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Pesrome

B npeacraBaeHHOM 0630pe 06CY?>KAAFOTCA KAPAHOPEHAABHBIE B3ANMOOTHOIIEHUA Y OOABHBIX Ha 3aMe-
crureAbHOI moueqHoii Tepanuu (3I1T), koTophlie paccMaTpUBAIOTCA KAK OTACABHBII THIT KAPAHOPEHAAD-
Horo cuaApoMa (KPC) — amaansusrii KPC, rae oA peHaABHBIM KOMIIOHEHTOM IIOAPA3yMEBAFOTCA KOMIIACKC
MeTA00ANYECKUX ¥ SHAOKPUHHBIX HAPYIIEHHUH, OCAOXKHAIOIINX TEPMUHAABHYIO YPEMHIO, OCTATOYHAA
dyHKIIUA T0YEK U COOCTBEHHO AMaAu3HasA Tepamnuda. B 063ope anaausupyerca accoruuposannas ¢ 3I1T
KapAMAAbHAA AUCYHKITUA U 00CY’>KAAFOTCA ITATOT€HETHYECKIE MEXaHU3MBI KAPAMOPEHAABHBIX B3aMO-
orHomteHuii y 60apHbIX Ha 3ITT: cHIDKeHHE 3(pPEKTUBHOCTH AMAAU3A, YTPATA OCTATOYHON (PYHKIIN
Io4YeK, OM0COBMECTUMOCTE AMAAM3HBIX MEMOPAH, OKUCAUTEABHBIH CTPECC M XPOHUYECKOE BOCIIAACHHE,
0eAKOBO-9HEpPreTH4YeCKas HEAOCTATOUHOCTh U AUAAU3HAA KaXEKCHsA, BAUAHUE ApTePHUO-BEHO3HON (Pu-
cryabl. CpeAr IPUYMH MPOrPeCCUPYIOIIE HIIEMUN MIOKAPAA Y AUAAUSHBIX OOABHBIX BBIACAAIOT CHH-
ApoM "'orayuieHus MHOKapAa'', HHTPaAUAAU3HYIO THIIOTCH3HIO, YPEMHUECKOE TOPAYKEHNE MEAKHX BETBEI
KOPOHAPHBIX ApPTEPHIA.

IMpoduaraxruxa anasnsnoro KPC Bxarouaer Bo16op onrumasbHoro meroaa 3IIT (remoamasms uam
TIEPUTOHAABHBIA AWAAN3), CTAHAAPTU3AIUIO ANAAU3HOTO PEXKHMMA C KOHTPOAEM OCTATOYHOM (hyHKIIHH
IIOYEK M NHTPAAUAAUZHON TUIIOTEH3UH, IPUMEHeHnEe GOCOBMECTHUMBIX MEMOPAH U PACTBOPOB, ACUCHHE
06eAKOBO-9HEPIreTUYECKOM HEAOCTATOUYHOCTH, KOHTPOAL YPOBHA (pocdarTa, KaAbIusA, MAPATUPEOUAHOTO
ropmona, gaxropa pocra ¢pubdbpodracros-23, C-peakTUBHOro IpoTenHa U (PAKTOPAa HEKPO3a OIyXOAH-
aAb(a, HHAEKCA MACCHI TeAd, aAbOyMuHa, reMorao6una. Takoke IPUBOAATCA AAHHBIE 110 HCIIOAB30BAHHIO
KAPAHOIIPOTEKTHUBHOM (papMaKOTEPAINH, AHTMOIAACTUKH U UMIIAAHTAIIMHM BOAUTEAS PUTMA.
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Abstract

In the review authors discusses cardiorenal interactions in patients on renal replacement therapy (RRT),
which are considered as a separate type of cardiorenal syndrome (CRS). Frequency and severity of CRS
in patients on dialysis correlate with the number of years of the dialysis treatment; they depend on the
quality of dialysis and the level of residual renal function. The RRT-associated cardiac pathology include
left ventricular hypertrophy, ischemic cardiomyopathy, congestive heart failure, coronary atherosclerosis
and calcinosis, severe arthythmias. The article analyzes the role of such components as malnutrition and
dialysis-induced cachexia, membrane biocompatibility, oxidative stress and inflammation, arterio-venous
hemodialysis fistula, and a dectease in residual renal function in the development of dialysis-induced CRS.
The review examines the mechanisms of progressive myocardial ischemia induced by dialysis: myocardial
stunning, hemodialysis-induced hypotension, uremic disease of small blood vessel.

Prevention of dialysis-induced CRS includes a choice of the optimal RRT method (peritoneal dialysis
or hemodialysis), control of dialysis regime, residual renal function, biocompatibility of membrane,
inflammatory markers, body mass index, serum level albumin, phosphate, calcium, parathyroid hormone,
fibroblast growth factor-23. Electrocardiogram, ultrasonic monitoring and coronary angiography reveals
indications for conservative cardio-protective therapy and angioplasty interventions, including coronary
artery bypass surgery and cardiac pacemaker implantation, in patients with dialysis-induced CRS.

Key words: hemodialysis, peritoneal dialysis, cardiorenal syndrome, residnal renal function, arterio-venous hemodialysis fistula,

malnutrition, oxidative stress, hemodialysis-induced hypotension, coronary atherosclerosis, congestive heart failure

[Toa xapanopenaspusiv cuaapomoM (KPC) moapas-
yMEBAETCA B3aNMOOOYCAOBACHHOE ITOPAKEHNE CEPALIA
U IIOYEK, IIPH KOTOPOM HapymieHne (OyHKIIUH OAHOTO
U3 3TUX OPraHOB OCAOKHACTCHA AMCQYHKIHEH ApY-
roro, 9To BEAET K (POPMUPOBAHIIO "HOPOYHOTO Kpyra'
C IIOCTEIIEHHOM ACKOMITEHCAIINEH KAPAHOPEHAABHOMN
cucremsl [1, 2]. Coraacno kaaccudukannun C. Ronco
BBIACAAFOT 5 KAamHIYecknx Trros KPC [1]:

* Tun I: peskoe yXyAreHne COKpATUTEABHOMN CEPAEY-
HOI (DYHKITUH, IIPUBOAAIIIEE K OCTPOMY IIOYEUHOMY
HIOBPEKACHHIO.

*  Tum II: xpornaeckas cepaednas AUCDYHKITHSA, BHISBI-
BAIOINIAA YXYAIIEHUE (DYHKIINH ITOYUEK H IIPUBOAAITIAA
K XPOHHUYECKOMY HOPAKEHIIO IIOYEK — XPOHMYECKOI
6oaesun mouek (XbIT).

* Tum III: peskoe cHimkeHme hDUABTPAIIIOHHOMN (DYHK-
LI TIOYEK, IIPHBOAAIIICE K OCTPOM CEPACUHOM ANC-
dyuxrma (0OCTPOH CEPACIHON HEAOCTATOYHOCTH).

* Tun IV: xporudeckoe 3a00AeBaHIE ITOYEK, BBI-
3BIBAIOITIEE CEPACUHYIO IIEPEIPY3KY, IIPHBOAAIIYIO
K IIPOTPECCUPYIONIEH XPOHHYECKOH CEPACUHOI
AUCYHKITHI.

* Tun V: cocrofnme, OTpa)aroIiee CHCTEMHOE IIOpa-
AKEHHe (HalIpUMEp, CEIICUC, BACKYAHT), BEI3BIBAIOIIICE
KAK CEPACYHYIO, TaK M IIOYEUHYIO AUCDYHKIIIN.
BsanmoBAnmAHME CHMKEHHA CKOPOCTH KAYOOU-

KOBOW (PUABTPAIINU M HAPYIIECHUA COKPATHTEABHOM

(pyHKITHN CEpAIIa APYT Ha APYTa IIPOCAECKUBACTCH YiKe

HAa PAaHHHUX CTAAHAX XPOHHYECKOH OOAE3HH ITOYEK

(XBII) u ycyrybaderca Io Mepe HapacTaHus IIOYEIHON

HeAocTaTogHOCTH. OAHAKO CYIIECTBYFOINAA KAACCH(H-

karst KPC He yIuTBIBACT MOMYASIINEO OOABHBIX Ha 3a-

MecTuTeABHOM rTouednoi reparmn (3I1T), rae Bauarne

COOCTBEHHO AMAAM3HOIO AEUEHHA CaMO IT0 cebe 3a-

ACHICTBYET AOITOAHUTEABHBIE MEXAHU3MBI ITATOICHE3

CEPACYHOH maToAorud. Tak, mporpeccupoBaHue Kap-

AMAABHON AUCQYHKIIHHE C YMEHBIIEHHEM (DPAKIIHI

BBIOpOCa oTpakaercs Ha 3((HEKTUBHOCTH ITEMOAUAATI3A
(T'A), a cHmKEHNE HHTEHCHBHOCTH AUAAU3HOTO PEKIMA
1 IIOCTEIIEHHAS YTPaTa OCTATOYHOH (PYHKIINHU ITOYEK
YCKOPAIOT TEMIIBI IIPOIPECCUPOBAHUA ATEPOCKAEPO3a
1 KAPAHOMHUOIIATHH.

Takum 00pasoM, KAPAHOPEHAABHBIE B3AMOOTHOIIIE-
uuA y 0oapHbx Ha 3I1T, orpakarormue mporpeccuposa-
HHE ¥ HOBPEKACHUE MHOKAPAA Y AMAAU3HBIX OOABHBIX,
MOIYT paccMaTpuBaThea Kak oTAeApHbIH T KPC, rae
IIOA PEHAABHBIM KOMIIOHEHTOM ITOAPA3YMEBAFOTCA KOM-
IIAEKC METAOOAMYECKUAX U S9HAOKPHHHBIX HAPYILICHHI,
OCAOKHAIOIINX TEPMUHAABHYIO YPEMHIO, OCTATOYHAS
(pyHKITHA TOYEK I AMAAM3HAS TEPATIHL.

KapanopeHasbHBIE B3aMOOTHOIIIECHUS
y GOABHBIX HA AMAAH3E:
SIMAEMHOAOTHA U [IATOr€HETUYECKUAE
ocobeHHOCTH

K ocobennoctiM KapAnaAbHON AUCOYHKITHN ¥ OOAB-
meix Ha 3IIT oTHOCATCA €€ pacpoCTPaHEHHOCTD U TH-
xectb [3]. HactoTa rumeprpodun MHOKapAa AE€BOTO
xeayrouka (I'AZK) yBeanmansaercs ¢ Hapacranuem cra-
aun XbBII, aocruras 90% B 4-5 craauu XBIT [4]. Pac-
IIPOCTPAHEHHOCTD U TAKECTb KAPAHAABHOI ITATOAOTHH
KaK KOPOHAPOTeHHOM, Tak n He ceazanHoii ¢ IBC, oco-
OEHHO OBICTPO YBEAUYNBACTCA B AHAAUZHOM CTAANH I1O-
YEIHOH HEAOCTATOYHOCTH, KOPPEAUPYA C AHAAUHBIM
"craxem". V 75-80% Goapnbx XBIT 5A craanu passu-
BACTCA BTOPHYHAA KAPATOMHOIIATHA C BBICOKHM PUCKOM
dopMupOBaHIS 3aCTONHON XPOHIYECKON CEPACIHOI
mepaocratounocru (XCH), ocrporo koponapaoro cus-
APOMa, CAOKHBIX HAPYIIIEHHI PUTMA U IIPOBOAMMOCTH.
Takxke y 60apHbIx Ha 3ITT orMedena acconuanus Ipo-
IPECCHUPYIOIIETO ATEPOCKAEPO32 C AKTHBAITEN BOCITAAH-
TEABHBIX PEAKITHI M BEICOKOH YaCTOTON OEAKOBO-9HEP-
rerugeckoit Heaocratounoctu (BOH) [5]. Tak, bBOH

Hedponorua u guanus - T. 20, N2 3 2018 263



O630psi 1 nexuun

anarnocrupyercs y 20-50% OOABHEIX ¢ AOAHAANSHEIMI
craauavu XbBIT, a y manneHToB, HAXOAAIITIXCA HA PEry-
aapaom I'A n mocrosunom ITA, e€ gacrora Bospacraer
Ao 50-80%.

K maToremermdecknM MeXaHH3MaM, BEI3BIBAFOIIIM
IIPOIPECCHPYIOIIEE YXYAIICHHE KAPAHAABHON (DYHK-
rmn y 0oabHBIX Ha 3[ 1T, oTHOCAT GHOHECOBMECTHMOCTD
AMAAN3HBIX MEMOpPAH M PacTBOPOB, CHHAPOM Head-
dexruBroro anasusa, bBOH, anaausuyio rumorensuro
n OeicTpoe cHmkenue y 6oapabex Ha 31T ocrarounoit
(PYHKIIHH TOYEK C IIOCACAYIOLICH ¢€ IIOAHOH YTPATOH,
aprepuo-serosHas ducrysa (AB®) ¢ usborrounsm
copocom.

Hapymenus 6uocosmecmumocmu duarusnvix
MeMOPaH, AKMUBAUNS OKUCAUNEALHO20 CIRPECCa
u 8ocnareHus

OcuosusM oTamanem 00ApHbIX XbIT Ha 3I1T 8-
AsieTcs DoAee BEICOKUI YPOBEHD YPEMHUH U BO3ACHCTBIE
COOCTBEHHO AMAAM3HOM IIPOILEAYPHL. Tak, HeCMOTPA
HA YCIIEXH COBPEMEHHON I'eMOAHAAU3HOI Tepalnmy,
OAHOI M3 HEPEINEHHBIX IIPOOAEM ITO-IIPEKHEMY OCTa-
ercsi OMOHECOBMECTHMOCTD T€MOAHAAM3HBIX MEMOPAH.
B macrosiiee Bpems MaTepHaA MEMOPAHBI AHAAU3ATOPA
paccMaTpPUBACTCA KAK KAFOYEBOH HMHAYKTOP AKTHBAIIIH
KACTOK KPOBH HAPAAY € KOHTAMUHAIINCH AMAAM3HBIX
pactBopoB sHAOTOKCHHAMU. KoHTakT KpoBH ¢ MEMOpa-
HOU IIPHBOAUT K IIPOBOCIAAUTEABHOMY, IIPOOKCUAQHT-
HOMY CTPECCy U TPOMOOOOPA3OBAHHUIO C ITOBBIIICHUEM
YPOBHA ODHOMapKEPOB OKHCAUTEABHOTO CTPECCa, BOC-
[IAAUTEABHBIX U IPOTHBOBOCIIAAUTEABHBIX IINTOKIHOB
(IFN-y, TNF-o, IL -183, IL-4, IL-6, IL-10, IL-12 = 1L
18), 6eakos ocrpoit daswr (C-peakTuBHBI OeAOK, (u-
Opunoren) [6]. ApyrumMu mOCAEACTBHAMI OHOHECOB-
MECTUMOCTH ABASIFOTCA aKTHBALMA KOMIIAEMeHTa [7]
u TpoMOOonuTOB [§].

Cunraercs, YT0 OKHCAUTEABHBIE COOBITHA, BHI3BAH-
HBIC 9KCTPAKOPIIOPAABHBIM ACICHUEM, BAUAIOT 1 Ha CO-
IIYTCTBYIOIIYIO IIATOAOTHIO. X POHHYECKOE BOCIIAACHUE,
IIOMHMO CEPAEIHO-COCYAUCTOM AMCYHKIINH, CIIOCO0-
CTBYET YCYIYOACHUIO PEHAABHOM aHEMUH, CHELKAA TyB-
CTBHTEABHOCTD K 9PHTPOIIOITUH-CTUMYAHPYIOIIEMY
areHTy M COKPAITIAA IIPOAOAKUTEABHOCTD KH3HH SPHTPO-
muros 9, 10]. AkruBarusa AeHKOIITOB KPOBU H OKHCAH-
TEABHBIH CTPECC BBI3BIBAIOT IIOBPEKACHUE SPHTPOIIHTOB,
KOTOPOE, B CBOIO OUEPEAD, ITOAACP/KHBACTCA MEXAHITIC-
CKuMH HOBpexAeHIAME. [loBTOpHAs aKTHBAIIIA ACHKO-
IIUTOB ITPH KOHTAKTE C OMOHECOBMECTUMBIMU AMAAN3-
HBIME MEMOPAaHAMI HHAYIHIpPYeT Actikonenuro [11, 12]
U PACLIEHUBAETCA KAaK OCHOBHAA IIPUIHHA ACDEKTHOTO
KAETOYHOTO IMMYHHOTIO OTBETA Y IarmeHToB Ha I'A, cBs-
3aHHOTO ¢ H3MeHeHeM (eHoTHIIa ANMGOIINTOB (TIepe-
x0A u3 peroruma Thl B Th2) i usbsrrounsv cuaresom
IIPOBOCITAAMTEABHBIX IINTOKIHOB [0]. Beraeaerme rmpo-
TEHOB U AKTUBHBIX MEAHATOPOB BOCIIAACHHSA (TUCTAMUH
1 OpaAUKHHUH), OOYCAOBACHHOE IIPHUMCHEHUIEM OHO-
HECOBMECTHMBIX MEMOpPaH, CLIOCOOCTBYET IOBBIIIICHIIO
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TEMIIEPATYPHl ¥ PA3BUTHIO MHTPAAUAAM3HON IMIIOTEH-
sun [13], koTopas, B CBOIO OYepeAb, ABAAETCA OAHUM
U3 KAFOUEBBIX (DAKTOPOB CHIKEHNA OCTATOYHON (DYHK-
LUK OYeK y O0ABHBIX Ha peryaaprom I'A [14].

V manueHTOB € TEPMUHAABHOH ypeMHEN HAKOIIAE-
HHUE IIPOAYKTOB OKHCAHTEABHOIO CTPECCa AOCTUTAET
HauBHICIIEro ypoBHA. [10oA BO3AeHCTBIEM IEPOKCHAN-
PYFOIIINX AareHTOB OKHCAAFOTCA HEHACHIITICHHBIE AHITHABL
[15, 16, 17], 9HAOr€HHBIME IIPOOKCHAAHTAME IIOBPEKAA-
FOTCA TIAA3MEHHBIE OEAKH ¢ 00Pa30BAHIEM ITOOOYHBIX
poAykTOB rankuposanus [18, 19, 20]. Maarie peakrim-
OHHO-CIIOCOOHBIE KAPOOHUABI B OOACE KPYIIHBIE IIOCT-
Tpﬂ.HCAHL[I/IOHHbIC ypeMH‘IeCKI/I MOAI/I(i)I/IL[I/IpOBaHHEIC
OeAKH OOPa3yIOT MHOKECTBO MEAHATOPOB BOCIIAACHUS,
OTPAKAFOIIHIX YPEMHYECKYIO TOKCUIHOCT, MAAO 32BU-
CAILYIO OT METOAA AmaAu3HOI Tepanun [21]. Oarako
BCE COBpeMEHHBIE AN PY3HOHHBIE, KOHBEKTHBHbIC HAM
CMEIITAaHHBIE METOABI He obecrednBaroT 3@ eKTuBHOE
VAAACHHE U3 KPOBH CPEAHHX M BEICOKOMOACKYAAPHBIX
PACTBOPEHHBIX BEITIECTB, MOAUMDHITNPOBAHHBIX BO3ACH-
crBueM akTHBHBIX popm kucaoposa (APK) u peaknn-
OHHO-CIIOCOOHBIX KapOOHUAOB [22, 23, 24].

OKHCAUTEABHBIH CTPECC UIPAET KAIOUEBYIO POAb
B PA3BUTHH KAPAHMAABHON AMCYHKIIHH y OOABHBIX
na 3I1T. Ilpu repMUHAABHOI YpeMUH DAAAHC MEKAY
okcuaom aszota (NO) n AQK casuraerca B cropony
IIOCAGAHHX 32 CUeT yBeAmdeHus rponssoactsa AQK
n camxennd Aoctynaocta NO [25]. [IposocmmasuTean-
Hele nuTOKUHH, Takue, Kak 1L-18, IL-6, TNF-o cmo-
COOHBI CTUMYAMPOBATH CUHTE3 PEHUHA U CEKPEIIUIO
HOpaapeHaAnHa [26, 27]. 1L.-6 HHAYITHPYET ITOBEIIIEHIE
akruBHOCTH pererrropos AT-1 u ormocpeaoBanHOM aH-
ruorensuaoM 11 mpoayknnun AQK B kyApTHBHPYEMBIX
KAETKAX TAAAKOH MYCKYAQTYPBI KPBICHI, ITOAACP/KUBAS
CBA3b MEKAY BOCITAACHHEM, AKTHBAIIMCH PEHUH-aHTHO-
TensuH-aApAOcTeponoBoi cucremort (PAAC) u okmean-
TeAbHBIM cTpeccoM [28]. Ileperpyska oobemom ma 11T
U BEHO3HBIH CTa3 TAKKE ABAAIOTCA AOIIOAHHTEAbHBIMI
HICTOYHUKAME BOCIAAHTEABHEIX MeAnaTOpoB [29, 30].
Tax, n3-3a BHYTPUCOCYAUCTOMN IIEPETPY3KHU COCYAUCTHIA
SHAOTEANI MOKET OBITH OCHOBHBIM HCTOYHHUKOM ITPO-
AYKLIHH IUTOKIHOB B OTBET HA OMOMEXAHITICCKHN CTPEcC
[31]. Takum 0Opa3om, yKa3aHHbBIE AAHHBIE IIOATBEPIKAAIOT
HOTEHIINAABHYIO POAb IUPKYAUPYIOIIUX B KPOBU KAE-
TOUHBIX IpeArnecTBeHHIKOB ADK 1/mAn AOKaAbHBIX
(mectnbix) aronnctos cuntesa APK B passurnn KPC
Y AMAAU3HBIX OOABHBIX.

