPOCHeTn
BCACACTINE CRACPOIN BHYTPCHHET 050I0MKH, HepeIKo ¢ (hop-
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MHPOBIHHEM B HEll HOBOH AsacTiveckol membpann (puc, 2,
1, K). TakyIo neperainbpoBRy Cocyaos MORHG PACCMATPHRATE
KK ETITHIHYIO PEAKLI0 HA CHILASHI KPOLOTORE B HUX, BO)-
HUKLIOUICE PR CTEHOBE TPOKCHAMLTEHO PACTIOIOREHHRIX apTe-
PHIL D10 peaKkint PASHIICTCA, NPCKIE BCCTO, I CAMBIX 0TI~
ACHHKIX OT CTEHOIHPORAHHLIX COCYA0R VIACTRAN MO, K KOTO-
PHIM OTHOCHTCR OTMedeHHbe Bbie FCK noayiuapiit 6oasiorn
MO I MOTACYK, i TAKAKE [YHOKME OTICABE MO GBOTO CTHO-
i Mugapxrit 1 914X ofanCTRx MO EUICTVIO PELTICIVIOTCA
110 MEAHMIMY COCYIAMCTON MOITOBOH HEAOCTUTOIHOCTI, HIBOCT=
Homy euse ¢ 50-x ronon nponiaoro sexa | 13]. Jror mexanmam
CIAILIBICT BOSHHKHOBCHIC O4BTOROMN HILIEMII MOITA HE T b-
KO ¢ MCCTHIMM NPCHATCTRHAMM KPOBOTOKY, HO 1 C Hapyuie-
HASIMIE OGS T TEMOTHAMIKH (TeMoHaMieckie (axToput).
B sawen malunoiennot reMOoTHHAMHYCCKIME (DaKTOPaMIt MOT-
T CITVAHTE MPHCTVITEE CTEHORAPINE I HIO0IE HecTibninio-
CTH APTEPHIVIBHOTO AEIICHIH, HE HURTIOMAH Cr0 MACHIE RCIRL-
CTRIE HEATCKBATHOR AHTHTHREPTEH KON Tepanmn, Humune
ocobernocTed marorenesd it A GepeHEaIBHO-AHATHOCTH -
HECKHN TIPHIAHAKOB HHCYALTON, DOSHHMKILIOIWMX FIO MEXAHIIMY
COCYAHCTON MOTTOBON HEAOCTATOMHOCTI, NONOIHIO 0CODBIM
OBPAIOM BEUICANTH HX 1 KIMHIMECKHX STHONITOMEHETHYICCRHY
MINCCHEHRITIN, B TOM YHLTE B KEHECTHE CAMOCTORTEILHO-
10 sreMoaMHaMiteckoros noama [ 1, 1], Dror abocobaen-
WL DATOrCHETIMCCK I TIOXTHIT HHCYILTA PACCMATPUHALTCH
B KAHIECKIN HCCASAORIHUAX TTOCACHY JIET, TOCHAIIE HILIX
JuisHe e paipalorke HEIeHANPIRTEHHEIX METOTOB IEMEH Y
I IPOPICTAKTITRH MIEMHYCCKIX HAPVIEHHA MOITOBOID Kpo-
BOOOPALLCHIR, OBPARINHHON C FOIEHM COBPCMCHHOM 1epeo-
HILTHOIMPORBITHON Mea | 14, 15].

Takum OBPAIOM, NATOIOIO-AHATOMIMECKOE HCCACA0B~
HHE NOIBOMILR0 VETAHOBNTH HE TOALKO TIPHUHHY e Mive-
CROMO HHEVALTA, HO 1 CMEIIAHHBIL XAPAXTEP NPeiecTsyio-
LI HHCYARTY ARCUMPRYSTOPHON S aIonaTin KuK arepo-
CKICPOTHNECKOIL, TPEACTAIVICHHOR MILTUIMIT TOBEPXHOCTHLIMH
wrpaprrasi i AW B noaywapion GOALIIOTO MOST, MOIKSH -
KE 1 MOCTY. TaK 3 DOUIRe TIALION, MITepToHnYeckoll i nuie
suoroyncaerEn JITH 8 ryGoknx omaerax noayumpitdt v co-
GETHHMN CO CHORTMOPOPMHIIMM IEMCHEHHIMY TEPHEEHTPH -
KYPHOro Ge10ro BeniecTna, MTO XAPAKTEpHO I8 Nporpec-
cupyiomed cocyancroil nelikoarucdaronamg. Busnaeuiie
NP MAKPOCKONHMECKOM HCCACTOBAHIN I HEHPOBI3YLIH 34~
HHH PR uepeGpaibion KTPOHHN OTPAXIIOT HACTHYHYIO
VTPATY BELICCTIN MO 1 PEIVILTATE MHOTOOMATONKIX INLUIEMI-
HECKHX MIMCHEHNH, 0DYCIONICHHMX IIanHEM 00pasom Al

3akawuenue

B aaiosost uatanose g noxaiani BoSMOKHOCTL andxpe-
PCHINEALHON NATOIOTO-EHATOMHIECKON OUEHKH MEAKOOMAT O~
DR IIEMIMECKIX HIMEHENITH MO [IPH COMETRNHON Imep-
TOHHHCCKOR 1 arepockaepotitieckof ssueduuronarin. B oc-
HODBE TAKOH OUCHKH JACKNT HCCACAOBIMNE BCEX OTACAOR MOITA
ICTO APTEPRILALHON CHCTEMEE HIL BEEM ITPOTIKEHIIE — OT JIV-
I HOPTLE 1O HHTPALEPEOPLILHLWX ApTepuit 1 00AACTH OMBron
HeMH moTovHTeasHo, Kak mps ofcaenosa iy naiHenTa,
TAK M PH IRTOA0NO-AHETOMHHECKOM HECAEA0BAHMN 0OpaLLE~
20 1l CoO8 BHIMAHNEC OTCYTOTHME HEPAKEHHOTO STEPOCTEHO-
3 OKCTPAKPAHHAILHEIX aprepiil. Tlo-mummMoMy, LINTeasHo
Texvian AT DpHBoanT K MporpeccHpoBaimio 1epedpaasio-
TO ATEPOCKASPONA C PACTTPOCTPAHCHHEM THASARIX IIMEHERNA
B HOJGE ANCTANLHBIE OTACIK COCYANCTOND PYCIA MOSIA.

VEGRHEHOC HAGIONCHNE DOAMCPKIIICT RAAHOC JHAYCHME
MUKPOCKOMMYCCKOTO HCCACIONAMIA 1 OTPEACACHIN TPHYHH
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Puc. 2. Mopdhororiyeckue H3meHeHNs apTepHi # NEPHBACKYASPHBIX TPOCTPAHCTB.

@ — CKJI2pOo3 BHYTPEHHEH N cpeaiel 00oa0yex apTepuit ¢ oQ/INTepailiell NPocERTa 8 00JaCTH TAKYHAPHOTO HEQAPKTA B CKOPIVTIC JCBOFO HOIY-
HEAPHA MO3Fa: § — CRICPO3 C IMATHHOZOM apTEPHHE I PEIXHM CYASHHEM NTPOCHESTa B 0G13CTH AAKYHAPHOTO HH(apKTa Bo BHYTPEHHESH Kancyie
HPABOro HOAVIIAPHS: B — OPraHi30BaHHOE KPOBONITHEHIE NEPHBACKY/IHPHOE I B CTCHKS PTEPHE B 00.12CTH AaKVHAPHOro HHpapKTa B cxop-
JyTie B GASTHOM IHAPE NPABOTO NOMVIUAPHAT I' — [LIA3MOPParis B CTEHKY apTepiit 8 061aCTi TaKyHapHOro HHGAapKTa B XBOCTATOM SUIPE 1Tpaso-
FO NONYIAPHH: 1 — CnoHTHOGOPMHEOE H3MeHeHHEe DEIOTO BEHISCTER B ODIACTH 3AIHCTO POra NPAsoro DOKOBOTO KeAVAOUKA MOITA; € — H3BH-
Taf aPTEPHA ¢ HCTOHYEHUEM CTEHKH BCIRACTHHE THOSAN MHOUMTOB CpeliHelt 060104KIH i «CeNTATBHBIM» CTCHO30M (CTPE/IKA); X — paciiupeH-
HOE TIEPHBACKYIAPHOE NPOCTPAHCTEO, OXBATHBANNIEE HECKOIBKO COCVIOB: 3 — PACUIHPEHHEIC ICPHBACKV/ISPHEIC NPOCTPAHCTEA B 023aMbHEIX
AIPax [MPABOTO NOMYIIAPHA B BHIC NOIOCTEN € TOHKIM cocyaoM (1) u 623 cocvaa (2), diposTaibHblil Cpe3 MO3MA: # — NEpeKaTnipOBKa aprepnit
¢ OPMIPOBAHIEM HOBOH IIACTHHECKON MeMOpaHkl (CTPeAKH) B 0OIACTH MATOT0 KOPKOBOTO MH(APKTa Ha IPAHRLC BEpXHEll ¥ cpeaHeil Tpe-
Teil NPSUSHTPATRHON HIBILTHHB ICBOT0 TOIVIHAPHA; X — pe3Kkad NepekaintposKa apTepiit 8 0GaacTit HidapkTa B 610M BEIMECTHE Ha Ipa-
HILE BEPXHEH H CpeaHeil TpeTeil NPEeUeHTPATEHON HIBWINHE TPaBOTO Nonyimapnd. &, 8 — x200; 6. r, o e, u, k — *400: x — x100; a, 6, =,
K — okpacxa 1o Ban Tuzosy: 8, 1 — OKPACcKi reMATOKCHIMHOM I 303HHOM; 1 — OKpacka no meroay Kinosepa—bappeps (Ha Mueans); ¢, it —
OKpacka no merony Beirepra.

Fig. 2. Morphological changes in the arteries and perivascular spaces.

a — sclerosis of the internal and middle meningeal arteries with luminal obliteration in the area of lacunar infarct in the lefi putamen; b — scle-
rosis with arterial hyalinosis and a sharp luminal narrowing in the area of lacunar infarct in the right internal capsule: ¢ — simulated perivascular
hemorrhage and hemorrhage into the arterial wall in the area of lacunar infarct in the right putamen and globus pallidus; d — plasmorrhagia into
the arterial wall in the area of lacunar infarct in the right caudate nucleus: e — spongiform change in the white matter in the region of the posterior
horn of the right lateral ventricle in the brain;  — the tortuous artery with its wall thinning due to myocyte death in the middle coat and to septal
stenosis {arrow); g — the enlarged perivascular space covering several vessels: h — enlarged perivascular spaces in the right basal nuclei as cavities
with (1) and without (2) a thin vessel; frontal brain slice: i — arterial recalibration with the formation of a new elastic lamina (arrows) in the area
of a small cortical infarct at the border of the upper and middte third of the left precentral gyrus: ] — sharp arterial recalibration in the white mat-
ter infarct area at the border of the upper and middle third of the right precentral gvrus. a. ¢ — %200: b, d.e. i, j — x200: g — x100; a. b, g. j —
Van Gieson's staining: ¢, d — H&E: e — Kluver-Barrera staining (for myelin): f. § — Weigent's staining.
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MEJTKOOYATOBBIX TTOBPEKIACHUIT MO3rd, KOTOpPLIE MOFYT ObITh
00YCJIOBIEHBI BEChMa Pa3HOOOPA3HLIMH H3MEHEHHSIMH apTe-
PHIE TP coueTaHnm atepockieposa n AT, B TOM uncie TakuMu
PEIKO OTMEUEHHBIMI B JINTEPATYpe, KaK nepekatndpoBKa HH-
TpauepedpaibHbIX APTEPHIL IIPH ATEPOCTEHO3E ITPOKCHMAIBLHO
PACTOA0KEHHBIX COCYI0B M MCTOHUEHHE CTEHKN ¢ (hOpMIpO-
BAHUEM CENTAIBLHOTO «IMIEPTOHHUECKOTO» CTeHO03a. Ocoben-
HOCTBIO MATOTEHE3a aTepPOCKICPOTHYECKOIT aHLedantonaTum,
OTMEYEHHON TAKKE B HEMHOTOUMCICHHBIX MATONOTO-aHATO-
MHHECKHX MCCIIEN0BAHMAX, SIBHJIOCH pa3BuTHe MH(papKTOB
HCK/TIOUNTEIbHO BCACACTBHE AaNTHBHBIX M3MEHEHHIT MHTpa-
uepeGpaibHbIX apTEPHil, BOZHUKIINX MPH TAHAEMHOM aTe-
POCTEHO3E COCY/I0B KapOTHAHOI 1 BepTedpoba3HasipHOI cl-
CTEM T10 MEXaHH3MY COCYIANCTOI MO3TOBOI HEIOCTATOYHOCTH.

Uccnenosarne nokasano, uto 8 cayuae coueranus Al
U TAHAEMHBIX ATEPOCTEHO30B AnddepeHunaibHas AnarHocTn-
Ka r’MNEpTOHNYECKHX U atepockiepoTudeckux JIU, kotopbie
MOTYT HMETh CXOHYIO BEJIMMMHY U JOKATM3ALHIO, CTAHOBHT-
C#l BO3MOXKHOI B pe3y/1bTaTe BhISBIACHUS MPH MUKPOCKOTIMH
crieunthuuecKkux M3IMeHeHnit aprepuii B o6aacTu MH(papkTa.
IMpu atepockinepornueckom JIW ormeuaeTcs ckiIepo3 BHY-
TPEHHEN 000A04KH ¢ (POPMUPOBAHNEM HOBOIT BHYTPEHHEIH
3JACTHYECKOH MeMOpaHbl M CYyXKEHHEM IMPOCBETA, NMPU U~
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MNEPTOHMMECKOM — CTEHO3 M OBIHTEPALIIS BCJICACTBHE IHa-
JIMHO3a U CKAEPO3a BHYTPEHHEH 1 cpeaHeit obonouek, mias-
MO- 1 remMopparuu B cTeHKy. K Tunosornueckum npusHakam
runeprounyeckux JIM MOXHO OTHECTH HATNYHE B IEPUHH-
¢hapkTHOI1 061aCTH pacIMPEHHBIX NEPUBACKY/ISPHBIX PO~
CTPAHCTB, a TAKAe MILIEMHYECKOIT ICCTPYKIIMH MHETHHA, 1PO-
ABISIONIENCA TIPH HEHPOBU3YAIM3ALNH CHUXKEHUEM TII0OTHO-
¢t Hes10ro BelecTna.

MHKpPOCKONHYECKOe UCCAEI0BAHNE UMEET peluatoliee
3Hauenue B andupepeHumansHoit amarsoctke JIW n xapakrep-
HBIX 1151 AT paciimpeHHbIX MEePUBACKY/ISIPHBIX IIPOCTPAHCTB,
KoTopble, Kak u JIW, MOryT nMeTh BHIL MEJIKHX NOJ0CTEl 1 J10-
KaIn30BaThest B 6asaibHbIX suipax. B ciyuae yrparsl cocyaon
B PACIIMPEHHBIX MEPUBACKYISIPHBIX MPOCTPAHCTBAX MPH pa3-
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MH M HEMHOTOUYMCICHHBIMM JTIOharami.
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PESIOME

BpOXAEHHSIE 1 MPHODPETEHHNE COCYAMCTHIE JHOMAAMN MATKH BCTPEYSIOTCS ADCTATOSHO PEAKD, 0AHIKO B HAYMHOR AMTEpaTYpe
WM VABASETCS DOALIIOE BRUMEHHE B CBRIN C PA3BHTHEM KPUTHHECKIMY COCTORHMI BCABACTEHE MACCHBHOM KPoBonoTepy. B maTtxe,
Kak it B A0BbIX ADYTHX OPTaHaX, MaALDOPMALMK MOIYT BOBAEKaTL COCYABL AGOTO Kaanbpa it Tuna. B ob3ope cymmuposant
MATEPMAABL 110 KAMHHYECKON XapakTEPKCTHKE, NATOMEHE3Y, METOAIM AMArHOCTHKY, MOPHOAOIMHECKHM NPHIHAKAM M TAKTUKE
BEACHUA NAUMEHTOK € APTEPHOBEHOIHBIMM MANLHOPMALMAMY MBTKM. TAKKE PACCMOTPEHB! COCYAHCTBIE AHOMIAMM MATKM, AKa-
FHOCTHPYEMBIE TIOCAE A0OPTOB M POAOB M ODYCADBASHHBIE HIAMMMEM OCTATROS MAIUEHTAPHOA TKauu. OBCYAAAGTCR BONPOCH
TEPMMHOAGTIMK 1 ANDHEPEHLMANGHON AMATHOCTHEM AGHHBIX COCTORHMA, YT0O BAKHO B CBA3W € CYILCCTBEHHLIMM PaZAMYHIMIt
B TAKTHKE BEACHMUA NALUMEHTOK.

Kuiouessie cA0Ba: GpTEPHOBEHO3HAR MAABPOPMALIHS, OCTATRH MALEHTIPHOA TRIHH, YOHAPHHAS BACKYASPHUIAUHI MHOMETDHS,
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Uterine vascular abnormalities
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ABSTRACT

Congenital and acquired vascular abnomalities of the utesus are quite rarely, but they are given much attention in the scientific
literature due to the risk of life-threatening bleeding. In the uterus, as in any other organs, malformations can involve vessels
of any caliber and type. The review summarizes the materials by clinical characteristics, pathogenesis, diagnostic methods. moe-
phological features and management tactics of patients with uterine arteriovenous malformations. Enhanced myometrial vasce-
farity in the puerperium due to retained placental tissue are also considered. The issues of terminology and differential diagnosis

of these conditions are discussed, which is important in connection with significantly different approaches to treatment.

Keywords: uterine arteriovenous malformation, retained placental tissue, enhanced myometrial vascularity, diagnosis.

maorphology.
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BpoxienHsie ¥ IPHODPETEHHBIE COCYANCTHIC AHOMATHHI
MATKH BCTPEHAIOTCH JOCTATOYHO PEIKO. OIHAKO B HAVIHOI
AUTEPATVPE ITOI MATONOTHH VASASSTCH OOABIIOS BHHMaHMNE
B [IEPBYVIO O4Yepeilb B CBA3M ¢ Pa3BUTHEM KPHTHYECKHX COCTO-
SHHI BCISICTBHE MACCHBHOI KPOBONOTEPI.

MexayvHaponHoe OOGILECTRO MO M3VIEHHK COCYAM-
cTaix anomamiit (ISSVA) noapasaenseT narolorHio cocyaos
HA ONYXOJIH H NOPOKH passuTnsg (malformations) |1]. B mar-

Archive of Patology 2022, vol. 84, no 1

K€. KaK ¥ B IDVIHX OpraHax, MaibhopMalnH MOTYT BOBIE-
KaTh cocyasi moboro kanndpa it tuna. Ocoboe MecTo B psty
COCYIHCTOR NMAarozorHH MATKH JaHUMAIOT apTePHOBEHO3HLIE
maabhopmatinyd (ABM). ans KOTOPBIX XapakTepHo Haanuue
AHOMATLHBIX COVCTHIH (LIYHTOB) MEXIIY aPTepPHAMHI M BCHa-
sii. Cornacuo xaacendukaumn ISSVA (2018). ABM ssasisor-
Cs GHOMATHAMM C BHICOKOI CKOpPOCTLIO KpoBoToka (high-flow
lesions), 4TO ONIpEAENAST HX KAHHHYECKYIO 3HAYHMOCTS, B 1iep-
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BYIO OHEPE/Ih 1§ CHAIN ¢ PUCKOM PASBHTI THACTBIX OCTOKHE
Hiit. K 91ofl Ke KaTeropuu aHOMIHI OTHOCHT apTepHOBEHO -
Hble ueryan (ABMD) | |3

Buutesstior spoxacHHbie 1 iipuodperernnie ABM.

Bpoxcdennsie ABM paisinaiorest BCACACTBIE BHYTPUYTPOG-
HOPO HapyieHmst Anggepe mporKin TPUMHTHEHEIX COCYIH-
CTHIX CTPYKTYP, HTO MPHEOANT K PAIBHTHIO AHACTOMO 30N MEK-
Ay aprepussmu v seHaMu, CHMTACTCH, HTO B 9THX OMATrax o1«
CYTCTRYCT MUKPOLMPKYAsITOpHOE pyeao. Bpoxueiisie ABM,
KK [PARMII0, HMEIOT MHOKCCTBCHHBIC MPIHOCHLLIE APTEPHI,
HEHTPUILHOE CKOTIGHHE («KJIVOOK») COCYAOR ¢ MPHIHAKAMM
KAK aprepuil, Tak i BeH 1 MHOTOMHEACHHBIE KPYITHBIC IPEHI-
PYIOUINE BEHBL XapaKTCPHLIM TTPHIHAKOM SISCTES BORICHE-
HUE 1§ POLIECE COCYH0R MAN0To Ta3a | 3],

Bpoxsennsie ABM anarnoctnpyiorest i pasnom sospact -
HOM JIMATAZOHE — OT MANIEHYECKOTO 10 TTOCTMCHOTAaY bl |4
6], nmeeres eannersertoe onucadmne ABM y MeprsopokieH-
HON Jesou ki |7]. Hame seero Onm KIHHAYECKN TPOSBIsIoT-
CS B PEPOAYKTHEHOM BOIPACTE, KPATHE PEIAKO — V KEHLIMH,
He umentnx Gepementocreir. KpopoteueHus pasHoi crene-
HH TSERECTI MOTYT PASBHTLCH BO BPEMSE MEHCTRYALIIH WIH 110~
CAC SITPOIEHHBIX BMELATELCTH, KO MATON0IMHYECKHE Co-
CVALE OOHAKAOTCH TIPN JACCKBAMALIMN IHIOMETPHS, OAHAKO,
KAK 1TPABMAO, KIUHUMECKHE NPU3HAKK Bpoxieniux ABM
BICPBLIC BRBIAIOTCH BO BPEMS Wi nocie GepeMeHHocTH (8],

Ipuotpemennvie ABM MaTKN NpeACTARISIOT CODOH KOMMY-
HUKALHN MEALY HHTPAMYPATLHBIMU APTEPHAALHBIMH BETRAMN
W BCHAMH BCTEACTINE TIEPCHECEHHOTO IHAO- H MUOMETPHTH,
STPOICHHBIX BMELLATEALCTE (ALICKAGANBAHME MTOJOCTH MATKH,
MEAMIUHCKHE aDOPTHI, ONCPATHRHBIC BMCIIATENBCTHA), [eCTi-
HHOHHOK TpohobancTHueckoil Donesnn. Pexe dopmuposanne
ABM CBA3BIBAIOT € HAMMYHEM KAPLUIHOMBE T8 WK teRKK
markn (3, 4, 8—10].

Criekrp KInHndeckux nposeaeunit ABM wmpokuii.
B SoabumueTne cayuaes 3n000eBaHNE NPOABIACTCH Y KeH-
WIMH PENPOAYKTHBHOTO BOIPACTA KAK MEHOPPATHS M/ I Me-
TPOPPATUS, PAIBHBIIANCH NOCHE NPEpuiBatmg DepeMeHHo-
CTH, POJOB, ONEPATHBHLIX BMCIUATCALCTE HA MATKE, KPOBO-
TEUCHUS MOLYT OBITH CHONTAHHLIMK, Ge3 NPEAIHCCTBYIONMNX
pMmetnareapeTn Ha Matke |3, 101 ABM Moxer sannrbes npn-
AUHON HE MOIAIOHINXCH JCHCHHIO ATOHHHECKHX TOCICPOL0-
BhiX KpopoTedeHnit. Onucanbt eanHnanue nabmonenus ABM,
BICPBLIC MPOABURLLINCCH KPOBOTCHEHUEM B HEPHOL MEHOTIAY-
31 |5, 11]. Xapakrep KpoBoTeucHuil MOKET OLITh PUATHIHBIM —
O1 HESHAMMTEALHLIX ITEPHOAMMECKHX 110 TSHACBIX, TPEOYIOUINX
reMorpanchysun. o gannuiv pasueix agropos |3, 10], B remo-
TpanedyInn Hykaaorest 10 30—40% naumenTox,

ABM MOXET ABUTLCH NPUUNHON PENPOLYKTHBHBIX NOTEPh
BCICACTRNE HAPYILEHMS MMIUIAHTALAK 1§ 30HE HaTOA0MMUCCKUX
APTEPHOBCHOIHLIX COYCTHI 1 CTEHKE MATKK, rHOE/ aMOpHo-
Ha, HepuHamusanns depemennoctu | 12].

K spyrum rnposisnernsim ABM otrocst Boiu, anenapey-
HUIO, MOCTIEMOPPAIHICCKYIO AHEMIO, Kpaite peako npu o6-
HIMPHOM MOPAKEHUH LLIYHTHPOBAHKUE KPOBH MOKET TPUBOANTY
K cepiet ol Heqoetarormnocti, Tegsenue 3abonenanns Ouisa-
et Beccummrommnim |10, 12].