Aucbananc mexay PAAC, cummatidaeckoi Heps-
HOM CHCTEMOI M aKTHBHOCTBIO BOCHAACHHA YCKOPAET
dopmuposanne KPC B ycAOBUAX AHAAMZHOH TEPAIIHIL
[Tosromy c 11eABIO IPOUAAKTUKH U 3AMEAAECHHSA TIPO-
IPECCHPOBAHMA KAPAHAABHOM IATOAOTHH IIPH A€de-
mun ['A paspabaTsBaroTcs BHICOKOOYHITIEHHbBIE AUAAH3-
HBIE PACTBOPHI M CHHTETHYECKHIE AHAAM3HBIE MEMOPAHE,
CHITKATOINNE PUCK OKHCAHTEABHOIO CTPECCA M APYIHX
IIPOABACHHIA, BBI3BAHHBIX HI3KOH OHOCOBMECTUMOCTBIO
membpan. Hapumep, MeMOpansr Anaan3atopos us pe-
ICHEPHPOBAHHOM IIEAAIOAO3BI, B3AUMOACHCTBYIOIITHE



KapavopeHanbHbii CHHAPOM Y BOMbHBIX HO 3AMECTUTENLHOM NOYEYHOM TEparUU

C THAPOKCHABHBIMU IPYIIAMH [3-D-TAIOKO3BI KOMIIO-
HEHTOB KPOBH, BBI3BIBAFOT AKTHUBAIIMIO CUCTEMBI KOMITAE-
MCHTA H ACHKOIICHUIO. AAfl yAyYIICHNA OIOCOBMECTH-
MOCTH MeMOpPAH TAKOT'O TUIIA ICIIOAB3YETCA XIMIIECKAs
MOAH(UKAIHA TMAPOKCUABHBIX TPYIII IIYTEM allCTHAN-
pOBAHISA C IIOAYYCHUEM TPHALECTATHON IIEAAIOAO3EL
HAU IpHcoeAnHenueM 1enei D-o-rokodepoa moams-
trAeHrAnKOAB-1000 cykrmnaTa, scTeprduImpoBaHHOIR
dopumsr a-Toxodepoara. Taxke mockoabky mpu XbIT Bor-
paskeH AeOHUIIUT AHTHOKCHAAHTOB 32 CYET UX IOCTOAH-
HOU TpancMeMOpaHHoOI notepu mpu Acaernu LA u [TA,
BuraMuHEl C, B ¥ IAyTaTHOH HCIIOAB3YIOTCH B KAYECTBE
HIEPOPAABHEIX AOOABOK AASl HOPMAAN3AIINH HX YPOBHA
B KPOBH U BAUAHHA HA aHOMAABHYIO reHeparmnio ADQK
y marerTos Ha LA [25].

Ee/moeo-auepzemwtecxm Heaocmamovﬂocmb
u auﬂ/lu37ﬂlﬂ Kaxexkcus

Cpean (bakTOpOB, BAHAIONINX HA IPOIPECCHPO-
BAHNE CEPACUHO-COCYAHCTON IAaTOAOTHH H opmMu-
posarne KPC y O0ABHBEIX Ha AMAAM3E, CAEAYET BBIAC-
ante BOH (malnutrition) [32, 33]. I[Iporpeccupyrormas
HECTAOMABHOCTD apTepHaAbHOro AasaeHua ¢ ['AJK
U AHACTOANYECKOI AMC(YHKIIHEH, AI[HAO30M, aTEPO-
CKAEPO30M KOPOHAPHBIX COCYAOB, 4 TAK/KE HAPACTAFOIIIAS
THITOAABOYMHUHEMUA U TAHKEAAS AHEMUA PAHO IIPUBOAAT
K cuaApoMy HeadbdextusrOro I'A 1 yrpare ocratrounoi
(pyHKIIIH TTOYEK, YTO, B CBOIO OUEPEAD, YCYTYOAAET I'U-
HEPIUAPATAIIUIO C IIEPETPY3KOH MHOKAPAA H €TI0 HIIC-
MHEH, OKHCAUTEABHBIM CTPECCOM, AMAATAIIHCH KaMep
CEpAITa.

K nprrarrmam BOH y Amaanzsbix 60ABHBIX OTHOCATCA
OEAKOBBIH THIIEPKATA0OAM3M CO CHHKEHHEM CHHTE3a
AABOYMHMHA M HE3aMECHHMBIX AMHHOKHCAOT H IIOCAE-
AyroruMu ux rotepamu (6oapine Ha ITA), Aedummr
L-xapHUTHHA, AHOPEKCHUS C ACTIPECCHEH, XPOHUIECKOE
BOCITAAGHHE C THIIEPIPOAYKIIIEH IIPOBOCITAAHTEABHBIX
nuTOKHHOB [34]. Baxmyro poas B passuranr bOH urpaer
YpEMUYECKUI ITHIIEpIIAPATUPEO3 ¢ AcUIITOM aHAOO-
AMYECKHX TOPMOHOB (MHCYAMHA, 3pHTPOITO3THHA). [Ipo-
rpeccuposarne bOH dukcnpyerca npn mornTopuHre
anrporomerpun (MIMT, OMII, KIJKCT), yposus aAs-
Oymuma, amvdormros, TNF-o, Tpancdeppura u CPb
KPOBH.

B aanexo zameameit craauu Anaansaoro KPC mpo-
rpeccuposanne bBOH nprsoant k popmuposarmro MIA-
cuaapoma (Malnutrtion, Inflammation, Atherosclerosis),
KOTOPBIH IPOABAAETCA UIIIEMUIECKON KAPAHOMHOIIA-
THEH ¢ APUTMUAME U CTCHO3UPYIOIINM aTePOCKACPO30OM
¢ A y3HOM KaAbIIUKAIIIEH apTepUil H KAAITAHOB
CEPAIIA, PA3BUTHEM PE3UCTECHTHOH K ACYCHUIO AHEMHH
1 ruroaAsOymuHemMun [35].

Auarusnas kaxexcus npu MIA-cuaapome popmu-
pyercs upu camwkennu VIMT menee 15 kr/m? ¢ runo-
aapOymnaemuei (<30 1/A) ¥ IPOSBAACTCS TAKEABIMI
HAPYIIEHUAMHI CEPACYHO-COCYAUCTON, 3HAOKPHH-
HOHM M UMMYHHOU cucteM [36]. OHa xapakrepHa AAf
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nosaneit craann KPC, koraa AMaAn3HYIO KaXEKCHIO
yeyryoaser kaxekcus npu XCH. Copmupoasimasca
sacrorinag XCH ycuamsaer BOH 3a cuér armao3sa ¢ po-
ITOAHUTEABHBIM THIIEPKATAOO AUZMOM, OKHCAUTEABHOTO
cTpecca, CHHAPOMA HaPYIIEHHOTO BCACKIBAHUSA U THIIO-
AABOYMUHEMHH, IIOAUIIPArMa3uH. Y TAKUX HAIMEHTOB
HAOATOAQIOTCA TPYAHO KOHTPOAMPYEMAsA THIIEPTEH3NA
C pCL[I/IAI/IBaMI/I HHTPaAHaAHaSHOI/I TUIIOTCH3W M, UIIIC-
MIYECKAs KAPAHOMUOIATHSA C APUTMHUAMHI, PACIIPOCTPa-
HEHHBI KOPOHAPHEIN aTEPOCKAEPO3 U KAABITHHO3, T-
AKEABIH rUIIepIapaTnpeos, suredasonarus. Beicok puck
PAa3BUTHA ACMECHIINH, IIPHCOCANHEHUA HH(EKITHOHHBIX
OCAOKHEHHH C HCXOAOM B OAKTEPHAABHBIH CEIICHC.
Verex OOppOBI ¢ aHOpPEKCHEH, THII0AABOYMUHEMUCH,
nHQEKITNOHHBIMU OCAOKHEHHAMH, dHIIe(AAOTIATHEH
BO3MOZKEH TOABKO ITPH KOMITAEKCHOM ITOAXOAE € KOPPEK-
HUEH ACIPECCHU, HMMYyHOACPUIUTA (AHTUIIHTOKIHO-
BbI€, AHTUONOTHKH), AHEMHH, ACDHIINTA AMHHOKUCAOT
u L- kapHUTHHA, 30HAOBOM (IIapEHTEPAABHOM) IIUTA-
HuH, nHQY3HH OEAKOBHIX rpernapatos. [Ipu TaKéAom
Kaxekcu# 3(PPEKTUBHO BBIITOAHEHHE TPAHCIIAAHTAIIIH
ITOYKN.

Bausnue cuusxcenus ocmamounoi pynxyuu
nouex Ha npozpeccuposanue cepdesno-cocyoucmoi
namonozun y boarvuvix wa 31T

Coxpanenne OCTATOYHOH (PYHKIINHU ITOYEK Y AHA-
AM3HBIX OOABHBIX YAVUINAET BBKUBAEMOCTD U IIPOTHO3.
Tak, mo aarEBIM HIAEpAQHACKOTO COBMECTHOTO HCCAE-
sosanud NECOSAD vy 740 nmarmenros na I'A yBeanue-
uue ocratroanoi dpynkiwm novek (Kt/V na 1 eannnry)
4CCOIIMHIPOBAAOCH CO CHIKEHHEM OTHOCHTEABHOTIO
pucka cmeptu Ha 66% [37]. I1o AaHHBIM ITpOCIIEKTHB-
noro anaausa W. Van der Wal u coasr. (2011), Bkaro-
varorrero 1800 amaausuerx 60ApHbIX (1191 manmenTtos
HaXOAHAUCH Ha AedeHnH Ha A n 609 — Ha mocToqH-
uom ITA), mocae yrpater OCTaTOYHON (DYHKINH TOYEK
HAOAIOAAAOCEH 1,5-KpaTHOE HOBBIIIIEHHE PHCKA CMEPTH
B CPaBHEHHH C OOABHBIMH C COXPAHHOH OCTATOYHOM
noveunoit dynximeii [38]. Y. Obi u coasr. (2016) ycra-
HOBHAH, 9TO DOAEE BBHICOKAA U CTAOMABHAA OCTATOYHASA
dynkrma mogek (KP) accormmpoparacs ¢ AydImei Bb-
KHBAEMOCTBIO ITAIINEHTOB YEPE3 TOA IIOCAE HAYaAd Pe-
ryaaproro IA. TTpu stom HabArOA2AACH OOpaTHAA 3aBH-
CHMOCTb MEKAY CMEPTHOCTBIO 1 OCTATOYHOI (DYHKITHEH
IIOYEK — KAUPEHCOM MOYEBHUHBI I OOBEMOM CYTOYHOM
Moun [39]. B paase APyIrEX MHOIOIIEHTPOBBEIX HCCAE-
soBanmsx [40, 41] OplA0 MOKA3aHO, YTO V MALHECHTOB,
moAy4amux mocroaHusiil [TA, ocrarounas dyHknns
ABAACTCS HE3ABUCHMBIM IIPEAUKTOPOM BBIKUBAEMOCTH.
Kanaacko-amepukanckoe nccacposanune (CANUSA),
BrAroumBiree 601 manmenTa Ha mocrosanom 1A, mo-
KA3aA0, YTO C BBIKUBAEMOCTBIO OOABHBEIX KOPPEAUPYIOT
HE [IEPUTOHCAABHBIH KAUPEHC KPEATHHIHA U IIEPUTOHE-
aapHad yAbTpacduabtparmd (Y ®P), a ocrarounas pyHKIms
mouek [42]. MccaeaoBarue 0cTaTOIHON (DYHKIIHH ITOYCK
y 60ABHBIX Ha [TA IIOKA3aA0 CHIDKEHITE OTHOCHTEABHOTO
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prcka cMepTH Ha 36%0 TIPH YBEAYEHHUHI CYTOYHOTO O0b-
ema moun Ha 250 MA.

CoxpaHHOCTh OCTATOYHON (PYHKIIHH ITOUeK 0be-
CIIEYMBACT AYYIIUE KOHTPOAD IHITEPTUAPATAIINH, AFC-
9AEKTPOAUTEMUH, AKTUBHOCTH BOCIIAACHHUA 1 KAUPEHCA
CBSI3AHHBEIX C OEAKAMH HH3KOMOAEKYASAPHBEIX TOKCHHOB
1 CpeAHHX MOAEKyA. Aaixe HEOOABIIOH 00BEM OCTa-
TOYHOW (PYHKIIMH CHIKAET YPOBEHD PACTBOPEHHBIX
B ITAQ3ME YPEMUYECKHX TOKCUHOB, 3,-MHKPOTAOOYAMHA
(43, 44, 45].

MexaHU3MBI BAUSHHUA OCTATOYHON (DYHKIINH ITOYEK
Ha KaPAHAABHYIO CMEPTHOCTD U IIPOIPECCHPOBAHIE CEp-
ACLIHO-COCYAI/ICTOIZ ITATOAOIHH y AMAA3HBIX 6OABHI)IX
B IIEPBYIO OYEPEAb CBA3AHBI C AVUIINM KOHTPOAEM TH-
Aparanuu. Kak mHa peryaspuom I'A, tak u Ha mocross-
oM [TA, 6oasuere XBIT ¢ HeKOppUTHPOBAHHOMN rumIep-
THAPATAIIICH ITOABEPIAIOTCA BBICOKOMY PHCKY PA3BUTHSA
CEPACUHO-COCYAUCTBIX OCAOKHEHHI — 00BEM/HATPHIL-
3aBHCHMOMN TMIIEPTEH3NH, THIEPTPOPHUHN MHOKAPAA
AEBOTO KEAYAOUYKA, APUTMHUN U 3aCTONHOH CEPACIHOMN
HepaocTaTOYHOCTH [46, 47, 48]. V GOABHBIX HA HH-
tepmurrapyiomemM IA npn Y® nabaroaaercs moct-
HINIEMITYECKOE HAPYIIIEHUE COKPATUTEABHON (DYHKITHH
muokapAa ("orayrrenne MuokapAa") Aake B OTCyTCTBUE
aHrHorpaUIecKu 3HAYUMON KOPOHAPHONU DOAE3HHI
[49], a B AOATOCPOYHOM TEPCHEKTHBE XPOHUIECKAA
AUCYHKIIA ACBOTO JKEAYAOUKA U3-32 IIOBTOPSIOIICHCS
BO Bpema YD mrrieMnu ABASETCA OAHOH M3 IIPHYUH IPO-
rpeccuposanna XCH y 6oapapx Ha I'A [50]. Coxpan-
Has OCTATOYHAA (DYHKIUA IIOYEK Y IIAIIHECHTOB HA PEry-
aapaom I'A mosBoaster cansurs 06pemer Y® Bo Bpems
ceanca AMaAm3a, IIPHBOAA K YMEHBIIIEHHIO PUCKA pe-
LIIAMBHPYIOIIEH UIIEMII MHOKAPAA UAU ITAACHUA CH-
CTOAMYECKOTO AABAGHUA BO BPEMA IIPOLEAYPHI (HHTPa-
anaanssoi runorensnn) [50, 51, 52, 53]. V manuenTos
na rocroaHHoM ITA moaaepixanne ocrarouHON DyHK-
IIUH TTIOYEK M 3HAYMMOTO AMYPE3a OCAADAACT IOBPEK-
AQroIree BO3ACHCTBHE ACKCTPO3BI Ha ITEPUTOHEAABHYIO
MeMOpaHy, YMEHBIIIAET THIIEPIAMKEMHIO, PHCK OKHpE-
HuA U Ara0era.

Haanmune ocratounoit pyHKIHM ITOYEK CBA3AHO
HE TOABKO C AyYIIEH BEIKHBAEMOCTBIO, HO U C BAH-
AHIEM HA TOPMOHAABHBIE, MHHEPAABHO-KOCTHBIE
1 HYTPUTHBHBIC HAPYIIECHUA U YAYYIIECHHE KAYeCTBA
xusHn marpertos Ha LA u A, gto moarBepAnAo nc-
caeposarue CHOICE (2010) [54]. Boaee Bricokoe xa-
9YeCTBO JKHU3HH V OOABHBIX C AnypesoMm Ooaee 250 ma
B CYTKH CBA3AHO TAaK/KE C MEHDBIIHMH OIPAHIYCHUAMI
B AMETE M IIPHEME KUAKOCTH, ACCOIIMUPYETCA C AYY-
IITIM HYTPUTHBHBEIM CTATYCOM IanmeHToB [55], boace
addexTuBHBIM KOHTpOAEM runepdocdaremnn, pe-
HAABHOH OCTEOAUCTPOHUN M AHEMHUH, 3aBHCAIINMHE
OT CHHTE32 SPUTPOIIOITHHA U AKTHBHBIX (POPM BHTA-
muHa D3 cMopinenneivMu moukamu [50, 57]. Paa aan-
HBIX ITOK43aAN ACCOIMAIINIO MEKAY HAAMYHEM OCTa-
TOYHOMN (DYHKITHEH IIOYEK H YMEHBIIIEHIEM IIPOAYKITIH
BOCITAAMTEABHBIX MapkepoB: C-peakTHBHOIO OeAka
u uHTepAeikuHa-6 [58, 59].
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ITpo6aemsr koppexiuu KPC
y 60apubix Ha 3I1T

Yavmpagpurvmpayus
U UHMPAOUANUIHASL 2UNOINEHUS

V nanwmenTos B repymunaspnoi craaun XbBIT yaaae-
HHE JKHAKOCTH AOCTHUTAETCSH ITOCPEACTBOM 3KCTPAKOPIIO-
paaprOil Y@ mpu I'A nan BHyTpukoprnopassaoit VO
upu moctosHHOM [TA. B orarrame ot nrrepmuTTHpyIO-
mrero A, mocrosansiit [TA He acconnupyercs ¢ "oray-
IIICHHBIM'' MHOKaPAOM, YTO BO MHOIOM OO'BACHSAET DOACE
mMeareHHOE Tporpeccuposarne XCH y mannmenTos,
moayvarorux Aederne [TA [60]. OAHaKO pesyAbTaTsl
KAMHIYECKHIX HCCACAOBAHUI 00 YKA3aHHBIX IIPEUMYIIle-
crax 1A mporusopeunssr. V.B. Panday u coasr. npu
perpocnekrusHOM aHaAn3e 139 marmenTos ¢ XBIT 5 cr.
n conyreryromeir XCH nHe HAIIAM pasAndmii B ABYX-
ACTHEH CMEPTHOCTH, CEPACUHEIX HCXOAAX U YACTOTE
rocrimrasusannii y ooapabix Ha [TA n TA [61]. B mc-
CACAOBAHHUH C HCIIOAB3OBaHHeM HarmonaasHOM Gassl
Aausblx TafiBans ¢ yaactuem 6oaee 35000 manuenTos
I. Wang u coasr. (2013) moxasaan, 4To y GOABHBIX TEp-
muraspaOH XITH 1 comyrersyrormest XCH aegerme ITA
aCCOIMHPOBAAOCH C DOAEE HU3KON BBIKIBAEMOCTBIO [62].
CAeAyeT OTMETHTD, UTO IIOAYICHHEIC AAHHBIC MOTAHT
OBITB CBA3AHDI C TPYAHOCTAMHE YIIPABACHISA THAPATALIHCH
na 1A, moAHOI yTpaToi ocTaToOYHOMN (DYHKIHN IOYEK
U/UAU OTPAKATh HEAOCTATKU U OTPAHHYCHUS [IPOBE-
Aéunoro anaamnsa. [1pu anaamuse peecrpa B AombapAnu
F. Locatelli i coaBT. IOKa3aAM, 9YTO BEAUYIHHA PHCKA
CEPAEYHO-COCYAUCTHIX 3a00ACBAHHIT B IPYIIIAX, IIOAY-
JaBIIHX AedeHue A, 110 cpaBHEHHIO ¢ IPyIIIIOi Ha Ae-
gennu [1A, AcoctoBepHO He pasamdaasacs [63]. A Heaas-
HHE HCCACAOBAHIA HA OCHOBE HAIIMOHAABHOIO PeecTpa
Tatians (20106), Brkarouarorrre 60aee 45000 marprerrTos
¢ TepmuHasbHOI XITH, mokasaam, 4To puck paspurus
CEPAEYHO-COCYAUCTBIX 3a00ACBAHMI Y ITAIINEHTOB, 110~
Aygarorux A, ma 29% Beirrie, 9eM y IAIIEHTOB, IIOAY-
qarornux [TA [64].