COBPEMEHHBIE TEXHHYECKUE BOAMOKHOCTH YABTPAIHYKO=
BOTO Meeaenosarng (Y3M) caenain ero oCHOBHLIM METONOM
JArHoCTnK ABM € yueToM HEHHBASHIHOCTH K IKOHOMMMEC -
CKOM BriroaHocrn Metota. [Mpn neenenosarny n B-pexnme
B O4Are MaIL(hOPMALLAN ONPEACHETCH KOHINOMEPAT KHCTO3-
HBIX QHAXOTEHHBIX BKTIONEHHA BCCBOIMOKHLIX (hOpM W 1na-
MCTPOB, PAIACACHHBIX TOHKNMI FHIEPIXOIEHHBIMM JIMHIA -
MU, OTTPAHMUCHHBIA OT HCHIMEHCHHOIO MUOMETPUA. Maih-

40

hopMatLig B pasMepe MOryT ObITh PASHLIMIL OT HEDOLIINX
10 MOPAKAIOUINX TIPAKTHYCCKI Bee CTeHRN MaTku. [Tpi use-
TOBOM A0NIACPOBCKOM kapTiporarnit (LULK) suisimnsieres ru-
HEPBACKYIISPUIALIMSA TTATOAOIHUCCKOTO YHACTKA ¢ MOJANUHLIM
TYpOYACHTHLIM Kpopotokos [ 10, 13, 14],

[Tpi AOHIIEPOMETPHI B MUILOPMALLITH ONPEACISIET-
Cst ypesnde e auHeitnold 1 oGLeMHuol CROPOCTH KPOROTO-
Ka, AMACTONMMECKON COCTABASIOMEN U CHHACHHE HHACKC
PEINCTEHTHOCTH. CHeronmieckas H AHacToNnIeCKas CKo-
POCTHL OT 4 10 6 pad BLINE, 8 KIUIEKE PE3NCTENTHOUTH HITKE,
HEM B HOPMAILHBIX cocyaax MmuomeTpust |10, 15], Bustmennbie
HAMEHCHHST TTOINOISIOT O MHOTHX CAYHDIX SAMCHUTEL HHBASI-
HBIC METOILE HCCACHOBAHMSA HA YTANE TEPBUIHON AMATIOCTH -
KM 1 Mosutopunra ABM (3, 16, 17].

«30/10THIM CTaHAAPTOM» U151 AnarHoceTinkn ABM matkm sin-
qsierest anrsorpadmst. [pu anrnorpadin onpetessioTes cko-
IACHHE HABUTHIX THIEPTROMHPOBANHEIX COCYION, CHADAKIEMOE
KPORBIO KPYTTHLIMM [T TAIOWIMME APTEPHIMI, PAHHIH APEHAK
B YR HHLIC, THIEPTPOHHPOBAHHBIC BEHBI 3O BPEMSI apTe-
PUAILHON (PAsBl i CTAY KOHTPACTHOIO BEIECTRA B AHOMML-
Hbx cocyaax |3, 18], JLanuas nisasuBHas METOLNKE NOSBOJI -
CT NOATHEPANTE AHATHO, TOMOTACT MASHTH(PHLMPOBATY BEAY-
L M TIO U COCYIL LIS TIponeaeHmst dSMOBousatmn [ 18],

MaruunrTho-pesonancuas romorpadpust (MPT) ¢ kowTpa-
CTHPOBAHMEM JAET BOIMOKHOCTE JIYHIIEIO AHMINIA MITKHX
TKAHEH, TTOJYMCHISE MHOTOIUIOCKOCTHOIO H300paxerus |6, 19].
LITHpOKOMY HETONLIOBAHHIO METOAA MEILACT BLICOKAS CTOM-
MOCTH MCCACAOBAN IS, IO OTHOCHTEALHAN LT TENLHOCTL, Orpa-
HUYMCHHAS TOCTYITHOCTb.

ABD serpevaetes pexe, vem ABM, npeacranaser coboi
COCIAMHCHIE MCAILY APTEPHER W neHoil Bes obpasosarnst Kiy6-
Kil COCYIOB 1 poBACUEHUS cocyaon sHe MaTkn 3], ABD obbiv-
HO MMCET TPABMATHUECKOE NPOUCXOAMCHNE 1 PAsBUBALTCS
MOCAC BHYTPUMATOMHOTO BMCLIATEABCTBA, AANAPOCKONHYIE-
ckoit MmuomakTommuy [20, 21]. Dopmuponarine ABD onncano
npi TPOhoGAACTHHECKOH ONYXOAN TAALEHTAPHOIO JIokKa | 22],
Kannueckne nposuieHust n puaLminG Jevermns npy ABM
n ABD cxoxn.

PaboTsl, MOCHIICHHBIC XAPAKTEPHCTHKE Mophosornie-
CKMX TIpHaHakon ABM u 1pyrux cocymeTnix anoMutnil Mar-
KH, OTHOCHTEIBHO MaOuHeaeHHBL HEePeako n cnonx onumcanm-
SIX ABTOPLL OPHEHTHPYIOTCH Hit XOPOLIO M3YUCHHBIE MOPDOI0-
ruaeckn ABM rosiontoro mosra |3, 13]. [Lis ABM xapakrepro
CKOIJICHUC COCYAMCTHIX CTPYKTYP ApTEPHAILHOIO U BEHO3HO-
IO THIIA, 8 TAKKE COCYAOB C HEONPEACACHHBIMU TIPHU3HAKAMK
LIYHTBE MEAAY APTEPHIMU M BEHAMH MTPEACTARICH L 0DLIYHO
TOHKOCTCHHLIMN KATWLIIPONOAOOHLIMH CTPYKTYPAMIL,

Haubosee THIMYHBIM TPHIHAKOM, OMUCLIBACMbIM
rpy ABM MaTKM, sBAACTCH HAAMYHE 8 MHOMETPII CKOTICHNS
(kayBKa) pasHoKaATHOEPHBIX COCYA0B € YTONUCHHON CTCHKON
M HEPABHOMEPHO pPaciitpentbiv mpocsetom |35, 10, 23—-25),
S. Calzolari u coant, [26] ykasany Ha npeobaalaHne B odarax
ABM TOHKOCTEHHBLIN PEIKO PACIIMPEHHBIX COCYA0E, f OCHOB-
HBIMW JIHATHOCTHIYECKUMI NpUatakaMit ABM antopnt camnra-
0T OTCYTCTBHE MAM NPEPLIBUCTOCTL BHYTPEHHEH dnacTHie-
CKON MeMOpaHBl 1 oTeyTeTRie Mbitt i tunica media, Lt Ko-
JIMUCCTBEHHON OLEHKH NWAMEHEHHH COCYANCTON CTEHKM aBTOPLI
HCTIONB30BATH IMMYHOTHCTOXMMHYCCKHE PCAKIMK C TIIKO-
MBIUCHHBIM AKTHHOM, JECMUHOM, IS BUIYAITHIAUUH DHIL0-
resust — antnrena CD3 1 u CD34. Coveranme pacumpennix
TOHKO= I TOACTOCTEHHLIX COCYI0H, MPEHMYIICCTREHHO Kakep-
HOZHOTO THia, onucartl C. Kathiravan u coanr, |27]. Orin-
UHTEALHONR OCOBEHHOCTLIO COCYIOB B OMAre MUILhOpMatim
ABTOPLI NOJATAIOT HEPABHOMEPHOCTE PAIBITHA MBILLIECTHOIO
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CAOR, MECTAMM €10 TOMHOE OTCYTCTINE, YTOUULEHHE HHTIIMDI
WIOMTOK WIACTHYCCKIX BOAOKOH 1 COCYAAX BEHOIHONO THIIA,

B HEeXOTOPIX 10 ONHCAHHMN e nabaogeHni suso-
LIHE COCVILBE GRUII BUAHBE B MEOMCTPHH HEBOOPYACHHBIM 1713~
JOM, B APYITIX — MUOMETPHI He HMET MAKPOCKOTHHCCKI 0C0-
Gennocteit |11, 27).

Coranciio sancendurkam 1SSVA, cyuieerayior xomOn-
HHPONAHHEIE COCYANCTHIC AHOMUTHI, TIKKHE KiK coNeTaHHe
ABM ¢ mrrodomeld Kanusspon /i nmsiha ririec ki cocy -
0D, TAKAC CONPOROANOIIMECS YCILICHILM KposoToxom | 1],
QUHAKD B Teparype, nocusiue Hoit ABM sk, nouodnx
QUHCAHHN HE HULICHO.

B poae cayunen KpoBoTedetinn, P imness octe poon
Wi $HopTon, DOYCAGKICHBE YCIICHHLIM KPOBOTOKOM B MEOMC~
TPHIC XAPAKTEPHBIMI YIRTPASBYKOBLIMI TPHIHAKIMIL, 060~
neenEnMIt kak senhanced myometrial vascularizations, yei-
JICHHRS BACKYIAPHIALES MuoseTpis (YBM) |25).

MoatiecTHo, 4o pi (i inanor Maec kol BepeMeHHOCTI 11po-
MEXCET HEPECTPOiiKG COCYA08 B ODAICTH IUILCHTAPHONO A0,
BCARACTIIG MEBAIMN BHEBOPCHBMaTOrD TpodotaacTa, Crnpais-
HIE APTEPHI I BEHBE THITNOTCH MUKPOLIMPKYINTOPHOI coCTan-
AHI0WCR 0 IPHODPETIIOT YOTH, OTKPWBRIOIINECH I} MEKBOP-
CHIMATOR POCTPAHETIO, WHICTHYECKRN MEMOPUHN H MEdIS s
0BOA RN TIMetEoTeS (PHGPUHOIIONM, 1TO CONPOBOAUIACTCN
JHAYUTCIBHBM PACIIHPCHeM npochety cocvaos, Mpu Y3IW
ONPEICANIOTER TIPIINAKH CHICKCHI PCINCIEHTHOCTI COCYII08,
NOSBIOTCH YIACTRN DUICPRACKYAAPI AL ¢ TYPOYACHTHRIM
KPOBOTOXOM, TIPEUMY THECTREHHO OFPARHNEHHME 3OHOI M-
T THRCPRACKY AP 1t TYPOYACHTHOCTE HE Heve-
HUOT CPATY AKE NOCIE PALON, CHOHTANHONO 1IN MUY LNPOBIH-
HOO ABOPTA, NOCTENEHHO YMEHBIIASCH I TEUCHIE HECKOTBKHN
anen. Mopdosorniseckie IMeHSHI, COOTBCTCTIYIOUNE T
HIMHKE KPOBOTOR, XAPAKTEPIIYIOTEH TPOMBOIOM COCYI0N, 11~
WIMHOOOM MX CTEHOK 1t ofimmepattredt npocsera. Hapyiuenue
NPOLCCCH HOPMIUTEHON HHBOTOUII — CYOHUNUDONNA 1110~
UEHTAPHOIO JOAA — HPOSVIHETCS OTCYTCTIHEM NOAHOUCHHO-
10 TPOMBOOOPIIONIHIST, HEMCLICHHCM TPOLCCCOR EPCCTPORKN
COCYIMCTON CTEHRI 1 OBAHTEPALIM TPOCHET, B BOULINHCTBe
CAYIEH OOYCAORICHHBIMIE HILTHAEM OCTITKON IUIALCHITapHON
TRIEH Bt BOCIesies [29).

T. Van den Boch n coart, [30] onpeacisnor YBM xak nibi-
PAKCHHRI KPOBOTOK MEPed O TOAULY MHOMCTPHA H € HORE-
HEHHEM SHIOMETPHN (B HOPME AOMLIEPOBCKIA CHITILL OTipe-
NEAHCTCH I HAPYAHON 1t epeatedt tperix Muoserpist). TTnko-
st cropocTy kpopotoka ([TCK) n vEasanEkix oyaray cocrmimg
ot 17,1 20 100 em/¢ n Govee. JIpyrite Mecaeaomare i cHir o An-
arpocTryeckiat npradakavt YBM suneniie 60nmoit cooyian-
CTO coTi ¢ ammTrMm Ccocyaavn i FTCK 20 evy/e i Ganee |31, 321

B Gostsienerse caygacs paasnmie YBM casisblisior ¢ Ha-
unes ocrarkon runesrrapion Tearn. T. Van den Bosch 1 co-
ant, [33] v 26 n3 32 xenumH ¢ anardocriponsiiiof YBM of-
HAPYARAN YARTPEIBYKONLIC TIPIHHIKH HIUTHYHS OCTHTROB naa-
HEHTAPHON TRAHA, MT0 B AULHEHIIEM DEUIO NOTTHEPRIACHO
FHCTONOTIYeCK M Hecaeaomaitem. [To aannsiy D, Van Schou-
broeck i conwt. [ 28], ovurn YVBM coornercTiomuin Jokuntaiin
TUIALICHTL 1 DRSISUTHCE MO 3-H CYTRI e poaon v 0% ken-
O, A vepes 6 e — v 3,9%, Antopu cnrmmot, 1o YBM s niep-
BBIE HEALAN NI POI0R — duriionorieckoe sraenne. aro-
JOTHEIL, 110 1% MHEHINO, CIEIYET CHMTars, nepercternio YBM
> 10 pen i vunente kpovoreserns. [o Mucino necaesopa-
TEACH, BO BCEX HIOIOREHIEX WA B HX AOAARISHONIEM GObiL-
CTHE OTMEHEHA HOPMATH AL KPOROTOKN NGO OIC YEVICHI
FUBUEHTAPHON TRAHI, 100 CHOHTIHHAN; TRKIE ONeparisHomn
ACHEHMH PEIPIECE COCYIDR MPORCXOIM Gulcrpee [ 15, 31, 33, 34).
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B cnsan ¢ SO CXOMCTDONM KAHHHUECCKUX I YALTPAIAY-
RKOMKX TpHIHakon npuodperesnon ABM u YBM nexortopue
ABTOPS] HE PICETESIOT ST BT COSTORHIH, CHITTAS HX CHHOHI-
stnis |32, 34, 35], apyrie oFReaHisEIoT X ¢ CYORHBOTIONNEH
e HTapHoro Ao | 1S, 28] Menorayioress THKAS TEpMuinL
«COCYANCTAN MATBPOPMALIIH S, «COCYANCTIIC AHOMMUHN. |28,
36]. H. Ju da w coser. | 36] pavieasior safunongnms yewieHHon
BACKVUUPIOALIN HA COCYIRCTHIC RHOMATHIN, ACCOLMUPORIIE-
MBIC € NEPCHCTEHLIMEN XOPHOMHYECKOTO NOHLIOTPOTIHHA Yei0-
BEKA W OCTATIAMIY [UILEHTAPHOH 1KaHK, i nprobperciimie
ABM. Altopsl CHstror, 4o HAMMIE OCTATKON IINUCHTAPHON
TEAMM 1 LUTRHSTIIEN MOXKET npipecti k (popmuposaino ABM.

Takiw o0paIoM, N HICTORIICE BPEMST HMCCTOS TCHICH-
11H51 K ODRCAIHEHAI0 ARYX PEVITYHBY (10 1010~ 1 sopdorene-
IV HTHHHECKOMY SHANCHIN0 COCTOSMIE — ey ABM
It BAPHEHTOB YCIACHHOIO TYPOVACHTHONO KPOBOTOKI It MOTKE,
KAK NPANIVIO, CHAIAHHEIX epeHeTesiedt rpogofiuacra i obo-
awniesmsy kak YBM s nepirpodrofmacriticck il KposoTok.

B enstan o crmuoctioo indiepe ol AMarsocTikn
NAMHEX COCTONHII B paBOTIN MHOMIX HeCaACaOBATEACH YacTOTA,
KAHIECK e nposraeton i exoas ABM u VBM ouenvsaior-
o5t i conoryrmocTin. B neenegosamm P, O Brien » coawt. |37)
npi Y3H 464 mutenrox 8 poapacte 18—41 rama ¢ Marorms-
MH KponoTederinsiv sustmunt 21 (4,5% ) cryvalt ABM. Y i
CHTOK € KPOBOTEHSHHAMM 1 IPEAMCHONIRYIE HICTOT COCVANCTHIY
Mapopmatinil cocramia 3.4% | 15). Mo peayvasraram V3N
(B-pemmm, LUIK), nposeaerioro y 385 aesins npie nx nepuaos
MOCEIICHHN BPAHA NOCIE BEPEMECHIOCTIN ( RETIONAR BHOKRILIITN
B Lo 1 rpusectpax, sHyTpayTpoGHyo csepts o 8 LT rpi-
MECTPE 11 POIHE BB (11040M ), tpirign Y BM Guum omvene-
pit 1 8. 3% HUGTIONCHIAX, QIHIKO HESICHO, KAKOINE 10/ MCTHI-
Hux ABM v arix namrenmox [ 30], B neeacaonannm K. Grewal
weonnt. [31] tacrora YBM npu smkiniay o | Tpiumectpe co-
cramuta s 1,52%; v peex naumeHTok ¢ mronoriel Kposo-
TOK OB OBHAPYAREHE OCTITEN IUeHTAPHON TRan. B npo-
CriekTHBHOM neeacaonanii H. Yazawa n coant, [38] npu LUIK
YBM pusinien nocae abopron &4 43,2%) cayuanx i 77, nocie
poton —8 1 (0.22%) w2 458, 0 castrcrnesni (0.24% ) crywai
ABM, nourrsepaciersindt npyt KT-anrnorpadimi, G ssisn-
e epenin 424 ambyAToOpHILY TAUHeHTOR, TIKNe CymecTe -
MBIC PAZAMEHN B GICTOTE CIMLTCTERRCTRYIIT B IEPUYIO (Uepein
00 OTCYTCTIING METKIX KpuTepites nararonnt. Bepogtuo, are-
AYET CORMICHTRER © MueHitesm A. Elagvany | 14] o seodxatnmo-
CTH YOTROM PAiieAciis STiX CocTosi,

He neissisaer COMHEHNA POAL NAALCHTAPHON TRaMN,
it rounee Tpodolnacta, B (POPMIPORIHILE OHATON YCHILHHO-
TO KPOBOTOKA.

Crsaastiine ¢ BepeMeHHOCTEIO TOPMOHLILHLE IGMEREN I
MATYT CHOCODCTIOWITE POCTY IpeacyecTaviomet ABM anfo
A0KNLHON POUBIDEPAIIT KOMIOHEHTON COCYANLTON CTen-
Kt € TIPUSHAKAMIL YCIICHRON Backyaspisanni Ges dopanir-
POBARIS APTEPHOBEHOILIX COVCTIt. B anreparype onucarn
TAKHE HOGOACHIS HE TOAKKO B MATKC, HO I B APYTHX Opra-
HAX [39—4 1], OCHOUITLIM TPHITEPOM AHHIX HIMEHEHIT CHi-
THETCS XOPHOHHYCCKI TOHMIOTPOITIE HEAONEK, AKTHIMPYIO-
LA IPOLECCHE BITHOTEHEe XA, CTHMYIpyIouit anrres VEGF
I Cro petenTopor, npoaanpepatnno suaoreans [12]. He cay-
MO DYIBPHLI FIHOC # APYTHE RAPHAHTE TCCTALMOMHON
podobnacTiteckon HOACITHI HACTO CONMPOROAINIOTTS Pa -
BITHeM HeTHHHLX ABM i yemaessiniv sposorokom |3, 42,
43]. Y-P. Zhu s coant. [ 10] npy anwsoe anamiesa 62 nauien-
TOK € noATHEPRASHION asrorpapuicckn ABM y 14 (22.6%)
I3 HHN BLESTTH YRS HA TECTRIOHHYI0 TPpOoodaacT e~
cryio Gonesun, Ho Ju di i coanr. [36] cpean CoeyAnersix aHo-
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MU MATKH Y RCHILMI ¢ NEPCHETEHLIEH XOPHOHMECKOTO
FOHAIOTPOITHHA TPH KOMITBIOTEPHOT TOMOrpadhiinm ¢ anrnorpa-
(el v '/, cayaen anarnoctuposaan ABM.

B anreparype |44, 45) nmeeres psaa nadmonennit ABM
(IOATHEPAIUCHHBIX AHTHOIPADHICCKI WK ¢ TOMOLLLIO0 MPT),
PAIBHBLINXCSH P DKTONUYCCKON DepemMentocTn B py6-
e Ha MaTKe rnoene kecapena cedenns, B mopdorenese gop-
MUPOBAHHS COCYINCTON NATONOINH HIPACT POIH HE TOALKO
TPABMATHYECKOE HOBPERACHIE MEOMETPI B obnacTi pyGita,
HO M BPACTAHME TIALEHTH, MACTO OCIOKHIIONICE BepeMen -
HOCTL L HON Jokatnsauny [46]. 1 Timor-Tritsch i coanr. [47)
CUNTAIOT, 4T0 DEPeMeHHOCTL | PYDILE HOCAE KECapesa CeueH st
MOKET CONPOBOKIATHOH KPAITHE BBICOKHMH, SKCTPEMMILH LI -
M, okasaressivmn Y BM, uro rpeGyet shiaese s 2aHHOro co-
CTOAHMA B OTACHBHYIO HOZOMOTHHCCKYIO (HOPMY,

HeeMotpst vt OBBEKTHBHBIC TPYAHOCTH ANBepeHLIpoBi-
Htst ABM it YBM., iX npassiibHast AMArHOCTHKA OMEHD BAXKHA,
TOK KOK TIPH AGHHBIX COCTOSHUSIX HOAXOABI K JEYCHUIO NPHH-
LHITHAARHO PARTHHAIOTCH. [ HCTEPOCKONMS, YIWICHIE 0CTaT-
KOB e nrapiol tkarm npn YBM, Kak npasmuio, npusousiT
€ OBICTPOIT HOPMATH LI KPOBOTOKA, 1§ TO BPCMS KAK BHYTPH-
MATOMHBIE BMEIATEILCTI HTPH NCTHHHOK ABM MOIYT CripoBo-
HHPOBATD THAKCIBIC, YIPOKAIOUINE XKUIHN KpopoTeyenns (48],

TTOCKOABLRY 15 GOMLITHHCTHE CAYHACH MATOUHBIE KPOBROTE-
der st npu ABM passnBaiorest ¥ ACHULTH ACTOPOAHOTO BOIPAC-
T, BLIBOP MCTOMA JCHCHUS HIVIAETCH ONEHE OTBETCTBEHNLIM.

Hanbonee pacipoctpaHe HbIM METOAOM JCHEHIS a1 -
CHTOK € MOBTOPHBIMU STHIONAMI KPOBOTEHEHII 1 ITALHENTOK,
ACTOMINX COXPANITL (PEPTHABHOCTD TP TKEBIX KPOBOTEHE-
HSX C PASBITHCM AHCMHH, SIASETCS IMOOTNIALHS MATOUHLIX
aprepuit (AMA), Dra npoueaypa BLcoKoMppeKTHBHL 1 nae-
CT HMIKII PUCK OCHOKHEHI, I8 PSLC CIYIACH MOKET BOSHIK-
HYTh HEODXOAMMOCTE B NOBTOPHON aMOomnsaumn [4, 32, 49—
ST MHOIMMY HECCTIEROBATEISIME TTOKARIHO, 410 DIMA He in-
AT HO MEHCTPYAILHEHT LMK M HE TPETISTCTHYET HACTYTIACHHIO
BepemennocTi B aansuelimesm |4, 52, 53], B 1o ke npems ony-
OAMKORIHO HECKOILKO Habmoae il placenta acereta npu Gepe-
MEHHOCTH, nactTynmiein rocie ambGomsamn ABM |54, 55],
O FEM CHEYET TTOMHITE TP BEASHIT TAKUX THIHEHTOK.

FHCTEPIRTOMMS SIRISICTCS METOAOM BLIBOPA Y KEHILMH
I IEPHOLE MCHOTTAYLE, Y HEe TUEHUPYIONX GepeMeHtocTh
W B IKCTPEHHBIX CAVUASIN [PH VIPO3E ANSHN HALHEHTKN, KO-
1 SMOOAMIATINSE TEXHHMCCKH HEBOIMOKHA,
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KPOBOTEUCHNE HE NPHBOANT K aneMiit, B racrosee npems
HANBOACE PACTPOCTPAHEHA TEPATTH AFOHNUCTOM FOHMIOTPO-
IHH-PEANIHHT=ropMond | 58601,

3akawouenume

Ha g st MOMEHT HMECTCH TCHACHIMS K OOLeAMHEHITI0
JBYX PASTHIHLIX 110 TATO= 1 MOPQOreHesy H KIMHHUCCKOMY
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e nponeaeHust aeuebuux Mepotpustuid. Hanporun, yenaen-
HBI KPOBOTOK, CRAIMHLITL C OCTATKAMM TIALIEHTAPHON TKAHM,
MEET TEHAEHUMIO K CAMOTTPOHIBOALHOMY PAIPEIICHHIO I MO~
AT OBICTPO HOPMAIHIOBATLCH MOCAC YAXICHHS OCTATKOR 1110~
HEHTAPHON TKaHn, HapylneHHe HOPMaILHOTO 1POLeces HHRO-
JHOHMH MATKH TAKAKS MOKCT SBUTLCS MTPUUIHON MACCHBHOTO
HOCACPOAOBOTD KpopoTedeHns. OTHOCHTENLHO HEMHOIOMIC-
NneHHBsie Mophosornieckue padoThl A0 HACTONILEIO BPEMEHM
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CKUX KPUTEPHER COCYIAHCTRIN AHOMMIHI MATKH,
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PE3IOME

B 2007 r. Osia ONUCaH HOBBIA MOAEKYABRPHEIA NOATHIT PAKa MOAMHOR Keare3sl (PMXK), Ha3BaHHBR «HU3KOKAZYANHOBRIT (rclau-
din-lows). On 0TAMYAACH CTa0MABHO HH3KOW IECTIPECCHERN TEHOB, NPHHAMIOWAMN YHACTHE B (DOPMHPOBAHIM MAOTHEIX KOHTAK-
TOE IUTEAHA, B COMETAHMI C BHICOKOH aKTHEAUMER TEHOB, CERIaHHBIX C INHTEAMSABHO-MESEHXMMAABHBIM NEPEXOAOM, d TaKkxe
MApPKEPOB CTBOAOBHX ONYXOAEBHIX KAETOK, AHIACTHHHENT HUIKORASYANHOSHI NIOATHIT DHA MO3XKEe MASHTHDHUNPOBAH HA TPAHC-
KPUIMUMOHHOM YPOBHE MPK Pake MOYEBOTD NY3sPE, KEAYAKA H CEPOIHOM pake suuHuka. OAHAKO TOABKO B OTHOWEHHN PMX
MPEANPHHUMAANCE NONBITKK COIAIHNR CYPPOTITHOR NEHEAN AA% HAMMYHOTMCTOXMMMUECKOA MASHTI(DHKALNM AAHHOTO NOATHNA
AHAAOFHYHO BHYTPEHHNM MOAEKYARDHEM NoATHNaM PMA, naeHTwdiumpyessiv Ha 0CHOSE TPEX OCHOBHBIX mapkepos — ER, PR
1t HER-2. OaHaK0 HEOAHOZHAUHOCTS IKCNPECTHY KASYAHHOB CPeal noATHNOS PMAK, BLSIBASHHAS Pa3HEAM ABTOPAMI HA MMMYHO-
FUCTOXMMMHECKOM YPOBHE, 3 TAXAE OTCYTCTBME KaK MOATBEDAKAEHHOTO HabOPa MMAMYHOTHMETOXMMMYECKNX KPHTERHES, TAK W €AM-
HOTO NOAX0A2 K X OLEHKE OCAOKHINT 3TH yoaus. Lleas 0D30pa — NOKasats, YT0 MMMYHOTHCTOXMMHYECKAR HACHTHDUKAUNS
HUIKOKAGYAMHOBOFO noaThna PMXK 48ASETCH OTAEARHOR NPOGAEMOI, KOTOPAR MMEET CVINECTBEHHNE OMPaHUYEHNR, HYXAIETCH
B CTAHASPTH3AUMM M MOKA HE AOCTHIIET AMATHOCTHYECKON LEHHOCTI.

KAIO4YEBHIE CAOBA: KAIYAIMHEL (1K MOAOYHON Keaedsl, PADK, HMBKOKASYAHHOBEIT MOATHI, MMMVHOIHCTOXMMIHECKAR [aHEAR,
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Is there a claudin-low phenotype of breast cancer?
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ABSTRACT

The novel molecular subtype of breast cancer (BC), named “claudin-low”, was described in 2007. it was characterized by the con-
sistently low expression of genes involved in the formation of epithelial tight junctions in combination with the high activa-
tion of genes associated with the epithelial-to-mesenchymal transition, as well as tumor stem cell markers. The similar claudin-
low subtype was later identified at the transcriptional level in bladder cancer, gastric cancer, and serous ovarian cancer. However,
only in refation 1o BC, attempts were made to create a surrogate panel for immunohistochemical identification of this subtype
n a manner like the intrinsic molecular BC subtypes identified using three main markers, such as ER. PR, and HER-2. Al the same
time, the ambiguity in the expression of claudins among the subtypes of BC. which is defined by various authors at the immuno-
histachemical level, as well as the absence of both the confirmed set of immunohistochemical criteria and a unified approach
to their assessment, complicate these efiorts. The purpose of the review is to show that the immunohistochemical identification
of claudin-low subtype of BC is a separate problem that has significant limitations, needs standardization and has not vet reached
diagnostic value.

Keywords: claudins, breast cancer, BC, claudin-low subtype. immunohistochemical panel, biomarkers.
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B nauaie 2000-x ronon S BHYTPEHHNX TOATHIION PaKa MO -
NOUHON keaesut (PMA) Guiin maeH i HLmpoBaHbl nyrem
HEPAPXHYCCKON KARCTEPHIAIMM IHAYCHIE HKCITPECCHH Hau-
Goiee cTabiibHO IKCTIPECCHPYEMBIX TCHON 10 B 110CA¢ XHMHO-
TEPATTII B ONYXO/SX MOJOYHOI Kesnesn veroneka |1, 2]. Ocno-
BAHHOE HA PE3VALTATAX 3THX PAGOT UMMYHOIHCTOXUMIYECKOE
npodgmanponarine PMA, souovaioniee 3 ocHoBHLX MapKepa
(ER, PR st HER=2), HCIIONLIVETCH 18 HACTOANICE BPEMA 1 CUH-
TACTCS JIVHILMM KAMHUMCCKH SHAMHMBIM BLIGOPOM JUISE 11PO-
rHoctTuveckoil natoMopdosornueckoil omenkn PMA, On-
HAKO XOTS MOJICKYASIPHOE nipodimanposaine obecne mnaeTt
BAAHBIC TPOTHOCTHUCCKNE TOKASATEAN, CTPATHDMKALLILA PH-
ckon PMK Ouita n ocraeres mpobaeMoii i ciayuae ¢ TPoiHLIM
HETATIBHLIM PAKOM, ZGMOHCTPUPYIOLLNM HAaOOABIIYIO reTe-
porensoctt, B 2007 1, J, Herschkowitz n coant, |3, nposoas
CPABHMTEABHBIR AHAINS JKCTIPECCHOHHOIO TPadhibl TpaKc-
resnnx Moaeae PMK i PMK uesoneka, siepsbie ormucan
NOTEHIMAABHO HORBIT MOACKVISPHBER TOATIHIT, KOTOPLIA Ha-
IBWIN « HHIKORAQY A HODLH Y («claudin-lows). B opuryniibHoi
XAPAKTEPUCTHKE ITOT TIOATHIT OTANYAICH CTabMAKHO HHIKON
AKCIPECCHEN TEHOB, TPHHIMAIOIIY yiacTHe & (hopMuposa-
N MEARACTOUHBIX KOHTAKTOR, BRIOMAS, TOMUMO OKKIIO-
amna n E-kaarepuua, Takake kKaayannit 3, 4 u 7. Muneerno,
YTO KAAYIMHBL, TPCACTARICHIBIC LEABIM CYIepeeMeiersonm
TpacMeMOpaHBIX GeJAKOB, SBASIOTCH OCHOBHBIMI KOMIO-
HEHTAMM TUIOTHBIX KOMTAKTOR, obecre nsaonny Hanboaee
TECHYIO CHSIL MEAKILY COCCAHMMM KACTRAMM B MM TCANAN b=
HBIX W SHAOTCIHILHLIX 10X, TTocsie OTKPLITHS KaayanHon
5 1998 1, [4] 1 oueH K MX BEay el oI B OPraHu3aH 1oT-
HBIX KOHTAKTOH ChOPMHPOBIIOCE MPEATIONOKREHHE, NTO OTEPsI
MEKKICTOMHON AITeIHn 1 XOAE ONYNOIEBOH TTPOTPECCH Mo-
KeT ORITH ODYCAOBACHA IHAMMTCALHBIM HIMEHEHUEM NPogK-
JIEN SKCTTPECCHI KAAaYIHOB, O HEM HAKOMIACHO DOALILIOE KO-
JIMMECTBO CBraeTeabern |5,

Mo naunsim 1. Herschkowitz u coant. [3], nuskoxnayin-
Honwie onyxoan PMAK vejsoneka, noMimMo HHIKoOH JKerpec-
CHM KNAYAnHOB 3, 4 1 7, HCXOAHO MOKAZAIH TAKKE HHIKYIO
AKCHPECCHIO TEHOB JHOMUHATLHON AnhepetitmpoBKM, B cH-
JY METO HX MAHAMMILHO OTHECIH K TPHKIALE HETATHRHOMN Ipy -
ne onyxoei. [Mocne 1o nyGamkaunmn GOALIIOE KOINUECTBO
neeaenopaHni OuUI0 NoCBsIIeHO cOOpY AaHHLIX B 1013y 000~
CHOBAHHOTO BLUICACHUS HUIKOKAQAYIHHOBEIX ONyXonel B ca-
MOCTOATETLHLI MOTEKYASPHBIA MOATHIT TPOHRHOTO HETATHHHO-
1O CNEKTPA, 8 TAKKE HAYHCHHIO ero BHONOMHYCCKNX 0COBEHHO-
CTeil, KIMHUIECKON M nporHocTiieckolt suaunmocti. Lleasiil
PAIL TPYIIT HECARAOBATENCH ONOTHNTEIBHO OXAPAKTEPHZORA~
T ATOT HOBBI TOATHIT 1 NOKABAMH, HTO HHIKOKARYAHHOBBIC
OIYXOIN COCTABISIOT, 110 PASHLIM OUeHKaMm, 7—14% neex cay-
HaeH MHBAAMBEHOTO PMZK, 0TIHua10Tes BHICOKOH akTHBatnei
FEHOB, CHABANHLIX ¢ DU TENNAILHO-MEICHXUMAIBHLIM NEPExXo-
JOM, 8 TRKAKE XaPAKTePHIVIOTCH IKCNPECCHE MAPKEPOR CTHO-
JOBE ONYXOIEBLIN KICTOK H HLICOKON UMMYHHON HHpDHILTPA-
el (691 THCTON0MMIHeCKOe HCCACAORAHUE OIPAHUYEHHO-
1O ROAMSCCTRS OmyLONeH, NOAXOARIHX 1151 STON KATCropuM,

MOKAZWI0 TAKAKC DOICE BLICOKYIO, HeM OKIIAIOCH, PACIPO-
CIPAHEHHOCTL MEAYUBIPHO-MOA00OHBIX 1 METAIACTHICCKHN
onysojeit crneunaanioro muna [10—12]. o cunaerenncrny
GOABLIMHCTRA ABTOPOB, HU3KOKAAYIMHOBLIC OIYXONH MOJIOY -
HOM Keaesh 00NAAI0T HOBLIIEHHON ArPECCHBHOCTHIO, CBi-
JAHBI € TUIOXHM [IPOTHOIOM € HEKOTOPLIMK CBUACTENLCTHAM I
TOFO, MO OHN MOTYT OBITH OTHOCHTEALHO VETOHUMBL K OOLIY -
HEIM XUMHOTEpanentieckum arenram |7, 8, 13]. Cyuecrno-
BAHME HHAKOKAGYAHHOBOro noaruia PMA nosxe noarsepan-
JIOCH HA TPHHCKPHILIMOHHOM YPOBHE 15 HECKOILKMX NE3anneH-
Mbix Koroprax | 1416, n ananornuHuil HU3KOKAAY I HONb i
HOATHI ORI 03RS WACHTHDHIHPOBAH HPH PAKE MOHEBOTO [Ty~
auips [ 17], pake keayaka [ 18] 1 cepoatom pake ssmutmka [ 191,

FTPHHLHIILHO CHHTAETCS, MTO HIIKOKAAYIHHOBAS 110/~
FPYIIA ONYXOACH MOKET OBITH L10CTOBEPHO ONPEACIEHA TONLKO
nyreM npoGuAnPoOBAHHA HKCTPeceHit reHon, OAHAKO NoHIMA-
HUE TOTO, 1O HMMYHOHCTONHMHHCCKAS OLCHKA HIPeanosaraet
FOpU3a0 Honee VIoOHLIH 0 ACTHERLIT MOAXOL K THINPOBIHNIO
PMK, rtonkaer weeaenopateneil K paspaborke cypporatibix
HMMYHOUHCTOXMMUMCCKUX TTAHCACH U1 BHLACIEHIS OTALALHO-
1o MOACKYAsSPHOTro noaTHna «claudin-lows. Ha cerogssiumii
ACHB NONBITKH PaspaboTars TAKYIO NaHe b KACHIOTCH TONLKO
PMIK. UCKmonnTesniuiv CruMyaom B 310M OTHOICHUI di-
JHETES TOT (PAKT, UTO BHYTPEHHNE MOAEKYASPHLIE TOATHTIN,
TAKAKE TEPBOHANNILHO NACHTHOHUNPOBAHHBLIC 1Y TEM 1POdH-
JHPORAHUS TEHHON DKCTTPEcCin, OBITH UPesBbiMaiHo Yeremo
HOATHEPAICHBE HMMYHOIHCTOXHMUHECKIUM TPOGHANPOBAHN-
CM 1 OBICTPO BOULIN 1§ KIMHUUECKYIO MPAKTHRY, OAHAKO B 01~
JIMUME OT VAE YOTAHOWICHHBIX BHYTPEHHUK TOATHIION, OCHO-
BatHBIX HA oteHke ER, PR u HER-2, nMmynorieroxummye-
CKaS MACHTHUKALLIS HOBOTO HUIKOKJIAYAHHOBOTO HOATHIN
PMAK okasaaac CussaHion ¢ psaom npobiaem.,

TTpeaIe BEero, ARTOPLE PACXOMITCS BO MHCHUIX 0 Habope
KPUTEPHER, UTO ABAACTCSH OZHUM H3 OCHOBHBIX HPEIsTCIBni
UL UMMYHOTHCTOXUMUMECKON MICHTU(D KA JRHHOTO HM-
MYHO(EHOTHTIA, HE TOBOPS YKE O BOSMOKHOCTH BAIMAALINK
cypporatioi mavesnn, Tak, B IMMYHOTHCTOXUMHYECKOM He-
caenosanmm J. Choi u coant, [20] nuskokaayanHosnui noju-
THIT ONPEACTSLICSH KAK MOIATHIT TPORHOIO HETITHBHOIO paka
¢ HUBKUM YPOBHEM aKerpecenn kaaymnnon 3, 4, 7, 1o spemst
KAK HIIKAs MMMYHOIKCTpecenst E-kaarepuna He Guuta crpo-
1o obssaresnnon, Mo mucumno S, Lu w coant. | 11], akenpee-
cust epasy Srunos kaayamua — 1, 3,4, 7 u 8 — noakHa Owimn,
CHUKCHA MM OTCYTCTBOBATE HPH MMMYHOIHCTOXHMIMECKOM
anaInae Ui npucsoenns crartyea «claudin-lows, npn stom,
10 OLCHKAM TeX Ke aptopos, 3% onyxonel ¢ Takoi navenbio
nee Ke umean moMuHaibiLil dperorun, a 20% ouum HER-2-
noanrunaumu, K, Dias u coant, | 12] Ha 0CHOBIRNYT pesyinTa-
TOB KPYIMHOMACIITAOHOIO HCCICAOBAHMS TPHILIN K BBIBOAY,
YTO OCTATOMHON CYPPOTATHON TAHEILIO JUIST BLISIBIACH IS 13-
KOKJQYAMHOBRIX O1IyxXoaei Oyaet TpoiiHOR Heratnsnni M-
MYHODEHOTHTL 1§ COMCTAHMM € HUAKOT HKCHPECCHE KaK MU~
HUMYM J1I001IX 2 13 4 Mapkepon atresnn: kiayannons 3, 4,
7 1 E-kanrepuua,
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TosMumo oteyTernng YHHGMIBPORHHON eI Map-
KEPOU, HMMYHOIHTTOXHMMYCCKAH MACHTHMKALINS HIEIKO-
KADYARHOBOTO (DEHOTHITA TAKKE OCAQKHASTCH OTCYTCTIHEM
CHUPTHIMPOBARHOTO HOAXALA K OLCHKE CAMITY KIAYIHHOR,
VUH TR BUOWCH BRIPAKCHHOCTY 1 PACTPOCTPANCHHOCTE Peik-
. A, Jadskeliinen i coant. [21] Enoibiosuam onpeacicHne
eclaudin-lows was PMIK. xoraa 1odan supaxessiocts 6eiko-
BON IKCTIPECCHI KAAYARHOD 3 1 4 Brn 3aperieTpiposana Me-
e s i SO WIOKIMECTIEHHBIX KICTOK, & Il CAYINC KAay i
Hit=7 — MeHee oM 8 3% KIETOK, 15 TO BpeMi KAk Apyrie anvopnl
HCTTOALIOBITH HHBIC KPHTOPHM U5 OLCHKN TEX KE THION Kiay-
anua nipu PMAK. Tax. s padore A. Logullo u coast. [22] a1a no-
AYKOAMMCCTBEHHOTO BHATHIA Kaayanion 4 w 7 mpun PMXK ue-
THUABJOBRHA KR B rpatani 0—3+ 10 SprHumny Moaeim
HercepTest, npeanotirniuonias oaHORPeMEHYI0 OUEHEY itH-
TEHCHBHOCTH I IOTHOTE MEMOPAHHOTO OKPAIBANIE 1| (PO~
ueHTa oxpatmiemx Kacrok [22). A. Katayama o coant. [23)
HCHOABIOWUIN YMHOKEHHE HHTeHCHHoCTH (0—3) ua aomo
OKPAIIEHHIMR KAETOR 1K, 11008 HOAYIHTE OUEHKY HMMYHO-
OKPALIMIIHMA KASYAHHOS 1 ananasode or 0 20 9. A Blanchard
i eoant. |24, 25} yMHOKLIN MHTEHCHBHOCTS OKpaHBaH s (0—
3) Ha NPOUCHT KARYIMHNONOANTEAMHMX KaeToK (0—100%),
Hr00L oy Ts 6wt n ananasone or 0 10 300, A Szasz 1 co-
ant. [26] wis Toll Ke uean paipaborin coBCTHEIYIO CreL-
WILHYIO MMcaonyio wkaay ot 0 oo 1.

OTaeabHBIM ACTICKTOM HMAMYHOTHCTOXHMISMCCKOM OLeH -
KHOKARVIHHOD ARISETES HX CYORACTOUHAR JOKLIN AN, KO~
TOPUS TIPH MAUVTHTHH AN MOKCT OTKIOHNTLCH OT THITNY -
HON 20 KIAVIHHON MeMOPAHHON JoKan s, Tak, mapsuty
€ MEMBPAHHON ONHCHHA TAIAE NIPLIOKCUTRHAN LIHTOILIASMA-
THMCCKNA M LUKE SACPHAN NOKWIM UM KAV IHHON (Tpanc-
JOKAUNS B IIHTOILIAIMY i SIPO), KOTOPER, N0 CENACTEALCTRY
HEA0TO psias padoT, MOKET HMETh OCODYIO POTHOCTHHECKYIO
FHAMHMOCTE. HecMoTPst Hit 310, NPeANPHHIMASMBIE TOTIMTKI
PaspaboTATL HMMYHOTHCTOXMMIMECK e CypporaThl s PMA
NOMTH BEErLt (POXYCHPYIOTCH HY SKCTIPOCCHI MeMOpan i
ranyannon, B atom otHomennn neeaesosanne A, Jaiskeliin-
en i coant. [21] weepun w3 197 cayiaen PMA, w3 kotopmx
119 GBI TPORHBIMM HETATHERBIMH, STINETCH Hanboaee No-
KASATEALHBIAL, NOCKOIBKY B HEM OTASTRHO OUEHMRUIOCH LIHTO-
INHIMATHIECKOE 1t MeMBparHOe okpatuinaiue 1 Guunt odHa-
PYACHE! COBCPIICHHO PAIHKIC KOPPCASIIN ¢ KINHRKO-TTNTO-
JOTHYCCKIMI NAPAMETPAMIE B JRHCHMOCTIN OT JOKLTI AL
RAAYAHHOB. Tak, HHIKAR MEMOPAHHAH IKCIPECCHA KARYIN-
Hot 3, 4 1 7 0 COBOKYTHOCTH GBI ZOCTOBEPHO CHUIIHA TONb-
KO € OTPHUATEARHON peaKieft 2umdaTiHeC KX Y10, & Hiti-
K YPOBCHB COMCTAHHON LNTONEIMATHYCCKON IKCITPeCceiii
TEX Ke KIABYAHHOR KOPPEIHPORLT ¢ BoNee BHICOKON CTENEHRIO
VIOKAYCCTREHHOCTH, BOILLIIM PAIMEPOM NEPEHMHON ORYyX0~
J M EHOTIITOM, OTANYHBM OT TPOIHOTO HEMTHEHOTO, DTOT
CKOMOHHMPOBANHLITs MAPAMETP TEM HE MEHCE HE MME] 1TPo-
THOCTHYECKOTO SHAUCHHA 110 CPABHEHHIO ¢ IPOrHOCTINECKOT
IHAMMMOCTEIO PMPUKCHHOCTI OTACALHEX KAAYIIHOR, Npexae
BCETO, UHTOMAAIMATIMECKOTD KASYAHHA 3, BEICOKAN IKCHPEC-
CHA KOTOPOIO OhlAN A0CTOBEPHO CRSIAHI CO BCUMIT BIAAMMN TT0-
Kasareneil mioXoi BREKHBACMOCTH V ITALNEHTON ¢ TPOSMLIM
HEPATHBHAM GEHOTHIIOM, I LHTOIMUIMAMATHMCCKOTO KANYIH-
Ha 7, BHICOKHTT YPOBEHE KOTOPOTO YKAIWBAT HA KOPOTKYIO
DEIPELMINBHYIO DEEAHBASMOCTL B TON KE FPYINe NaLmeH-
1o8. OGpatmer v ces BHUMAMKE 1t TOT (HAKT, YTO BRICOKMIT,
4 HE HIIKHEL YPOBEHE KIAJIONO M3 KINVANHOB 0610101 CTaTH-
CTHHECKH MOATBEPRACHHON MPOTHOCTHUMECKOMN IHANHMOOTLIO
1t OuLt Bostee XapaKTePHMM U155 TRHAUK HEATHBHOMN rPyIms
omyxoaef [21].
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OCHOBMBANCH M BHSIICHHON HA TPAHCKPRILHOHHOM
YPOBHE BIANMOCHE TN HHIKON JKCIPECCHN KIRYANHON ¢ aK-
THBAUMEH TENOB, XAPAKTCPHUBLIX IR CTBOAOBKX ONYXONCHEIX
KACTOK |68}, GhUtH IPeAnPHHATI OTACALHKE TONMTKI 10~
MOTHMT HIGKOKAAYIHHOBYIO HMMYHOTHCTOXHMHMECKY IO 111~
HEAL COOTHETCTRVIOMIMAI Mapkepastit. OaHiIKo 310 TAKAC
TOKA HE DPHBLIO K KeaseMoMy pesyasrary. Tax, no cuie-
reascrsy K. Dias w coant. |12], wnskoxanyannosstit noarmn
DBUT IHAMIMTEABHO BOICE BEPOSTIELM LI IKCIIPECCHI MapKe -
pa ALDHI, oM onyxoau, He oTHOCSIINECH K HIIKOKIIYAn-
HOBBIM, OAHAKO He BRUIO HAIIEHO 10CTOBEPHON ACCOLILIM
MOAILY HIIKOR SKCHPEcCHe it KaayAHon i iMMYHOQEHOTH-
NOM CTRONOBHIX KieTok CD44" /CD24™, Cpanuureaniio 1e-
aanuo A, Logullo w coant, [22] nponeait obmpHoe (no ey
TEALHEHTON W FTYGHHE PETPOCHEKTHEL!) MMMYHOTHCTOXMMITE -
CROC HeCIeaoBaRNe, TIe cooTHec ctatye petenropon ER, PR
1 HER-2 ¢ sxenpeceneft wiayanuon 4 1 7 i npodmaes COK
CD447 /247 1 onpeacanit CRS3E ¢ IPOTHOIOM W DBUKHBASMO -
cruio B 803 cayunsix ursasnnroro PMIK, npiovesn crpare-
THIO TRAHEHOTO MUEPOstL. Tlo peayinraran aHunsa, (peHo-
Tin CD4 /24 MUKk He KOPPEARpoOBA ¢ MONCKYSHPHIIMH
MOATHITAMI IUTH YPOBISINI KInYyAnHon 4 1 7, a mpofiuis um-
MYHOIRCTIPECCHI KAAYAHHOB JE CMOT PARIHAMITE NALHEHTOR
© VMMM BUTH XVTULIM TIPOTHOIONM B HC JMCT CHEIN ¢ TPOil-
FIRIM HETTHTIITRIM HMMyHohenorinos. MHTepecHo, 4To Han-
BoUtee BAAHBIM OTKPETHEM 1 3TOM HCCICAORAHIN ABTOP CYil-
THIOT OGPATHYIO CBA3L MEXLY KIayannoM 4 it aKcrnpecenei
ER/PR, xoropas yRassinaet Ha 1o, v1o Sostinserno (71.3%)
CAVHACH © HEnTHBHOT 3IKCnpecciel] Kaayauia 4 Ha caMom ae-
A¢ GHUIO CIPYINHPOBAHHO CPEAN OTTVXOACH JHOMHHLILHOI A
norrinn, Kaavams 4 AeMOHCTPHPOBAI CAMYIO HISKYIO IKC~
NPECTMIO B TIOMHHAILHOM A, Obi1 BOsCe BRPAKEH IPH TPOR -
HOM HETATHRHOM PAKE W NPOFWIAA CAMYIO DNCOKYIO MACTOTY
arenpecenn 1 HER-2-nosimitnion, Tor1a Kak okpaiisaiie
H KADYIHH 7 HE BHISHILIO CRSIN © KAKIM=-I100 13 NOATHROB
PNMNEK. 10 MHEHMIO ABTOPOR, HMMYHOIKCTIPECCHE KARYIHHON
411 7 KK N0 OTAALHOCTIL TAK § B OGLIMHOM HAMMYHOTHCTOXH -
MiveckoM KonTexkete B coneranint ¢ ER, PR i HER-2 pe aa-
ST AONOAHNTEALRON DPOrHOCTHYEC KON HHDOPMALLIH O [OTTi-
nax PMIK i e yrouiaet THIHSALHNO TPOIMON HEraTiaion
noarima |22]. CymecTsyior it ApYTHE HCCIEROSAHNS, CTasN-
LHE 11021 COMHEHNE NPHHALICKHOCTS HMIKOKIAVIHNGROO
HmmyHOPeHOTIIN CyTYO0 TPOHHOMY HETATHEHOMY NOITHIY.
Mo zaawsm neeneaosanm A, Katuyama i coast. |23] 222 cay-
HACH NEPBITHOro nasHoro PMAK, monouanune 68 rpoit-
HELX HOTATHEHLIX, BLICOKIE, It HE HIKNC, VPOBHM 3KCHPEccin
Kanyannon |, 3,4 i 7 Guutr Boee SOCTBIMIE B IPYIINE TPOlED-
ro gerarunroro PMIK, ues npn apyrmx noaranax (11,8% npo-
Tun 0,7%, 26.5% nporun 2,0%, 48,5% nporas 11,1% i 32, 4%
npotiny 8,7% coorteercrnerto; pa0,00]).