PaspurTre HHTPAANAAN3HOM THIIOTEH3UH Ha PETYAAP-
HOM ['’A 00yCcAOBACHO ypeMIYeCKOI TOANHEHPOIATHEH
n XCH, koraa B orBer Ha AnaausHyio Y® cocyaucroe
PYCAO 3aIIOAHACTCA HEAACKBATHO MCAACHHO, BBI3BIBASA [H-
LIOBOAEMHIO U rrmoTeHsurio. [ Ipu stom anasnzusit KPC
C THIIOTEH3MEH YaCTO OCAOKHACTCA TPOMOO3OM COCY-
AHCTOTO AOCTYII4, BCACACTBHE 4ero OBICTPO hopMu-
pyercs CHHAPOM HEAOAMAAH32 C THIIEPKATAOOAM3MOM,
4 IPHCOCAMHCHICE K HHTPAAMAAHSHON I'HIIOTCH3HH
KPOBOIIOTEPH, CUHYCOBOI TAXUKAPAHH CYILIECTBECHHO
YBEAHUYHBAET PUCK PA3BUTHA OCTPOrO KOPOHAPHOIO
cuupapoma, OHMK [65]. V GoapHBIX ¢ AHAOETHYIECKOM
HedpomaTreil HEPeAKO pasBuBacTca TaKEAAA pedppak-
TepHas K KOHCCPBATUBHOH TEPAIINN MHTPAAHAAU3HAS
TUIIOTEH3HU, YIPOKATOIIAsA UIIIEMUCH OPraHOB-MHUIIIC-
Heil. [Ipn AeueHNn MHTPAANAAM3HON I'MIIOTEH3NH HC-
IIOAB3OBAHIE BA30IIPECCOPOB U aAb(A-AAPCHOMIMETH-
KOB HEOE30IIACHO, IIO9TOMY PEKOMEHAYETCS IIPUMEHCHIIE



KapavopeHanbHbii CHHAPOM Y BOMbHBIX HO 3AMECTUTENLHOM NOYEYHOM TEparUU

KOHTpoAnpyeMoii Y® ¢ MOHUTOPHHIOM "cyxoro Beca'
IPH ITOMOIIH OHOMMITEAAZHCOMETPHH, IIEPEBOA OOAB-
moro Ha [IA man exxeaneBusri (mounoi) LA,

Cmenosupyrouguii amepockiepos

Aaa MIA-cuaApOMA XapakTepHO OBICTPOE CTEHO3U-
POBaHME MATUCTPAABHBIX APTEPUIT BCAEACTBHE ITPOrpeC-
CHPOBAHUSA ATEPOCKAEPO3a B COUETAHUH C KAABITHHO-
som. Yacro hopmupyercs umemmugeckas O0AE3Hb OYEK
C HEKOHTPOAHPYEMOI PEHNH-3aBUCHMON THITEPTEH3NEH,
CTCHO3UPYIOIIHH aTEPOCKACPO3 MO3TOBBIX apTEPU
¢ puckom OHMK, urmremMuaeckas OKKAFO3HOHHAS SHTe-
porartus ¢ passuTeM cuHApoMa malabsorption, ycyry-
oasrorvm BOH 1 aremuro.

Aas amaansuoro KPC ¢ passépuyroir bOH tu-
ruuanaa M1BC ¢ HecTabuAbHON CTEHOKAPAMEH U IIOBBIIIIC-
nrem B kposu CPB, koppeanpyromntim ¢ ypopaem AITHIT
[66, 67]. I'mrrepriapaTpeos acCOMHUPOBAH C IIPOrpec-
CHUPYIOIIEH KaABITH(DHUKAIIIEH KOPOHAPHBIX apTEPUII,
yCHAHMBArOIIel arepockaepos [68, 69]. Tumruen crenos
IIPOKCHMAABHOM YaCTH KOPOHAPHOI apTEPHH, KOTOPBIH
00YCAaBAHBAET BBICOKYIO ACTAABHOCTD Y OOABHBIX HA AU-
aanse [70]. TpyAHOCTH paHHEH AMATHOCTUKN HH(APKTA
muokapaa pu anasusaom KPC ceAzanml ¢ ypemmrdeckoit
ITOAMHEHPOIATHEH, AUCIACKTPOAUTEMHIEH, KAABITIHA-
TAMH B MHOKAPAC U KOPOHAPHBIM KaAbIIHO30M. [Tpn
koponaporpadun y 60% 6oasuex XbIT 5 cr., mocty-
Haronmx Ha AedeHne peryAapHeiM I'A B Snonum, Bor-
ABAACTCA MAAOCHMITTOMHBII CTEHO3 OAHOM KOPOHAPHOM
aprepun, a y pAAa OOABHBIX — HECKOABKIX KOPOHAPHBIX
aprepuii (multivessel disease).

[TpoduaakTuka OCTPOro KOPOHAPHOIO CHHAPOMA
BO3MOHA IIyTEM BAMAHNA Ha (DAKTOPBI PUCKA €ro pas-
BuTnA Ha I'A: HHTPAANAAMBHYIO THIIOTEH3HIO, CHHYCO-
BYIO TAXHKAPAHUIO, KpOBOIIOTEPIO 1 aHeMuro. CHmrKeHme
KAPAMAABHON CMEPTHOCTH AOCTHTAETCH IIPHMEHEHHEM
uaruouropos AIT® [71]. Hurparsr n 6era-aapenodbAoka-
TOpBI Xy:Ke rmepenocstes mpu anasnsaom KPC us-3a me-
CTAOHABHOCTH reMOANHAMHKH. DPEKTHBHOCTD CTa-
THHOB Ha peryAdpHOoM I'\ okoHuaTeAbHO He AOKa3aHa,
a 9acToTa HOOOYHBIX 9(P(EKTOB BBIIIE, UM HA PAHHUX
craanax XBIT [72]. Kapanonporekrusaerit apdext mpe-
HIAPATOB 3PUTPOIOITHHA HE MOKET OBITh IIOAHOCTBIO
PCAAM30BAH B CBA3U C DOAEE YACTBIMHU ITOOOUHBIMU 3(-
cpexramu ero Beicoknx A03. IIpu komcepBaTHBHOI TEpa-
i VIBC na remoamasmse HaOArOAaeTCA KpaiiHe HI3KASA
BBIKHBAEMOCTD IIOCAE IIEPEHECEHHOTO OCTPOTO MH(APKTa
MHOKapAa (k koHIy 1-ro roaa 41%, uepes 2 roaa — 27%,
gepes 3 roaa — 10%), uTo cBA3AHO C HHTOACPAHTHOCTHIO
YPEMHYECKOIO MHOKAPAA K HITIEMUH — PEMOAEAHPOBA-
HIEM MEAKIX KOpOHApHBIX aprepmii (small vessel disease),
a Taxke ¢ peromenom "oraymenus muokapAa” Ha IA
[Ipu kopoHapHOI aHrHOIIAACTHKE Y OOABHBIX C AHA-
amsupiM KPC ocrpas mocaeorreparnimonnas A€TaAbHOCTb
6oAee ueM B 3,5 pasa BIIIIE CPEAHECTATHCTUYECKOIH, 4 OT-
AAAEHHAA BHIKHBAEMOCTD ITOCAE CTEHTHPOBAHHSA CyIIle-
CTBEHHO BHIITIE, YEM ITPH KOHCEPBATHBHOI Teparmu [73)].

O630psi 1 nexuun

Ilpozpeccupyromyas sacmoiinas XCH
¢ HUBKUM cePOetHbIM 8bLOPOCOM

3acroitnas XCH y 6oapnbix Ha I'A mpossasercs
yCyIryOACHHEM XPOHUYECKOH TMIIEPBOAEMHUH C ACKOM-
IIEHCAIIHEH 10 OOOHM KPyraM KpOBOOOPAILIEHHSA IpU
3HAYNTEABHOM CHIDKEHHN (DPAKIMU BEIOPOCA M HEBO3-
MOZKHOCTBIO ITpoBeAeH s acbdextusHOro I'A, passurruem
KPUTHYECKOH IIPOIPECCUPYIONIEH THITOHATPUEMUH C BbI-
COKHM PHCKOM OTEKA MO3TIa. 3-X ACTHAA BBIKUBAEMOCTb
60ApHbIX 3acToiHOoi XCH na peryaspuom I'A He ripesbr-
mmaet 20%, a camas gacTas IPUYHMHA CMEPTH 3TOM TPYIIITHI
6oAbHbIX Ha I'A — BHE3aHaA KapAnaAbHAA CMepPTD [74].
DTH HCXOAB B OOABIICH CTELECHH 3aBUCAT HE OT TH-
xectn IBC, a or Beanunusr koppurnposarnroro QT-
nurepsasa 1 QT-Aucmepcun 1 0OyCAOBACHBI CAOKHBIMI
HAPYIIEHIAME PUTMA B PAMKAX AHAAH3HOro malnutrition
(rumepKaTabOAN3M, AIHAO3, ANCOAAAHC KAANS, HATPHA
U KAABLIUA B AUAAU3ZHPYIOIIEM PACTBOPE, THIIOMATHHCMU-
emus) [75]. IIprmenenne kapAMOIIPOTEKTOPOB, AHTHAPHT-
MHKOB 1 Ba30IIPECCOPOB AACT AUIID KPATKOBPEMEHHEII
adext; Ooaee adbdeKkTHBHBL perepdy3us MEOKAPAA,
HICKYCCTBCHHBII BOAHUTEAL PHTMA, HIMIIAAHTHPOBAHHEII
KapAnoBepTep-AepubpuasTop (74, 75]. Micrmoassosanne
[IPEapaToB SPUTPOIOITHHA U KEAE3Q HEOOXOANMO,
B CBA3H C TSOKEAON aHEMHCH Y AOCOAIOTHOTO DOABIIIH-
crBa OoapabX ¢ XCH Ha AnaAnse, OAHAKO IIPH ACUCHUH
3PUTPOIIO3THHOM HEOOXOAUMO YUUTBIBATH AO303aBHCH-
MOCTB, PHCKH TPOMOO30B H APTEPHAABHON IUIICPTCH3UIL

[TA moier OBITH METOAOM BEHIOOpPA B ACYCHHH
narrenToB ¢ 3actoiinoi XCH, obecrieunsas sacbdexrms-
HyI0 Y® 1 9KCKPELHIO HATPUSA B HEOOXOAUMBIX OObEMAX,
0COOEHHO IIPH UCIIOAB3OBAHIH PACTBOPA NKOACKCTPHHA.
V manmento ¢ KPC 1 TSKEABIM aCIITOM HCIIOAB30OBA-
uue [TA MoxeT IPHBOAUTD K CHIKEHHIO BHYTPHOPIOIII-
Horo AaBAenns. K nmpenmvyrmecrsam ITA y 60apHBIX 32-
croiinoit XCH orrocsres: HenpepsiBHas "msrkas" VP
C MHHIMAABHBIM BO3ACHCTBHEM Ha TEMOAMHAMITYIECKITIH
CTATYC U YMCHBIIICHIE CHMIITOMOB IIEPEIPY3KH O0BEMOM;
CHIKEHIE BECA M KOPPEKIINA TUIIEPBOACMEN; YBEAHC-
Hue pakIuu BEIOPOCA AEBOTO KEAYAOUKA; 3P deKT
"mpocenBarus" HATPUA U BOSMOKHOCTD AYUILEIO KOH-
TPOAA HAA THIIEPHATPHEMHEH; YAAACHIE OCTPO(a30BBIX
OCAKOB I CPEAHHX MOACKYA, OTCYTCTBHE IIPOBOCIIAA-
TEABHOH aKTHBAIIMH IUTOKHHOB; CHIKCHIE BHYTPHU-
OPIOIIHOrO AABACHHA Y IAIMEHTOB C TAKEABIM ACIIH-
TOM U YAYYILICHUE KAYCCTBA KUZHU; AVUIIIH KOHTPOAD
34 YPOBHEM KAAHUSA CBIBOPOTKH KPOBH C BO3MOKHOCTBIO
HCIIOAB30BAHHA DAOKATOPOB PEIENITOPOB aABAOCTE-
pona u maruonTopos AIID. ITpu orcyrersrm adpdekra
AOAKHA HCITOAB30BATBCA TPAHCITAAHTAIIAA CEPALIA, U30-
AMPOBAHHASA UAU B KOMOUHALHH C IIOYKOI.

Tunepnapamupeos
I'urepriapatapeos, 9acTo HaOAFOAQFOIIUICH Y ODOAB-

peix ma 31T, nporHocTtuyeckn HeOAArOIpUATEH
[76]. IloBprmenue cerBOpoTOYHOrO hakropa pocra
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pudpodaacros-23 (FGF-23) ¢ bopmuposanuem pe-
3UCTEHTHOCTH K HEMY IIPEAIIECTBYET MUHEPAABHO-
koctabiM Hapymenuam (MKH). I'mnepdocdaremus
U CTEIEHb IOBBIIICHHA TAPATHPEOMAHOIO rOPMOHA
HApaCTaroT ¢ yBeamdennem craann XbI1 u koppean-
PYIOT € KapAHaABHOH cMepTHOCTBIO [77]. Kaabpmmmaos
CEPACUHBIX KAAITAHOB BEAET K (DOPMUPOBAHHUIO IIPU-
OOpPETEHHBIX ITOPOKOB cepAma (dro ycyryoader XCH)
U IOBBIIITACT PHCK PA3BUTHA HH(EKIIMOHHOIO SHAOKAP-
anta. [Ipnm amasnznom KPC B cBA3H ¢ yrpo30i KaAbITH-
(puKAIIN MATKUX TKAHEH (BKAIOYAS KAABIIU(DIAAKCHAIO
KOXKH C CEIICHICOM) AKTHBHBIC MCTAOOAHTHI BUTAMITHA D
IpoTHBOIOKa3aHel. [leaecooOpasno ncroab3oBanne
OeskaApIHeBBIX POChHATONHAEPOB: CeBeAAMEp, AAHTAHA
kapOoHat [78]. CeBeaamep koppurupyer rurepdocda-
TEMHUIO U YMEHbIIaeT B 1,5 pasa cMEpPTHOCTD Y AHAAH3-
HBIX DOABHBIX, 3AMEAAAS KOPOHAPHYIO KaAbIH(UKa-
LIMIO, CHIIKAS B KPOBU YPOBEHD ATEPOTCHHBIX AUITHAOB,
FGF-23, nposocmaanTteApHbIx TuTOKHHOB [79]. [Tpuém
xeAezocoaepxarnx dpocdar-0uHAEpOB 3D EKTUBHO
CHIKAET ypOBeHDb POCATOB B KPOBH, HO YACTO OCAOK-
HSAETCA AUapeeii U MOKET YCYIYOUTh HYTPUTUBHBIC HAPY-
rerns mpu BOH [80]. Toraapnas mapatnpeonaAdKkTroMus
y OOABHBIX C AMAAH3HOH Kaxekcuer 3(eKTUBHO BAH-
der ma MKH u nporpeccuposanune XCH, no cpazana
C PHCKOM OCTPBIX ITOCAEOIIEPAIIMOHHBIX OCAOKHEHHIH
[81]. AApTepHATHBA TAPATUPEOUAIKTOMUN — HA3HAYCHHIE
KAABITIMUMETHKOB. [ [FIHAKAABIIET IIPH AANTEABHOM ITpHU-
MEHEHHHU CHIKACT ITOTPEOHOCTD B MAPATUPEOHAIKTO-
MUH, 3AMEAAAET KAABIN(DUKAIINIO APTEPUI U KAAIIAHOB
CEPAIIA, YMEHBINAET CEPACUIHO-COCYAUCTYIO CMEPTHOCTD

82, 83].
Hmmynodepuyum

[pu armaamznom KPC rxeso mportekaer kak nHEK-
IHIA, BEI3BAHHAA TPOMOO30M ckAeposuposarnoil ABD,
TaK 1 MH(EKIINA, He CBA3AHHAA C COCYAHCTBIM AOCTYIIOM
[84]. Ocobenno BeAnka pacIpoCTpaHEHHOCTH CTAUAO-
KOKKOBBIX M ATHIIHYHBIX ITHeBMOHHI [85]. K dakropam
pucka rmreBmonnu 1pu anasnsaom KPC ¢ malnutrition
OTHOCATCA IMMYHOACPHUITUT C AKTUBAITHEH OIIOPTYHH-
CTHYECKUX HH(EKIHIT i HOCHTEABCTBOM CTA(OHAOKOKKA
B HOocoraotke, XCH ¢ xponndgeckoli rumepruaparanueit
U THIIOKCHEH TKAHN ACTKIX, THAPOTOPAKC, KAABIIH(PHKA-
LIUA ACTOYHOI TKAHH IIPH THIIEPIIAPATUPEO3E, CHHAPOM
OOCTPYKTUBHOIO HOYHOTIO aITHOI, SII03THH-PE3UCTCHT-
HAS AHCMHA.

Cpean Bo3OYAHTEACH OCTPOH ITHEBMOHUH HA AHA-
AM3€, IOMHUMO CTA(DHAOKOKKA, YCAOBHO-IIATOICHHBIE
6akrepun (E. Coli, Haemophylis influenzae, Klebsiella,
Psendomonas, aucrepun, AerHOHEAABI), IATOTCHHBIE
rpuOBI (ACIIEPIUAABL, KAHAUAQ, KDHITTOKOKK, BO3OYAHTEAD
mykopmuko3a). [1pu amaaunsaom KPC kpatine BIicOKa
CMEPTHOCTD OT ITHEBMOHIH, BBHI3BAHHON 4CCOIIHAIIAEH
BHPYCa IPUIIIIA CO CTADHAOKOKKOM, CyleprH EKITHEH
nueBMoIHCTAMU ¥ 60ABHBIX MIA-cumapomonm, nudH-
NUPOBAHHBIX nuToMerasosupycom [86]. [lpm aarexo
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samearreit craana KPC y 60ABHBIX AMabeTOM THITHYHEL
THOIHBIE OCAOKHEHIA ODAHTEPUPYIOIIETO aTEPOCKAE-
pO3a apTepuil HIKHUX KOHEIHOCTEH 1 AHAOETHYECKOMH
CTOITBI C BEICOKOH AETAABHOCTBIO OT TAHTPEHBI U CEII-
crca. Paxropamu prcka passutud npu Anasnzaom KPC
nudexnuontoro supokapauta (VD) aeasrores mudek-
U COCYAHCTOTO AOCTYIIA, KAABIIMHO3 KAAIIAHOB ITPH
TAKEAOM THITEPIIAPATUPEO3E, 4 TAKKE UX MHKCOMATO3-
HAfl ACTEHEPAITHA, TPOMOOTHIECKNE HAAOKCHHUSA, TAKEAAS
amemus [87].

AHTHOAKTEPHAABHAA TEPAITHA IIPOBOAUTCH IIOCAE
yAaAeHu HHPHUIHPOBAHHON (PUCTYAB ¢ HPOPMHPO-
Banuem HOBOH AB® mam ¢ mepesoaom ma ITA [88].
Aedenre aHTHOMOTHKAMHE INTHPOKOIO CIEKTPA HAYH-
HAIOT HEMEAAEHHO U KOPPHTHPYIOT ITOCAE OAYIECHUSA
PE3YABTATOB II0CEBA KPOBH. AHTHOAKTEPHAABHAA TEPa-
s Heapdexrupra upu sacrornon XCH, permansu-
pyroreii TpoMO0aMOOANH, TP TPHOKOBOM 3HAOKAP-
AWTE, IIPH YACTO OOHAPYKHUBAECMOM Y TEMOAHMAAN3HBIX
OOABHBIX IOPAKEHNH TPEXCTBOPYATOIO KAAIIAHA, KAd-
mmana ACrouHoN aprepun. B aTHx caydasx HeoOxoAnMa
oIrepanys IPOTE3NPOBAHUA ITOPAKEHHOTO KAAITAHA

87, 89).
3n03muu—pe3ucmeﬂmﬂaﬂ anemus

Anemus y 60apubIX XBIT nHAYIEPYET 9KCLIEHTpU-
geckyro I'AZK u yeyryOaser miremMnro MHOKapAa, TeM
CAMBIM ITIOBBIIIAA CEPACTHO-COCYAUCTYIO CMEPTHOCTD
npu anasnsaom KPC [90, 91]. [Ipenaparsr spurporos-
THHA HOBBIIIIAFOT KAYECTBO KU3HI AHAAUSHBIX OOABHBIX.
Oamnako npu amasusaoMm KPC cHmxaromuil AeTasb-
HOCTB 9(DDEKT IPUTPOIIOITHHA HE AOKA3AH, HE COTAACO-
BAaH HAMOOAEE PE3YABTATUBHBIH 1 OE30IIACHBIN YPOBEHb
rieaesoro Hb. Tax, mpu pekOMEHAYEMOM CErOAHA IIeAe-
BoM yposre Hb 11-12 1/aA HE AOCTATOYHO CTHMYyAH-
PYIOTCA HEOAHTHOICHE3 I CTBOAOBBIC SHAOTECAHAABHBIC
KACTKIHL.

B pamkxax MIA-curApoma (IIOA BAHAHHEM XPOHH-
YECKOTIO BOCITAACHHSA, AlINAO34, HAPYIICHHA BCACHIBA-
Huf xeaesa npu malabsorbtion, aedummra BuT. By
1 POAUEBON KHCAOTEL), 4 TAKAKE BCACACTBHE CHHAPOMA
neaddexrusaoro I'A u rumepraparnpeosa gacro
IIPHCOCAMHACTCA PESUCTCHTHAS AHEMUA, TPEOYIOIIAS
IIPUMEHEHNE HEOOBIYHO BEICOKUX AO3 9PUTPOIOITHHA
[92]. ITockOABKY Takas Teparmsa IacTO OCAOKHAETCA
TPYAHO KOHTPOAHPYEMOH I'MIIEPTEH3UEH 1 TPOMOO3AMH,
IIPU UCIOAB30BAHHI BEICOKUX AO3 9PUTPOIIOITHHA Pe-
KOMEHAYETCS KOMOMHUPOBAHHAA AHTUTUIIEPTECH3HBHAS
Tepanus, IMOAHAA KOPPEKIHA ACDUIHTA KEeAE3a, BUT.
B12 i MeTaboAmYECKOTO arnmA03a, KOHTPOAD CHCTEMBI
koaryasrun [93]. AAfl IIPEOAOACHUSA PE3UCTEHTHOCTH
K 9II09THHY OOABIIIOE 3HAYCHIE NMEIOT HHTECHCH(DIKA-
A pexuMa I'A, koppekiusa rureprapaTupeosa, BAU-
AHIE HA CHHAPOM XPOHHYECKOTO BOCIHAACHHA (AHTU-
IIITOKUMHOBEIE IIpenapaTsl u Ap.). [lpm kpurtmaeckn
HH3KOM YPOBHE '€MOTAOOHHA MOTYT HCIIOAB30BATHCA
reMOTpaHCcy3um.
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Bansanue apmepuo-eenosnoii pucmyaot

V AHaAM3HEIX OOABHBIX B3anMOCBA3b Mexay XCH
u HeAaBHEM (popmuposarreM AB® MOKHO IIpeArroro-
JKHTb, €CAU CEPACIHBIN BHIOPOC CHIKEH HE3HAYHTEABHO
U OTCYTCTBYIOT APYIME IPUYHHEI IIPOIPECCUPOBAHMUA
cepacgHOH HepoctaTounocTH (rsuxesad VBC, kapamo-
MHOIATHA) U AETOYHAA TUIIEPTEH3HA.

[Tocae dopmuposanus ABP ormeaaercs OsicTpoe
CHIDKEHHE TIepU(EPHIECKOIO COCYAUCTOTO COIPOTHB-
AGHUS, YTO IIPUBOAUT K KOMITEHCATOPHOMY YBEAHMUECHHIO
CEPAEYHOTO BEIOPOCA, BO3MOKHO PasBUTHE OCTPOIL Ac-
komrrercanuu XCH. BeaeacTBre yBeandenus mpuroka
KPOBH K CEPAIY IIPOMCXOAUT YBEAMUEHHIE AHACTOAN-
9YEeCKOTO pasMepa AeBOro xeayAouka (AZK), mosbira-
ercs Aerounoe Aasaenue [94]. B mocaeayrormem mpo-
rpeccupyromnas THIepTpoOd Ul MHOKAPAA 1 AHAATAIINSA
IIOAOCTEH CEPAIIA OOYCAABAMBAIOT AHACTOANYIECKYIO
anchyrkmmro AZK u passurue 3acroitroit XCH [95].
Aerounas runeprensus, obuapyxusaemad y 40-50%
manmenTtoB Ha LA [90], mpucoeaunnsercst BCkope mocae
cosparnst AB® u cBAzaHa ¢ BEAHYHHON apTEPHO-BEHO3-
noro mynTa [97]. [Ipearrosaraercs, 9ro HEAOCTATOUIHAA
ACTOYHAS BA3OAMAATAIIAA B OTBET Ha Bhi3aHHOEC ABD
YBEAUYEHHE CKOPOCTH KPOBOTOKA, OOYCAOBACHO CHHU-
aerreM cuHTe3a NO B 5HAOTEANN HAM HAKOIIACHHEM
ypemmdeckux nHrnOuTopos NO, HarrpuMep TaKuX, Kak
ACUMMETPHYHBIN AUMETHA-APTUHIH [98].

V Beex manmenTos Ha peryadpaoM I'A ABO ¢ 60ap-
M COPOCOM CAEAYET PACCMATPUBATH KaK PakTOp, yCy-
ryoasrornuii passurie MIBC u XCH. C apyroii cropomsr,
HOpMaAu3anus KpoBoToka B ABD MokeT IpHuBecTH K 3a-
MEAAEHUIO IIPOIPECCHPOBAHUA CEPACUHO-COCYAUCTOM
matoArorun. [1pu mepudeprrdaeckom cuaapome "obOkpa-
AbBaHIA" KpOBOOOpaIeHue U Iepdy3us B KOHEUHO-
CTH AUCTaAbHEE (DHUCTYABI PE3KO CHUKEHBI BCACACTBUE
IIYHTOBOTO II€pPEpacIpeAcAcHIs KpoBoTOKa. Menee
M3BECTEH CHHAPOM KOPOHAPHOIO "0OKpaAbIBaHus'", TAC
AeBocToponHAas ABD, myHTHpya AEBYIO BHYTPEHHIOO
IPYAHYIO apPTEPUIO, YMEHBINAET KOPOHAPHBIN KPOBOTOK,
ITO MOZKET IIPUBECTH K HINEMHN MHOKAPAA, PUCK KOTO-
poii Bo Bpems cearca I'A ocobenno Beank [99].

[Tocae popyuposanna ABO yseanuenne OLIK, ma-
IIPAaBAECHHOE Ha ITOAAEP/KAHIE DOAEE BHICOKOTO CEPACY-
HOTO BBIOPOCA, MOKET OCAOKHHUTBCA TAKEAOM (pedpak-
TEpPHOIN) rUIepTeH3nel. Y paAd AHAAU3HBIX ITAIIHEHTOB,
"3aBucHMBIX" OT IIPEAHATPY3KH (KOHEIHO-AMACTOANYE-
CKOTO AABACHHA) K MEKAMAAMSHON TMIIEPTEH3NHU IIPU-
COEAMHACTCA TPYAHO KOHTPOAHPYEMAs NHTPAANAAU3-
Hafl TUITOTEH3MA, IPOABAAIOIIaAcs B rrepsrie 15-20 muH
ceanca I'A aaxe npu ymepennsix oobemax Y®. Cpean
APYTHX OCAOKHEHUH IIPOrHOCTUYECKN HEOAATOIIPHUATEH
OaKTepHAABHBII 9HAOKAPAHUT BCACACTBHE NH(MHUIIIPOBA-
Hus (DHCTYABL C HCXOAOM B mporpeccupyromyo XCH
1 TPOMO0IMOOAMIECKUIT CHHAPOM.

Takmm obpazom, AB®, sBAfIACH IO CyInEeCTBY ATPO-
TeHHOH COCYAHCTON aHOMAAHEH, POPMHPYEMOIT AAS
aederns [A, Moxker crrocoOCTBOBATh KAPAHAABHOM
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emeprrOcTH. OTpHiareapHoe Bauanue ABD ma cep-
AEYHO-COCYAHCTYIO CMEPTHOCTD IPAMO IIPOIIOPIIHO-
HAABHO CKOPOCTH IIOTOKAa KPOBH B (DHCTyAE M KOppe-
AHPYET C TAKECTBIO HCXOAHOM CEPAEUHO-COCYAHCTOMN
matoaorum. Tax, y marmenTos ¢ (ppakmmeii Beropoca AZK
urxe 40% 1 3HAYHTEABHON ACTOYHOH THIICPTCH3HCH
He AoAXKHA Hc0AB30BaThCA AB®. [Toatomy omepartiu
dopmuposanmsas ABD A0AKHA IPEAIIIECTBOBATD OIIEHKA
cepaeunoit aesareapaoctu (DKI" u Oxo-KI-mouuTopHHr)
C IPUBAEYEHNEM IIPH HEOOXOAUMOCTH KAPAUOAOTA.

[Taanuposars coszpanume AB® pexomenayercs
3a 2-3 MecAIia A0 mpearosaraemoro Hagara I'A. Hepas-
ymuO bopmuposarre AB® 3a roa mam 6oaee A0 Ha-
vana I'A n ipu yposre Hb >12 1/AA BcaeacTBHE BBICO-
KOTO pucka Tpomb03a cucryast. LleaeBrie mokasareAn
CKOPOCTH KPOBOTOKA B (PUCTYAE AOAKHBI COCTABAATH
400-600 MA/MuH; IPH CKOPOCTH KPOBOTOKa HoAee
800 MA/MHH 11€A€COOOPA3HO BBIIOAHECHHE XUPYPIH-
YECKOTO IIOCOOUSA AASl YMEHBIIIEHHA COPOCA TOKA KPOBH
u3 aprepun B BeHy. Aad MOHHTOpHHra cocrosuus AB®
ncrioansyrorcs Y3AIL, Benorpadus u aprepuorpadus
(bucrysorpadus).

V marnmentos ¢ pedpaxreproit XCH, UBC ¢ ne-
CTAOMABHOH CTEHOKAPAHMEH, CHHAPOMOM KOPOHAPHOIO
nAn repudepuaeckoro "oOKpaAbBaHuA" B TAKEAOM
AErovYHOI runepTeHsuei mokazano Aurnposarne ABO
c nmepesoaom Ha [TATTA, Tlpu sHAOKapanTE TIOCAE YAQ-
aenns nuaduimpobanHoil ABD pekomeHAOBaH BpeMeH-
uerii mepeBoA 6oapuOroO ¢ A mHa ITATTA man Ha Hus-
KOIIOTOYHBINA AMAAN3, ITOBBIIAIONTIHN 3()(DEKTHBHOCTD
aHTHOAKTEPUAABHON TEPAITNH, C IIOCACAYIOIIUM IIPO-
TE3MPOBAHUEM CEPACIHBIX KAaraHOoB. Tawxe [TA moxer
HCIIOAB30BATBHCA HA BpeMsA (DOPMUPOBAHUSA U CO3PEBA-
uns crapaapraoi AB® Bmecto ABD ¢ usberrounsim
cOpocom.

3akAroueHue

[TpeAcTaBAsieTcst BAKHBIM AAABHEHIIIEE H3YYCHIE Kap-
AHOPEHAABHBIX B3aUMOOTHOIICHNUI y O0AbHbIX Ha 31T
¢ BeiAeAeHneM OTAeAbHOTO Tria KPC — "Amaansaoro",
OTPAKAIOIIETO IIPOTPECCUPOBAHIE KAPAHAABHOM AHC-
yHKIINK IPH AMAAH3HOM A€YEHHH. B TO iKe Bpems,
amaaus ocobennocrert amaanzuoro KPC rpebyer pas-
pabOTKH KOMIIAGKCHOIO IIOAXOAA K €rO ACYCHHUIO
U IIPOPHAAKTHKE.
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Pesrome

Leas uccaedosanns: NPOBECTH aHAAU3 COCTOAHUA (DYHKIIUU SHAOTEAUS Y HALHEHTOB C AAAOT€HHBIM
TMOYEYHBIM TPAHCIIAAHTATOM B IIO3AHUU MOCAEOIIEPALIMOHHBINA IIEPHOA.

Mamepuarvt u memodss: B ACCACAOBAHUE BKAIOUEHO 79 YEAOBEK, IIEPEHECIINX IIEPBUYHYIO TPYIIHYIO
AAAOTPAHCIIAAHTAIIUIO MTOUYKHU. Bce maruenTs! 6b1AM cTpaTHUIMpPOBAHEI HA ABe rpynmnsl. B nepsoii
Ipylie MoKa3aTeAb CKopoctu Kayboukosoii puabrpammu (CK®) 6614 menee 60 ma/mun (2=52), Bo BTO-
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MGpKepr SHOO NMANbHON AN ¢yHKLl,MMyI'IG MEHTOB C ANNIOTeHHbIM NOYEYHbBIM TPAHCMNAHTATOM

Abstract

Aim: to study the function of endothelium in patients at the late period after kidney transplantation.

Materials and methods: 19 kidney transplant recipients were included into the study. The levels of
endothelin-I, C-reactive protein, inhibitor of activator of plasminogen-I, von Willebrand factor and capillary
flow reserve estimated by laser Doppler flowmetry method were measured the in the group of patients
with the glomerular filtration rate (GFR) below 60 ml/min and equal or higher than 60 ml/min. The GFR
level was calculated by CKD-EPI method.

Results: a statistically significant inctease in the levels of endothelin-I (U (10;14)=35, p=0.04), C-reactive
protein (U (52;27)=445, p=0.03), plasminogen activator inhibitor-1 (U (52;27)=56, p=0.004), the von
Willebrand factor (U (17;9)=39.5, p=0.05) and decreased level of capillary flow reserve (U (22;24)= 111,
p=0.001) were detected in the group of patients with the GRF below 60 ml/min compared to the second
group. We found a significant correlation between the level of plasminogen activator inhibitor-1, von

Willebrand factor, capillary flow reserve and glomerular filtration rate.
Conclusion: at long-term after kidney transplantation, patients with GFR below 60 ml/min more often
have endothelial dysfunction that those with higher GFR.

Key words: renal allograft dysfunction, endothelial dysfunction, glomerular filtration rate

BBeaenue

B nacrosinee BpeMa TPAHCIAAHTAIINA ITOUKH — HAH-
6oaee a(pPeKTHBHBII METOA ACYCHUA TEPMUHAABHOM
1ovyeqHon HepoctarognocTn. [locae TparcAanTarm
IIOYKH YMEHBIIIAECTCA YPOBEHD YPEMHUH, HOPMAAU3YETCH
IeMOAHHAMHEKA, KOPPUTHPYETCA aHEMHSA, HO MOKET CO-
XPaHATHCA HAPYIIEHNne (PYHKIINI COCYAUCTOIO S3HAOTE-
Aws [1]. o aammsimvn Kaabaka M.M. ¢ coaropamu [2] 1ry-
CKOBBIM MOMEHTOM B PA3BUTHI AUCYHKIINH SHAOTEANS
ABAAETCA CaM IIPOIIECC IIEPECAAKH OPIaHa, TAABHBIM 00-
Pa30M IIepBOHAYAABHASA TPaBMa — HIIeMus U perrepdy-
30, ITO IPUBOAHT K HAYAAY U3MEHEHUI B AOHOPCKOM
opraue. Hapyrrenue byHKIII 5HAOTEANS BRIACAAIOT KAK
OAMH U3 BAKHEHIIIIX MEXaHU3MOB IIPOTPECCUPOBAHIS
TAOMEPYAAPHEIX ITOpaKeHuH 1ovek (3, 4]. D1o MHeHME
IIOATBEP/KACHO U APYIUMHU yaeHbIMH [5]. Beipaxennas
AKTHBAIINA NIMMYHHON CHCTEMBI C AKTUBAITHEH ITPOBOCIIA-
AUTEABHBIX MEXAHHU3MOB ABASIOTCA AOITOAHHTEABHBIMU
dpakropamu nospexAeHua s5HAOTEANS. OAHIM H3 METO-
AOB OIIEHKH BBIPAKEHHOCTH SHAOTEAMAABHON AUCDYHK-
LUK ABAACTCA OLIEHKA COACPIKAHUSA B KPOBH (DAKTOPOB,
YPOBEHB KOTOPBIX KOPPEAHPYET CO CTEIEHBIO €ro I10-
BpeskAeHUA [6]. BaanMocBAsp AnChHYHKITHN 9HAOTEAHS
C COCTOSIHIEM PabOTHI ITOYEK M3y9AeTCA B HACTOAIIIEE
BpeMA 9Yallle y IHAIIMEHTOB C HATUBHBIMH ITouKamu. M3-
BecTHA pabora bobkosoit VL.H. (2007), rae npusHaku
AUCHYHKITUH SHAOTEAHA BBIABACHBEI § OOABHBIX C IIPO-
IPECCUPYIOMIMHI POPMAMI XPOHIYIECKOTO TAOMEPY-
AronedpUTA U TOYEIHON HEAOCTATOIHOCTBIO |7]. D1
AQHHBIE COTAACYIOTCA C PE3YABTATAMHU APYTOH paOOTHI,
A€ IIOKA32HO, YTO BBIPAKEHHOCTb SHAOTEAHAABHOM AUIC-
pynknum Bozpacraer 1o mepe rporpeccuposarnst XbI1
[8]. Ocraerca HEAOCTATOYHO H3YUEHHBIM BOIIPOC B3aU-
MOCBA3H AUC(HYHKITHN SHAOTEAUS 1 IIPOTPECCHPOBAHIS
HIOYEYHOIN HEAOCTATOUHOCTH B IPYIIIIE HAIIHEHTOB C I10-
YCYHBIM TPAHCIIAAHTATOM B IIEPHOA OoAce O MecAIeB
IIOCAE TPAHCIIAAHTAITHHL

ITeas nccaeaoBaHUA

[TpoBectn aHAAM3 COCTOAHUA PYHKIHH SHAOTEAHA
y TTAITIEHTOB C AAAOTEHHBIM IIOYEYHBIM TPAHCIIAAHTATOM
B IIO3AHMI IIOCACOIICPAIIMOHHEII IIEPHOA.

Marepuasbl 1 METOABI

B mccaeaoBanue BraroueHo 79 deAoBeK, epeHECIIIIX
HEPBUYHYIO TPYIIHYIO aAAOTPAHCIIAAHTAIIAIO ITOYKH,
B epuoA ¢ auBaps 2011 r. mo asrycr 2014 r. Myskauass
cocrauAn 45,6% Bcex HAOAIOAeHUT, sKeHIuHbL 54,4%.
OcHOBHBIME 3200AEBAHUAMHI, IIPUBEAIIIIMI K TEPMH-
HAABHOH IIOYEYHON HEAOCTATOYHOCTH, ABASAHUCH XPO-
HHYECKUI TAOMEPYAOHEDPHUT HEYTOIHEHHOH MOpdO-
Aormdgeckor dpopmer (#7=08); ModekameHHas DOAC3HD
(#=5); aHOMAaAUN Pa3sBUTHA MOYEIIOAOBOMI CHCTEMBI
U AMC(DYHKIINE MOYEBOTO ITy3BIPS, IIPHBEAIIIHE K ped-
Arokc Hedpomaruu (7=4); cuaApoM Aabropra (7=2).
CpeaHHil BO3pacT IOCMEPTHBIX AOHOPOB COCTABHA
41,5 oA (o1 19 A0 64 AeT), OCHOBHOM IPHYHHON CMEPTH
ABMAMCD: YEPEITHO-MO3TOBasA TpaBMa 55% 1 ocTpoe Ha-
pyIIIeHne MO3roBOro kposooOparmenus — 45%. Mean-
aHa ITEPHOAA XOAOAOBOII HirteMun cocraBuAa 17,7 gacos,
AmarrasoH — 12,5-23 gaca. Bee manmenTer moaygasun
TPEXKOMIIOHCHTHYIO DA3HCHYIO IMMYHOCYIIPECCUBHYIO
TEPAITHIO: TAKPOAUMYC B IIPOAOHTHPOBAHHON dhopme,
B COOTBETCTBHH C PEKOMEHAYEMBIMHU IIEAEBBEIMH KOH-
LEHTPALIIAMY IIPEIapaTa B KPOBU Ha AAHHBIN IIEPHOA
(6-5 Hr/MA), a TakKe MEKO(DEHOAOBYIO KUCAOTY B AO3€
720 Mr B CYTKI, METHAIIPEAHH30AOH 2 Mr' B cyTKH. CoryT-
CTBYIOIIYIO TEPAITUIO IIPHHUMAAU BCE IAI[HEHTH — IIpe-
mapatsl rpymsl nHrnouTopoB AIIP (sHaranpua B A03e
10 MI B CyTKHM), AHTATOHHCTHL KAABLIUS (AMAOAHUIIIH 5 MI
B CYTKH), TPYIIIy CTATUHOB (aTopBacTaTHH 20 MI'B CyTKH).
B xagectBe kpuTepHs OLCHKN (DYHKIIHOHAABHOIO COCTO-
AHMA TPAHCIIAAHTATA yauThBaAcA IoKazateab CKD. Bee
IAIIEHTHI OBIAM PA3ACACHBI Ha ABE IPyIIIbL B riepBoit
rpyme nokasateab CK® Gbia menee 60 Ma/MuH (7=52),
BO BTOPOII rpytirie — paset u 6oaee 60 Ma/mun (7=27).
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Pacuer CK® npoussoauacs mo gopmysre CKD-EPI
C HCIIOAB30OBAHUEM IIOYEUHOIO KaAbKyAdTOpa (2, 7, 9.
Kpnrepuamn ne-BKAIOYEHHA B ICCAEAOBAHIE OBIAM Ha-
AMYHE CAXapPHOTO AMa0eTa, HAAHMYHE OHKOIATOAOTHH
AFODOH AOKAANBAIIUH, TEKyIHe HH(MEKITHOHHbIE 3200-
AEBAHMA B CTAAMH OOOCTPEHHA M HAAMYNE 3HAYMMOTO
aTEPOCKAEPOTHYECKOTO IIOPAKEHNS, OCTPOTIO OTTOPIKE-
HUA, TPOMOOTUYECKHX OCAOKHEHUI, YPE3MEPHO BBICO-
KHX KOHIICHTPAIINI TAKPOAMMYCA, 2 TAKKE — HAAMYHE
B IIOCACOIEPAIINOHHOM aHAMHE3€ XHPYPIUIECKHX OC-
AozxueHni. KpoMe oOIIeKAMHIUECKOrO 00CAEAOBAHNA,
IPHHATOTO B He(POAOTHUECKOM CTAIIHOHAPE, AAA OIIpE-
A€AEHHA OOINEH KOHIIEHTPAIIMN SHAOTEANHA-] nCIToAs-
zosaacst Habop "Antigen DT ELISA", xonuenrpanus
B 11Aasme kposu B Hopme 0,1-1 (hMOAB/MA. HAK HE BBI-
ABAsgerca. AAf oIIpeAeAeHIA OOITIEH KOHIIEHTPAIINT HH-
THOHTOP AKTHBATOPA ITAA3MHHOTEHA-1 HCITOAB30BAACH
nabop "Antigen PAI-1 ELISA". Anamason Hopmaas-
HBIX 3HadeHH koHIeHTpanuy PAI-1 onpeaerer kak
7-43 ur/mMa. AAst onipeaeAeHus TOKazaTeAei drakropa
Buaaebpanaa HCIroAb30BaAca METOA IMMYHO( AFOOpEC-
nenruu komanun ROCHE, B HopMe AaHHSBIN 1TOKa-
3areab coctaBadeT oT 50 Ao 150%. Onpeaesenue CPb
IpoBOAHAOCH Ha aHaansarope "Hitachi-902" dupmsr
"Roch-Diagnostics", mpoussoactsa Amonunu ¢ momo-
IIBIO KOMMepUecKoro Habopa peaktnBos hupmsr "Roch-
Diagnostics" (LLIBeftiapus), B HOpMe AAHHBII IIOKA32-
TEAb COCTABASACT AO 5 MI/A.