JelcTRITeabHO, KAK COMCTHHHAN, TAK M MHIHBMIYLIL-
HAS HMMYHOIKCTIPECCHS KABYANHOR 3, 4 1 7, HCXOAHO Ha-
THASCHHMX LU U HTIGIKALITN HIIKOKINYANHOBOTO (e~
Hotima PMOK Ha ocHOBUHI HPOgILIS IKCTIPECeIty renon,
OKARVICH OTPAHHUEHHON 1 IPOTHBOPCHUBON HE TOABKO 15 KO~
TEKCTE, HO N HOMIMO HPOQILIHPOBAHI BUYTPCHHIIX TOATH-
nos PMAK. BoAsmMyCTEO EHREIX HI CAMOM AE/1¢ CRHACTE b~
CTBYET O DoabIell MacToTe BRCOKOR BeAKOBON IKCnpeccing,
H HACTHOCTH KASYIHHOR 4 1 7, KOTOPBE CHITIIOTCH Creinuhu-
veckii s PMAK 1 Bruit orMeqcHst B ANTepaType kak no-
TEHUMUTBHBIC MAPKEPH! KIMHIHECKHY nexanos |24, 27, 28],
A. Szasz n coasr., kax n A. Logullo it coanr., csuaereancrny-
10T, 9TO KAAYHH 4 HAIMEHEE BIPAKEH B IIOMBHLTEHBIX 101~
THIAX I, HAOBOPOT, OTANYALTCR BRICOKOH akenpecenedt s ER/
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PR-HeratuBHbIX onyxomsix [22, 26], a Y. Myal u coasr. [29] aa-
Ke MPEANOKHIN BbUIEIHTH BHICOKOKIAYAMHOBBIN TIOATHIL, KO-
TopbIil BKIIOMaeT ER-HeratHBHbIe OMYX0AH, AEMOHCTPHPYIO-
LIHE BBICOKYIO IKCTIPECCHIO Kiayanta 4.

B coscem nenasueii paborte C. Fougner n coant. [30] npu-
BOJIAT 10KA3aTe/IbCTRA, OCTIAPUBAIONINE CYIIECTBOBAHME HH3KO-
KJAayIHHOBOTO Kak 0T1Ae1bHOoro noaruna PMK naxe Ha ypos-
HC I'eHHOM 3KCIIPeccHM, IIPHMEHNB OTHACTH MPOTHBOMOIOK-
HBIH AaHATUTHYECKHIT MOIXO0 10 OTHOIIEHHIO K OPUTHHAIBHO
OnUcaHHOMY B OCHOBONoJaralouei padore J. Herschkowitz
1 coant. |3]. ns 271010 661 MASHTHOULIHPOBAHBI OTTYXOIH
C HU3KOI 3KCNpeccHen KIayInHOB B TPEX HE3ABHCHMBIX KOTOP-
tax METABRIC, TCGA-BRCA 1 Oslo2, BKIIOUaIommx ciry-
vyau PMIK: 1886, 1082 1 381 coOTBETCTBEHHO, MTPH UCTONB30-
BaHMH TOTO XK€ NMPEAMKTOPA LIS WIeHTHMKALMN HH3KOKI1a-
VAHHOBBIX OTYX0JICi, KOTOPLIiT ObUT ONHCAH C OPUTMHAILHOI
xapakrepuctukoil noaruna [30]. Asropsl crparudnumposa-
JIN BBIZIGJICHHBIE HH3KOKIIayJAHHOBLIE ONYXOJIH 10 BHYTPEH-
HEMY TIOATHITY H OOHAPYKHIII, UTO Pa3TuuMs MEXIY HH3KO-
KJIAYIMHOBBIMH OMYXOJASMU B LIEJIOM COBINAAAIOT € TAKOBBIMK
Mey noariinamMu PMK nouti no sceM npoaHain3npoBaH-
HBIM KpuTepusim. B vacTHoCTH, ObUIO YCTAHOBJICHO, YTO HaCTO-
Ta ER-nosutuBHOCTH pazinianach MeXIy HH3KOKIayAMHOBbI-
MH OTIYXOJISIMH, TIPH 3TOM 8% HHU3KOKIAYAHHOBBIX OIYX0JCH
okasanuch ER-nonoknTeIbHbIMM, YKA3bIBast HA TO, Y4TO Xapak-
repucTuka «claudin-lows onyxoneit Kak noarpymniib TpOiHO-
ro HeratusHoro PMK B ucxoanom sapnanTe Kiaaccnpmkaim
ABJIACTCS MPE3IMEPHO yripouleHHoit [30]. B aannom mceneno-
BAHMN Takke He ObUIO HAIEHO HMKAKHX J10KA3aTeNbCTB TO-
ro, YTO HU3KOKIAVIMHOBLIIT CTATYC MOBLILIACT OMYXOJIEBYIO
ArpecCHIO M CBI3AH € MTOXUMH TOKa3aTeNsIMH BLUIKHBAEGMO-
e nipu PMIK [30], B 01amume o1 npeabiayiumx coodieHmii
0 HU3KOKJIAYAHHOBOM TMTOATHITE KAK arpecCHBHOM C TLIOXUM
nporsozom |7, 8. Mo muenuio C. Fougner u coasr. [30], Bbi-
JIeJICHHE HUBKOKJIAYINHOBBIX OMYX0IeH B CAMOCTOSTEILHYIO
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ABSTRACT

ANCA-associated vasculitides refer to systemic small-vessel vasculitides. The paper shows the role of antineutrophil cytoplasmic
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BackyauTbl, ACCOUMNPOBAHHBIC ¢ AHTHHEHTPODHALHBIMH
uMToruiasmaruyeckumu anturenamu (AHLLA), npencrasasior
coBOI rpyriy ayTouMMyHHBIX 3a00/1€BaHMil, KOTOpBIE Mopa-
AAIOT TIPEMMYLIECTBEHHO COCY/Ibl MAIOTO KIMOpa 1 B MEHb-
wieit creneHn cpeaHero. XapakTepu3yloTes: XpOHHYECKHM
Mano(rayum)-MMMYHHBIM BOCITAJIGHHEM CTEHKH MEJIKHX CO-
CYI0RB, NOANMOP(PHOI KIMHUYECKOH KaPTHHOI ¢ YaCThIM BO-
BJICUEHMEM JICTKHX M NOYCK H HAIMYMEM LHPKYJIHPYIOIINX
ayToanTHTes K uMroriasme Heitpoduios. B 2012 r. 6puia
nposeaena |1 Mexnynapoatast KOH(pEpeHLUMs M0 HOMEHKA-
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Type cucteMHbix Backyantos B Yanen Xwuwie (CHCC, 2012),
riie GLUIO ornpeiesieHo naroreHeTnyueckoe 3Havenue AHLIA
W IMMYHHBIX KOMITJIEKCOB B Pa3BUTHH PA3IHYHBIX MEPBHYHbIX
BACKYJIMTOB MenKuX cocyaoB [ 1]. AHLIA — 310 cemeifeTBo an-
TUTE, PEArnpyloiinx ¢ PasTHUHbIMHU KOMIOHEHTAMM TEPBHY-
HBIX TPAHYJ UMTOMAA3Mbl HelTpoduaos. IMpu AHLIA-Backy-
JINTAX APOMCXOANT paspylieHne Heitrpoduios. B coiBopoTke
OONBHBIX BEISIBIAIOT aHTHTEa K potenHase-3 (IMP-3) n mue-
nonepokenaase (MITO). Ceaspisanne AHLIA ¢ TTP-3 u MTTO
3AMYCKAET aKTUBALMIO HEHTPOMDWIOB, UX JeTPaHyIsuHIO, 00~
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pasopaHmne pHekIeTOuHON Jonyiukn wefrpodimaon (BJTH)
Jlonoanutenntio npienoboxaaiores MITO w ITP-3 s npai-
mitposarist AH LA Jlerpanyagims i Hekpos i Csoio onepeis
CHOCOBCTBYION TOBPEAKACHUIO FHAOTCAMI W AKTHIALII KOM-
mementa (2], o uroram padotsl KOHUeHCYCHON KoHdepen-
M BACKYIMTEL MEAKHX COCY0NB OuIn pasienensl Ha 2 rpyr-
(b1, TOAMCPKIBAS BAKHOE SHAUCHIE HMMYHOIATONONHHEC KOO
nporecea, Bo-nepnwix, B noarpyniny AHLIA-accoummpona-
HBIX BACKYAMTOR BKAOUHIN MUKPOCKOTTHMCCK I OAMARTINT
W TPAHVICMATOSHBLIC BACKYIHTH (FPAHYJICMATON ¢ TOAHAHTI1-
roM — TTTA 1 203uHoMHIBHE FPAHYIEMATOS ¢ HOAHIHTI-
wrom — DTTIA), BO-n1ophiX, BhUICASHA TOAIPY I IMMyHO-
KOMITICKCHBIX BACKVIHTOR,

Marorenes AHUA-accoumMmpoBaHHbIx
BACKYAUTOB

AHLIA nipeacramsior coboH rpyrimy ayroanTiren, i oc-
HopHoM Tria 1gG, aeieTane KOTOPLIX HATPABACHO [TPOTHE dH-
THICHON B IITONAAIME HEATPOMIILIBIX FPAHYIOLHTOB 1 MO-
notros [3]. C nomoubio nmmysoguoopectenimy AHLA
MOAKHO PARICANTE Hit LnToriavarindeckie (c-AHLIA), nepn-
Hykaeapine (p-AHLA) s arnomanpie (a-AHLIA), Takxe na-
pectnnie kak x-AHLA. L c-AHLIA Xapakrepna unronias-
MATHHCCKAS TPAHYASPHAs (UHOOPECHEHINA ¢ HEHTPAIRHBIM
MEARIOOY I PHEIM yemnennem: p-AHLIA nmeior3 nomarma:
kaacenueckuit p-AHLA, p-AHLIA 6e3 saeproro yaauHens
W AHTHHYKACAPHOE (HTUTEA0, CHEHITHOE T FPANYIIOLIH-
Ton (GS-AHLA). Knaceneeknit p-AHLIA xapakrepusyer-
CH NEPRIYKICAPHBLIM OKPAIIHBAHIEM ¢ PACHTHPEHIEM SIIpa,
P-AHLIA 63 5aepHOTO YATMHEHIS IMEIT HEPHIYKICapHoe
okpatsate 6es pactinpermst spa, a y GS-AHLLA onpe-
ACHACTESH HACPHOC OKPALINBAHUE TOALKO HA [PANVIONNTAX,
a-AHLIA otauamores KOMOMHAMEH HHTOMAAIMATHICEKOIO
H NEPHHYIIICAPHOTo okpatnanns [4],

ITaroreres AHLIA-accotnpoBanibix BICKYINTON MHO-
rotharropen. Hanbonee BUAHYIO poJih i HEM HIPAIOT CIEAYI0-
HIME UMMYHBLIE KAeTKH: B-aumpormrst, Hefrrpodmint, (hak-
Topul KoMiemerta (ocoderno CSa n BITH). B-anmgorirtiv
crumympyior supaborky AHLLA, B 1o spems kak hakTop akTit-
Bt B-KAeTOK CrocoBe rsyer mouUepKRaHno ayTopear i
B-KACTOK, MA3MO0ARCTOR W IAASMATHHCCKHY KILTOK, TeM Cit-
MM yseanannast o6pasonaniue AHLLA, Helrpodmurit nopex-
JQIOT SHAOTEANI COCYLOB, HPUBOAS K MTOBPEAICHIIO JHAH-
TeALHOM yacTH Tranei, Maktopu kKomiviemenTa, ocobenno CSa
# BITH, yenanmaior sBocimvienne u nonpexierme cocynon |3,

TTPEanOChITKON L1 CBAIMBAHNS AYTOAHTHTEN ¢ NX KIeT-
KAMM=-MATIEHSMU SIIRETCH BOIACHCTRIE AHTHTEHOR, DTO MO~
ACT HPOMCXOAMTE NHOO TPH AKTHBALLIH AHTHICHOR 1 NOBEPX-
HOCTH KACTKH, B0 npn rubesin KIeToK U BHICROBORKACHITH
AHTHICHOB B0 BHEKAETOMHYIO CPELY, HIPHUMED 1O Bpemst oh-
pasosanns BITH [6].

B orser uu rpurreprptit (paktop HelTpodiibl, HoAseprii-
eCst A HCTIIIO BOCTIAIMTEILHLIX HHTOKUHOB ((PaKTopa HEKPOK
ONYXOIN=CC 1 HHTEpACHKMHA- 1), IUNOnoIHeaxapiita min Kom-
feMerTa CSa, aKTHBIPYIOTES TIOCPEICTHOM TIepeMelie s
MITO 1 FIP-3 o1 nepsuanix rpany/ K nosepxHoctn el ipo-
(prnon, B rakom cocrogrmnn AHLIA Moryr epstapmarnes ¢ ayro-
QHTUICHAMM Ha TTONEPXHOCTH KACTKH, HTO NPUBOIART K YCTOl-
HMBOH KACTOMHON QKTHBAIINN, AKTHBUPOBANHLIC HEHTPOfIN-
JIBL HAMEHSIOT SRCTPECCHIO MOJEKYI AATe i 1 CHAIRBRI0OTE
C IHAOTENEM COCYA0R, derpanynstitn HerrpodmIon npuso-
I K BBICBOOOAKACHIIO AKTHBHBIX (hOPM KHCAOPOAL It HPOTE-
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A5, OUOCPEAYIOUIIN TTOBPEAICHNE TKAHCH, AKTHRHPOBAHHBLIC
HEHTPOGHUTE TAKKE nIpeTepnenalor ocobyio QhopMy Kietoy-
HOW CMEPTIL TIPH KOTOPOH BHEKJIETOUMHEIE JIOBYIIKH HelTpo-
DUA0B BUTCCHSTIOTCH 113 KJICTKM, COACPKALLICH JAXBAUCHHBIC
kosmpomerit MITO, TTP=3 1 KOMITIEMEHTA B CETH XPOMATHHA.
BTH moryT onocpeaosath NOBPeAICHIE DHAOTENMS, TePeHO-
et MITO/TTP-3 foarnorennii coeyaon i AeIpuTHLIC KACTKH
LT TIPESCHTALI QHTHICHA W AKTHBIPOBAT AILTEPHATHIH LI
AVTE KOMIvIeMeHTa, XeMoknib i otnoxerne NP-3 w MITO
BTKAHSIX TIPHBOIMT K TIPHIIEUEHIo ayropeaktnniuix T-kiaetok
HMOHOLATOR, YCHANBASE TOBPEKRICHe TRann | 7).

Jpyroi MexasnsM BoJICHCTRIS AYTOAHTHICHOR — BRICKO-
Goanerne MITO n TTP-3 wy akruusnponaHbix Helrpogiuion
B OMATAX BOCTIAEH IS, BLCBOOOANBILIMECH AHTHICHBI CH33bI-
BAIOTES © DHAOTEIHAALHBIMKI KICTKAMI, YTO TPUBOANT K 110~
CACAYIOIIEMY 00PAZOBAHHIO HMMYHHBIX KOMIUICKCOB /1 sifu.
Helrpohmist, nauMoASHTTIYS ¢ NOBPEAICHHBIM FHLOTCIN -
CM, BLESHIBAIOT JICHKOLITORAAINIO W 300eM THOHYT, HTO NIPHBO-
anT K obpazosatinio BJITH, 3aMbiKast HOposHBIA Kpyr.

I'panyaeMaToOsHOE BOCTICHNE ¢ 203MHODHUIAMN 1 HH-
GuanTpaTe — OANH M3 OCHOBHWX NATOIHOMOHNYHLIX TIPH-
gnakon DTIA, C arolt toukn apernst [L-5, ocnosnoit tunro-
KHH, AKTHBAPYIOUA A H03HHOMDMWIBE, TO-IHANMOMY, YHACTHY-
e n narorenese aannoro sabonesanms, 1L-5 nponyunpyercs
gierkamn Th2 noprayumpyer audypepenitnponry 1 cospenia-
Hie 203uHoion uenoseka, Kpove toro, 1L-5 unrnGupyer
ANONTOs 0 HoGnaon venoseka, Heaanno Gt oTKpLITL
BPOAACHHLIC AUMDOMIHKIC KACTKH, KOTOPLIC IPCACTARINIOT
cODOI TKAHCCHCUMPUIHBIC KACTKH BPOXKICHHOTO MMMYHN -
TETA, PONCXOUALLNE N3 OBLIX AUM(PONITHBIX ITPEAIecTReH -
ko (CLP), Oun Opian pasaesaeinl Ha TP TPYIITLE B 3aumn-
CHMOCTI OT MEXAHIIMA HeHeTrit 1 cospenanns |8]. B cayune
tarorenesa DITIA HanBOALINI HHTEPEE HPEACTARISIOT BPOK-
Jiennsie anmcomtnse Kiaerkn rpyin 2 (1LC2), rak kak omm,
HOMUMO BOCETAHOBICHUSE TKAHEH 1OCIE BOCTAICHIS, rHrep-
NAA3HN DOKAIONHAHBLIN KJICTOK 1 CTHMVJISILIN CORPALIICH IS
THAKHY MBI, npoayuupyior 1L-5, cniocobersyioumii ob-
PHIOBAHIIO 204 HODUALHOTO nHdimabTpata [9]. AKTHEHpo-
BAMHBIE 03HHO(IIL OKA3BIBAIOT NPOBOCTIUIMTENILHOE Aei -
CTBME, BHICHOBOAILUS LNTOTOKCHYCCKHE IPatyaspHbie Genkin
W OTHITWAHBIE MEAMATORDI, TEM CAMBIM BBI3LIBIST TOBPEKICHHE
TRatel uosocnanenme, Limrorokenyeckne rpanyisprnie 6e-
K, BRICBODORIACMBIC 13 FOIMHOPUION, BEKAIOUAIOT OCHOB-
O BENOK, KaTnoibiil 6e10K 203nHOGHAOR, TEPOKCHIATY
HOIMHOPUIOB 1 HEHPOTOKCHH 30SHHOPHUALHOIO TIPOHEXOK-
nevnst. bojaee toro, soannogmnn B DITIA cekpernpyior 1L-
25, KOTopuit srausaet otnerit Th2, rem camuim ernocobernys
cuie Bosbiemy nospekactno | 10], Dorakenn-3, npoayun-
PYEMBL SITCTHATLHBIMI W IHAOTETTLHBIMY KICTKAMM,
MOKET BHOCHTE BRIGLL B PHTOK 203nnodgiaon K rkanss |11,
Ectn cpuerenserso yuactus Thi-, a rakxke Thl7-knerok, ce-
KpeTHpylomnx oanioe koandectio - 17A 1 nosmx (hasix
DITIA [ 2], Bosee 1oro, KOAMUECTHO peryisiropinx T-kaeTok
YMEHBILIACTCH BO BPEMS AKTHBHOMN cramin sabonesanmst. o«
Kil HEHARECTHO, JOKAINAYIOTCSH JIH TH KICTKN 1Y NOPAKEHH KX
TKAHSIX WIH ACHCTBYIOT CHCTEMHO.

ECTh HECKONLKO OTBACHEHIN MEXAHIIMA TTOBPEKAEH M
arporens npu DUTIA. ARTHBHPOBAHHBIC 20IHHOPNIL Ce-
KPETHPYIOT PUNTITHLIC AKTHBHLIC KOMITOMEHTEI FPAHYIL ¢ 1=
TOTOKCHUECKIM ACHCTBUEM, CHOCOBHLIC BLIALIBATE OBPEKICe-
HUE SHAOTEAHANBMLIX KACTOK, BCe 0NN MOTYT HAKATUINBAT)-
G HA MO TEANANLHBIN TTOBEPXHOCTHX W OKAILIBATE MOIIHOE
HOBPEATNIONICE HCHCTHHE TIPAMO WIN KOCBEHHO MePes MHIH-
Bupoparie ¢nocoOHOCTH KACTKH HOLCPAUBATL TPOMOMIN -
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BHCHMYIO akTisainno nporensa C, Takke OLU10 mokasano,
HTO S0OMHOGIVIBHBI KATHOHHLH BEJI0K MOKET CHIIMBATE-
ot ¢ thakroposm Xaremana (haktop ceepruisanns kpoan X11)
in Vit 1 BBESBIBATH IKTHIRILUNO BHYTPCIHETO MY TH COCPTLIn-
HUA KPOBH, 4TO NPHBOANT K HAKOMICHINO # AKTHBILUNE 30~
Aenodiuion. Buio HOKSIH0, 410 S0IMHOGIUIEL W IPOIAYKTEL
FOTHHOGHUIOR CIOCODCTRYIOT CHHTEIY KOWLTATeHa I ipoutinge-
P huBPORIICTON, BEACACTING MErO Y HALHCH TR NPOstia-
eres sosHodiuibbl odurr [13]

Jstarroctkn AHLA-0ccommposaiisiX BacKynmmon oc-
HOBAHN MO KPUTEPHAIBHOM HPIHINIIIG, BRI TAOMIEM KIH-
HIMECKHe, AadOPATOPMBIE AXMHLE ) PEIVALTATIH DHONCH -
HOTO HCCACAOBHHSL.

Ipanyaemamas ¢ noawansuamom Ouin WHEPHLIE Onncan
Kak (hopyn Vicasoporo noapaprepicn Kunmrepos s 1931 1,
oasako n 1936 1. narosor Gpuapux Beresep omeean tpit cay-
R HHOT0 3000e BT, ONPCICTID €10 KaK OTAeALHYI0 (Pop-
sty wackysra [ 14, 5] Ths o 1954 1. Toasan o Yypr nnepibic
BBCAN B AHENACKYIO Aireparypy repssn TTLA, npie kotopos
PAOBACTUN TPAHVACMATOINOE BOCTIUICHNE It AECTPYKTHRHOC
OPAKCHIE HECKOTLKHN THRON COCNA0B (nountaHriT) | 16).

Manectio, wro sa nocieane 30 aeT komvecrno 1a-
PHECHPORSHHLX CAYSAEH AHHOTO WOQACKIHNST B exporneit-
CEUY CTPUHAN. BOIPOCIo B 4 pasi. Pactipocrpancinocts TTIA
B nonyasuim no aossss 2015 1 cocnmaser 25—60 cayya-
en Ha | s aesonek, a sabonenaemocth — o1 3 10 12 cryia-
en na | s veaonek.

TTIA 0AHHAKORO HACTO BCTPEMUETCH KUK Y MYKIHH,
TAK MY KCHIIMH, 8 THRAC MOKCT PASBHTHE B 2000M Ho -
pacTe, QUHaKO Manbosee HacTo — v sospacte ot 30 a0 50 mer.
B Poccint ie nponeieno Kpyiiss 3muasMuoiorMieckiy ne-
CACTOBAMIIN 11 NET AaKHWX O pacnipocTpanennocT FTIA [17),

Huarnoctury TTTA (panee nasecTHOTO KK FRaHyAesimos
Beresepa) nposoirt no Kpicrepiesss, npuasraas s 1990 r. Ase-
PHEAHCKIM Kouuremkest pensatonorin (AKP) i vronnesins
B PEKOMCIUIITIHAX KOHUSHEYCHON KosiceHu Yannea-Xuan [1].
Onn snonnr:

1) BOCHAREHHE CANIHETON ODOADMKIN HOCA 1L 11OAOCTH
prag

2) HIMCHTHMR JETKUX TP PCHTTCHOAOTHYECKOM I1CCe-
AOBAMINI, PECTIHPATOPHIIC PEHTTEHOMPADUTICCKIE HAPYIEHIN,
COOTRETCTRYIONHE ACCTPYRKIUIL PECHUPATOPHOI TR (Y3~
S, HHPMARTPATHL B NOAOCTI I TAPCHRIME JCTROTO);

3) SOIMCHCHRE THAIIN MOYN (FEMATYPHA 5 9pHTpOLIN-
TOU 1 BONEC 1 OAE SPEHMS WHE SPUTPOLUMTEPHLIC LAIMIIPSL
1 OCAIKE MOV,

4) N0HHKE THCTONOTHYECKOFO HECASIOBAMIL.

Mukpockonuueckoe onucanue MNMA

Yaue neero UTTA xapakrepiiayeros rpanyIeMaTosHss
BOCTHLAEHIEM € HEKPOIOM, KOTOPOE OOBINMHO JATPANTIBACT TTPe-
MMYIICCTHCHHO BEPXHIE AMAATETBHAIE MYTH, 3§ THEAS PAdn-
THEM HEKPOTHYCCKOTO BACKY T MEAKNN cocyaos, Muet-
HO MUTINAE HERPOTHYUCCKIX TPIHYICM B ALIXATETRHLX TYTHX
1 npoaykis FTP-3-AH LA amisiores oTamaereaniuzmg dep-
Tavn FTIA | 18],

Backynrr npu FTIA oDuio st HHSETest ¢ necnetdmtie-
CROIO BOCTANTEARHONO HHGUABTPATA, ROTOPLI MOKET HTPO-
TPCCCHPOBATE 10 TPAHYACMATOIHOIO M HEKPOTHUECKOTO BICKY -
2007, OB wane Beero nposiseTes GuOpHHOIULHEIM HEKPOIOM
CTEHOK MEIKIX COCYIon. Takke BaCKyAHT HEPLAKO CONpono-
AACTCS MPAHYIEMETOBHEIM BOCTRLICHIEM HHVTPH SHIOTCAMN,
Hacro ormeqmor rpombos ¢ nocaeayomelt opraiusatedt,
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[Tpu FTIA fepamsi HOnpeaimores SOoTetmatsHme KICTRN,
HTO NPHBOLHT K OTEKY, HEKPOSY H 0K OTCIOSHIND.