MccaeaoBarach TEeMOMHKPOIIUPKYAAIIIA METOAOM
AA3EPHOM AOIIIAEPOBCKON (DAOYMETPHH Ha AA3E€PHOM
anaansarope karmaaapaoro kposoroka AAKK-02 mpo-
nssoacrsa HITTT "Aasma" (1. Mocksa) ¢ poBeAcHIEM OK-
KAFO3MOHHOI 11p00bI. OOAACTD HCCACAOBAHNSA — 30HA 3a-
xapbuHa-I'eAa, B TOUKE, PACIIOAOKEHHOMH ITO CPEANHHOMH
AMHHIHU Ha 4 CM IIPOKCHMAABHEE IMHAOBUAHEIX OTPOCT-
KOB AOKTEBOI 1 AYIEBOI KOCTEH HA 3aAHEH (HAPY/KHOM)
IIOBEPXHOCTHU TIpeAlTAeubs. OOIIee Bpems IPOBEACHNA
11poOsI — 11 MUHYT, 13 HUX 5 MUHYT — PETHCTPALIHA HC-
XOAHOTO KPOBOTOKA, 32aT€M 3-X MHHYTHAS OKKAFO3UA
U B TEYECHHE IIOCACAYIOIINX 3 MEHYT PETHCTPHPOBAAOCH
BOCCTAHOBAGHUA KPOBOTOKA IIOCAE OKKArO3uH. B AaH-
HOM HCCACAOBAHHI OIPEACAAACA TIOKA3ATEAD PE3EPBa
kposotoka (PKK), orpaxaromuii cocrosnue mexanns-
MOB PEIYAAIMH MHKPOITHPKYASAIIUI: S3HAOTEAHAABHOM,
HEHPOTEHHON 1 MHOTEHHOM IIPHPOABI, B HOPME AAHHBIHI
nokasateAp coctaBAfer o1 300% u Britre. [Tpoda rmposo-
AWTCA ITyTEM TIEPEAKATHA HA 3 MUHYTHI ITACYA MAHKCTOH
TonoMerpa (aaBaerne 220-255 MM PT.CT.), UTO IIPHBO-
AUT K CTUMYAHPOBAHHIO BHIPAOOTKHI OPraHU3MOM Ba3o-
AHAATATOPOB BCACACTBHE KOMIICHCAIIFIOHHOMN PEaKIHN
Ha OCTAHOBKY KPOBOTOKa. B meproA okkAro3nu rpouc-
XOANT HAKOITACHHE BAa30AKTUBHEIX BEITIECTB, 2 B IIEPHOA
AEKOMIIPECCHU PA3BHBACTCA PEAKTUBHAA IMIIEPEMHSA
C MAKCHMAABHBIM 3aIIOAHEHHEM KPOBBIO PACIIINPEHHBIX
MHKPOCOCYAOB. AAfl pacyeTa CPEAHHX 3HAYCHHI H3MEHe-
HHH 9ICAOBBIX ITAPAMETPOB I1EPY3UH HCITOAB30BAACH
MATEMATUYECKHI aIIapaT 0OpabOTKM CAYYaiHBIX IIPO-
1ieccos rporpammuoro obecregerns AAD.
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C IIeABIO OIEHKH PA3AHYHA 110 AHAAUZHPYEMOMY
npusHaky npumMenascs kpurepui Manna-Vurau (U).
AAf aHAAN3A KOPPEAALIMOHHOMN CBA3M MEKAY IIPH3HA-
KAMHJ IPUMEHAACA HEIAPAMETPUYCCKHI IOKA3ATCAD —
koabburent koppeasrmu Crrpmena (Rs). Pesyaprarsr
CUUTAAMCH AOCTOBEPHBIMH ITPU BEPOATHOCTH OIMHOKN
$=0,05. Cratucrudaeckas 0O6pabOTKa IIPOBOAUAACE C ITO-
mornpro mmporpammer SPSS 15.0.

PesyabTars!

rpyHHLI ITAITMCHTOB COITIOCTABHMMBI ITO BO3paCTy
1 ITIOAY. CoorHolenne MYXKYHH 1 KCHINUH COCTaBUAO

44% x 56% u 48% x 52% B 1 u 2 rpymmax cooTBeT-
cTBeHHO (TabAnta 1).

Tabauya 1 | Table 1

CpaBHuTEeABHAA XaPAKTEPUCTHKA IPYIIIL
IIO TIOAY U BO3PACTY

Age and sex distribution of patients

IToxa3arean 1 rpymma (2=52) 2 rpymma (2=27)
Mysxeaerast 23 (44%) 13 (48%)
Kenrumsr 29 (56%) 14 (52%)
Bospacr, roast 394117 41,6 £85

[Ipu anaAmse KAMHUYECKUX 3HAYEHUN IPYIIIBI TAKAKE
COIIOCTABUMEI ITO ITOKA3ATEASAM IIPOTCUHYPHU B IICPBOI
rpyrure 0,45£0,09 1/, Bo Bropoii rpyme 0,51+0,06 r/a
u ypoBHIO aprepuabHoro AaBAenud (AA). Cpeanee 3na-
gyerne AA B epsoii rpymme 145 u 87 mum pr.ct, BO BTO-
poii rpymite cpeanee snadenne AA 132 u 82 mm pr.cr.
IIpn amaamse pasamuma mo yposHio CPb
B rpymme 1 — meanana 1,9 (1,1; 6,2) mr/a, B rpymme 2 —
meanana 0,9 (0,7; 2,3) Mr/ A, pasandus MEKAY IpyIimaMu
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Puc. 1. Pacripeaesenne nokasareas C-peakTuBHOro 6eaxa
(CPB) B rpymmax. U (52;27)=445, p=0,03.

Fig. 1. Distribution of C-reactive protein between groups.
U (52;27)=445, p=0.03.
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Puc. 2. KoppeasanuonHas B3aMMOCBA3b MEXKAY IIOKA3ATEAAMH
ckopoctu Kay6ouxosoii pusprparuu (CK®) u yposaem
C-peaxrusnoro 6esxa (CPB). Rs=-0,192, p=0,1.

Fig. 2. between C-reactive protein level and
glomerular filtration rate. Rs=-0.192, p=0.1.

10,00

7,50

5,00

aT-l

2,50

il

T T
2

0,00

pynnbl

Puc. 3. PacipeAeseHue nIoKa3aTeAs
suporeans-1 (BT-I) B rpymmax.
U (10;14)=35, p=0,04.
Fig. 3. Distribution of endothelin-I (ET-I) between groups.
U (10;14)=35, p=0.04.

CTATUCTHYECKU 3HAYUMOeE: Kpurepuil ManHa-YurHH
U (52; 27)=445, p=0,03 (puc. 1).

[lIpu amaamse Bzammocssasu moxasateaer CK®
u yposusa CPbB cratucrudecku 3HAYMMON AMHEHHON
KOPPEAAITMOHHOI cBA3M He BhriBAeHO, Rs=-0,192, p=0,1.
(puc. 2).

[Ipu anasmse AOCTOBEPHOCTH PA3ANIHSA IO YPOBHIO
3HAOTEAHHA-1 B IPyIIIaX pacIpeACACHHE IIPEACTAB-
ACHO CACAVIOIIHM OOpasom: B rpymme 1 — mean-
ana 6,8 (0; 9) dmoab/MA., B rpyme 2 — Meanana 2,4
(1,3; 6,8) dMOAB/MA., paSANUMST MEKAY IPYIIIAME
no npusHaky yposHs DT-1 Opiao cratmcTHYIeCKH
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Puc. 4. KoppeaanuoHHas B3aUMOCBA3b MEXKAY
TIOKA3aTE€AAMU CKOPOCTH KAyOouKoBoii puasTpanuu (CKD)
u suporesuroM-1 (BT-I). Rs=-0,358, p=0,09.

Fig. 4. Correlation between the endotheline-I (ET-1) and
glomerular filtration rate. Rs=-0.358, p=0.09.
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Puc. 5. PacupeaeseHne noKa3aTeAs ypoBHA HHIHOHTOPA
axruparopa naasmuaorena-1 (PAI-1) B rpymmax.
U (52;27)= 56, p=0,004.
Fig. 5. Distribution of inhibitor of activator of plasminogen-I
(PAI-I) between groups. U (52;27)= 56, p=0.004.

3uagpve: kpurepuit Manma-Voran U (10;14)=35, p=0,04
(puc. 3).

[lpu amaamse B3ammocsssu moxasateaecir CK®
n yposHA DT-1 cTaTNCTHYECKN 3HAYMMOMN KOPPEAAITH-
OHHOM cBA3H He BhrABAcHO. Rs=-0,358, p=0,09 (puc. 4).

[Ipun amaamse pasamuuma mo yposuio PAI-1
B rpynme 1 — meamana 85,6 (58,8; 98,9) mr/ma,
B rpyie 2 — meanana 48,7 (33,4; 73) ur/Ma, pazamdus
MEKAY IPYIIIAME CTATUCTHYECKH 3HAYUMOE: KPUTEPUIT
Manna-Yuran U (52;27)=56, p=0,004 (puc. 5).

[lpu amasmse B3aummocsssu moxasareacir CK®
n yposua PAI-I BoiaBaena caabas oTpumateAbHas
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Puc. 6. KoppeaarmoHHas B3aUMOCBA3b MEXKAY IIOKA3ATEAAMU
ckopocTu KayboukoBoii puasTpanun (CK®) u uaruduropa
axruBaropa maasmuHoresa — I (PAI-I). Rs=-0,476, p=0,01.
Fig. 6. Correlations between inhibitor of activator of

plasminogen-I (PAI-I) and glomerular filtration rate.
Rs=-0.476, p=0.01.
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Puc. 7. Pacupeaesenne noxasareas paxropa BuaseGpanaa
(vWF) B rpymmax. U (17;9)=39,5, p=0,05.
Fig. 7. Distrubution of von Willebrand factor (vWF) between
groups. U (17;9)=39.5, p=0.05.

CTATHCTUYECKU 3HAYNMAf KOPPEAAMOHHAA CBA3b,
Rs=-0,476, p=0,01 (puc. 6).

[Ipu amasmse mokasareas dakropa BuareOpanaa
B IPYIIIAX PACIIPEACACHHE IIPEACTABACHO CAEAYIOIIIM
obpasom: B rpymre 1 — meamana 227,3% (151; 300),
B rpynne 2 — meanana 138,7% (94,2; 162), pasanaus
MEIKAY IPYIIIAMU IO AAHHOMY IIPH3HAKY OBIAO CTa-
THCTHYECKH 3HAYNMBIM: KpuTepuidl Manva-YurHR
U (17;9)=39,5, p=0,05 (puc. 7).

[lpu amasmse B3aummocsssu moxasareaecin CK®
u yposHs axkropa BuareOpanaa BeIfIBACHA CPEAHAA
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Puc. 8. KoppeaannoHHas B3aUMOCBA3b MEXKAY IIOKA3ATEAAMU
ckopocTu KAy6oukoBoii puasTparuu (CK®) u 3Hauennem
nokasareAs pakropa Buare6panpa (vWB).
Rs=-0,545, p=0,004.

Fig. 8. Correlations between von Willebrand factor (vWB) and
glomerular filtration rate. Rs=-0.545, p=0.004.
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Puc. 9. PacupeaeseHre nokasaTeAei peseppa KAIIMAAAPHOIO
kposoroka (PKK) B rpymmax. U (22;24)=111, p=0,001.
Fig. 9. Distribution of capillary flow reserve between groups.
U (22;24)=111, p=0.001.

CTATUCTUYECKH 3HAYNMAA OTPUIIATCABHAS KOPPEASIIN-
onHas cBA3b, Rs=-0,545, p=0,004 (puc. 8).

[Tpu anaause pazarans o PKK B rpymme 1 — mean-
ana 177,4% (109,2; 230,3), B rpymre 2 — meanana 323,4%
(192,7; 397,1), pasaudus MEKAY IPYILIAMU CTATHCTHYC-
cku 3HaunMoe: kpurepuit Manma-Yuran U (22;24)=111,
$=0,001 (puc. 9).

[Tpu anaause B3anmocssasu nokasareacii CKP u PKK
BBIIBAEHA BBICOKAA TMOAOKUTEABHAA CTATHCTUIECCKI
3HaYnMAas KoppeasnnonHas ciasb, Rs=0,767, p=0,001

(puc. 10).
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Puc. 10. KoppessanuoHHas B3aUMOCBA3EL MEKAY
II0KA3aTEAAMH CKOPOCTH KAYO0ouKoBoii puabrpanyu (CKD)
" pe3eppa KanuasAapHoro kposoroka (PKK).
Rs=0,767, p=0,001.

Fig. 10. Correlations between capillary flow reserve and
glomerular filtration rate. Rs=0.767, p=0.001.
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[To aammbeM Memon ¢ coasr. (2013) BeIcOKHIH puCK
AMCQYHKIINY TPAHCIAAHTATA ACCOIIMHPYETCA C HU3-
koit CK®. Pe3yAbTaThl HACTOAIIETO NCCAEAOBAHUSA CO-
TAACYIOTCA C AAHHBIME HCCACAOBAHMIL, TAC BBIABACHA B3a-
HMOCBA3b MEKAY YPOBHEM BbIcOKOuyBCTBUTEARHOTO CPB
U BBIPAKEHHOCTBIO AUCDYHKIIHI 9HAOTEAHS, OLIPEACAA-
€MOI C IIOMOTIIBIO OIICHKU H3MEHEHHA AHAMETPA IIACHUC-
BOI apTEPHHU IO CTAHAAPTHON METOAHKE Y IIAIIUCHTOB
IocAe TpaHcnAanTaruy nodka [5]. Hammm pesyapraTer
COTAACYIOTCA C AAHHBIMI OTCUCCTBCHHBIX YICHBIX. 14K,
B rccaepoBanmax Cyvuprosa A. B. ¢ coasr. (2002), oAHIM
u3 pakropos nporpeccuposannd XbI1 B HaTHBHBIX 110Y-
Kax ABAACTCA HAPYIICHHC SHAOTCAUI-3aBUCUMOI Ba3O-
auaatarmn [10]. DuaoTEeANIT-3aBUCHMASL BA3OKOHCTPHK-
1A, B OCHOBHOM, CBA3aHa € BeIpaboTkoit DT-1, cunres
KOTOPOI'O CTUMYAHPYETCHA PACTMKEHUEM COCYAUCTOM
CTEHKH, HOPAAPECHAAMHOM, TAKEAOH THIIOKCHEH TKAHEH],
anrrorensuHoM-11, aprunnmoM, BasonpeccuHoM, Opasn-
KHHHHOM, HHCYAHHOM, TAFOKOKOPTHKOUAAMU, TPOMOOK-
caHOM A2, IOBBIIIEHNEM BHEKACTOYHOTO KaAud, (pak-
TOpaMu pocTa (IHAOTOKCHHOM HAU HHTEPACHKUHOM-1,
Tparcdopmupyromum gaxropom pocra bl) [10, 11].
TpaHCIIAQHTAIINS TOYKH IPUBOAUT K BBIPAKCHHOH aK-
THBALINY UMMYHHOM CHCTEMBI C aKTHBAITHEH IIPOBOC-
HAAUTEABHBIX MEXaHU3MOB. DHAOTEAUI CHHTE3HPYET
HECKOABKO OMOAOIHMYECKU AKTHBHBIX BEIIIECTB KAMKABIN
U3 KOTOPBIX HIPAET BAXKHYIO POAB B Pa3BUTHH BOCIIA-
anreassoro mporecca (PAI-L E-ceaexrun, sHAOTEAHH,
pakrop Buarebpanaa u Ap.) [1, 4]. D1o obOycaoBacHO
KAK YIACTHEM B PEIYASIIUMH IIPOIECCA BOCIIAACHHUA, TAK
U HEITOCPEACTBEHHBIM BO3ACHCTBHEM HA COCYAHCTBIN
TOHYC, TEMOPEOAOTUIO U TPOMOOOOPA3OBAHNE, YIACTHEM
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B 3aIIIUTE IIEAOCTHOCTH COCYAMCTON CTEHKH, PA3BUTHH
IIPOIIECCA ATEPOTEHE3A M MHOTHMHI APYTHMI (DYHKITHAMI
SHAOTEAHAABHOMN KAETKH [12]. DHAOTEAMAABHEIE KAETKH
COCYAOB B HOPME OOAAAAIOT BHICOKOH aHTHATPEraIlnOH-
HOM, AHTHKOAIYASHTHON 1 PUOPUHOAUTHIECKOH aK-
THBHOCTBIO, T. €. OOECITEUHBAIOT OAAAHC AHTHKOATYATHT-
HOTO (IIPOCTAIMKANH, OKCHA 23072, TPOMOOMOAYAHNH,
TKAHEBBIH AKTHBATOP ITAA3MHHOIEHA) M IIPOKOATYASHT-
HOTO ITOTEHITNAAA (3HAOTEHHOTO HHTHONTOPA TKAHEBOTO
naasmusorena PAI-1, akrop BuaseOpamnaa). Heemorps
Ha 9TO, IPU AAABHEHIIIEM HCCACAOBAHUH IIPOKOATIYAS-
IIMOHHBIEC CBOMCTBA 9HAOTEAMAABHOH AKTUBAIIIN MOTYT
OBITH OIICHEHDI 110 N3MEHEHHIO 0AAAHCA AKTHBATOPA TKA-
Hesoro naasmusoreHa u PAI-1. Ilpu anasuse yposus
nokasareas PAI-1, dakropa Buasebparaa mamu mmoay-
YeHA AOCTOBEPHAA PA3HHIIA MEKAY IPYIITAME C PA3ANY-
oMy mokazateAsmMu CK®, a Taxike BBIABACHA AMHEIHASA
cAabas B CPeAHAA OTPHIATEABHAA B3AUMOCBS3b YPOBHA
Aaruerx rokasareaeit u CK®. B cpasu ¢ HarmgueM myaa
SHAOTEAHAABHBIX KACTOK B KAITHAAAPHBIX KAYOOUKAX, pe-
IYAAINSA COCYAHCTOIO TOHYCA B IIOYKAX CYIIECTBEHHO 3a-
BHCHT OT (PYHKIIMOHAABHOTO COCTOAHMSA 9HAOTEANH [13].
CocyAHCTBIN SHAOTEANIT UTPAET BAAKHYEO POAB B ITPOIIEC-
Cax CBEPTHIBAHIA KPOBH, PEIYAAIIIH COCYAUCTOIO TOHYCA
1 APTEPHAABHOTO AABACHUSA, (DHABTPAIIHOHHOHN (DYHK-
LM ITOYEK, COKPATHTEABHON CITOCOOHOCTH MHOKAPAQ,
META0OAMYECKOTO OOecIedeHusa Mo3ra 1 T.A. Vsmene-
HUA MUKPOITUPKYAAIINN HECYT IIEHHYIO AMATHOCTHYE-
CKYFO M ITPOTHOCTUYECKYIO HH(POPMAIIHIO B KOMIIAEKCE
KAMHIYeCKUX AaHHBIX [6]. [Ipu amasmse pe3yapTaToB
AAD-rpaMm HaMH OBIAO BEIABAEHO DOAEE HH3KHE 3Ha-
YEHHA PE3epBa KAIIMAAAPHOIO KPOBOTOKA IIPH HU3KHX
sauenuax CK®. boaee Bricokue mokasareAn mepdysu
y OOABHBIX 2 IPYIIIIEI MOTYT OBITH CBA3AHBI KAK C OCAQ-
OAEHHEM aAPTEPHOAAPHOTO COCYAHCTOTO TOHYCA, KOTOPOE
IPUBOAHT K YBEAHIEHHIO OObeMa KPOBHU B APTEPHOAAX,
TAK U C ABACHHAMH 3aCTOSl KPOBH B BEHYAAPHOM 3BEHE.
[Tpm AQHHBIX COCTOAHMAX TAKAKE OTMEYACTCA YBEAHMUC-
HHUE YMCA2 (PYHKIIMOHUPYIOIIHNX KaITMAAAPOB. MexAy
BEAHYHHON pe3eppa KaHAAAPHOro kposoroka u CK®
BBIABACHA BBICOKAA IIOAOKHTEABHAA KOPPEAAIHOHHAS
B3aMMOCBA3b. MBI ITOAATAEM, YTO SHAOTEAHAABHASA ANIC-
pynKIHA HMeeT BaXKHOE 3HAYEHUE B PA3BHTHHU H IIPO-
I'PECCUPOBAHMH XPOHHYECKOH IMOYEUYHOM HEAOCTA-
TOYHOCTH Y PEIUITHEHTOB ITOYEYHOIO TPAHCIAAHTATA
B ITO3AHEM IIOCAEOIIEPAITMOHHOM IIEPUOAE, OAHAKO 3TOT
BOIIPOC TPEOYET AAABHEHITIErO MCCACAOBAHHA.