«30M0THM CTAHASPTOM» B AMATHOCTIRS IAHHOTO 2300~
JEBAHNA SWHCTCH NIPOBEACHIE THCTONOTHYSCROTO NCCHRID-
nasua. Tunwuuse naxoaxn npn Guoneun FTIA sonodaor
e MiieckIth HEXpot o cneumndueckolt sreorpudiricckoits
KAPTIHON, © ODPAIOBARHEM HEMHKPODHOTD HEITPOGILILI0-
ro abetiecca (MIKpoadereccon) i noanmMopdiHOil FPaHYIeMbI,
coaepRuedt TOAHMOPEHO-RACPHEIE ACHKOUTHTRL, Aol -
ThE, NANIMATHYCCKAC KICTEN, JCHIAPHTHME KICTKN, 205110~
dhaua i rrarekne muorosaeprne kierky. Mpi sackvanre
WIULE BLETO NOPAANIOTCH COCY.IM MITOTO B Cpeadero xanbpa,
A TaKKe Kanustps i senyas, Mo orareninee nekpod obrapy -
AMRAcTst 1 GHONTATE ¥ 35% GOUbHBIX, BICKYINT MEAKHN COCY~
206 — y 23%, SUNTEANOWTHO-KACTOUHKIC FPadyIeyt — v 43%,
BTO BPEMH KEK FHITHTOKHE MHOTORJICPHIE KICTKH HCTpetin-
OTCH HAMHOTO peke — b y 12% [19].

Ha ceroannmmmil aens nwaensior ane gopynt TTIA —
FEHEPLIMIOBAHHYIO i TOKLTHIOBAHHYIO. [eHepaImioBaHag
dopsa, onncarimn cime O, Berenepos, MUEPOCKOIHYECKH
XAPAKTEPUIYETCH TPHAAOH, cocTonuell iy IeCTpyKTHBHOIO
NACKYETA, TAYIH-HMMYHHOID (POKLILHOTO HEKPOTHMECKD-
1O FAOMEPYAOHSDPHTA 1 HEKPOTIHYLCKOTO MPAHYIEMATOTHOIO
HOCTAACHIS ARNATEIRHRN nyTel. JToRansopaHHan (Orpamn-
qeHH) opa BLUI IACASH HE TRK L0 1 SUPAKTEPI Y-
CTON MILEHMHCA NOPRKCHILE TPEHMY IHECTIEHHO I apaopGi-
TRABHON KICTUATKE I FINIYNIX HOCA, @ TukAe 8 merkux [20].
put srom AH LA MoryT oTeyTeTROBATE.

Buecocymmerie nopagennn FTIA B 0cHOBHOM XapakTe-
PHSVIOTCS EPOHYACMIMIL, KOTOPLIE ONPEACIIIOTCH KK O4ArH
TPCHMYLICCTBEMHO MOHOHVIOICAPHEIX DOCTIUTHTCILHREY KIC-
TOK (HeATPoIION, Maxpobaron, 3NHTCHIHONIANKIX KICTOK
1 MHOTOSACPHEIX FNTAHTCKIX KACTOK), okpyskentne CD4+
Torkaerkansir, COB+ T-Kaerkamin o mHomG S0 aHoditann
CD20+ B-aumQonmrasin i unsmariseckuyin kaerkamm. T-
1t B-asmeonnTit MoryT Guits pacnpeneacsn iy ano i op-
rasionans B horakyaonogobuse crpyktypsl. fpn 3rom
i ocTpos pasmimug FTIA soxer npeotnasars moiinoe noc-
TRATHHE, IIMEOee mu Mitkpoabeteccon, Hepeako rpanyie-
Afhl MMEI0T BoaLinodl paasep i penpananiayvio (hopmy. Llen-
TPUILHAN 30HA HEKPOE BECKACTOUHAH NGO HHOTLI COACPANT
(PPArMEHTEE NOANMOPGHO-ATEPHBIX JCHKOLINTON M CANHIMY-
MBI ATHTETHOMH WX KACTOK. T PaHy cMil RCTPEUIIOTCS B Jer-
KX, OPOHXAN (HHODIA TPUBOIS K CTEHOZY TPAXEN i GpoHxon)
CTH I BEPXHIX ARXETEARHEIX mymy, Do nopamestis cursicron
OBOIOMKH ODLITHO XAPIKTEPHD MLTINME OMATOB HEKPOTUMECKD -
TO DOCTELICHI I MIBRIRACHIH ¢ PCIKHMH MEOTORICPHLIMH I~
TAHTCKMMM THCTHOUNTAPHBIMI KaeTkami | 19],

B Guomrare moGof TRar OGPALMeT BHIMAHNE HLINIHE
OUATON HEKPOIA, CONMOIINN FEOrPMPUUCCRITi PHCYHOK e~
napara (pue. 1).

o I'panyaesul MOTYT pacnionariThest Kax i CTPOME, TaK M Bo-

KPYI COCYADs Meakoro kaanbpi. B rpanyiacmay nbswisor-
O3 AMAOLIITRL, PRCTHOLHTR i PREAHTCKHE MHOTORACPH LI
NIETRH. B BOCTIUTHTEALHO- KACTOMHOM MHDILTLTPATE HMEIOT-
e sosnroduusl (pue. 2—4).

Ha ocHoBasing AainsIX KPHTEPHED JT0CTOBEPHLII 1t~
arnos FTTA Moker OTh HOCTARICH ¢ SYBCTRNTEARHOCTLIO
S$8.2% 1 coeumhuunocTiio 92% upy onHODPEMEHHOM HILII-
aine 2 a4 xpurepnes [21] Tlo nocaeasns aaHHbs, v noia-
nsnouero SosamrHerea mannenton ¢ FTTA nepsonavvsiu-
M CHMITOMIMH 30D0/1CBAH R SAASKOTCS OTOPIHOTAPHHION0-
ruveckue nposenn (22, 23] Hepeakin caymian aokansiii
(hopm FaBOACHIHI ¢ NOPLKRCHIEM TAPAOPONTLIRHON KIeTHaT-
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Puc. 1. TpanyAemaTos € NOAHIHIMMTOM,
Cantme ot obouonka mocn. Fleorpadiiuecksil pHCYHOK Hexposa, Bui-
PaEeHH0e poCIUIeRNe. OKpackan reMaroRCIUTeon ir sannion, = 100
Fig. 1. Granulomatosis with polyangiitis

Nasal mucosn, The geogrphic patiem af necrosis, Obvious, H&E. * 1),

KL, DPUANTOMHLIX BA3YX HOCH, MACTOMWLMNT 1 AP, Y TaKMX (aii-
SHTON MOTYT HAGIOARTBES NEPDOPULII HOCOBOR Neperopos-
K, JCCTPYKTHENBHT CHHYCHT, TOACKARAOTILN CTEHOD TPAXe
WA NCIDOITYXOIE OPORTE! € PAHTHEM (THOCTOPOHHETO 3K~
sorinTeama, CHeaye! OTMETHTE, YTO B TAKMY CIVHARY FHCTO/O-
FHYCCKOC TIOATBOPAICHIE ANATHOME SIVINCTCS «J0N0TEHM CTUM-
JAAPTOM s JTHATHOCTHKH 3TOT0 3ad0acraHns

Opranusie nopaxenns IMA

CaMpie pamHie Ka106bl, ¢ KOTOPLIMI NIUHEHTIE ODpa-
HoYes b Goasuuiy, oBMYHO CBRTAHM © nTpofacMaMi Bepx-
HIEX ERINATCABHEIX nyTedt (290% naumenton), TaxsMit kak 600h
N OGMICTH NASYX, FTHOMHME ALLICICHIH 13 HOCA, HOCOBOE Kpo-

Prc. 2. TPanyAemaTtos € NOAMAKIHKTOM.
Crastancran o0OAGYKE HOCA: It -
duusapare, %200, OXpACKa TEMATORTIUIIHON 7 300THOM

Fig. 2. Granulomatosis with polyangiitis
Nasal mucosa: a — lymphocytic granulomas; hemorrhages, * 140 b
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BOTCUCHIE, STIBI I HOCY 1 COPOstin cpeaHmi ot |23]. Tax-
we 0 S0% cayunen v Donusix [TIA omMeualoTes auxopaika,
KOTOPAS HE KYITHPYSTTH ANTHONKTEPHIBHEME TIPETIAPATANMGL,
HCHITRCHAC HANTTHTA BILIOTH 20 AHOPEKCH,

MoOryr OTMeunTLICH CASAVIOUIHE OTONOICCKNE nopa-
ACHI:

1) cepoanniit cpearinit oTIT, KOTOPLIT PAIRHRACTCR B Cils~
1 ¢ OBCTPYRUMEN CRCTUXHERON TPYOBI 11 HOPUEEHIEM HOCO-
rAOTKM,

2) xpoupseckitit cpeannil oTHT. ODYCIONICHHBA nep-
HHMHMM TOPIKCHAEM CPEIHETO VXO 3 NOJNOCTI COCTIZ IO~
0 OTPOCTKA;

3) HERPOCEHCOPHAN TYTOYXOCTL, FTHOAOIHN KOTO-
pOft 0 CHX MOP OROHYATCARHD HCHINCCTHIL, HO CYHTACTCH,
YTO OHA BIOMACT BACKYIIT COCYAON VANTRIL 1L OTIOKCHILE M-
MYHHBIX KOMILICKCON 1) YARTRE, JINICHHE HE CIYXOBON HEPR
3-30 TPAHYAEMATOINMN TOPERCHIN 1T TORCINECKOS 2o~
CTHHE MEAHATOPOH BOCTIICHIE, KOTOPLIE OOPIIVIITCS Heled-
CTHHE NOPAKCHHA CPCIHETD YA I, NPOHIKAY Yepes KpyTioe
OKHO, OKAIBAKT HEGIATONPHATHOC IWIHHHNE Ml VASA NCTVO-
FUITT M COCYAM VTR

4) redoBOKPYACHNE, TIPEANOIOANTEILHO BROBAHHOE OT-
JOACHIEM HMMYHHBIY KOMITACKCOD b secTnByaspHol qacTit
TUTIE CBHAMMOEC C TOPOASHHEN UCHTPLIBHON HEPUHOMN CHeTe-
AL, BV BIM O HCIPHTOM .

3) napaa anueBoro Hepsa, Kotopni nataoaaeTes
08— 10% coavaaen it oBRMHO Chsas co cpemim orrom | 16, 19).

MUKPOCKONMUECKI B DHOMTATIX BRCOYHON ROCTIN B ey~
GauX DOAHOoI tayxoT, seonuanol FTTA, MoRHO vanaers,
QTO FPANYASHMONNAN TKaHL Oapabainoil nePenoHKy n noc-
DAANTEILHWE BOHICCTHA TIPOHIKIIOT BO BHYTPEHHES YXO Me-
PEI KPYIAOE OKHO, TAKKS O0RIMHO OTMEHAIOT CIerka arpodis-
POBEHHYI0 COCYAHCTYIO FIONOCKY TP IHOCTHIO COXPAHHKIX
KIACTRAN CIUMPIILHONO FAHIINN,

OO6pasiu GHONCHI 113 OBIACTIH TOXOREL 1 1EN aCTO Ol
RAIOT HEDOUIBLIOTO PAIMEPA, NMOITOMY VIR VTOYHE NS AHArHo-
30 POKOMETUIVETCH MCCACAOBATE MPHANTOMHBIC TASYXH HOCH
MM CODCTIEHMO NOA0CTH hoch |24)

IAMPOUNTAPHIE TPARYACMES, KPOnOtRnnnl, * 100 6 — asQOuirTse, (MCTHOUITEE It S03ONARE B M-

Lymphocytes, histiocytes, and osinophils in the infiltrate, HEE *200
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Puc. 3. TpanyACmaTos € NOAHIHIMHTOM,

Conmern oBoa0a Mock. Firarekse sSoroseninie sacTin i -
vrpare, Kposomwommmes, OKpacsn roMatoXCisyimios i 500 -
HoM, > 2N

Fig. 3. Granulomatosis with polyangiitis

Nasal mucosa, Multinuclested giant cells in the infiltmte. Hemorrhag-
ex HEE. *200),

Hpn FTIA, xpoMe nopamenis BePXHIX IhXAT LY 1Ty~
Teil, XAPAOKTEPHBIM SHVIRCTCS HopAcHie Jerknx, Hacro v na-
HHCHTON ¢ LM 3000CISIIeM OTMEMINT KATeah, Kpo-
BOXAPKAHLE, QIBITKY M PEKC — IACSPHTHYIO GOAL B rpyan
M ODCTPYRINNO TPaxei. Juyx- i OAHOCTOPOHHIE ACTOMHIC
WHPWIRTPATI NPHCYTCTRYIOT WINPLELTLHO novTiey 50% 6om-
HWX W npu nporpeccuporatins FTIA pranimaoTes v §5—-90%
B 12% cayvaen nerpevaeres nacspaasiniil sunor. Hepeaxo
pavinHofi esepry Gounax FHA siomeren andupysioe ne-
FOMHOC KPOROTCHCHMC.

Ere oz xapaxreprni) npionak ['TIA — nopakeinie no-
Nk, B X PASBIeacTOH Ay I-IMMYHILI HEKPOTHMPY IO
M OOKCTRAKMUUPHLN IOMEPYIOHEDPIT C NOTYIYHIMM, Chl-
st ¢ AHLA-accoimmponaisiy sackyairroas, [l nero xa-
PARTEPHO M (OKATRHOND HEKPOI CTEHKH COCYIUL, Ipat Ko-
TOPOM KOMIOMEHTHE TUTLSMEL, BIEOMWNST (DaKTOPL CREPTHUNIHIN,
BRCHOBOALBOTER B HEKPOTHMECKYIO JONY, (¢ TPOMDOTeHIbIe
(RIKTOPBE, TAKIME KUK TRAMCHIBI, SRTHHHPYIOT KACKAL KO I
¢ obpaaoparies gubpaan. 3a cier 31oro n SHOMTATE OTMEHLCT-
CH e QUEPIHHOILIIONO HEKPOSA B KAYOOUKE It HHTEPCTI-
HATLHBX cocyaax. Flpi aros n ommmine o7 GueTponporpecen-
PYIOUIHK HOPM TAOMEPYAOHOPPICT, CHEIAHEEX © HMMYHHEIMK
KOMILTERCAMIM, TP MMMYHOQUIOOPCCHCHTHOR MEKPOUKOTTINY
AHLUA-accolmmposaiione HoMepyaoHedpira uaMyHoroiy -
SN D RAVBOMKAX IPAKTIICCKN He onpeacamiores |25).

Koxa nopaxaercs tipn FTIA 0 S0% cayinen, Koxnwe npo-
AIIEHHA BRAKOMIOT IEYPTIYPY, TIOSEPMOIOIODHKC #3H, 10/
KOAIEE VIS, nycryvas, mmeprpodinio aecen, Heboanime
WIBB T AN RHKYaNT. B ORommamax Koxs 1axnx GoibHmx o1
MENMIOT HEKDPOI € ODILTLHBIM BOCHLTNTEMEHLIM HHDITBTPIRTOM,
COCTORMINM M) TUIASMATICCKMX KICTOR, JHMPOLHTON ¢ 1TPH-
MECHIO TTOAMMOPDHO- e pHLIX Jefikounron. OGRMHO nHw
HEBOILIIME NI TCANOIAHO-KASTOMHBIC TPAHYICMB € IHTaNT-
CRIAI T RaMI. B nOCHaNMTe oM HHGILILTRETE MOXHO
VIHACTL ONEPCHIIAE CPEIRL MEITKHX COCYAON © FPUHY IO TAMIH
B MX CTeHKRX. OAHIKO THEME INCTOAOTINCORAS KIPTIHI MOKCT
HABDOLATLEH e TOaBKo Tipn TTIA it nosmosy ne Ao/kHa sim-
BITHCH OCHORHON LIS HOCTAHOBKM JANHOIO Anarsos |26, 27).
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Puc. 4. TpanyAemaros ¢ NOAMANTHHTOM,

Coneserin o60aomka noch, Hexpos cronox cocyaon. Ipanyaesmatas-
noe pocrurcHie, Kponoraammim, ORpacka reMaToRCILTIInY it 30~
MLos, %200

Fig. 4. Granulomatosis with polyangiitis
Noasal mucosa. Vascular wall necrosis. Granulomatows inflammation.
Hemarrhages. HEE. =200

Heosorpst Ha TO ST0 ALDGTEABHIN CHETEMA, TICHKI W KOXN
nopscoTest yante seero, npu FTIA smoxer Gurms sueiernoni-
1 nobas apyran cuerema opranon. Tak, ewe i 2007 1, Gty
OnUCAH OrpaHNYeHIAR POopMa SABOTEEINHS C KTTHHYECKIM
NOPLACHHEM TOILKO 13 JJaHH0e HeCAeADBIHNe TOKAXLI0,
o [TIA MomeT 3aTparsarh J006e CTPYKTYPR SPRTCALHO-
TO ML A TOP.

S. Perry it coant. npoaraamanposiis Guoncuit opGnrsl
v naupermon ¢ FTTAL Tlo Muerino asropon, rneToiorieck-
MU TTPOSIIE IGAMIE U IOTCS HAMEHETHS NAPRopOITIILHON
KICTHATKH, I HMCHHO HOKPOY, HUBNE JIHOMaros i rorur-
CRUX KACTOK, MHKPOUDCIECCON 1 TPRHYICMATOTHOTO BOCILIE-
it TIpie 5TOM HERPOTIHPYVIOULE BICKYAIRT AHArHOCTHpY-
ercn peako |25, Orvesaores tmsiHse Mopdoscieckme
NPICIHAKI B CIIIEPE, KOTOPRIC BXIOMAKYT IPANYISMATOIHWE
OMATH, NOANMOPBIHO-KACTONHOE BOCTILICHIE (TIIMATINE -
CRME BARTRIL, ANMDOIITEE 1 Helrpodiuint), HEKPOS KOLTIe -
M BECKYANT, HEPEAKO BHIPUACHHOE BOCTIANCHME I CRACPOS
MApROPOI T LHON KICTHATKI SIWDHOTCH TPHIMHON 0AHOCTO-
POMNETO PADTILME, KOTOPLRHT MOKET TIPHROLITE K THALI0-
MY TTOPAMRCHINO 1123 C MRCTICTHON NOTEPEN SPEHins M nounoi
caenoTo, DeoBeHHO TP O THE noCTaNonKe Ao sa | 28).

TlopuaeHite AeayA0HHo-KHIEHHOIO TPAKTE 06K HO 06-
MAPYAHBACTCH TG TTPH BCKPRTING. Takse nospeatcsmng -
HIE BCEIO IPHIOIAT K OTCKY NOACTHIHMCTOR OBOIOMKH, SIBIM,
KPOBOTCMCHISM, HIIEMITH DPRERCION, KICHHON NENpoxo-
MOCTH 1 niepdiopann, JIHarHoCcTHRD KLy AONHO-KHIeY -
HLIX OCAORHEHII BO MHOTOM BIBHCHT OT 371X KAHHMYCCKNX
nposwicinil.

C. Pagnoux 1 coant. 1posenn yechenomine 62 naunct-
TON € CHCTEMITBIM HEKPOTHMECKIM BUCKYINTOM, TTOPEATIO NN
ALTYAOMHO- KHIICH LA TPAKT, H BRMHIUTH, Y10 OLIORHEHNN
FTTA MoryT sarparusars see sacti Knpednpuxa. Taknm obpa-
JOM, HMCHHO KOJOHOCKOITUN B CoMeTaiumn © Guoncuedt Tkam
MOXKET HOMOM L ONPEACTHTL IpHpoay adareranns |29, 30]

Hawbonee peako FTIA savparmaer cepane. Tem ve me-
HEE TAKHE CHYHaN BELAN OTMEIEHBE, M O HUX HE CTONT Ja0m-
BITh, O NOPAKCHNAX copatin COOGINETUN LOCTHTONHO PEIKO,
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B npennayiny nceaeaosannsx FTTA cepaua Guin obuapykeH
y 8%, a nopaxenne Kaananon — v 21% (aopraiuHnil Kianan —
y 57,1%, surpaanintit — y 14,3%), 410 NPosSBIsIOch HAXHH K-
M HHTEHCHBHOH XPOHIMCCKON HEKPOTHUCCKON TPaHYICMbI,
XPOHMYCCKOIO UHTEHCHBHOIO JIMMDOTIASMOLMTAPHOTO BOC-
mwtenmst, (pUoposL ¢ rHITMHOZOM W HEITPODIABLHLIX MIKPO-
A0CLCCCOn ¢ BOBICHEHHEM HEHTPAIBHOTO (PHOPOIHOTO KO/Ih-
1 [31]. B peakux cayqasx FITA BbIabiBact KOpoHapuuT, Ko-
TOPBHE MOKET CHPOBOLUPORATE THKEAYIO KAPAHOMHOTATH IO,
KOpOHAPHBIC BACKYANTH HE UMCIOT CHEIMMICCKHX KANH -
HECKMX TIPOSIBICHM I, OHAKO HYARHO YUUTHIBATE, MTO OHM MO=
IYT NPUBECTH K NIIEMUH MUOKAPZA 1 OCTPOI cepaetHoi Heno-
crarourocti [32).

Cawipom Yapra—Crpoce, i 203HOGIIRILIT TPiaHyie-
MATO3 ¢ IOANAHTMITOM, — 310 PEAKKHIT CHCTEMHLA HEKPOTIH-
GECKHIT BACKYANT, TOPAKAIOUIII COCVIBI MAIOTO M CPEIHETO
Kaamnipa 1 XapakTepuayionmies paasnTmen TsKeg 00 acTMbl
W O0IHHOMUINEH KPOBK W TKAHEI,

DUTIA 6e Briepesie onucan J. Churg w L. Strauss
w1951 o |31 Ont petstnan nanmeHTon ¢ GpoHxnaILHof
ACTMON, HEKPOTHANPYIOUIHM BACKYIHTOM, 203UHOY ML~
HLIM BOCTIUICHIEM W BHECOCYANCTHMI rpatytemamit. B na-
CTOSIEE BPEMSI 3a00JCBAHNE NPHIHAHO OAHON 13 (hopM Ba-
CRYJMTA, accotmmnponarnoro ¢ AHLIA, w o suiseres cambim
PCIAKMM CPEIN CHCTEMHBIX BackyanTon. Fogonas 3abonena-
eMoeTh 1 pacnpocrpanernoets ITIA cocranasier or 09—
2.4 10 10,7178 cayuas Ha | MJIH B 3aBHCHMOCTH OT TEOrpi-
(prsieekux pernonos [1]. TTpi a1oM 66110 0TMENEHO, HTO Y 110~
Aeh esponeonHoi pacut DITTA perpedactes i 2 pasa yane,
uem y npeactanirench apyrnx pac [32]. Cpeanuii nospact Ha-
g 3abosesanmns cocrapaser o1 38 10 54 ner, oanako ae-
10T MOKCT HADTIOAATLES B HIHPOKOM BOZPACTHOM AHATIAZOHE
o1 4 10 74 1eT BHE 3ABUCHMOCTH OT 11O/ NALNEHTON,

Jwarnocrnaeckne kpurepun IITIA skmovaior;

1) OPOHXHAIBLHYIO ACTMY;

2) 203HODMUANIO:

3) MOHO= WIH TIOJIHEBPOTIATHIO:

4) PEHTICHOBCKNE TPU3HAKI ACTOMHBIX HHDUAKTPATON,

5) HATOAOIMIO FalMOPOBKIX MA3YX:

6H) SKCTPABACKYASPHYIO F0IHHOPUAHIO MO AaHHLIM Bit-
OICHH.

Hanuume 4 kpurepues n H0j1ee no3poaseT NoCTasuTh 1=
ArHOD € MYRCTRUTEABHOCTRIO 85% 1 CretngmuHocThio 99%,

Mukpockonuueckoe onucanune 3ITIA

OCHOBHLIMI THCTONOTHHCCKHUMI TTpOstRIeHisiMu ripi DT TTA
SIISIOTCS BHECOCYAMCTRIC TPAHYICMbI, BACKYHT COCYION MO0
1 CPEIHETo KATHOpa 1 204 oML HHPIIBTPATH,

Backyaut, esasaruniit ¢ DETIA, naunuaercs ¢ obpasona-
HHS OCTPOIO BOCTIATNTENLHOTO MIH(DMALTPATA € TIOCTENEHHBIM
MPEBPALLEHIEM B XPOHUYUCCKHIT, KOTOPKIH MOKET Nporpeccn-
POBATH 10 FPAHYAEMATOIHOTO H HEKPOTHIECKOTO BACKYIHTA,
Backysur nipu DTTIA obuavo nposwisieres (pmbpuHomHbim
HEKPO3OM, MOPAKAIOLUIMM CTEHKI COCYIL0N MAJIOTO H CPEIHETO
KaHOpa (KITHABIPLE, BEHYALL APTEPHOIIL 1T apTepIt), HHOTAR
COMPOBOKIMOUINMEST TPAHYICMATOIHLIM HOCTIUICHHEM BHYTPH
CTEHKH cocyta. Yacto npueyrersyer 1pombos npocnera ¢ 1no-
CHEAYVIOUHM (hHGPO3OM. DHACTEANIUILHBIE KACTKH SBISIOTCH
MHIIEHBIO HAYAILHOTO OBpeRIeHns npi Backyaure ITIA,
KOTOPOE NMPHBOAUT K HADYXAHIIO, HEKPO3ZY W OTCIOEHHIO DH-
AOTEMATLHEIN KAeTokK | 19].

HekoTopuie HeCaRaoBaTe H OTMeNaioT, 4To hubpunomn-
HBHT HEKPOS CTEHKHN COCYILA HE ODHBATEILHO CRIBAH ¢ IPany/ie-
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MO AN 203HOMUABHBIMI nHdanTpatami |34]. B neeaeno-
parmun M. Ishibashi i coant, MOKA3AHO, MTO IMCTOJOIHUCCKMIT
CHERTP KOKHOIO BACKYIMTA MekuX cocynon mpu DTTIA pa-
PLUPYET OT 203UHOMMAKHOIO BACKYNTA ¢ OTPULATEILHLIM
MITO-AHLIA 110 HeiliTpoimasioro BACKYANTI ¢ NOJOKNTECN b~
M MITO-AH LA, Backyant MuItesisix coeynon 00HapyKn -
BAICH HA PASHBIX CTAMSN BOCTIVIEHMSI 0CTPast CTaamns (203m-
HOMHILHLI BACKYANT), IPAHYACMATOSHIS TN (rpanyie-
MATOIHLIH BACKYAMT) 1 CTanms 3ukupieHus |35],

TTo nannsiv H. Kataoka n coant., 8 OHOMTATAX ONPeac/n -
JOTEH THIHMHBIL NICHKOLMTOKIACTHYIECKMI BACKYINT 1 Mac-
cuBHas 20anHouabiast nHpmabTpatst (73 u 30% coorser-
CTHEHHO) [36]). TakmKe HEPeaKo OTMEHACTCH MOBLILIEH AN HH -
hunurpauny peen acpmMul 203Hogiamu, HelTpodminmp
i nMconaHoi Tkannio. Busimaseres ouaronutil (hubpunon-
HLLH HEKPOS 18 peTukyasipHoi aepme |37].

MHTEPCTHIMANBHBIC I COCYANCTHIC TPAHYACMBI COCTONT
W3 0IHHODHABHON HEKPOTHIMPOBAHITON TKAHH, OKPYAKEHHON
FUFAHTCKMM I KACTKAMH W HaancattbiMu aumdorramu, 'pa-
HYAEMBL MOTYT METE (hopMy abCHICCCOn, OKPYAKCHHBIX TPLiy-
JIEMATOZHLIM BOCTIIEHHEM,

Oprauusie nopaxenust npu 3TIA

Backyaur npu DITIA MoXeT npuBoanTL K Opranocne-
UHDUTHBIM NOBPEKACHUAM, BKIIOUAIOLIMM NOPIKEHNE bl-
XATCALHON CHCTEMBE B BHAC 203MHOMPIILHON ACTMBI, TTHLIe-
BAPHTEALHON cHETEMBE (203MHODHALHLII 230haruT u ra-
CTPOINTEPIT), MOUCHBLIBOMSIILEH CHCTEMBL (303MHOGMALHLIH
TYOVAOMHTEPCTHHHVILHBIT HEPIT), CePACHHO-COCYANCTON
cuereMbl. ITTIA npossasieresd 203MHOGUIEHBIM MIOKAP-
JANTOM, SHAOKAPAUTOM, MEPUKAPAHTOM, KOPOHAPHHTOM M,
KAK CACACTEHE HTOrO, JaCTONHON Cepaeurion HeaoCTUTOHO-
CTBIO, APHTMHEH 1 APYIUME HAPYIUEHMAMM CEPACHHON st~
TEJILHOCTH.

[Tpn HecnennPuIecknx mopakeHHax KoKW, KaK npanm-
J10, THCTOMATONOTHUCCKHUX TTPHIHAKOB BACKYAMTA W IPaHy-
JIEMBE HE BLISTRISCTCS, BHECOCYAMCTIE IPAHYICMEL TPH TAKHX
NnopaKeHHsx oGHapyAnpatoTes peako, Obuano cneundire-
CKUE TIOPAKEHMS KOKH PASRUBAIOTCH B 06AACTH JTOKTEH It KO-
JIEH 15 BIJE NANYI ¢ HEKPOIOM B LEeHTPE 1 ¢ nansHeinm ob-
PAIOBAHHEM KOPKH,

TPy MUKPOCKOTTHYCCKOM HCCICAOBAHNN XapaKTepHon
s DUTIA nanyan oGHAPYKHBAIOTCSH OHATH AereHepatinu
KOJUTATEHA ¢ THIMYHON U HOBPEKACHHA KOJIATEHA Aeipa-
HYSILNER 200HHODNIOR, OKPYKEHHBIX B CROIO OUepess rn-
CTHOUMTAPHBIM MHPIABTPATOM, DITIA MOKET NOKAIBIBATY
BGosabiee 03HHOPUILHOE HAMEHEHITE 110 cpasHenino ¢ [TIA,
HO 210 He abeomoTHi Kprepuit andipeperimannm 1 rpe-
Oyer KAnuuiaeckoi koppesimnim,

KoAHuie nopakeHunst Kak KJIHHHIECKUE MPOABICHIs
ATTIA BKAOYAIOT TYPIYPY, KOTOpas Berpeyneres y 25% na-
HMEHTOB M MACTO ODHAPYKHBACTCS HA HOTAX, a4 TAKKE yiel-
KM, KPAUBHULLY, JBeto i sapsl, B neenenopanmun (hpan-
LY3CKHX CHEUHATHCTOR NOKA3AHO0, 110 13 39.7% nauuenron
€ KOKHBIMH NOPAKEHUAMN Myprypa sosnnkaa y 22,5%, kpa-
nuBHHIa — y 9.9%, noakoxkusie yieakn —y 9,7%, livedo re-
ticularis — v 3,9% n raHrpeHoOIHO-HEKPOTHYCCKHE T1OPaAKE-
s —y 3,7% | 38).

B mureparype ormeucno, wro 36% AHLIA-orpuuarens-
Hpix nauenton ¢ DA HMeloT moveHHyo HeA0CTATOMHOCTh.
CTEHOI MOMETOMHIKA 1 204MHOMIILHBHL TYOY 10N ITTepeTHin-
AILHLIA HEhPIT B 3TOH TPYIINIE MOBLILIACT OCBEAOMICHHOCT
0 HEITIOMEPYIHPHBIX H BHEMOYCHMHLIX TIPOSBICHHAX, CRAZAN-
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Puc. 5. D03MHOIMABHIA TPAHYAEMATOS € NOAHAHTUHTOM,
Kowa, I'panyneMatosini nackyanT, OKpacka roMaToKeHIHHOM
WaoauHomM, * 100,

Fig. 5. Eosinophilic granulomatosis with polyangiitis

Skin, Granulomatous vaseulitis, H&E, =100,

HBIX € DTTIA [39]. DosuuodmabHas 40TV KaK OCHOBHOE (PO~
sisteHne TIA BLISIRASETCS MOUTH ¥ BEEX HaUHeHTon,

HeaOROAMMO OTMETHTEL, YT0 TIOXOR HPOIHOS 1 IPHA -
Hot emepti pn DITIA, serpenmomeiicn v 27 —47% cayvacy,
cuasansl ¢ nopaxenuem cepana [40]. Bropoil npuiuHon exep-
TH IALUNEHTOR SIBASIETCS TOPHASHNE KENYAOTHO=KNIICHHOTO
TPAKT, 1PH KOTOPOM ODHAPYAMBAIOTCS MTPHIHAKK S03HHO-
(DUITEHON MHMBHUALTPALHN 1 BACKYINTA ME3EHTEPHAIBHBIX CO-
CYAOB, BHIIBIBAOULIE HILIEMHIO W OCALAYIOWMI HEKPOS yuUCT-
K KAeuHmKi, Y GoasHuX MMEIOTCH MITOKECTHEHHLIC 531N,
AePPOPALLIS, KUIICHHIS HETTPOXOAHMOCTEL ¢ AOKYMCHTANBHO
MOATHEPRACHHON 2030 HOUANEH 0 FPAHYIeMaMI, YTO MO~
AKCT CTATE NPHUNHON BHYTPEHHETO KPOBOTCHEHMS I CMEpTH
manmenra |41].

B 2020 r. D. Li n coant. npy anaamie KInHHIeckoro ciy-
Has TIPEANONOKMAN PASBUTHE TPOMOOIOB KAK OCTOMKHEH IS
DITIA [42], B ocHoBe maroreesa Moo Ouimh Hane akTi-
PALLH 203HHODIAON 1 BWCBOBOAKICH U HETHIPEX TPAHYASPHBIX
GEAROB — OCHOBHOTO BEIKA, HERPOTOKCHHA, KATHOHHOTO Bei-
KA D03MHO(II0B 1 MePOKCHANL 03HHOPIION — BO BHEKIIE-
TOUHYIO KWIKOCTE, TAE OHM BBUTOMHIOT PASIHIHBIE (DY HKITHN.
Y10 HanBonee BAKHO, HTH YeTBIPE BEAKA MOTYT BhI3LIBATL 11~
neproary s |3, Hanpusep, ocHOBHON GEJ0K MOKET HH-
IUOMPOBATE AHTHROALYJSIHTHY IO AKTHBHOCTL SHAOTEIHWILHOLN
MEMOPIHBI 32 CHET CBAILIBAHMS C TPOMOOMOAYIMHOM, it KaTH-
OHHLIN HEA0K 203MHODUAOB MOKET CTUMVINPOBATE PEAKILAH,
KOTOPKIE 3asnest ot npueytersms akropa X1 Funotmonmna-
HOBAS KHCJOTR, OCHOBHON HPOAYKT OKMCAESHH 2031 HOD -
HOMN MEPORCHAABHL, CTUMYIMPYET IKCHPECCHIO TKAHEBOIO (hak-
TOPA, TEM CaMBIM BL3pinas Tpombo3. Takum obpazom, npons-
BOHBIE 203HHODUAOB MOTYT COACHETHOBATE TPOMDOIEHHOCTH
SHAOTEAMANBLHON BHCTHIKK, CTUMYANPOBATE AKTHBALLAIO TPOM =
DOLNTON N YBETHUMBATE CHHTES TEMOCTRTHYECKH AKTHIBHBIX
GeaKon IaMul, cnocoGe TRyt COCTOAHNIO TUNEPKOATYINLLNL,
Kposme 1oro, nospexictne Tkaneid 203nHohniamin Take Mo-
KOT BRIARBATE TPOMO0I, C yHETOM BRILIEYTOMSIHYTHIX KOMI10~
HEHTOB MACCHBHAR WHPMILTPALIH 203MHODIIOR MOKET 11PH -
BECTH K TTOBPEATICHITIO DHIOTEANS W IHITEPKOArYIsin, Bepo-
STHO, HOBBULEHHLI YPORCH L 03HHOMHAON NIPACT BAAKHYIO
poiIL B arorerese 1pomo030s Kak ocaokuennit ATTIA [43].
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Puc. 6. 03MHOPHABHBIA TPAHYAEMATO € NOAHAHTHHTOM.
Koza, Jhismdonettkorrmapsbtit sdaanrpar ¢ sosuiogumaamin. Okpa-
CIN TEMATORCIIIITHOM 1 303HoM, X 200,

Fig. 6. Eosinophilic granulomatosis with polyangiitis

Skin, Lymphoceytic infiltrate with eosinophils, H&EE, =200,

Puc. 7. D03MHODMABHBIA FPAHYACMATOS € NOAMAHTHMTOM.
Kok, Tranenan ')()'Illll()(l)lmlﬁl. OKPHCKN TFEMATOKCHANHOM M D031~
Howm, %200,

Fig. 7. Eosinophilic granulomatosis with polyangiitis.

Skin, Tissue eosinaphilin, H&E. =200

B KOAHOM OHOITTATE MOKHO BBISIBUTH ICAKOIMTOKIAACTH -
HECKMI BACKYJTHT € PASANMHIIM KOJIHHECTIOM 203MHODIITON,
ATAKAKC TPAHYACMATOIHOE BocTipieHne (pue. 5—T7).

Takum o6pasom, AHLIA-QCCOMMPOBAHNLIC BACKYII-
THE MEAKUX 1 CPEIITHX COCYA0H MPOSBISIOTCH 0OPaIOBaHeM
CMEIIAHHOTO OCTPOIO 1 XPOHIIECKOTO BOCTIINTEABHOIO NH-
(praasTpata ¢ TKAHEBOI 203HHOMIINSH, THIAHTCKUMM MHOTOS -
JNCPHBIMM KIRTKAMM, FPAHYACMATOIHBIM JEHKOLN TOKIACTHE-
CKUM BACKYIMTOM, TTOpaskeHne cocyAoB MpHBoInT K 1poM603y
u opratocnerguamm nospexaeHsam. Mophosornieckis
ANATHOCTHKS 3a00MCBIHNI SBAsNCTCs «30J0ThIM CTAHAAPTOM»
1 Bratodena g kpurepnn FITA # DT TTA.
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ABSTRACT

The paper presents an X-ray morphological differential diagnosis of idiopathic pulmonary fibrosis (IPF) and fibrotic hypersensitivity
preamonitis (FHP). It describes the etiology, pathogenesis, radiological signs, and pathoanatomy of IPF and FHP, For differential
diagnosis, radiological and morphological signs were studied in 105 patients with IPF aned in 111 patients with FHP, The mean
ages of patients with IPF or FHP were 65,0489 and 48.9412.3 years, respectively. The history of IPF to the moment of its diag-
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nosis ranged from 1 to 18 months, while that of FHP was 35 to 79 days. The authors describe the additional morphological signs
of FHP: delicate collagen fibrosis; smooth muscle metaplasia in the interalveolar septa and fibrotic areas; fibroblastic foci mainly
in the walls of bronchioles; plasma cell infiltration of interalveolar septa with a touch of neutrophils and eosinophils. A table
has been compiled for differential diagnosis according to the morphological signs of IPF and FHP.

Keywaords: idiopathic pulmonary fibrosis, fibrotic hypersensitivity pneumonitis, morphological signs of fibrosis.
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HudrpepertmanbHas anarHocTHKa AMgubY3HBIX napeHxH-
MAaTO3HBIX 3a00eBaHMI JIETKUX ¢ passuTHem (hudposa sisisier-
Cs1 AKTYAIbHON 1 HanboJjiee CI0KHON NpobieMoil B NpakTHKe
NATO0rOAHATOMOB, DTa 3a/1a4a 3a4acTyIO NPeACTaBaseT Tpyil-
HOCTH JaXe [UIs TIaTOJI0r0aHATOMOB-3KCTIEPTOR B IHATHOCTH-
Ke 3abonenanuii aerkux. [Natonoroanaromel obuiero npouis,
KaK MpaBiiio, He 06aa1atoT yboKHMH 3HAHUSIMH O TpUpoe
3THX 3aD0/eBAHNIT, ITHONOTHUCCKHX (hAKTOPAX, UX BBI3BIBAIO-
X, maroreqese. B CBSI3M ¢ 3THM HHTEPHPETALNS BhISIBICH-
HBIX MHCTOJIOIHYECKHX M3MEHEHHIT CoXKHA, a andpepeHim-
WILHAS IMArHOCTHKA HeBo3MoxHa. Haubonee vacToii sazavei
spasercs anguhepeHnanbHas AHarHoCTNKa WIHONATHYECKO-
1o JerouHoro dubposza (UJIM) u GubposHoro runepuyBeTBi-
TeabHoro nuesmonnta (M) [1-3].

Llenb HacTosiiei nyeanKauny — 03HaKOMUTb UMTATEICH
C COBPEMEHHBIMM B3IJIsUIAMM Ha Ba 3THX 3adoseBaHus, xa-
PAKTEPHIYIOLINXCS TPOrPecCHpylotMM XapakTeposm Gubposa
JIETKMX, @ TAKXKE C IMArHOCTHYECKMMH KPUTEPHSIMH, paspabo-
TAHHBIMH MYJIBTHINCUMTUTHHAPHLIMY pabouMMK IrpyHnamMu.

Paznmunbie BapuanThl (hubposa Ierkux B HacTos LIee Bpe-
M1 TIPEACTABIAIOT OTNpe/eIeHHbIC TPYAHOCTH ISl KAMHULIN-
CTOB, PEHTIEHOJIOrOB 1 natonoroaHaroMos [4]. dudxpepenim-
anbHas auardocTuka mexiay MM (cunounmbl — pubposnpy-
0L ANBLBEONUT, OOLIYHAS MHTEPCTHLUHATBHAS THEBMOHNS)
u ®OI'TI (runepceHCUTHBHBIH MTHEBMOHUT, 3K30T¢HH bl aLep-
THYECKMIT A/IbBEOJINT) OCTACTCA AKTYAIBHOH U CIOXKHOI NPo-
O1eMO¥ JLUISI MATOJOr0aHATOMOB, M €if MOCBAIIAETCS HACTOs -
wiast crarst. dnarnosst UMD u ATTI MoryT 6bITh NOCTARISHDI
TOJNBKO KOUIETHAIBHO MPH HEMPEMEHHOM YHACTUM KIMHHULIM-
CTa, PEHTIEHOIOrAa N NaToJIoroaHaToMa ¢ 0653aTeIbHLIM Yye-
TOM KOMIBLIOTEPHOI ToMOTpacduu, ucciesoBanuem 6poHxo-
AIbBEOJISIPHOTO JlaBaxa, XUPYPruveckoi (BHACOTOPAKOCKO-
TTMHECKOIT) OHOTICHH 1eTKOTO, TPAHCOPOHXHATLHBLIX BHOTICHIT
n kpuobuoncwuit [1, 5].

Wmonaruaeckuii Jerounniit pubposz — xpoHnueckas rnpo-
rpeceHpyoias HHTEPCTULIMAILHAS ITHEBMOHMSI HEW3BECT-
HOI aTHONOrNN. 3a00eBaHHe pa3BUBACTCH MPEHMYILECTBEH-
HO y Jimit crapite 60 jieT, orpaHMYMBAETCs! TOPAKEHHEM TOILKO
JIETKHX M COOTBETCTBYET MMCTONATONOTHUECKUM M PEHTICHOI0-
THYECKUM KPUTEPHAM OOBLIYHON HHTEPCTHLIHATLHOI ITHEBMO-
Hun (OUIT). Boneskb XxapakTepu3yercsi pa3BUTHEM Mporpec-
CHPYIOLLEH ONBIIKN Npy (DU3NYECKO Harpy3Ke, Kalliem,
ABYCTOPOHHUMMU KPEMUTHPYIOIMMH XPUIIAMU, BbISIBIASIEMbl-
MM TIPH aYCKYIbTALIMH, @ TAKKE N3MEHEHHAMMN KOHLEBbIX (ha-
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JAHT TTAJIBLER 110 THIY «6apabaHHbIX TATOUEK» MTPH OTCYTCTBHN
JAHHBIX, MOATBEPAIAIOIINX MYJIBTHCHCTEMHOE TIopaxeHue [1].

B 2018 r. O onyGAHKOBaH KOHCEHCYC 110 AHATHOCTH-
ke MJIM, cocrapieHHblil AMCPHKAHCKUM TOPAKAIbHBIM 00-
uiectsoM (ATS). EBporneilckinm pecnmpaTtopHbiM 00LIECTBOM
(ERS). Sinonckum pecnupatoprbiM obmectsoM (JRS) u Jla-
THHOAMEPHKAHCKUM TopakaibHbiM obecTsom (ALAT) [1].
B 95TOM COBMECTHOM JIOKYMCHTE MPHBEACHLI KPUTEPHH 110-
craHoBKH anardosa MM, npu ructosormueckom neeieno-
parnn — OMWTL. Brnepsbie nocne 2011 r. BBeaeHbl OHATHS
«onpenenernas OUI», «sepostas OUTT» n «Heonpenenen-
Hast OWUIT». IMpyu orcyreTBun MOAHOTO Habopa NMPU3HAKOB
onpenesnennoit OMT wist NOCTAHOBKY AHATHO3a PEKOMEH/0-
BAHO MPOBEACHUE MEAKIHCUMTUIHHAPHOIM mckycenn. Mcnons-
30BAHNE PEKOMCHAALNIT, H3TOXKEHHBIX B KOHCEHCYCE, MOMOra-
eT NPV NPaBUILHON NOCTAHOBKE KIMHHUKO-PEHTIeHOMOopdo-
JIOMMYECKOTO INarHosa.

Drunonorus MM HenspecTHa, 3aboseBaHNC B HACTOsLICE
BpeMs cunraercs nanonarnyeckum. CyuecTsyior padboune ru-
MOTE3bI, MO3BOJSIOUINE MTOHATH CYTh ITPOMCXOASLLNX M3MEHE-
Huit. BepositHO, 3ab0/1eBaHHEe HAYMHAETCS € MOBPEXKIEHUS Allb-
BCOJOLMUTOB, TIPH 3TOM BOCMAIMTEILHBIA CHIHAN NMPUBOIANT
K Tparcdopmatnn v npoandepaunu pubpodIacTOB M MHO-
(pndpobaacTos B MUKCOMAHOIN CTPOME M penapauuu ¢ hop-
muposanueM (pudpobdiaacruueckux hokycon. Onucanbl M-
TEIHATBHO-ME3CHXUMATBHAS TpaHchopMalLiist an1bBEOJIOLUNTOR
B MMOGHOPOBIACTLI, @ TAKKE YHACTHE Me3eHXMMATBHbIX CTBO-
JIOBBIX KJIETOK B 9TOM nipouecce |6]. Ipu coszpesanunn ¢pudpo-
GaacTnyecknx (hoKyCOB MPOMCXOANT OTIOKECHHE KOoJlareHa,
YTO B UTOTE MPHUBOANT K (pHOPO3y CTEHOK aibBeon 1 GpoHXH-
0.1. TO B CBOIO OYepe/ib BLI3bIBACT 0DCTPYKIIMIO TEPMHHATLHBIX
OPOHXHOJI ¢ KHCTO3HOM NEpPecTPoiikoii ocTaBLuuxes nepudepm-
YECKMX 071eK ¥ (DOPMUPOBAHHIO U3MEHEHNIT N0 THITY «COT» [7].

JList AMArHOCTUKN MHTEPCTULHAIBLHBIX 3a001eBaHWi
Jerkux ¢ paspurueM ¢Gpudpo3a peKoOMeH10BaHO NpoBee-
HHE KOMIBIOTEPHOIT TOMOIpadui BLICOKOTO pa3peLueHus
(KTBP). THNHUHBIMM PEHTIEHOJOTMYECKHMH TIPU3HAKA-
mu MWD, suissasiembivu nipu KTBP, aBasiorces «cotoBbies
CTPYKTYPbI, TPAKUMOHHBIE DPOHXO- M OPOHXHOJIOIKTA3LI,
4 TAKXKE HCKHbLIC PETUKYISIPHBIC W3MEHEHHS B COMETAHMK
C YIUIOTHEHUSIMM 110 THITY «MaTOBOTO cTekas. [Tpu Hanmnyuu
TAKMX M3MEHEHUIT, pacnonaralommxcest NpeMMyLeCTBEHHO
B 0a3abHBIX M CYOIUIEBPATILHBIX 30HAX, XaPAKTEPH3YIOLLNXCS
TAKKE MO3aMUHOCTBIO (T.€. COYETAHNEM H3MEHEHHBIX U CO-
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Puc. 1. KTBP. O0biuHas MHTEPCTHUHAALHAR MHEBMOHHS.
OuUbpoI B HHAHNY J0A%X ASTKHX C HOANASRPATEHBIME
TPAKITHOH M OPOHXOIKTAZAMM, PETURYIAPHEMN HIMCHCHIAMA

+COTAMH»,

Fig. 1. High-resolution computed tomography (HRCT). Usu-
al interstitial pneumonia.

Lower lobe fibrosis with suprapicural honevcombs, traction bronchicec-
tases. and reticular changes.

Puc. 2. O0bivHAR HHTEPCTHLMAALHAS MHEBMOHMS.

Yepenopanue y9acTkop (puGposa 1 HeHIMEHEHHOR TRAHN JSTKOro

(_))\D-ifk-,l [CMATOKCHAMHOM 1 3OIMHOM, X1,

Fig. 2. Usual interstitial pneumonia.

The alternating areas of fibrosis and intact lung tissue. HEE, %25

Puc. 3. OObIMHAR MHTEPCTHLIMAALHAS TTHEBMOHHS.
TTA0CKOKACTONHAS MCTATILAINA HIHTETMA «coT. OKPacKs reMirox-
CHAMBOM i 3031tHoM, %200

Fig. 3. Ususal interstitial pneumonia.

Squamous cell metaplasia in the honeveomb epithelium. H&E, *200

xpasHHbix 30H). apardos OUI cunraercs yoeanTensHRM —
onpeacaeHnas OMIL, B taknux cuTyaunsax npH VCIoBMH Xa-
PAKTEPHOH KANHHYCCKON KapTHHE 3a00ieBaHHA AMATHO-
cruka MDD me npeactasnser CYIECTBCHHBIX TPYAHOCTEN
i B HACTOHLIEE BpeMs He TpedveT MopdororHieckoi EepH-
thsrxaumu | 1] (pue. 1)

B koncencvee no auardocrike WD onncansl ricTonorm-
YECKHE TIPH3HAKH, XapaKTepHue s pasHuix sapuanTos OUTI

Archive of Pa

Puc. 4. ODuivHAR HHTEPCTHLMAABHAS NHEBMOHMKSA.

Vyactox mbposa JSTROr0 ¢ MHOKCCTBEHHMMI «COTaMH e, hubpo-
OnacTHYECKH (POKVC B CTEHKES OIHOMN 13 «CoTe. OXpacka reMarokca-
THHOM W 303HOM, %25

Fig. 4. Usual interstitial pneumonia.

T'he pulmonary fibrotic area with multiple honeycombs; the fibroblastic
focus in the wall of one of the honeycombs. H&E, *25

Onpeaeaennas OMIT — mudsdivasnii reveporennniit -
Gpo3 (pue. 2) ¢ HapyLICHHEM CTPYKTYDAI JISTKMX TNPeHMyLIe-
CTBEHHO CYOTACBPAILHO 1 B Ba3aTbHBIX OTACAAX (ISCTPYK-
THBHBIE PYOLIOBbIE MIMCHEHHS W/MIH «COTOBas» ICTCHEpaus
(puc. 3); MozanuHoe GHOPOIHOC TIOPAXEHME C YepeIOBaAHN-
€M NOPAKECHHLIX M COXPAHHBIX YHACTXOB JICTOMHON TTADCHXH-
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Mbl: Hazanumne (pndpodaacTuiecKuX (POKYCOB, KaK MpaBuio,
B CTEHKAX «COT» (pHC. 4) 1 OTCYTCTBHE NPHU3HAKOB, XapakTep-
HBIX LTSI JIBTEPHATHBHOTO IMArHo3a.