BriBoasn

1. I'pynma manmeHToB IOCAE AAAOTEHHON TPAHCIAAH-
TAIIUM IIOYKH B IIO3AHEM IIOCACOIICPALHOHHOM
nepuoae ¢ nokasareasmu CK® menee 60 ma/mum.
XAPAKTCPU30BAAACH CTATHCTUYCCKH 3HAYMMBIMUI
0oAee BEICOKUMHU 3HAYCHHAMU MAPKEPOB AUCHYHK-
mun suporeand OT-1, PAI-1, daxropa Buaae-
Opanaa, CPb 1 cumkenueMm pesepBa KallumAAIPHOIO
KPOBOTOKA.
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2. BBIpaKEHHOCTD 9HAOTCAHAABHON AMCKHVHKIINM,
posBAfTOITIeiicA yBeandeHreM BoipadoTkn PAI-1,
dpakropa Brarebpanaa i cHIDKEHIEM CTATHCTHYECKT
3HAYHMO Koppeaupyer ¢ mokasareaem CKO.

3. Ilpu usyueHnn peseppa KaIIMAAAPHOTO KPOBOTOKA
BBIABACHA HANOOACE CHABHAS KOPPCASALIIOHHAS CBA3h
¢ noxaszatesem CKD.

4. TloAyueHHBIE PE3YABTATH CBHAETEABCTBYFOT O Baik-
HOM 3HAYCHUH AUCKYHKIIIN S9HAOTCAHUA Y ITAIIHEHTOB
ITOCAE AAAOTCHHOM ITOYECYHON TPAHCIIAAHTAIINH
IIOYKU B ITO3AHEM IIOCACOIICPALIOHHOM IIEPHOAC
¢ mokazareasmu CK® meree 60 MA/MUH.
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Pesrome

L]eas pabompr: onncanue 0COOEHHOCTEN IIEPHUOIIEPALIOHHOIO BEACHUA OOABHBIX C TEPMUHAABHOI
craameii XxpoHmdeckoi 6oaesun mouek (XBIT), Hysxaaromuxcsa B KApAMOXAPYPIrUYeCKIX BMEIIATEAbCTBAX.

Mamepuanot u memods:: 3a nepuoa c 2014 o 2017 roa 8 HMHII CCX um. A.H. BakyaeBa okasaHa kap-
Amoxupyprudeckas nomorns 20 marueHTam ¢ repMuHaAsbHOI craameii XBII B Bo3pacre ot 23 A0 69 aer.
AauteapHOCTH IIpeObIBaHNA HA IporpamMmmuoM remoanasnse (IIIA) cocraBmaa ot 2 mecanes Ao 12 aer.
Y 75% nanueHToB HaOArOAAAACH HIIeMuYecKas 60ae3Hb cepana (MBC), y ocrasbHBIX — KAAIIAHHAA T1ATO-
AOTHsA, 00yCAOBACHHAA Pa3BUTHEM HH(QEKIMOHHOIO 3HAOKapAuTa (D).

Pesyavmamer: y 60apub1x UBC crenTnpoBanue kopoHapHeix aprepuii (KA) 65140 BeimosneHo B 14 cay-
vasx, myaraposanue KA — B 4 cayuasx, rpancaromuHasbHasA 6asonHaa anruonaactuxa (TABATT) — B oaroM
cayuae. ITaru 60ABHBIM GBIAM BBIITOAHEHBI KAPAMOXUPYPIHUECKIE BMEIIATEABCTBA B YCAOBHAX MCKYCCTBEH-
Horo kposoobGparmenus (HK) o moBoAy nzoanpoBaHHOM KaanaHHOM narosoruu. [Ipeaoneparmonnas
IIOATOTOBKA BKAOYAAA B Ce€0s KOPPEKIIMIO aHEMUU, T'UII0AABOYMUHEMUH, THAPOOAAAHCA, HAPYIIIEHUH
BOAHO-3A€KTPOAUTHOIO 6aAaHCa, HOPMAAU3AIIUIO APTEPHAABHOIO AABACHUA U IIPOBEAEHUE IIPOIIEAYP 3a-
MectuTeAbHOM moueuHoii repanun (3I1T). BoasubIM, moABeprarommmMcsa " oTKPBITEIM' KAPAMOXUPYPIU-
YECKHMM BMEIIATEABCTBAM, BBIIIOAHAAACH KOMOMHUPOBAHHAA aHECTe3UA. AHECTE3NOAOTHYECKAA TAKTHKA
ObIA2 HAIIPABAEHA HA ITIOAAEPIKAHHE CEPAEYHOIO BHIOPOCA, IAPAMETPOB IIEHTPAABHOM I'€MOAMHAMUKH,
BOAEMHUYECKOI'O CTATyCa, IAIUEHTAM C aHypHell HHTPAOIIEPAIIOHHO BBIITOAHAAACH YABTPA(UABTPALIHA.
B nocaeoneparmontom nepuoae 3ITT 6oabHBIM mocAe " OTKPBITHIX'' KAPAHOXUPYPIUUECKIX BMEIIIATEABCTB
BBIIIOAHAAACH CO BTOPBIX IIOCACOIIEPAIIMOHHBIX CyTOK, TOTAA KAK ITAIUEHTAM IIOCA€ SHAOBACKYAAPHBIX
BMEIIIATEABCTB — B IIEPBBIE YACHI IIOCAE OIIeparuu. 3a BpeMaA HAOAFOA€HUA A€TAABHBIX HCXOAOB He OBIAO.
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EMN. Hasapos

Saxarouenue: BCACHHUC GOAI)HI:IX, HY>XKAAFOIIIUXCA B 31T n KapAHOXHUPYPIUIECKUX BMEIIATEABCTBAX,
IIPEACTABAACT coboit CAOJKHYIO 1 HCOAHO3HAYHYIO 3aAa4y, HO HE AOAKHO PAaCCMATPUBATHCA KAK IIPOTUBO-
IIOKAa32aHUE K IIPOBEACHUIO OIIEPATHUBHOI'O BMEIIATCALCTBA.

Abstract

Aim of the study: to describe the features of perioperative management in patients with the end-stage
renal disease who require surgical correction of cardiovascular pathology.

Materials and methods: 20 patients with the ESRD at the age of 23 to 69 who received heart surgery
assistance in the A.N. Bakulev Cardio-surgery center (NMRCCS) in years 2014 to 2017. The duration of
program hemodialysis was from 2 months to 12 years. Three thirds 75 % of the patients had ischemic
heart disease (IHD); other had heart valve pathology due to the progression of infective endocarditis (IE).

Results: stenting of coronary arteries (CA) was petformed in 14 of ischemic hard disease (IHD) patients;
bypass grafting of CA was performed in 4 cases, transluminal balloon angioplasty (TBA) was performed
in one case. Five patients underwent heart surgery interventions involving cardiopulmonary bypass (CB)
in regard to the isolated valve pathology. Preoperative preparation procedures included correction of
anemia, hypoalbuminemia, water balance, fluid and electrolyte balance disorders, normalization of arterial
pressure and procedures of renal replacement therapy (RRT). "Open'" heart surgery intetventions were
performed with combined anesthesia. Anesthesia tactics was aimed to maintaining of heart ejection, central
hemodynamic parameters and volume status; ultrafiltration was applied to the patients with anuria. In the
post-operative period patients underwent RRT after "open'' heart surgery interventions, beginning from
the second post-operative day, while patients after endovascular interventions — within the first hours after
the operation. Nobody died during the observation.

Conclusion: treatment of patients with the ESRD on program hemodialysis who need cardiac surgical
interventions is a complex and difficult problem. However, the ESRD should not be considered as a

contraindication for surgical intervention.

Key words: end-stage of chronic kidney disease, program hemodialysis, perioperative surveillance, cardiosurgery

BBeaenue

3a ITOCACAHHE ACCATHACTHS KA4ECTBO OKA3AHISA Me-
AUIIIHCKOM rmoMoru 60ABHbIM, HyxAarormnmcs B 31T,
3HAYUTEABHO VAVYIIHAOCH, YTO IIPUBEAO K yBEAHYC-
HHUIO YHCAQ IAIIMEHTOB C AAHTEABHBIM AHAAH3HBIM
CTaKEM, POCTY KOTOPTHL ITOMKHUABIX ITAIIMECHTOB 1 OOAb-
HBIX C COITYTCTBYIOIIEH BHEIIOYEHUHOM mTaTororueit. Kak
1 B OOITIEH IOIYASIITIH, TAK 1 CPEAH ITAITHEHTOB, HAXOAA-
mmxcs Ha [T0A, podAeMa 3a00AEBAHUIT CEPALIA U COCY-
AoB cronT Ha iepsoM Mecte [1]. [IpocaexuBaercs gerkas
B3aUMOCBA3b MEKAY XDII 1 passurtHem cepaedHo-co-
cyaucreix ocaoxueruii (CCO) [2, 3]. MssecrHo, 91O
PEMOAEAMPOBAHIE CEPAIIA B COCYAOB HAUYMHAETCA 32-
Asoaro Ao zHagara IIT u ormeuaerca Ooaee geM y 110-
AOBHHEI OOABHBIX ¢ 3-11 craameit XBII. B pesyasrate,
MHOTHE ITAIUCHTHI C AAHHOH IIATOAOTHCH HE AOKUBAIOT
Ao Hagara [TIA [4]. CyeprHOCTS GOABHBIX C TEPMUHAAD-
HOI IOYEYHOI HEAOCTATOYHOCTBIO B 7-8 pa3 BHIIIE,
4geM B obmrert monyasamun u B 40% caydaeB 00ycAOB-
aera IBC [5].

[Tpu crotikoii yrpate (DYHKINH IOYEK AOIIOAHHTEAD-
HBIMH (DaKTOPAMH, OKA3BIBAIOIIUME OTPHIIATEABHOE
BO3AeHCcTBHE HA cepaeaHO-cocyAucTyro cuctemy (CCC),
ABASIIOTCSH XPOHHIYECKOE COCTOSIHUE CYOYPEMEH, HAPY-
treHns ocOPHO-KAABIINEBOIO U AUIIMAHOIO OOMEHa,
BOAHO-9ACKTPOAUTHEIN ANCOAAAHC, TUIICPTHAPATALINS,
aHemus, aprepuarbHas rurneprersus (Al), sIH30AbI
HHTPAANAAU3HON THITOTEH3HH, ITEMOAHAAN3-HHAYIIN-
POBAHHAS HIIEMUA MIHOKAPAA, ACCOYHAS IHIICPTCHSHA
U BAHAIHHE IIOCTOSHHOTO apTEPHO-BEHO3HOIO cOpoca
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KPOBH, YCHAHBAIOINETO HAIPY3KY HA IIPABBIE OTACABI
CEPALIA I ACTOYHYIO TEMOAHHAMUKY [0, 7].

Yacro mpearectByiomnias Anaauzuomy aramy Al
B OOABIIIHMHCTBE CAYYAEB ITOAAACTCA KOPPEKIHH C HAYa-
AoM A 3a cger yerparerns (hakTOpOB IHIIEPIHAPATA-
LU U 9ACKTPOANTHBIX HAPYIICHNI C 3aACPKKOI HATPHA
[8]. OaHAKO XpOHHYECKAA YPEMHUYIECKAA MHTOKCUKAIINA
IIPOAOAKAET IIOAACP/KUBATH TEHEPAAU3OBAHHYIO SHAO-
TEANAABHYIO AMC(DYHKIINIO U PAa3BUTHE THIIEPTPOPUI
muokapaa [9]. Kpome toro, npu ypeMun mpoHcXoAuT
PEMOAEAMPOBAHUE CTEHKN apTEPUIl, B PE3YABTATE YErO
IIOBBIIIACTCS PUTHAHOCTD COCYAOB, HAPYIIAIOTCA HX
AEMIIpUPYIOIIHE CBOMCTBA, ITOBBIIIACTCA IIOCTHAIPY3KA
Ha AEBBIH KEAYAOUEK C PA3BUTUEM €rO THIIEPTPOMIH
u yxyarrenueM nepdysun Muoxapaa. Kax caeacrsue,
PA3BHBACTCA ANACTOAMYECKAS, 4 BIIOCACACTBUH U CHCTO-
Arrdeckas AHCYHKIIIA AeBOTO xKeayaouka [10].

ITo aammev koponaporpacduu (KI') y manuentos
C TEPMUHAABHOH CTAAHEIH ITOYEYHON HEAOCTATOIHOCTH
arepockaeporugeckoe mopaxenue KA ¢ cyxenmem
mpocsera cocyaa >50% soraBagerca B 37-58% caydaes,
4 9aCTOTA KaABII(PUKAIIHMH KAAITAHOB cepara B 20-47%
[11-13]. V manmenros ¢ XbBII u anruorpadpugecku
nuTakTHEIME KA oTMegaeTcs OoAee BEICOKAs 9aCTOTA
cmepru (24,7%) u uadapxra muoxapaa (5,2%) B cpas-
HEHUH C IAIMEHTAME C HHTAKTHBIME KA 1 HOpMaAb-
Hoit pynknmeit mouek (3,9% u 0,7%, coorBercTBeHHO)
(14, 15].

MHOroIncAeHHBIMI HCCAEAOBAHUAMI AOKA3AH 3HA-
YHTEAPHBIH BKAAA IOYCYHON OCTCOAUCTPOMHUH B II0-
BBEIIIEHUE PUCKA CMEPTH OT CEPAEYHO-COCYAHUCTBIX
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npuund. ['unepdocdaremus moreHnupyer pasBuTHe
SKTOITUYECKOH KAABITI(DUKAIIII COCYAOB, MATKUX TKAHEH
1 KAAIIAHHEIX CTPYKTYp cepara [16, 17]. KaAbLII/IqDI/IKaL[I/IH
BHYTPEHHEH 00OAOYKU apTEPUIl IIPHBOAUT K €€ CTEHO-
3UPYIOIIEMY ITIOPAKEHUIO H CIIOCOOCTBYET PA3BHTUIO
CTCHOKAPAUH H HH(APKTA MHOKAPAA, B CBOIO OUCPEAD,
KaAbIU(PUKAIUA CPEAHEH OOOAOYKI ITOBBIIIACT KECT-
KOCTB COCYAOB, BBI3BIBACT YBCAHYICHIC IIYABCOBOIO AQB-
ACHHSA, YTO B HTOIC IPUBOAUT K THIIEPTPO(UH AEBOTO
KEAYAOUKA F ACKOMIIEHCAITHI CEPACUHON AEATEABHOCTH
[18].

Aannsie aaekTpo- u sxokapanorpadpun (OxoKI),
PAAMOHM30TOIIHON BEHTPHUKYAOrpadpu, MOSHTPOHHO-
SMUCCHOHHOH TOMOIPa(pUH I H3y4ICHIE KOHIICHTPAIIUI
MAPKEPOB IOBPEKACHIA MUOKAPAA IIOATBEPKAAFOT HEU3-
OEIKHOE HIMIEMIYECKOE IOBPEKACHIEC MIOKAPAA H IIOCAC-
AYIOIIIEE HAPYIIIEHIE €0 COKPATHTEABHOI CIIOCOOHOCTH
BO BPEM# SIIM30A0B HHTPAAHAAM3HOMN THIIOTOHNH, KOTO-
pas BOSHUKACT H3-32 HECOOTBETCTBUA KOMIICHCATOPHBIX
MEXAHHU3MOB PE3KOMY YMEHBINEHUIO BHYTPUCOCYAUCTOTO
obbema kposu Ha dore yabTpadpuabTparmn [19-21].

WNudexunonnse ocaoxuenus, B ToM gucae MO,
ABAAIOTCA BTOPOH OCHOBHOM IPHYHHOM CMEPTH
y manuenTos, Haxoadmuxcs Ha [1TA. Tlpeapacmoao-
AKEHHOCTb K V1D y AAHHOI IPYIIIBI IIAIIMEHTOB CBA3aHA
C BBICOKOH YaCTOTOM KAABIIN(DUKAIIIH KAAITAHOB CEPALIA
U KOPPEAUPYET C AAMTEABHOCTBIO AHAAUZHON TEPAIIHHL
Tak, B OAHOM 13 HCCACAOBAHHIT OBIAO YCTAHOBACHO YBe-
Arrgerre 9actotsr V1D 3a 7-AeTHUIT IepHOA HADATOACHUS
¢ 6,7 A0 20% [22]. Taxxe cyrecTByer B3aHMOCBA3b MEKAY
YACTOTON OAKTEPUEMHN U THIIOM COCYAHCTOTO AOCTYIIA:
606,7%0 IPH UCIIOAB30BAHIN IIOCTOSHHOIO LEHTPAABHOIO
senosHoro xkarerepa (LIBK), 21,7% npu aprepuosenos-
HBIX IIpoTe3ax, 11,6% mpu HaTHBHOM apTepPHOBEHO3ZHON
ductyae (ABD) [23]. DrimaeMHOAOTHYIECKOI 0COOEHHO-
crpro MO y manmenTos, Haxoasmmuxcst Ha I aBasercs
yBeandgenue A0 80% rpammoaoxkuTeAbHON (DAOPSHL [24].
Hanboaee gacro rmoaBepixeHsl HHQEKIIN MATPAABHBIH
(63%) u aopraspusit (17%) KAamaHel, B MCHBIIICH CTE-
renn (5%) TPUKYCIHAAABHBIA KAAIIaH [25].

VuuTeIBadA BBIIIECKA3AHHOE, ITPEAITOAATAETCH, UTO
6oapabe ¢ XBI1, ocobenno TEPMHUHAABHOM CTaAHEH,
HAXOAATCA B IPYIIIE BEICOKOIO PHCKA 3a00AEBAEMOCTH
I CMEPTHOCTH OT CEPACYHO-COCYAUCTEIX 3200ACBAHUIT
(CC3). OaHAKO B pEAAPHOI KAMHIICCKOM ITPAKTHKE 9TH
IAITIEHTEl PEAKO HAIIPABAAFOTCA HA NHBA3UBHOE 1 HEMH-
BAa3UBHOE OOCACAOBAHEC, B YACTHOCTH HA BEIIIOAHCHIIC
anarsoctrdeckoit KIN. Ipu oraBaernn mopaskerns KA
B 9TOH IPYIIIIE HAIIICHTOB OIIEPALINS PEBACKYAAPHU3AIIAL
MUOKAPAQ BBIITOAHACTCA PEIKE, YeM B OOIIEH IOy AL
[26-28]. I1pr 5TOM H3BECTHO, UTO IOKA3ATEAD TOCITHTAAD-
HOM ACTAABHOCTH ¥ IIALHEHTOB C OCTPBIM KOPOHAPHBIM
cuaapomom (OKC) sapeupyer o1 2% cpeAr manmeHToB
¢ HOpMaAbHOH (byHEnmeH mouek A0 6%, 4%, 21%, 30%
y IALINEHTOB C MATKOM, YMEPEHHOH, TAKEAOH H TpeOyIo-
et Anaansa XbII, coorsercrsento [29].

Taxum 0O6pa3oM, aKTyaABHOCTb BOIIPOCA OIIPEACAC-
HUSA ONITUMAABHON TAKTHKH BEACHHSA ITAITICHTOB ¢ XDBI1
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¢ meApro cHrpkeHuns pucka passurus CC3 He BbI3BBACT
COMHEHUI.

LIeABIO HACTOAIIETO MCCAEAOBAHISA ABUAOCH OIIHCA-
HHUE OCOOCHHOCTEH BEACHUSA IIEPUOIICPALIHOHHOIO IIe-
proaa y boabubix ¢ XBIT, maxoasrmxcs ma TTDA m myx-
AQIOIIIXCS B KAPAHOXHPYPIHICCKOM BMEIIIATCABCTBE.