Beposituas OUII — uacTh npu3HakoB, XapakTepHbIX
st onpeaeaecHuoro gapuanta OUIT npu oteyrerBumn nposis-
JIEHW, THMTHYHBIX U151 AIbTEPHATHBHOIO AHArHO3a, MK Ha-
JIMYUHE TOABLKO «COT».

Heonpenenennas OUIl — ¢ubpos ¢ napyuenuem
Wiy 63 HApYLIEHMSE APXUTEKTOHMKH JIeTKHUX NPH HAJIMY UK
NPHU3HAKOB, XapaKTepHBIX 1St APYIUX BAPHAHTOB HAMONATHYE-
CKHX MHTCPCTHLMAIBLHBIX THEBMOHMI, THO0 npu3uakos OUI1,
CBSI3AHHOI € IPYTUMU ITPHUMHAMMK (HATIPUMED, CHCTEMHBIMH
3a600eBAHHAMH COCANHNTENLHOIN TKAHM); HEKOTOPBIC H3MCHE-
Husl, npueyiie onpeneaerHoit OUTL, npu Hanuyuy npusna-
KOB, CBUJICTEJILCTBYIOLINX B NOJIB3Y AIbTEPHATHBHOTO JINArHO3A.

Tunepuyscrsurebhblii nueBMonuT (I'T1) (cHHOHMMBI — TH-
MePCEHCHTHBHBI THEBMOHUT, SK30I€HHbBIIT A/IIEPrHUSCKHIT ajib-
BEONT) — 3abosieBaH e, HOCSIIEE BOCTAIMTEIbHbII W/min dhu-
OPO3HbBIIT XapakTep, NPpH KOTOPOM MPOLECE 3aTPariBaeT MeJKue
JIIBIXATENbHbIE TYTH U HHTEPCTHIINI, Pa3BHBACTCH MO ICHCTBH-
eM MHTWIAIHOHHBIX (DAKTOPOB B PE3y/IbTaTE MMMYHHOIO OTBETA
VJTHIL C HATMYHEM MTPepacnonokeHHoCTH. bonesHs MoXeT pas-
BUBATLCH B PA3HOM BO3PACTE. B TOM UMCIIE V JIeTeil.

Drnonoruyeckne Hakropsl MOryT ObITh Kak npodeccu-
OHATLHBIE, OBITOBbLIC, TAK M BHELIHEH cpeabl. K HUM oTHOCHAT
B OCHOBHOM O€/IKOBBIE QHTHTEHbI, MPOH3BOAHBIE MHKPOOPra-
HU3MOB, rPUOOB, KUBOTHBIX, NTHYbLH AHTHIEHBI, 4 TAKXKE TO-
JIMCAXapuibl U HU3KOMOJIEKVIISIPHBIC HEeOeKOBbIE XUMHUe-
cKue pemecTna (Hanpumep, u3ounadarel) [8]. Xapakrep Te-
YeHUs 3a60J1eBaAHUA 3aBUCHT OT IKCMO3UIIHM (KOHLEHTPALNK,
MPOAOIKNTEILHOCTH ACHCTBIS, Pa3Mepa BIbIXaEMbIX YaCTHIL
M MX PACTBOPHUMOCTH), HO HE KOPPEJIMPYET ¢ HEil HANpPIMYyI0.
3abosneBaHne MOXET PA3BUBATLES B OTBET Ha ACHCTBHE OAHOTO
WKW HECKOJIBKUX (DAKTOPOB, KPOME TOTO, CEHCHTH AN K 01~
HOMY (haKTOPY MOXET NPUBOAUTH K THIIEPUYBCTBUTEIBHOCTH
KO MHOruM apyruMm (dakropam [9].

WHransimoHHbIi aHTUTEH NTPUBOANT K MOBPEXKICHHNIO
NPEXIE BCEro AMUTENsT DPOHXHUOM C Pa3BUTHEM HMMYHHO-
ro kaerouHoro (T-xennepst [-ro Tuna (Thl)) u rymopansHoro
(anrurencneunpnueckne lgG-anturena) orsera. [1pu atom
BOCTIAJIMTEILHAS PCAKLIMS XapaKTEPHU3YeTCsl npeumyme-
CTBEHHO JIMMQPOLNTAPHBIM H MPAHYICMATO3HBIM BOCNAJICHN -
eM. HeiirpowibHoe BocnajieHue HrpaeT poiab B paHHeil (ha-
3¢ 3abosneBaHust, a Takke npu hopmuposanun Gpudposa, Tor-
Na Kak HapyuieHne GyHkunn T-peryasiTOpHbIX KJIETOK MOXET
€nocoBCTROBATL YCHICHHIO HMMYHHOTO OTBeTd. YUNTHIBAY HH-
FASILUMOHHBIN NYTh MOCTYIUICHUA AaHTUTEHA, H3MEHCHUSA HO-~
CAT DPOHXHONOLIEHTPHYHBII XapakTep |2, 3].

Jlonroe Bpems He NPOBOAMIOCH MEKIYHAPOAHBIX KOHCEH-
cycon no auarHoctike I'Tl, B 2020 r. 6u11 onybiMKoBaH co-
BMECTHBIIT 10KYMeHT, paszpaborannbiit ATS/JRS/ALAT [2],
B 2021 r. — Apyroit rpymnroit aBropos — BTOPOH KOHCEHCYC
no auarsocruke u Jevenuio I'T1 [3]. B aTux nokymenTax,
TAK XK€ Kak B KoHceHeyce mo UITM, G BbUICAECHbBl THITHY -
Hblit 1 BeposiTHbiii I'T1. B HacTosiiee BpeMst B COOTBETCTRIN
¢ KoHceHeycamu no anardoctike [T o sapuanTy BbISBIEH-
HBIX M3MEHEHMIT, 4 TAKXE YYNThIBask pa3Hbiil MPOrHO3 Teue-
Huisl 3a00JIeBaHWs M NMOAXOA K JIedeH 1o, 3aboieBaHue 1oj-
pasnensior Ha Hedmubposnpiit (HOTTT) n hudposusiii (PIIT)
papuadTbl. PIT] 3auacTyio MMEeT KaK pEeHTIeHONOIHYECKOE,
TAK M BO MHOTOM THCTONIOrMUecKoe cxoactBo ¢ OMII, passu-
patowieiics npn UMD, D1o papuanTt Gyaer paccMOTpeH HIXKeE.

DI'TT xapakrepusyercs coueranuem (pubposa u npu-
JHAKOB OPOHXHOJSIpHOIT 0dcTpyKuMK. K peHTreHonornye-
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Puc. 5. KTBP. ®uOpo3HbIA BapHaHT rMNep4ysCcTBUTEAbHO-
O NHEBMOHHUTA.

Vuacrku (pnbpo3sa Bo Beex OTAaX AETKHX, MO3AN'HAA BO3AYITHOCTD,
PETHKYZSPHBIE H3MEHCHHS M TPAKIIMOHHBIE BPOHXOIKTALL.

Fig. 5. HRCT. Fibrotic hypersensitive pneumonitis.

Fibrotic areas in all parts of the lung: mosaic airiness: reticular changes
and traction bronchiectases.

ckuMm npusHakam DPITI, sesisasemeim ipn KTBP, orHocsT
HEXHBIC WIH TPYOOBOMOKHUCTBIC PETHKYIISIPHBIE U3MEHEHMS
C HAPYLICHUEM JICTOUHOI apXHTEKTOHMKH, WHOIIA € YTO/1-
LLIEHUEM CEMNT, BO3MOKHO TAKXKE UX COYETAHNE ¢ HATUYHEM
30H YIIOTHEHMS 110 THITY «MATOBOTO CTEKJId» M TPAKLIMOHHBIX
OponxoakTaszos [10, 11]. «CotoBbie» n3MeHEHIS! OOBIMHO M-
HUMAIbHbI, OJIHAKO MOTYT ObITE BECHMA BLIPAKEHDI 11PH TS -
xenom teueHnn OITL. dubposusie naMeHeHus Hanbosee
BBIPAKEHDBI B CPEAHUX MWW CPEAHEHMKHUX OTICHaX Jerkux
HJTH K€ BO BCEX OTAEAaX JAerkuX ¢ OTHOCHTE/bHBIM 1peob-
JNazaHmeM B DasaibHBIX 30HAX, MOTYT pacronaraTbest B LEH-
TpaJibHBIX M cybruieBpanbibix 3oHax [12]. [Mpusnakn GpoH-
XHOASPHOI OOCTPYKIMHM MOTYT ObITh MPEACTABICHbI LIEHTPO-
JOBYIISIPHBIMM Y3€ITKaMU WIH MO3aHUYHOI TUIOTHOCTBIO [ 13].
Kak rpasu/1o, npu3Hakn 6poHXHOASPHON 0DCTPYKLIMN XapaK-
TEPUBYIOTCS HAIMYHMEM [aTTepHa TPEX MI0THOCTEH (YIIoTHe-
HUE 110 TUTTY «MaTOBOr0 CTeKJa», MOBBILEHHAS BO3AYIIHOCTD
M HOpMaZbHast TKAHb), DTOT NaTTePH TAKXKE HOCHT Ha3BaHME
«rOJIOBKA chipa» W BhisiBisieTcst Ha cpesax KTBP, Boinosnuen-
HBIX Ha Baoxe. [Tpu MpoBeaeHUH NCCIEIOBAHNS HA BbIIOXE
B 9THX 30HAX MOTYT ObITL OOHAPYKEHbI «BO31YLIHBIC TOBYLI-
KW», CBHACTEIBLCTBYIONINE O BbIPAXEHHOIT OPOHXHOIAPHON
oberpykumm [11] (puc. 5).

Jlast tnnnuHoil kKaptuebl (onpeaeneHnoro) MITI Heobxo-
AMMO HAJTHYHE KaK MMHUMYM OTHOTO U3 PEHTTEHONOTHYECKNX
NPH3HAKOB, CBUIETEALCTBYIOUINX 0 (hudpo3se (MpperyisipHble
JIMHEITHBIE VIUTOTHEHUS WITH TPYOOPETHKYIISIPHBIE H3MEHEHHS]
C HAPYIICHUEM APXHTEKTOHUKH JETKUX MPH HATHUUH WIH OT-
CYTCTBHM «COT» M TPAKLHOHHBIX OPOHXO0- M OPOHXHOIOIKTA-
3J0B), 4 TAKXKE KaK MUHUMYM OIHOTO W3 NPH3HAKOB GPOHXHO-
JSPHOI OOCTPYKIMK (HEUETKNE HEeHTPONOOY/IIPHBIE V3EIKH
/WK YILIOTHEHMS! 110 THITY «MATOBOTO CTEK/Ia», MO3aUUHAs
BO3/IYIIHOCTb, BO3AVIIHLIC JIOBYIIKH WK NATTEPH TPEX TIOT-
HOCTeiT), pacnpeneieHHbIX anddpysHo [2].

Mueronornveckue npusHaky [T onucansl B ABYX KOHCEH-
cyeax no amarHoctuke |2, 3. OcHOBHBIE NMPU3HAKH B IEPBOM
1 BTOPOM KOHCEHCYCaX PaKTHYECKH HEOTIHYHMBI IPYT OT Apy-
ra. OIHAKO BO BTOPOM KOHCeHcyce Oblin BblieeHbl Dobinne

\pxus natonorun 2022, tom 84, N°1
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Puc, 6. OUOPOIHBIA BAPUAHT TUNEPUYBCTBUTEALHOTO NHEB-
MOHMTA.

Fepubpotxpnoisprntit hubpos s coneramim ¢ pubpoInoit necnel-
HPHUCCKON HHTEPCTHIIHILHON IHEBMOHIeH, OKPACKA TeMaTOKCH-
JIMHOM 1208 HOM, %40,

Fig. 6. Fibrotic hypersensitive pneumonitis.

Peribronchiolar fibrosis concurrent with fibrotic nonspecific interstitial
preamonin. H&E, =40,

Puc. 7. OUOPOIHBIA BAPHAHT TUNEPUYBCTBUTEALHOIO NHEB-
MoHuTa,

Heamntin hudpos ¢ smukpocotamie, 1o nepudiepin GuGposa pacim-
PEHNE PECHMPITOPHBIX ﬁpunxuml W IVIBBECOSIPHBIN X001, ()N])HCKKI 19-1]
MATOKCHAMHOM 1 203HHOM, X 25,

Fig. 7. Fibrotic hypersensitive pneumonitis.

Delicate fibrosis with microhoneycombs; the respiratory bronehioles
and alveolar duets are enlarged around the periphery of fibrosis H&E, =25,

Puc. 8. MUOPOIHBLIA BAPHAHT THICPHYBCTEUTEALHOTO NHEB-
MOHMTA,

Flapyime e apxnmexronikn TRAHI JCTKOrO, sKHCeTiihilis Gporxuommny
¢ (pdpobunernieckinmin POKYCaMIE IF CTCHKS TEPMIHAIBION GPOIXI-
O/l OKPACKD TEMITORCHIMHOM 1 03 HOM, % 100,

Fig. 8. Fibrotic hypersensitive pneumonitis,

The impaired lung tissue architectonies: pouch-like bronchiolits with
fibroblastic foci in the wall of the terminal bronchiole. H&E, * 100.

W Mable npusHaku DU, N09TOMY MLl TOHBITATHCE COCIMHNTL
008 KOHCEHEYCA € BLIUICACHUEM ITHX [IPHIHAKON.

Tunuwannit sapuant MITT xapakrepusyerest HaTuIneM
OOABIHN N MATLIX TPHIHAKOR,

Bonbuine npuanakm:

. XpoHuieckast MHTEPCTHUMWILHAN NHEBMOHNS ¢ Hi-
pymICHHEM apXUTEKTORNKH, TIpi 3T0M MOTYT npHeyTerso-
BATH ONH W HECKOABKO arrepron: (hnbposuniit sapuanT

Archive of Patology 2022, vol. 84, no 1

Prc, 9. MUOPOINLIA BAPHAHT THNCPHYBCTBUTEABHOTO NHEB-
MOHHTA,

Mocronmuini epuGpOHXHOAPHI BuOPOS, PACIIPEHHE YacTH
ANLACOAPILIX XOAOK, OKPACKI TEMATOKCHINHOM 1 303010M, X 40,
Fig. 9. Fibrotic hypersensitive pneumonitis,

Bridging peribronchiolar fibrosis: enlargement of some alveolar ducts,
H&E, =40,

HECHCUMPUUCCKON HHTEPCTULIUILHONK THEBMOHHK (pre. 6);
OWNIT, BOIMOKHO, € HAAHYHEM «COT» (PHE.T): HEKIACCH M-
pyemilit (hidpos, PHBPO3, Kak MpasmuiIo, NPeicTanien HexHo
COCAMHUTENLHON TRAHLIO (pre. 8), 110 otimvaet ero ot imbpo-
30 1pn UITD (em. pue. 4).

2. Bpouxouentpuicckoe pacripeaenenue gmbposa, Mocto-
suan b hubpos (pue. 9) ¢ nanuumem GuopobiacTHsieckuy ho-
KYCOR B CTEHKAX TEPMUHWLILHLIX GpOHXHO (eKHCeTHRI 06-
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Puc. 10. ®uOpPo3HLIA BAPHAHT THIEPYYBCTBUTEABHOIO NHEB-
MOHMTA.

«Kuceruntit» GpoHxmnonnt ¢ pudpobaacTiueckumit (hokycamu B CTeH-
Ke f&.‘p\!llllkl.‘lhll()li ﬁp(\ll‘\‘llﬂ.’ll-l. OKPﬂL‘I\'H EMATOKCIVIMHOM H 2031~
HOoM, *100.

Fig. 10. Fibrotic hypersensitive pneumonitis.

Pouch-like bronchiolitis with fibroblastic foci in the wall of terminal
bronchioles. H&E, * 100.

Puc. 12. ®UOPO3HLIH BAPUAHT TMNEPYYBCTBUTEABHOTO MNHEB-
MOHMTA.

Yyactok (ubpo3a ¢ «sMHUKPOCOTAMM», s KHCETHbIH» DPOHXHONNT, Ipa-
HYAEMBE ¢ THTAHTCKHMH MHOTOSIACPHBLIMH KJISTKAMH € HIOIbYaThi-
MU XONECTEPUHOBBIMH CTPYKTYPAMH B IIXTOTUIA3ME, JHAOTEHHA JIN-
MHAHAS THEBMOHNSA (BHI3Y cpesa cnpasa). OKpacka reMatokeim-
HOM M 2031HOM, %40,

Fig. 12. Fibrotic hypersensitive pneumonitis.

The fibrotic area with microhonevcombs: pouch-like bronchiolitis; gran-
ulomas with multinucleated giant cells with needle-like cholesterol clefts;
endogenous lipid pneumonia (at the bottom of the right cut). H&E, x40,

nuTepupylonii 6pouxnoinT) (eM. puc. 8, 10) n nepudporxu-
OJIAPHOIT [IIANKOMbILLIEYHON MeTaniasueii (puc. 11).

3. [1oxo ouepueHHbIc rpaHyieMsl (puc. 12), oGHapyxu-
BaeMble B (pUOPO3E M/MAN HATMUKME THIAHTCKHX MHOTOSLIEP-
HBIX KJIeToK (cM. pue. 11).

b4

Puc. 11. ®UOpO3HLIA BapUaHT rMNepuyBCTBUTEALHOTO NHeB-
MOHMTA.

TTepnOPOHXMOAAPHAS TIATKOMBILLICHHAsE MeTaruiasms s Joue (hudposa
¢ AMMPOMIHBIM HHOUILTPATOM, THIAHTCKHE MHOTOSLIEPHBIE KISTKH
€ MIOJILYATBIMH XOACCTCPHHOBBIMH CTPYKTYPAMH B LIMTOTLIA3ME, My~
CKYSPU3ALINA CTEHOK aprepron. OKpacka reMaToKCIIMHOM ¥ 20341~
Hom, *4(),

Fig. 11. Fibrotic hypersensitive pneumonitis,

Peribronchiolar smooth muscle metaplasia in the fibrotic area with
lymphoid infiltrate: multinucleated giant cells with needle-like cho-
lesterol clefts in the cytoplasm: muscularization of the arteriolar walls.
H&E, *x40.

Masrble MPHU3HAKH: OYATOBASI KJIETOUHASI HHTEPCTULHANb-
HAasl THEBMOHMSA. KJIETOUHBII OPOHXHOANT, OPraHHu3yIoLLasncs
ITHEBMOH WS, HATHIKE NeHueThIX Makpodaros, Tesen [Hlayma-
Ha, XOJECTEPHHOBBIX TeJIeLL.

Beposrhpiit anartos OITI ocHOBaH HA HAIWMYMN ABYX
MEePBLIX MPU3HAKOB MPH OTCYTCTBUH TMPHU3HAKOB, XapakTep-
HBIX JUTSE JIbTEPHATHBHOTO AMArHo3a, XoTs Obl B OZHOM y4acT-
Ke Duoncum.

Taknm 0Opasom, B pyKOBOACTBAX 110 anarnocrnke UM
1 I'Tl 10CTaTOuHO YeTKO ONPEAeIeHbl TMCTOIOIHIECKHE 1TPH-
3HAKM, XapaKTepHBIC /ISl 9THX 3aboieBanuii. OnHaKo yuu-
THIBASI CIAOKHOCTH B UX AH(DepeHIHATBLHOI IHArHOCTHKE,
MbI TPOAHAIH3NPOBATH CODCTBEHHBIN aPXUB MaTepnana Buie-
otopakockornueckux Gunoncuii ot 105 somerbix MO u 111 —
DITI. Cpeannit Bospact 6onsHbix OUIT cocrasmn 65,018.9 ro-
na, OITI — 48,9+12.3 rona. INponomkureasHocTs 3aboesa-
Hust npu UJ1M 10 MoMeHTa TOCTAHOBKH IMarHo3a Kosjedansach
ot | 10 18 mec, nipu DITI — ot 35 10 79 cyT.

[To pesybTatam TOr0 aHaJIM3a Mbl OTIPEAEIMAN TUCTON0-
rHYECKHE NPUIHAKH, KOTOPbIE MO3BOJSIOT NPOBOANTSL Anhe-
PEHUMATBHYIO IHATHOCTHKY 2THX 3a00neBaHuil (cM. Tabanmy).

Obcyxaenune

Clienyer OTMETHTD, YTO 11PN BbIGOpe TAKTUKN BHOTICHH
JULH IMArHOCTHKH (hMOPO3UPYIOLINX MHTEPCTHLIMAILHBIX 3a-
GosieBaHMI JIETKHX MMO-TIPEXHEMY «30J0ThIM CTAHAAPTOM»
CHMTAIOT XUPYPIMUECKYK) (OTKPBITYIO/BUACOTOPAKOCKOMMN -
yeckyio ouorncnio) |14, 15]. Onnako Bee Hosee LMpokoe pac-
MPOCTPAHEHHE MMOJTYYAeT HOBbIH MeTOA KPHOOHONCHH JIETKO-
ro | 16]. BepositHee Beero, npu LIMPOKOM BHEAPEHUM 3TOTO Me-
Tona B Gumipkaiiiem OvayleM OH MOXET ObITh PeKOMEHI0BaH
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Patholegical differential diagnosis of usual interstitial pneumonia and fibrotic hypersensitive pneumonitis

Tipussax Ol DITI
Dubpos Mosanussil Mozarerniit
INaoTmuit, KoIareHRSHPOBIHH b Hexnwi
Dubpotaacteueckie oKyCh ECTh, 8 CTEHKAX anbBeon, DpOHXHO, «coTe  EoTs, IPCHMYIIECTREHHO B CTEHKAX GpoHXHO

Bocnamreantas paduasTpaiig

OuaroBas, HEPEIKOD BRIPAACHHAA

Moxer Gaims anddivinas, HepeIko

CimahorieTs) BRIDAXCHHAs/ VMEDECHHO BRIpaXKeHHas/

BhIpaAcHHAR (HMPOIITHL Aa3MOUNTR)

Hudmantpaius creHok dBposxon Her Yacro (mmdonHTal, M1a3MOURTEL, MOTYT
OhITh HeHTPOQHAIEL, 303MHOGILTN)

Ofautepnpyionimil SpoHXHOINT Peaxo ObsmsHO.
«CoToBME CTPYKTYDE Ecmn Ecme
MankossmeyHas MeTaIIasHs MoxeT GuiTh, HePe3KO BhIPIXCHEHAA OOuIHO, HACTO BMPAKCHHAR
TpakuHOHHbIE SPOHXHONOIKTEIM Moryr ferrn Moryr Guirs
FpanyvaeMu MHCTHONMTAPHES Her Peako
FuranTekue KaeTkn B Gudpoie/ npocseTe Her Obuyso

101A angupepe HUINATBHOMN IHATHOCTHKM 3THX 3a001¢BaHnit. Pe-
3YABTATHBHOCTL TPAHCOPOHXHATEHLIX GHOTICHI TPH 3THX DO-
7e3HAX He npessiaer 15—23% [17, 18],

[Mpu @IT] uMeioTCs pasibie BAPHAHTHE PassiTH (Iudpo-
34, YTO VCAOKHAST NOCTAaHOBKY NPaBiIbHOro aardosa |19,
20]. OcoBeHHO 3T0 BAKHO VIMTRIBATL NPH HCCACTOBAHHN MA-
BIX OHOTICHITL.

[Mosanenne duibpobiaacTiaeckux (POKVCOB B CTEHKAX Tep-
MHHATEHLIX OPOHXHOA B HACTOSAIICE BPEMS NPH3HACTCA IKCHEP-
Tamy Hagatom nporpecerposanus I ¢ rwioxiny nporHo3oM
# Dozee OuicTpIM passrTHeM Giibpo3a serkux [21). B ommsne
ot @ITI npr MWD pubpobaacnireckne GOKYCH NMOABRISIOTCH
B MECTE MEPEX01a PECARPATOPHOT DPOHXHOIE! B &I5BLOANPHBIIH
XOA. 1IPH NPOIPECCHPOBAHIH NIPOLECCA HX HAXOAAT B CTEHKAX
wcore [22]. B noaaneit cramim OIT] u3ameHeHUs B ICTKRX Hano-
MHHAIOT ODBIYHVIO MHTEPCTHUHANBHYIO TTHEBMOHHIO ¢ HEHTPO-
A00VASPHEIM HHTepCTHURATLHEM dusopozom [20, 23] » dop-
MHPOBEHHEM «COTOBbIX> CTPVKTYP. OIHAKO TPOTHO3 TeUEHNS
3aboneranns Gonee tuaronpuaTHLI |19, 24—26].