Marepuasbl 1 METOABI

B mepmoa ¢ 2014 mo 2017 roa 3 HMHMII CCX
nm. A.H. bakyaeBa okasaHa KapAHOXHPYPIHICCKAS ITO-
morrp 20 maruenTam ¢ repMuHaAbHOI crasueit XbBIL.
Bce manmentsr B Bospacte o1 23 A0 69 AeT HAXOAMAUCD
ma [1IA o 12-13,5 9acoB B HeAeATO. AAUTEABHOCTD AMA-
AH3HOTO CTa/Ka COCTABHAQ OT 2 MecAIeB A0 12 AerT.

[pravnnamn passurus 5 craaumu XBIT Osrau mop-
dorormdgeckr HEYTOYHEHHBI XPOHUIECKUI TAOMEPY-
ronedpuT, Anadberuyaeckas HeppOIIaTHA, XPOHIIECKIH
nueAOHePUT, IOAUKHCTO3 IIOYEK, MyABTH(DOKAABHBIN
aTEPOCKAEPO3, PAK ITOUKIL.

Cpear ATOAOIHH CUCTEMBI KPOBOOOPALIICHIS JAIIIC
scrpevasack VIBC ¢ arepockaepoTmueckm mopazke-
uuem KA —y 15 mannenToB, n3 KOTOPEIX 32 YKA3aHHBIH
LEePHOA HaOAIOACHHS YETHIPE HMAIIMEHTA IIOCTYIAAL
Ha IIOBTOPHBIEC OIEPAIMH PEBACKYAAPHU3AILIMU MHO-
kapAa (19 omepanmii). [Nanmenter ¢ UBC Ob1am Anmamm
MY?KCKOI'O II0AQ, HIMEAH BBICOKUI KAACC CTEHOKAPAHUH,
undapkT MmuokapAa (VMIM) B aHaMHese i COIyTCTBYIOIIIHE
APUTMHH BCTPEYAAUCH cOOTBETCTBEHHO B 50% 1 25%
cayuaes B rpye KIIL 8 100% u 0% — B rpyrme TABATT
n B 42,85% u 35,71% — B rpynme UKB. Pepackyaspnsa-
LU MHOKAPAA B AHAMHE3€¢ HAOAFOAAAACH ¥ 7 HAI[HEHTOB
u3 rpyrms YKB 1 y oanoro — us rpymer KIL ®pax-
s BEIOpoca AeBoro :xkeayaouxa (OB, ) Haxoanaacs
B mpeaerax ot 40,75% ao 59,25% cpean GOABHBIX
B rpymrre KII, 47% — B rpyrme TABAIT u rpyrme YKB —
45,5% a0 57, 75%. Cepaeunas neaocrarounocts (CH)
¢ II dynkimonassuemv kaaccom (PK mo NYHA) ma-
6aroAasace y 3 manmenTos B rpymre YKB, ¢ 111 K —
B 71,4 % cayuaes B rpynme YKB u B 100% caywaes
B rpyrne KII u TABAIL ¢ IV ®K -y 1 mannenra
B rpymme UKB (taba. 2). PaccanranHBC BeANYHHBI
IIPEACTABACHBI B BUAE MEANAHBI, MEKKBAPTUABHBIX OT-
kAaoHeHuit (251-75%) i B nmponenrax. Beem manuenram
¢ UBC Bemoansaace anaragocrudeckas KI') mocae mo-
AVYEHHUA PE3YABTATOB KOTOPOH IO KAKAOMY ITAITHEHTY
LIPOBOAMACS KOHCHAHMYM "cepacuHOll komaHAbL" (heart
team) B COCTaBE KAPANOAOTA, KAPAHOXHPYPra H SHAOBA-
CKYAIPHOTO CIICLIMAAUCTA AASl OIIPEACACHHSA AAABHCH-
mreii takrukn. Aanasie KI' mpeacrasaenst B tabame 1.
HPI/I HAAMYHH ITOIPAHUYHBIX CTEHO30B KA MIPOBOAU-
AOCBH H3MepeHue (PPaKIUOHHOIO pe3epBa KPpOBOTOKA
(FFR) mo cTaHAQpTHOHM METOAHKE AAfA OIPEACACHUA
PASHIIIBL AABACHUSA AO H ITIOCAE CYAKCHHOTO YIACTKA ap-
TEPUU B YCAOBHAX MAKCHMAABHOIO KPOBOTOKA. 3Hade-
uue FFR menee 0,8 mprHHIMAAOCD 332 KPUTHIECKOE AAA
IPHHATUSA PELICHUS O IIPOBEACHUH PEBACKYAAPU3AIIIL
MUOKAPAA.
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Tabauya 1 | Table 1

XapaKTepucha IIAIMCHTOB II0 AAHHBIM KOPOHaPOI‘Paq)I/II/I

B nAti cAyuasx HaDAFOAAAACH KAATIAHHASA
IIATOAOTHA, 0OyCAOBAeHHAsA paspuTuem MO
HATHBHBIX KAAIIAHOB B TPEX CAYYaAX H ITPOTe-

Characteristics of patients according to coronary angiography
30B KAAIIAHOB — B ABYX. [ [aITIeHTEI € KAQITaH-

HOIi IIATOAOTHEN OBIAM IPEUMYIIECTBEHHO ITapamerp KIIT (=4) UKB (»=14) | TABAII
Anriamu MyKckoro moaa — 60% (#=3), umean | Koanuecrso 2-25% (n=1) 1-42,85% (n=06) 1
CH ¢ III ®K 8 60% (#=3), c IV ®K - 40% |HOpaXkeHHBIX COCYAOB 4-75% (n=3) 2-21,42% (n=3)
(#=2), aputvun B anamuese — B 20% (#=1) 3-14,28% (n=2)
(1261, 2). 4-2142% (n=3)
V MHOTHX TaIueHTOB HMEAACH COMYT- ITopaskenue cTBOAA 75% (#=3) 42,85% (n=0) 0%
CTByrOmIAA SKCTpaKapAuaAbHas marosorus: | AKA
XpOHH‘IéCKI/II;'I BHPYCHHI}'I rerrarur C—83 CAY- MHoKeCTBEHHOE 50% (#=2) 35,71% (n=5) 0%
Jafx, CaXapHBI AHaOeT — B 7, lepeHeceH- | MOpaXenue .
noe OHMK 1o urmemmdeckomy tury — g 2, | <OPOHAPHEIX apTepun
s3BeHHAs BOAE3HD KeAyAKa 1 12-nepcrroii | Koamaecrso 1-25% (n=1) | 1-57,14% (#=8) 1
KHITKE — B 4, TTOAArPa, KEATHO-KAMEHHAS PEBACKYAAPHU3UPO- 2—502/0 (n=2) 2—35,7100/0 (7=5)
DOAE3HD 1 XPOHIIECKAA OOCTPYKTHBHAA Ho- | BAHHEIX COCYAOB 425% (=1) | 3T14% (=)
A€3HB AeTKUX — B | cayuae cootserctBenno. | [loanas 50% (n=2) 50% (n=T) 0%
B Aoomepanmonnom mepmnoae ame- | PeBACKyadpusanmi

MUl ACTKOH CTEIICHH TAAKECTH OBIAA BBIAB-
AeHa y 15 manuenToB, CpeAHEH CTeleHn —
y 7 manueHTOB, TAKEAON — y 1 manuenTa.

KIII — xoporaproe wynmuposarue
YUKB — upeckosncioe Koporaproe eMeutaneascneo
TABAIT — mparncarwmunanrsran banonnas anuoniacmura

Tabauya 2 | Table 2

Kaunnueckasn XapaKTepI/ICTI/IKa IIAIMUCHTOB II0 THUITy BBIIIOAHCHHOI'O OII€PATUBHOI'0 BMECIIIATCABCTBA

Clinical characteristics of patients by type of surgery

apaverp KIII (n=4) UKB (2=14) Haﬁﬁ;‘;“(‘;‘:‘: 5 | TABAM (»=1)

IToa my»xckoit % 100% (n=4) 100% (n=14) 60% (n=3) 100% (n=1)
HUMT 29 (26,45-31,5) 29,8 (28,25-30,0) 27,04 (22,9-29,8) 31,25
WM B anamuese % 50% (n=2) 42,85% (n=06) 0% 100% (n=1)
®B AeBoro >xeAyAouKa %o 50 (40,75-59,25) 52 (45,5-57,75) 62,5 (54-70,75) 47
Crenoxapausa, PK 1 0% 0% 0% 0%
Crenokapaus, PK 2 0% 21,42% (n=3) 40% (n=2) 0%
Crenoxapausn, K 3 100% (n=4) 78,57% (n=11) 0% 100%
Pepackyaapusanma B aHaMHE3€ 25% (n=1) 50% (n=T) 0% 0%
Apurmuu % 25% (n=1) 35,71% (#=5) 20% (n=1) 0%
CH, ®K 1 (mo NYHA) % 0% 0% 0% 0%
CH, ®K 2 (mo NYHA) % 0% 21,42% (n=3) 0% 0%
CH, ®K 3 (mo NYHA) % 100% (n=4) 71,42% (n=10) 60% (n=3) 100% (n=1)
CH, ®K 4 (uo NYHA) % 0% 7,14% (n=1) 40% (n=2) 0%
KpearnHun MKMOAB /A 1015 (886-1031) 675 (570-894,5) 667 (541-768,75) 0688
MoueBuH2 MMOAB /A 17 (15-19,25) 18,5 (16-22,5) 20,7 (16,35-22,7) 14,6
®Dochop mmoab/A 1,46 (1,16-1,61) 1,54 (1,3-1,85) 1,43 (1,39-1,48) 1,45
Kaabumit MMoAB/ A 2,28 (2,16-2,37) 2,29 (2,12-2,38) 2,3 (2,29-2,31) 2,43
Kaanii (A0 oneparum) MMOAB/ A 5 (4,72-5,45) 5,15 (4,72-5,77) 4,95 (4,85-5,02) 4,2
Kaawnii (ocae oneparum) MMOAB/ A 5,1 (4,8-5,5) 5,15 (5-5,47) 5,55 (5,12-5,95) 4,5
I'emorao6un (A0 onepanum) r/a 111 (106,2-113,2) 112,5 (105,5-119,7) 107,5 (96-119,25) 95
T'emorao6un (mocae oneparumn) r/ A 85 (80-88,7) 109,5 (103-117,2) 87 (82,7-90,7) 97
AapbymuH (A0 oneparum) r/A 35,5 (34-36,2) 38 (36-38,7) 37,5 (36,7-38) 32
AasGymuH (TIocae oneparum) r/a 29 (27,2-30,2) 37 (35,2-38) 29,5 (28,2-30,2) 31

KIII — xoponapioe utynmuposanue; YKB — upeckosnroe koporaproe emeutamenscmso;
TABAIT — mpancaromunanstan banornan anenonsacmuray VINMT — undexe maccer mena;
WM — ungpaprm muoxapda; CH — cepdeurasn nedocmanmounocno
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OcobeHHOCTH NepHONIEPALOHHOTO BEAEHUS MALMEHTOB C TEPMUHANLHOM CTOANEH XPOHUYECKOH BONE3HM MOYEX...
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Puc. 1. 3IIT B A0OLIEpaITOHHOM
H II0CACOIIEPAIIIOHHOM IIEPHOAE

Fig. 1. RRT in the preoperative
and postoperative period

Hapymenus dpocdopro-KkaabIzeBoro ooMeHa ¢ pasBu-
THEM BTOPHYHOIO TMIIEPIIAPATHPE03a (YPOBEHD Mapat-
ropmona >350 r/ma) HabAroaaacs y 13, rumepkaspim-
emun — y 3, runepdocdaremun — y 8 60AbHBIX. AHypUs
HAaOAIOAAAACDH Y 9 TareHTOB. \OAMAAU3SHEIH YPOBEHD
MOYEBHUHBI HAXOAUACH B IIpeacAax 10-33 Mmoab /A, Kpe-
arununa — 400-1100 MkMOADB/A. DIIH30AOB HapyIie-
HHI PHTMA B CBA3H C BBICOKUM AOAMAAU3HBIM YPOBHEM
kaAnsa He Obin0. Ha mpeaonepannonnom srame 3I1T
(n=47) mpOBOAMAACH METOAOM HHTEPMHUTTHPYFOIIETO
HU3KO / BBICOKOIIOTOUHOTO reMoAnaansa (I'A) mau remo-
anadpuaprparmu (IA®) ma ammaparax Fresenius 4008S
uan Fresenius 5008S ¢ mCIOAB30BaHEEM HHU3KO,/BBICO-
KOIIOTOYHBIX AHAAU3ATOPOB, reMopuasTpos (puc. 1).
Bo Bcex cayuasx mprmMeHsAca OMKapOOHATHBI AHAAN3AT.

B xauecTBe CHCTEMHOrO aHTHKOATYASHTA BO BPEMSA
IIPOBEACHHA IKCTPAKOPIIOPAABHBIX IIPOIIEAYP METO-
AOM IIOCTOSHHOH HempeprBHOH uudysuu y 91,6%
HAIIECHTOB IPUMEHAACA HE(DPAKIHOHHPOBAHHEIH Te-
napuH. KOHTPOAB 32 aA€KBATHOCTBIO AHTHKOATYAAIIH
OCYIIECTBAAACH KAMHIYECKIME METOAAMHI U AaDOPATOP-
HOIl OIIEHKOM CBEPTHIBAEMOCTH KPOBH C HCIIOAB30BA-
HHeM akTHBIPOBAaHHOro BpeMenu ceeptemBanus (ACT),
noaaepxuBaeMoro B pamkax 150-200 cex. Cpeanr anb-
TEPHATHBHBEIX AHTUKOATYAAHTOB B CBA3K C HAAMYHEM
AAACPIUYCCKIX PEAKIHI HA TCHAPUH B 2 CAVYIAAX HC-
IIOAB30BAAACH APUKCTPA 2,5 MI' OAHOKPATHBIM OOAIOCOM
B HAYAAE IIPOIIEAYPHL.

B 90% (#=18) cay4aeB mpoOIeAYpPHl IIPOBOAUAKCEH
¢ ncroAbp3oBanneM HaTuBHOH AB®, ckopocTs kKpoBoTOKA
110 KOTOPOIt cocTaBAsira 280-350 ma/vuH. V 2 marweHToB
Ha Bpems "cospesanmsa" HatuBHOM AB® B kauectse

OpuruHanbHble cTatbi

COCYAHCTOIO AOCTYIIA HCIIOAB30BAAKCH ABYXIIPOCBET-
upie LIBK (ARROW 12 Fr, Q,;=230-240 ma/mum), ycra-

HOBACHHBIC IIO METOAY CeAbAI/IHFCpa BO BHyTpCHHIOIO

APEMHYIO BEHY CIIPaBa.
Pesyabrartsr

[Tepmoa mpebuiBanus GOABHBIX B CTAIIMOHAPE CO-
CTaBHA B AOOIIEpaOHHOM IeproAe oT 2 A0 10 cyTox,
a B 11/0 mepuoae ot 2 Ao 20 cyTok. VBeAmdeHne AAU-
TEAPHOCTH FOCITHTAAN3AINH HADAIOAAAOCH Y IIAIIHCHTOB
C KAAIIAHHOH ITATOAOTHEH B CBA3H C HOTPEOHOCTBHIO
B OOAEE TINATEABHOI IIPEAOIIEPAITMOHHOM IIOATOTOBKE,
4 TAKXKE Y MAIIMEHTOB C BO3HHUKIIHIMH B IIOCACOIICPALIH-
OHHOM IIEPUOAE OCAOKHEHHUAMI.

[Ipeaomepannonnas IOATOTOBKA BKAIOUAAA B ceOA
KOPPEKIINIO AHEMUH, THITIOAABOYMITHEMIN, HAPYIIICHEH
BOAHO-3ACKTPOAUTHOIO OaAaHCa, HOPMAAU3AIIUIO ap-
TEPHAABHOTO AABACHHSA, THAPOOAAAHC IIOAACPIKUBAACH
B COCTOSIHHH HOpMOBOAemuH. Koppekiusa anemun
BO BCEX CAYYafX IIPOBOAHAACH IIPEIAPATAME PEKOM-
OHHAHTHOIO 9PHUTPOLOITHHA (PEKOPMOH, 3parb(OH).
K "oTkpeITEIM" KapAHOXHPYPIHYECKUM OIEPALIHAM
potryckaancs manuertsl ¢ Hb ve menee 110 r/A. B Ha-
CTOSAIIEM UCCACAOBAHUH TPAHC(Y3HA IPUTPOLIUTAPHON
MaCCBI IOTPEOOBAAACH OAHOMY ITAIIUEHTY B CBA3M C aHE-
mueit cpeaneit crerrenn Tskectu (Hb 76 r/A) u Bbiroa-
HAAACH BO BpeMsA cearca reMoAnasnsa. Ilorpebrocts
B IIPHMCHCHIU IIAPCHTEPAABHEIX (DOPM KEAC3a BOSHIKAA
y 7 marmenros (Berodep 100 mr). Koppexrtus rumoans-
OYMHHEMHHI IIPOBOAUAACE AT OOABHBIM TPaHCY3HEH
20% aapbymuna (100-200 MA) BO Bpems IPOLIEAYP FeMO-
ANMAAN3a AO CTAOMAM3AIINH CEIBOPOTOYHOTO AABOYMHIHA
Ha yposre >35 r/A. ['mApobasaHC AIMEeHTOB KOPPEKTH-
POBAACH C YIETOM CYXOTO BECa, OCTATOYHOM BOAOBBIACAH-
TEABHOH (PYHKIINHU ITOYEK, 4 TAK/KE THIIA OIIEPATUBHOTO
BMEIIIATEABCTBA. TaK, HAIIPHMED, IAIHECHTAM, IIAAHUPY-
FOIITIMCS K IIPOBEACHUIO OIIEPALIHI PEBACKYAAPU3AIIUI
muokapaa meroaom YKB, porryckanacs npubaska k "cy-
xomy Becy" B oO6beme 200-500 Ma AAsf IpOUAAKTHKH
OOKPAABIBAHIA KOPOHAPHOTO PYCAA BO BpEMsA Pa3BUTHA
BO3MOZKHBIX 9IIH30AOB THIIOTOHHUI B HHTPAOIICPALIOH-
HOM IIEPHOAE. B pamrax mpeAoreparmoHHOI ITOATO-
ToBku BceM marruerTaM mpoBoAuAcs TIIA. TTocaeansas
IIPOIIEAYPA BBIITOAHAAACD 32 CYTKU AO OIICPALINHL.

OrmeparuBHBIE BMEIIATEABCTBA B OOABINHHCTBE
CAYYaeB BBIIOAHAAUCH IIAAHOBOM IIOPSIAKE, B OAHOM
caygae B casu ¢ passusmemcs OKC — skcrpenno.
BoABHBIM, TOABEPTarOIIUMCS "OTKPBITEIM' KapAHO-
XUPYPIUYECKUM BMEIIATEABCTBAM, BBHIITOAHAAACH KOM-
OunupopanHaa aHecresud. [Ipemaparamu Beibopa A
HHAYKLIUHE B AHECTE3UIO CPEAN HAPKOTHYCCKUX AHAAB-
retukoB ObiA erTanuAa B A03e 5-10 Mkr/kr, cpean
TUIHOTHKOB — 11ponriopoa — 0,5 Mr/kr nan peaanuym
0,1 mr/kr, 13 MuopeAaakcauToB — scmepos — 0,9 mr/kr
uan apAyas 0,1 mr/kr. [Toaaeprkanne aHeCTe3Hu IIPOBO-
AuAOCh IpumenerueM cesodaropana 1-2,0 06. %, den-
TanuAa B Ao3e 1-5 mxr/kr/4, nporocdoaa — 2 mr/kr/4a
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nau aoopmukyma — 0,1 mr/kr/ v, acmepona — 0,3 mr/kr/4
uan apayana — 0,02 mr/kr/4. Bo Bpemst narpaoneparn-
OHHOTO ITEPUOAA ITPOBOAMAACH KOHTPOAHUPYEMas HH-
ysnoHHas Teparms ¢ yueToM "cyxoro Beca" marenTa,
00beMa OCTATOYHON MOYH, ITOKA3ATEACH IIEHTPAABHOTO
BeHO3HOTO AaBacHud (LIBA), xucaoTHO-1IIeAOIHOTO
(KIIC) 1 2AEKTPOAUTHOIO COCTABA KPOBHL

boabrem ¢ IBC pesackyadpnzanmsa MHOKapAA BBI-
IIOAHAAACH IIPEUMYIIECTBEHHO 9HAOBACKYASPHO — CTCH-
tupoBanuem KA B 14 caywasx, myaruaposarne KA mpu-
MEHAAOCH B 4 cAydasx. VI3 HUX YeTBEpBIM IalneHTaM
32 HADATOAAEMBII CPOK ITOTPEOOBAAACH IIOBTOPHAA pe-
BACKYAAPU3AIINA MUOKAPAA U3-32 PA3BUTHA PECTEHO30B
B CTEHTHPOBAHHBIX COCYAAX AHOO B paHEe MHTAKTHOM
kopoHaprOoM pycae. B rpymme KII y 50% manuenTos
OIICPALIHH BEIITOAHAANCH Ha PaDOTAIOIIEM CepALie Oe3
npumenenns VK (MEHUIHBA3HBHASA PEBACKYASPH3IALIIA
MHOKAPAQ), ¥ OCTaABHBIX — B ycaoBuAx VK. B oarom cay-
vae Opraa Boioanena TABATT 6es crerruposarms KA
B CBA3H C TEM, YTO KAABI[ITHO3 COCYAQ OBIA BBIPAKEH Ha-
CTOABKO, YTO MHOTOKPATHBIE ITOIIBITKH AUAQTAIINN 30HbI
CY/KEHUA U IIPOBEACHHA B HEE CTCHTA TAK U HE YBEHYA-
AnCh ycrexom. Ilaru marmenraM OBIAM BBIIOAHEHBI
KAPAHOXHPYPIHICCKIE BMEIIIATEABCTBA B ycAoBmAX K
ITO TTOBOAY HM30AHMPOBAHHON KAAITAHHON ITATOAOTHI,
KOTOpas BO BCEX CAyJaAx Opiaa oOycaoBaena D aubo
HATUBHBIX (#=3), AHOO yiKe IIPOTE3UPOBAHHBIX KAAITA-
HOB (#7=2). ABOMM IaIeHTAM OBIAO IIPOU3BEACHO ITPO-
Tesuposanue aoprasbHOro kaamana (I1AK) ¢ mosmoi
IAACTUKOM MuTpaAbHOTO KAaarmana (I1aMK), aByxkaaran-
noe nporesuposanue ([IMK u ITAK), [IMK ¢ nporesu-
POBAaHHEM KOPHSA 20PTH M HMIIAAHTAIIICH yCTheB KA,
ITAK — o oanOMYy cay4garo cootserctBenHo. Cpeanee
spems VMK cocrasuao 135,2%26,7 munyr, mepexarus
aoprer 93,7£19,1 munyr. Onepanun BEIIOAHAAKCH
B yCAOBHAX yMepeHnHOH runotepmu (28-30°C) u dap-
MaKOXOAOAOBOH Kkapauonaerun. Ckopocts nepdysun
KPOBH B CpeAHeM coctaBuAa 2-2,5 A/mun/M? Cpeanee
11epy3NOHHOE AABACHHE ITOAAEP/KHBAAOCH HA YPOBHE
65-70 MM pr.cT. MHTpaomeparmoHHOe IPOBEACHHE
yabrpacduabTpanun B ooveme 1500-3000 ma Ha srame
COrpeBaHuA ITOTPEOOBAAOCH TPOUM ITAITHEHTAM Oe3 Co-
XPAHHOTO AUypPE3a.