J. Morisset #t coast. [4] npoaHanu3uPOBAIH PE3V.ILTA-
TuBHOCTh anarHocTuxn npi OUTLL Mpi sanwyun ueropun
{asamMHe3a) IKCTIO3NLNK, BH3HBAKMISH 3T0 3a00ueBaHe,
KT-npuss#akos (MO3auIHOTO NOpaxeHnd nerknx, Gubposa),
4 TAKAES MCTOIOTHYSCKIX H3IMEHEHMIT B BHIE XPOHHYECKOIO
OPOHXOUEHTPHYECKOID BOCHATCHIH, PRIXIHIX HEHEKPOTHYE-
CKHX TPAHYJIEM, THTAHTCKHX KJIETOK, GPOHXOUSHTPHYECKOTO
thuGpo3a 1 NPH OTCYTCTBHE OCHOBAHWI 179 ATLTEPHATHBHO-
T0 IHArHO3a NpaBiabHas NOCTaHOBKA AnarHosa [Tl cocrasnna
97.5%. C apyroit CTOPOHE!. TIPH HATHYHH FICTOPHH 3KCNO3H-
MK MIPH3HAKA, Bei3biBaouero saboaesanue. KT-npuanaxos

AUTEPATYPA/REFERENCES

L. Raghu G, Remy-Jardin M, Myers JL. Richeldi L. Ryerson CJ,
Lederer DJ., Behr J, Cottin V, Danoff SK, Morell F. Flahertv KR,
Weils A, Martinez FJ. Azuma A, Bice TJ. Bouros D. Brown KK,
Collard HR, Duggal A, Galvin L, Inouve Y. Jenkins RG, Johkoh T,
Kazerooni EA, Kitaichi M, Knight SL, Mansour G, Nicholson AG,
Pipavath SNJ, Buendia-Roidan 1, Selman M, Travis WD, Walkh S,
Wilson KC: American Thoracic Society, European Respiratory So-
ciety, Japanese Respiratory Society, and Latin American Thorac-
i¢c Society. Diagnosis of idiopathic pulmonary fibrosis. An Official

Archive of Patology 2022, vol. 84, no 1

B BAIC KOMONHALIEN MO3aHYHEIX H3IMEHEHHH, «MaTOBOIO CTeK-
a» B COMETaHNM C HOPMATLHON KAPTHHOMN JerKHuX, 4 TaKKe
MOBHIUCHNAA 2040 THMQOUHTOS B DPOBXOATLBEOIAPHOM Ja-
Baze >30% npaBWILHOCTE NOCTAHOBKH AHArHO3A COCTABHNA
Toaeko 830%. B 1o &e BpeMs NPH OTCYTCTBHN JaHHBIX 00 9KC-
MIO3HIMKN BHEHIHENO areHTa, HO NPH HATHYHA MO3aNIHLIX H3-
MEHEHHH B JICTKHX B COMETaHMH C YYacTKaMi (huGpo3a u Beex
FUCTOROTHYECKIX NIPH3HAKOB. VKasbigatonux Ha ['T1, B oTeyT-
CTBHE AILTEPHATHBHEIX TPH3HAKOE NPABHIBHAA AHArHOCTHKA
T'TI cocrasa s 40%.

Ocronaseym ormusesm dinbposa ipu OUTI n OITI sraser-
Csi TO, 4TO NPH NepBoM 3abosieBadui passnTie (hudposa npo-
HCXOMHT B MECTE MEPEX0id PECNHPATOPHLIX DPOHXHOA B &b~
BEOIAIpHRLE X0kl [22], B To Bpems Kak npi OITI nospexae-
HHE¢ BOJHMKACT B CTeHKaX OpoHxHoa ¢ pazsutnem dudposa
B HUX 1 nepubponxunoaapso [2, 3, 27].

3akawueHue

Taxkum o0pasoM, NPHBEICHHBIC MATOAOIC-aHATOMIYE -
cKkie Kputepin auddepeHUINATLHON IHATHOCTHRN 00bNHOMN
HHTCPCTHUHANBHOI MHEBMOHHH (MUIHONATHYECKOTO JSr08HO-
ro Huopo3a) n hubpo3HOTO rMNEPCEHCHTHBHONO THEBMORNTA
B COYCTAHHUH C KIMHHYECKOIN KapTHHON 3afoaesaHil i Kom-
NBIOTEPHO-TOMOI PADHYECKHMI NTPHIHAKAMM MTOIBOARIOT 1Ipa-
BHIRHO CHOPMYIHPOBATE MPILAH3HEHHBI IHATHO3 ¥ MalkeH-
TOB C TSASNON JETOYHOH NaroJorieH.

ABTODPBI 335B1KI0T 00 OTCYTCTBHH KOH(ANKTA HHTEPECOB.
The authors declare no conflict of interest.

ATS/ERS/IRS/ALAT Clinical Practice Guideline. Am J Respir Crit
Care Med, 2018;198(5):44-68.
htips://doi.org/10.1164/reccm. 201807-12558T

2. Raghu G, Remy-Jardin M, Ryerson CJ. MyersJL, Kreuter M, Va-
sakova M, Bargagli E. Chung JH, Collins BF, Bendstrup E, Cha-
mi HA, Chua AT, Corte TJ, Dalphin JC, Danoff SK, Diaz-Men-
doza J, Duggal A, et al. Diagnosis of hypersensitivity pneumonitis
in adults. An Official ATS/JRS/ALAT Clinical Practice Guideline.
Am J Respir Crit Care Med. 2020:202(3):36-69.
https://doi.org/ 10,1164 /rcem. 202005-2032ST

65



AerLst

Lecture

(616}

Ferndndez Pérez ER, Travis WD, Lyneh DA, Brown KK, Johann-
son KA, Selman M, Ryu JH, Wells AU, Tony Huang YC, Perei-
tn CAC, Scholand MB, Villar A, Inase N, Evans RB, Mette SA,

Frazer-Gireen L. Executive summary: dingnosis and evaluation of

hypersensitivity pneumonitis: CHEST guideline and expert panel
report, Chesr. 2021;160(2):395-615.
https://doi,org/10,1016/1.chest, 2021,03,067,

Morisset J, Johannson KA, Jones KD, Wolters PJ, Collard HR,
Walsh SLF, Ley B: HP Delphi Collaborators. Identification of di-
agnostic eriteria for chronic hypersénsitivity pneamonitis; an in-
ternationnl modified delphi survey. Am J Respir Crit Care Med.
2018:197(8):1036-1044.

https://doi.org/ 101164 /r¢em. 201710~ 19860 C

Troy LK, Grainge C, Corte T), Williamson JP, Vallely MP, Coo-
per WA, Mahar A, Myers JL, Lai S, Mulyadi E, Torzillo PJ, Phil-
lips MJ, Jo HE, Webster SE, Lin QT, Rhodes JE, Sulamonsen M,
Wrabel JP, Harrls B, Don G, Wu PIC, Ng BJ, Oldmeadow C, Ra-
ghu G, Lau EMT; Cryobiopsy versis Open Lung biopsy in the Di-
agnosis of Interstitial Tung disease alliance (COLDICE) Investi-
gitors, Dingnostic nccuracy of transhronehinl lung eryohiopsy for
interstitial lung disense diagnosis (COLDICE): o prospective, com-
parative study, Lancer Respir Med, 2020:8(2):171-181.
https://dolarg/10.1016/82213-2600019)30342-X

Koran EA, Tuonr @B, Jesypa CAL Meximninam pesonein-pomi-
HHSIETOION TRA TPH NPOTPECCHPORAIITI IWIHONATHYCCKOTO
JCTOMHOrO (hudposa. Apxua namogosun, 2010;72(4):32-36,
Kogun EA, Tyong FY, Demurn SA. The mechanism of lung tis-
sue remodeling in the progression of idiopathic pulmonary fibro-
sts, Arkh Patol, 2010572(4):30-36. (In Russ,).

Popper H. Pathology of lung disease. Morphology-pathogenesis-eti-
ology. Berlin, Heidelberg: Spuiner-Verlag: 2017;177-178.

Mikumo H, Yanagihara T, Hamada N, Hashisako M, ljichi K, Su-
zuki K, Harada E, Shikada Y, Oda Y, Nakanishi Y. An autopsy case
of hird-related chronie hypersensitivity pneumonitis presenting with
repeated neute exacerbation, Respir Med Case Rep. 2018:24:92-94.
https://dot.org/10, 1016/ rmer. 2018.04.016

Roden AC, Camus P. latrogenic pulmonary lesions, Semin Diagn
Pathol, 2018;35(1);260-271,
hittps://doi.org/10.1053/1semdp. 2018,03.002

Chong BJ, Kanne JP, Chung JH. Headcheese sign. J Thorae Iin-
aging, 2014;29(1):W13,
https://dolorg/ 101097 /RT1.0000000000000067

Wang LJ, Cal HR, Xino YL, Wang Y, Cao MS, Clinical charac-
teristies and outcomes of hypersensitivity pneumonitis: a popula-
tion-based study in China, Chin Med J (Engl). 2019:132(11): 1283~
92, Erratum in: Chin Med J (Engl). 2021;134(3):378.
https://dotorg/10.1097 /CM9.0000000000000256

Dias OM, Baldi BG, Pennati F, Aliverti A, Chate RC, Sawamu-
rie MVY, Carvilho CRR, Albuquergue ALP. Computed tomogra-
phy in hypersensitivity pneumonitis: main findings, differential di-
agnosis and pitlalls, Expert Rev Respir Med. 2018;12(1):5-13,
https://doi.org/10.1080/17476348.2018.1395282

Barnett J, Molyneaux PL, Rawal B, Abdullah R, Hare 88, Van-
cheeswaran R, Desni SR, Maher TM, Wells AU, Devaraj A, Vari-
able utility of mosaic attenuation to distinguish fibrotic hypersen-
sitivity pneumonitis from idiopathic pulmonary fibrosis. Lur Re-
spird 20195401 ): 1900531,
hittps://doi.org/10.1183/13993003.00531-2019

Myers JL. Hypersensitvity pneumonia; the role of lung biopsy in
diagnosis and management. Mod Pathol, 2012;25(suppl 1);58-67,
htips://doiorg/ 10,1038 /maodpathol. 201,152

=

16.

19,

20,

21,

"
(5]

26.

27,

Mooney 1, Koth LL. Surgical lung biopsy over bronchoalveolar ln-
yage in chronic hypersensitvity pneumonitis, Am J Respir Crir Care
Med. 2014;189(3):371-372,

https://doiorg/ 101164 /reem. 20130917361 E

Gunganah O, Guo SL, Chiniah M, Li YS. Efficacy und safety of
cryobiopsy versus forceps biopsy for interstitinl lung diseases and
lung tumours: A systematic review and meta-analysis, Respiralogy,
2016:21(5):834-841,

hetps://doborg/ 1001 /resp. 12770

Wakonis MM, Honson JLH ., Opsoma L SDkaorersin -
Jgepraveckiit aibseonnr. B ki Maskonuy MM, pen. Juceeaunu-
podannsie satoreaanun aeexux, M. THOTAP-Memira; 2011:83-111,
1'kovich MM, Novikova LN, Orlova GP. Ekzogennyy allergiches-
Kiy al'veolit, In: 1'kovich M M., ed. Disseminirovannyye zaholevani-
va legkikh. M. GEOTAR-Meding 2011:83-111. (In Russ.).

Myron H.B., Mankoniy MM, Dudposupyionie awispeoantir, J1.:
Memmmna; 1986,

Putoy NV, I'kovich MM, Fibroziruyushehive al veolity, L.; Med-
itsing; 1986, (In Russ,).

Churg A, Muller NL, Flint J, Wright JL. Chronie hypersensitivity
preumonitis, Am J Surg Pathol. 2006;30(2):201-208,
https://donong/ 10,1097 /01 pas. 0000 184806.38037, 3¢

Takemura T, Akashi T, Ohtani Y, Inase N, Yoshizawa Y. Pa-
thology of hypersensitivity pneumaonitis. Cure Opin Pulm Med.
2008 14(5):440-454,
https://doiorg/10.1097/MCP,0b013¢3283043dfh

Wang P, Jones KD, Urisman A, Elicker BM, Urbania T, Johann-
son KA, Assayag D, Lee ), Wolters PJ, Collard HR, Koth 1L,
Pathologic findings and prognosis in a large prospective cohort of
chronic hypersensitivity pneumonitis, Chest, 2017:152(3):502-509,
https://doiorg/10.1016/1.chest.2017.02.011

o Hemypa CAL Korane ELAL aykon B.C. Moposorms i mosne-

KYASPHBIE OCHORK TOBPEAACHIS HIIN CTROJOBRIX KICTOK pe-
CHUPATOPHOTO ALLHHYCH PR MO THHECKHX HITEPC T -
HBIX TTHeBMOIISX. Apxua namonosui. 2014:76(6):28-36.
https://doiorg/10.07116/patol 20147662836

Demura SA, Kogun EA, Paukov VS, [The morphology and mo-
lecular bases of damage to the stem cell niche ol respiratory acini
in idiopathic interstitial pneumonias), Arkh Patol. 2014;76(6):28-
36. (In Russ,),

hittps://dai,org/ 10.17116/patol 2014766 28- 36

Castonguay MC, Ryu JH, Yi ES, Tuzelaar HD. Granulomas and
glant eells In hypersensitivity pneamonitis. Hum Pathol. 2015,46(4):
607-613,

https://Zdoi,org/ 10,1016/ humpath, 2014,12.017

Katzenstein AA, Askin FB. Surgical pathology of non-neaplastic
lung disease. Major Probl Pathol, 1982;13:1-430.

Franks TJ, Galvin JR, Hypersensitivity pneumonitls: essential radio-
logic and pathologic findings, Surg Pathol Clin. 2010;3(1):I87-198,
hittps://doborg/10.1016/5.path, 2010.03,005

Gilazer CS, Chronie hypersensitivity pneumonitis: important ¢on-
siderations in the work-up of this fibrotic lung disease, Curr Opin
Pulm Med. 200521 (2);171-177,

https://dol,org/10.1097 /M CP.0000000000000137

Garefn de Alba C, Buendin-Roldin |, Salgado A, Becerril C,
Ramirez R, Gonzilez Y, Checa M, Navarro C, Ruiz V, Pardo A,
Selmun M. Fibroeytes contribute to inflammation and fibrosis in
chronic hypersensitivity pneumonitis through paracrine effects. Am
J Respir Crir Care Med, 2015;191(4):427-436.

https://doi,org/ 10,1164 /reem, 201407-13340C

ocrymum 08, 10,2021
Reeeived 08.10.2021
[pristra s nesarn 10.11.2021
Accepted 10,11.2021

Apxup naroaorin 2022, Tom 84, NV



Mamsarnas aara

Memorable date

ADXVB RETONCTNK
2022,7.84 N21,c. 67-68
https://doi.org/ 10,171 16/patoi20228401167

Russian Journal of Archive of Patology =
Arkhiv patologil 2022, vol. 84, no 1, pp. 67-68
https://doi.org/ 10. 17116/patol20228401167

K 100-aeTuio npodeccopa Banepus EsrenbeBuua ITurapesckoro

© 0.A. MASUWHT

@IBHY «MHCTHTYT IRCNepHMeHTasHON veanundsts, Cankr-Tletepbypr, Pocom

On the occasion of the 100" birth anniversary of Valery Evgenyevich Pigarevsky

2 YU.A. MAZING

Institute of Expenmental Medicine, St. Petersburg, Russia

27 centadps 2021 r. ucnoaxiock 100 et co aHs poxae-
HHA KPYITHOTO COBETCKOIO i POCCHIICKOIO YHEHOTO NaTonora,
npod. B.E. MNurapesckoro.

Banepnit Esrensenny IMurapesckuit (1921—1999) — poc-
CHICKHIT YUEHBIH, NATOJI0TOAHATOM. JOKTOP MEAHIIITHCKHX Ha-
VK, nMpodeccop. 3aBeavioninii OTaeI0M NaToA0THYECKON aHa-
ToMmi MHCTHTYTA 3KCepuMEHTATbHON Meannuis (MIM)
Cenepo-3anannoro omaeienns PAMH, npeaceaarens cnein-
WIM3HPOBAHHOIO COBETA 10 3AUIMTE J0OKTOPCKHX AHCCEPTalIil
npu HOM AMH CCCP. suien npasnieHis W pyKOBOIHTENS CeK-
LIHH IKCTICPHMEHTATRHOI NaTtoa0r i JTeHIMHIPAICKOro Hayy-
HOTO ODLHECTBA NATOIOTOAHATOMOB.

Banepwit Esrensesny ponaca s [Merporpaze s 1921 r. INo-
cae oxonyanus 8 1947 r. 1-ro JleHUHIpaackoro MEanIHHCKOTO
HHCTHTYTa OH OBLT OCTARTEH 15t HAYYHOI MOArOTOBKH MO py-
xosoacTeoM akatemuxa AMH CCCP B.I. lapuuna 8 otae-
Jie aTOAOTHYECKOT aHaToMiil MHCTHTYTa 9KCNepHMEHTAL-
#oit menunisi AMH CCCP. BuinonHeHHbIE UM 32 BpeMsi
VueObl B ACTIHPARHTYPE HCCICIOBAHNA SBIUTHCH USHHBIM BKIA-
oM B yaerue BT lapumnHa 0 BocnanuteIsHbIX pa3pacTaHi-
SIX IMUTEANS M TRaHepol MeTanzaasui. B 1950 r. B.E. Murapes-
CRIT 3AHIATIUT KAHIHAATCRYVIO auccepraunio « Mccaeaosanms

Archive of Patology 2022, vol. 84, no |

INUTEINA NOIKSAVIOMHON KeFesnl (K npodaeMe MeTaniasnm
anuTennes)s, a B 1961 r. — noKTOpCKyIo anccepramiio «Bonpo-
csl MOP(OIOrHH H NMATOrCHE3a TPHIINA B CBETE IKCTICPHMEH-
TAABHLIX HCCAEA0BaHNH». Pe3yabrarTsl 3THX paspaboTok Bolil-
A B €ro MoHorpahnio «MHCTONATOROHS H BONPOCH IATOre-
Hesa rpunnas (1964).

C 1962 r. B.E. MNurapesckiit paboran 3aMecTHTEIEM IM-
pextopa UM AMH CCCP no sayaHoil pabore. 3ascio-
Baj1 1abopartopuell MUPOreHOB M HecneundHISCKOl pesn-
creHTHOCTH. B Teuerne 20 e OH 3aHHMMAICH HaVKoil B Tec-
HOM KOHTAKTE ¢ KPYITHSHUINME VYSHBIMI, TPYIHBIIHMHCSH
8 U3M, —akax. H.H. Anwukoswm, npod. M.B. Boitno-flce-
Henknm, akazemukamu AA. CvopomnHuessiv u [T.H. Be-
ceaxurbim. C 1977 no 1988 r. pykoBoai OTIASAOM MaToNorH-
HECKOH aHaroMHuH MHeTHTYTa, C 1981 no 1990 r. B.E. Mura-
PeBCKHE ObL1 nIpeaceaaTetes CNeUHATH3HPOBAHHOIO COBETa
10 3aMMTe JOXTOPCKHX anccepraunii npu HUHM skcnepnsen-
TarbHON MeanumHE AMH CCCP no crienaisHocoTH «naroio-
THYECKast AHATOMMS », «3MOPHONOIHS W THCTOIOTHS s, LIEHOM
NPARICHHS H PYKOBOIHTETEM CEKIIMM 3KCNEPHMEH TANLHOI -
TOAOrHM JIEHHHIPAACKOrO HAYYHOTO OBIIECTRA NATOA0r0aHa-
ToMOB. Bosibliag 4acTs BRMOTHEHHEIX MM HCCICI0RAHNIT OTHO-
CHTCS K 001acTH O01IRH NATONOTHYCCKON AHATOMIN, HEDeX-
LUHOHHOH NATONOrHK i KINHINECKOH MOpgomorni.

B.E. TTurapesckoMy NPHHALTICKNT BUAHAR POJh B 0DO-
CHOBaHHH HOBLIX NOAXON0B K H3VISHHIO MOPDHOIOT MM BHpYC-
HEIX HHGDEKIHIL, BM PACKPHITE MOPHOANHAMIKA TPHITTIOIHLIX
NMHEBMOHHIT i TOKCHYECKOTO FeMOPPariecKoro OTeKa Jerkux
npi rpunne. OH BHEC UCHHEI BRIAN B H3vieHHe posi da-
roLUNTO3d B NPOTHBOBHPYCHOM HMMVHWTETe i Mopdoaorin
BHYTPHKICTOYHOIO TIAPA3HTHPOBAHNA MUKDCOOE B Makpoda-
rax. B amHx Hecae10BaHHAX BICPBLIC NOTVYSHB MOPHOIOTH-
HYECKHE JI0KA3ATeIILCTRA PAa3pYLUICHHA BO3OYANTEACH H3 rpyIT-
B OPHHTO32-TNMODOrPaHYICMBI-TPAXOMBI B HEHTPODILTE-
HBIX MPAaHYIOLNTAX.

Basiepnit EpreHseBnt co3aa1 HOBOC HAVIHOES Hanparie-
HUE M0 H3YHSHHIO TPAHVIOUHTAPHAIX KaTHOHHBIX GelIKOB, 00-
JanAOUKUX VHHBEPCAABHON aHTHMHKDPOBHOIH aKTHBHOCTHIO.
Hv chopMyHpoBaHO NPEACTARICHHE O CEKPETOPHOMN dKTHE-
HOCTH HeATPOQHILHBIX TPAHYIOLIHTOS M PACKPHITH VALTPa-
CTPYKTYPHBLIE MEXAHH3MBl ITONO MPOLSCCA. 4 TAKKS BRUIBHHYTA
noTesa o opAMHPOBAHMM B O4arax BoCcnancHus Hedarouu-
TapHOii peaucTeHTHOCTH. TIpHHUNNMHATLHO HOBBIM SBISCTCH
OTKPHITIE ARTEHNA PEe30POTHRHON KACTOUHOH PE3NCTEHTHO-
CTIf KaK 0co00i (hopMbl BHTHMHKPOOHO 3a1IThI OPraHH3Ma.
B.E. TTurapeBckiM oMHcaHbl HEH3BECTHLIE PaHEe AaHOMATLHBIE
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ANIOCOMIELIE TPAHYIEE B HEHTPOMIILHEX TPREHYA0UNTAX, pii-
PABOTANEL METOXEL MX BRHIACHIN, ONCHCHO MX IHATHOCTINE -
CROE SHAMEHNE TIPI DOATETCTIN 13 OPIAHIIM SCHOBCKE Mit-
QX 10T POAHATI,

BUE. TTurapesciin paapatoran i BHCApeH § KIMHWICCRYIO
IPAKTHEY JHIOCOMUTHO- KATHOHHBIL TECT W NpOrHOsiposi-
TS TEUEHISE M OKCIPECE«OLEHKH TPOROAMMON Tepariim sabo-
ACHIHNI BPOIXOACTOMHON CHCTEMEL, THORHRX XHPYPIHYSCKIX
Jabonerainit, omorosol Gone i, naposorron. B ero paboris
ITOKAIU DOSMORNOCTE ITPHMCHCHI STON0 TeCTH IR patieil
JMATHOCTHEN HACACACTREHHEX It NPHOGPCTEHHMX AcdekTon
BAKTCPUIHIUTHLIN CHCTOM TPAHYIOLTON M BRSRICHIS TPy
TORKINEHHOTO PHCKa cpet Jeren pannero pospacti. B.E. M-
TAPCHCKIM ONYBIHKOBAHN 1 YTBEPACHE Muupiasom Mero-
AMYMECKNE PEROMEHARLI «TIIOCOMUTEHO-RATHOHHBI TeCT»
(M., 1979). Buato, 410 € TEYCHIEM BPEMEIN JDIOCOMILTHHO-
KATHOHHKE TOCT HE VIPETILE CHOCTO THINMEHHR I NPOJO/IKICT
AKTHIHO HCTIONBIOBATLSA 1) KANHHYCCKON TIPAKTHKE.

Peayantatsl MHOTOMHCACH BN MCCALAONAHI DCHTH B OC-
sony onyGumkasaino# B.E. Iinrapeseksy sonorpadunt « 3¢p-
HHCTRIE AeHKOITE 1 i cnofeTaas (1978) o peaaktiponan -
NOi v kEE = Kanntecsan Mopdoaoris HesTpodianisx
rpanyaousTons (19881, O anrop Ganee 200 paysiimx pabor
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i spoxectsa muredron. BUE. TTurapenciiny coxmua wayi-
st koA, [ToaroToieHHLe M Q0K TOPE M KAHANANTEE HAYK
B HACTONIIEE Bpemst pABOTAIOT i PARIITHIIN pernonax Pocenn
i erpanay CHI. HeoBxommmo noayeprEyTh, 410 OCHOHHYIO
qacTh Cooix Honkiy pesyasTaton B E. Tirapesceuit neeru ny-
DIMKOBLT 1 BCAVIIEM HAVHOM RVPHILIC «APXUE IITOAOTIHS.

Baxuo orvernrs, wro B E. TTurapencknil wa npors-
AHEHMIE neeil Cnoel HEY IHOR ACATEALHOCTH OCTARLICR e~
THHHEM PRUAPEM HAYRIL MUKPOCKON SRANACH IR HEro
HE HPOCTO OPYINEM (IPOIIBOACTHA, DI OTHOCIACH K HeMmy,
KUK K camomy GAIIKOMY JAPYIY, it HE MBI Ge3 HEro cso-
et amann. Yacuukn Burepus Enrenbesisin nopaxaincn
1o enocoOHOCTH NOCTORHHO RLUIBHIATE HOBEE HACH, KO-
TOPBIMIE OH HEAPO ACAHACH € OKPYARRIOUNIL. Oprasnsatn-
OHHRE JE0 110 CPANHEHITIO C HAYTIMN BCCIIN OTXOMIAI
i wropof war, B.E. Thorapencnt Guit Msarkim i oMeHs 10~
Opram veopekoM, O GLLT NPCKPACHEIM CEMISTHIOM It 11PO-
AT BCIO AL B OAHOM GPAKE €O CHOWM FARRHIM TOMOIT -
koM 1 apyrom Keesnelt Tlerpostolt JTysupexoi. K coma-
JCHHIO, 1M HE XBATILIO Beeto | rome, 4rolul oTniplunosary,
10001VI0 Cranby, LGP naMITL COXPAIIINGS 06 FTOM Y-
A0DEKE HE TOTHLKO Y KOUICE=YHEHBIX, HO B Y BCeX, KTO 061w~
o i osuaa BLE. Mampescxoro.

Apxip navosornn 2022, ronm 84, N
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