B OPUT mocAeonepalimoOHHBIH ITEPHOA ITPOXOAHA
TOABKO y IIALHEHTOB, IIEPEHECIINX "OTKPHITHE" KapAU-
OXHPYPIrUYECKHE BMEIIATEABCTBA. AAUTEABHOCTD Ha-
xoxAeHUA 00ABHBIX B OPUT cocrasuaa or 10 gacos
AO 3 CYTOK, TAC IIAITNEHTAM IIPOBOAUACH ITOCTOSHHBIH
HMHBA3HBHBIN MOHHTOPUHT APTEPHAABHOIO AABACHI,
LIBA, eKeAHEBHO BBIITOAHAAACH peHTreHOrpadusa op-
raHOB IPYAHOI KACTKH U YABTPA3BYKOBOE HCCACAOBAHIIE
IIACBPAABHEIX IIOAOCTCH, 2 Ppa3a B CYTKH BBIIOAHAAOCDH
OxoKI' mccaeaoBaHmE € KOHTPOAEM KOHEYHO-AHACTO-
AHYECKOro 00béMa AeBoro keayaouka (KAO y:x), co-
KPaTUTEABHOI criocobHocTH MHOKApAA, OB 4, dyHK-
I[FM KAQITAHHOIO aIllIapaTa CEPAIIA, CEITAPAIIH AHCTKOB
repuKapAa. TakKe BBIITOAHAACH €KCAHEBHBIH KOHTPOAD
OMOXIMUYECKHX ITOKA3ATEACH, ODIIEro aHAAM32 KPOBH
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M CHCTEMBI TEMOCTa32. Y MAaIIMEHTOB IIOCAE "OTKPHI-
THIX" KAPAMOXUPYPIUYCCKUAX BMEIIATCABCTB CPEAHHUE
YPOBHH I'éeMOrAOOHHA U AABOYMHIHA OBIAM 3HAYNTEABHO
HKe, 9eM y manuentos us rpymmasr YKB (taba. 2).
VpOBEeHD CPEAHETO APTEPUAABHOTO AABACHHSA COCTABHA
70-80 MM PT.CT., YACTOTHl CEPACYHBIX COKPAIIECHUI —
70-100 yaapos B munyTy. Yposens LIBA Ao mposeae-
mmaA 31T naxoamaca B mpeaeaax 8-16 mm pr.ct. Bo n3be-
KAHHCE HAPYIIICHUH CEPACIHOIO PHTMA ITAIIMECHTAM IIOCAE
"OTKPBITHIX" KAPAHOXHPYPIHUCCKIX BMEIIIATCABCTB HH-
TPAOIIEPAIINOHHO YCTAHABAUBAACH SACKTPOKAPAHOCTH-
MyAATOp. Bee manmenTsr ocAe KOPPEKITHN KAATAHHON
HATOAOIUH HYKAAAKCh B HHOTPOIHOI 1/ AU Ba30IIPEC-
COPHOM IIOAACPIKKE, ITPU 9TOM AO32 AAPEHAAMHA HAXO-
Auaach B mpeaeaax 0,05-0,07 mxr/kr/mumH, a HOpaspe-
naanua — 0,05-0,1 mkr/xr/mun. B rpynme mannenTtos
IIOCAE PEBACKYAAPHU3AITIN MHOKAPAA IIOTPEOHOCTD B Kap-
AUOTOHUYECKOH H/HMAN BAa3OIPECCOPHOI ITOAAEPIKKE
BO3HUKAA TOABKO § OCAOKHEHHBIX ITAIIUCHTOB (HAPYyIIIe-
nue purMa cepana, OKC, kposoreuenue).

[TarrreHTH! TOCAE 9HAOBACKYAAPHBIX BMEIITATCABCTB
Cpa3y IOCTYIIAAH B OTACACHHE FEMOAMAAN3A, TAC IM IIPO-
BoArAach IAD ¢ 11eAbr0 HOPMAAH3AITHI BOAHO-9AEKTPO-
AUTHOTO OAAAHCA F SAMMUHAIIIN PEHTICH-KOHTPACTHBIX
nperapatoB. boAbHeIe TTOCAE "OTKPBITHIX' KAPAHOXHPYP-
THYECKUX BMEIIATEABCTB, HAYNHAA CO BTOPBIX IIOCACOIIC-
PAIHOHHBIX CYTOK, IIEPEBOAMAKCE Ha eKeAneBHyro 1T
B pexkume [AD a0 6-8 gacos (puc. 1). B reprre mocaco-
neparonnsie cyTku nposeacane 3ITT morpedosasoch
OAHOMY TIAITHEHTY B CBA3H C MCAMKAMEHTO3HO HE KOPPH-
rupyemoii ruepkasuemueii (7,8 MMoAb/A). OGbeM yab-
TPaHABTPAIINH IIPOBOAHACH C YICTOM BHYTPHBEHHOM
uH(Y3UH ¥ 9HTEPAABHOTO ITUTaHuA, ITokasateAeii [IBA
n KAOA}K

Cpean moOCACOIEPAIMOHHBIX OCAOKHEHHIT
B rpynme KII B oAHOM cAydae oTMeYaAOCh HapyIIe-
HIIE PUTMA CEPAIA, IIOTPEOOBABIIIEE SACKTPOUMITYABC-
HOM TEpaIluy, B APYIOM — Pa3BHTHE I'MAPOTOPAKCA,
B rpyrme UKB y oanoro manmenra — passurae OKC
C ITOCACAYIOIIIEH ACHCTOAHEH KEAYAOUKOB, ¥ APYTOTO —
Pa3sBHTHE KPOBOTCYCHMUSA TAKEAOH CTEIICHH M3 COCYAU-
cToro Aoctyta A mposeAerns UKB, B rpyrirre koppek-
MM KAAITAHHOH IATOAOTHH — Pa3BUTHE U COXPAHEHUE
reMOTOPAKCa B T€YEHHE O CYTOK, ITOAAEP/KHBAIOIIETO
AHEMHIO CPEAHETAKEAOH crerenn. Bee ocaoxuenus
OBIAH CBOCBPEMEHHO AHATHOCTHPOBAHBI M KYIINPOBAHEI
AAEKBATHOM Teparmeil. 3a Bpemsa HADAFOACHHSA ACTAAD-
HBIX HICXOAOB HE OBIAO.

OOGcyxaenue

Xupyprudeckas KOPPEKIIHA KapAHOBACKYAAPHOM
IATOAOTHH Y OOABHBIX, HAXOAAIIINXCA HA AOAHAAU3HOM
ararre XBII, 6e3ycAOBHO, CIIOCOOCTBYET YAYUIIIEHUIO
KpOBOOOpAITieHuA ¥ (DYHKIHN ITOYCK H MOKET 3aMEA-
amte Temn nporpeccuposanus XBIT [30, 31]. V 60ap-
HBIX e ¢ 5 craaueii XbBIT BeImoAHeHnE KapAHOXUPYP-
THYECKIX BMEITATEABCTB CBA3AHO, B IEPBYIO OUEPEAD,
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C HEOOXOAMMOCTBIO BBIITOAHEHHSA OIIEPAITHI ITO KH3-
HEHHBIM ITOKA3AHUAM, C YAYYIICHIEM BBIKUBAEMOCTH
B IIEAOM M ITPODHAAKTHKOI BHE3AITHBIX CEPAEIHO-COCY-
AUCTBIX KaTacTpod. AO HEAABHETO BPEMEHI AAHHOM Ka-
TErOPUH IAIINEHTOB BPAYN 3a4aCTYEO OTKA3BIBAAH B OCY-
IIECTBACHUN OIEPATHBHOMN KOPPEKINU 3200 AEBAHII
CEPAILIA I COCYAOB BBUAY CAOMKHOCTI U OTCYTCTBESA OIIBITA
BEACHUS, TEXHHYECKUX YCAOBHI AASl ITPOBEACHUA 3I1T,
HAAIYUA TAZKEAON COYETAHHOH maroaoruu. B mocaeanee
BpeMsA DOABIIHHCTBO IIPOTUBOIIOKA3AHIN AAA KAPAHO-
XHPYPIHYECCKUX BMEITATEABCTB Y TAKHX OOABHBIX CTAAO
HOCHTb OTHOCHTEABHBII XapaKTep.

Ha ceroansinmamii AéHb HUMEIOTCA AAHHBIE, CBUAE-
teapctBytorme o npenmymiectse AKII B Aooarocpou-
HOM IIpOTHO3€ B cpaBHeHHH c pesyabraramu UKB
y marteHToB ¢ VIBC, maxoasamuxcs ua [1LA. B Oamnkari-
IIIEM ITOCACOIIEPAITMOHHOM IIEPHOAE € OOAee DAaropH-
ATHBIM HCXOAOM CBA3BIBAIOT MHOTOCOCYAUCTOE CTEHTH-
posanue [32, 33]. Perrenne o MeTOAE pEBACKYASPH3AITIH
MuokapAa 1o pesyabtatam KI' AOAKHO ocyrecTBAATBCS
MEKAUCITUIIAMHAPHBIM KOHCHAHYMOM B COCTAaBE KAPAH-
OAOT2, CEPACIHO-COCYAUCTOTO 1 SHAOBACKYAAPHOIO XU-
Pypros, a Taxike Hedpoaora. [Tarmertsr ocae orepartmit
PEBACKYASPH3AIINI MIOKAPAA TPEOYIOT OOACE IIPUCTAAD-
HOTO BHEMAHUA K IIOADOPY "cyXoro Beca' BBHAY BEpOAT-
HOCTH "0OKpaABBaHUA" KOPOHAPHOTO pycAa Ha (pomHe
HUHTPAAHAAUSHON THIIOTCH3HU C PA3BUTHEM 3IIN30A0B
crenokapAnn. [ToaaepikaHie ITOCTOSAHCTBA BHYTPUCO-
CYAHCTOTrO 0ObeMa Ha (DOHE YABTPAPUABTPAIINH ABAA-
eTCsl CYIIECTBEHHON MePOii IPO(MUAAKTUKH TOAODHBIX
OCAOKHEHHI BO BPEMSA ITPOIIEAYP ITEMOAHAAH3A.

[IpeATOITHTEABHBIM BPEMEHEM AAS BBIITOAHCHUSA
IIAQHOBBIX XHPYPIUIECKHX BMEIIIATEABCTB ¥ IAIIMEHTOB
¢ repmuHaAbHOI XDBIT ABAfIETCA CACAYFOITINIT ACHB TIOCAE
IIPOBEACHHUSA CEAHCA TEMOAMAAH3A BBUAY CTAOMAN3AIIII
BOAHBIX CEKTOPOB 1 YCTPAHEHHA OCTATOUHOIO ACHCTBISA
anTHKOAryAHTOB [34]. Bee maruentsl ¢ 5 craaneit XBI1
HY/KAQFOTCS B OOACE BHIMATEABHOM ITOAXOAC K OIICHKE
BOAHO-3AEKTPOAUTHOIO GaAaHCA HA AFOOBIX TaITax Iie-
PHOIIEPAIIIOHHOTO BEACHNS, T.K. MOIYT HAXOAUTBCA KAK
B COCTOSIHUU THIIEPIUAPATAIIIH IIEPEA IIPOBEACHHEM
OYEPEAHOTO CEAHCA TEMOAMAAN3A, TAK U B COCTOAHIH
runooAemun rmocae mporeAyp [IIA [35]. Vauresas
CHIDKCHHYIO CKOPOCTb KAYOOYKOBOH (DHABTPALIIE
y marentos ¢ XBI1 5 craaum aAfl CHIKEHEA PUCKA KAU-
HITYECKOI IIEPEAO3ZHPOBKH HEOOXOANMA KOPPEKTHPOBKA
AO3 aHECTE3MOAOTHYECKHUX ITPEITapaToB. Tak, Harpumep,
PEKOMEHAYETCA CHIKATH AO3BI OApOUTYpaTOB M OEH30-
AraserrnHOB Ha 30-50% 1 yIuThIBATE, UTO IPH TAKEAON
YPEMHI CHIKACTCA KAHPEHC (DEHTAHUAL, 4 COCTOAHUE
aIIA032 IOTEHITNPYET YAAUHECHHE ACHCTBHA BCEX MH-
opeAakcaHoB [36-38]. M3BecTHO, 9TO IpU CHUKECHHH
KoHLeHTparuy reMoraobuna Hike 110 1/A 1 remaro-
kpura Hike 33% yBEAMYHBAETCA YaCTOTA IIOCACOIIEPa-
LIHOHHBIX OCAOKHEHIH, TIO9TOMY B IIPEAOIIEPAIIHIOHHOM
HIEPHOAE CACAYET TIATEABHO KOPPEKTHPOBATH AHEMHIO
IIpenapaTaMu SpUTPOIIOITHHA, KEAe32, TPaHCy3ne
OPHUTPOLIUTAPHON MACCHL, 4 B CAYYAE IIPEAITOAATAEMBIX
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KPOBOIIOTEPH 3aPAHEE 3aTOTABAUBATE AOHOPCKYIO KPOBb
[39]. Taxoxe ypeMus MOKET COIIPOBOKAATHCA ITOBBIITIEH-
HOH CKAOHHOCTBIO K KPOBOTEYEHHAM BBHAY CHIKEHIA
ArPEeralHOHHBIX U AATC3UBHBIX CBOMCTB TPOMOOLIUTOB
Ha (HOHE HAPYIIIEHHOIO BBIACACHHA U3 SHAOTEAHSA CO-
cyAoB daxropa don BuanreOpanaa [40]. [Tosromy mpu
IIPOBEACHHH AHTUKOATYAAITHMH BO BPEMA SKCTPAKOPIIO-
PAABHBIX IIPOIIEAYP HEOOXOAMMO ITOMHHTD O BO3PACTa-
IOIIEM PHCKE KPOBOTEYCHHUH Ha (POHE IIpreMa ABOHHON
AHTUTPOMOOIIUTAPHOMN TEPAITUH Y IAIIIEHTOB ITOCAE Pe-
BACKYASIPH3ALIIH MIOKAPAQ, 4 TAKKC AHTHKOATYASAHTHON
Tepanuy BapdapUHOM Y IAIIHECHTOB IIOCAEC HMIIAAHTA-
LM MEXAHIYECKUX KAAITaHOB cepAria [41]. Taxne 6oab-
HEIC HYKAQIOTCS B DOACE 9aCTOM AADOPATOPHOM KOH-
TPOAE IIOKA3aTEAEH CBEPTBHIBAOINEH CHCTEMBI KPOBH,
4 TAKKE B IIPOBEACHUU FACTPOIPOTEKTHBHON TEPAIIHIL,
OCODEHHO YIHUTHIBAS AOIIOAHUTEABHOE PA3APAKAIOIICE
ACHCTBHEC MOYCBHHEI HA CAH3HCTBIC OOOAOYKH M HAAH-
ume s3BeHnbx nopaxenutt /KKT B amamuese. [laruenTsr
¢ TepmuHasbHON XDBIT apanrupoBaHsr K XpOHHYECKOI
3aAEPKKE HATPHUA U HAPACTAFOIEH B MEKAMAAUSHBIN
rrepuoA ruteprkasnemun. OAHAKO Y HUX BO3MOMKHO Pas-
BUTHE OCTPOII THIepKaAreMnu Ha hOHE ITpHUEMA HEKOTO-
PBIX ACKAPCTBEHHEIX IIPEIAPATOB (KAAHH-cOeperaromnue
ANYPETUKH, HHITTOUTOPH aHTHOTECH3NH-IIPEBPAIIAIO-
11ero oepMeHTa, HECTEPOMAHBIE IIPOTHBOBOCIIAAUTEAD-
HBIC IIPeraparsl, 0eTa-OAOKATOPBI, AMHHOTAIKO3HAEL,
IIUKAOCIIOPHH H AP.), IIO3TOMY CAEAYET OTPAaHHYIUBATDH
HA3HAYCHICE KAAUH-COACPKAIIUX NH(Y3HOHHBIX Pac-
TBOPOB § AAHHOM IPYIIIIBI TAITHEHTOB [42].

Hecmorps Ha nmerormecs BBIIIIEOIIHCAHHBIE TPYA-
HOCTH, TepMUHaAbHasA cTaansa XDBIT He aooaxHA paccma-
TPHUBATHCA KAK IPOTHBOIIOKA3aHUE K XHPYPIUIECKON
KOPPEKITHH 3200AeBaHUN cepALia U cocyaoBs [43]. Ber-
ABACHIHE CEPACIHO-COCYAUCTOH ITATOAOIHH, TPEOyIOIIeit
OIIEPATHBHOIO AEYEHHA, CBOEBPEMEHHOE HAIIPABACHIE
B KAPAHOXHUPYPIUYCCKUN CTAIIIOHAP, TIIATCABHOE Be-
ACHHE AO- U ITEPHOIEPAIIMOHHOIO IIEPUOAOB, IIPEEM-
CTBEHHOCTH B pabOTE BCEX CICLIUAAUCTOB — ABAAIOTCA
KAFOUYEBBIMH aCIIEKTAMHI AOCTH/KEHIA YCIIeXa B ACUCHIU
U VAYUIIICHIH KA4eCTBA KU3HN marueHToB Ha [IUA,
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Pesrome

Leav nacmosuyezo uccaedosannss — CpaBHUTEABHBII AHAAU3 YAOBACTBOPEHHOCTH IIALIMEHTOB PE3yAbTA-
TAMU A€YEHUA B TEPPUTOPHAABHOM IIEHTPE AHAAN3A.

Mamepuavt u memodsr. Ha ocHoBaHMM nMeroLneiica nH@opMamu o AaHHOM npobaeme Obiaa paspa-
OGoTaHa aHKeTa, XaPaKTEPHU3YIOIaA MHEHHE IIAIIHCHTOB 00 OPraHu3aIlid MEAUIIIHCKOM IIOMOIIY B AUA-
AM3HOM LIEHTpE.

B xo0A€e mccAeAOBAHMA IIPUMEHAANCH CAEAYIOIIIIE METOABL: H3yUueHHe U 0000IeHIe ONbITa, AHAAUTH-
YECKU, CTATUCTHYECKHIA, COLIMOAOTHUECKHI (0IIPOC/MHTEPBBIO).

Pesyavmamor. OTMedeHA ITOAOXKUTEABHAA AMHAMHUKA YAOBA€TBOPEHHOCTH ITAIIEHTOB PaboTOM IIeHTpa
H YCAOBHAMH IIPEOBIBAHNA IIPH IIOAYIECHUH IPOIIEAYP AHAAN3A U OBIAA IIOAYYEHA BBICOKAA OLIEHKA II0 PAAY
¢aKTOPOB, OTPAKAOIINX KAYECTBO U YPOBEHb MEAHUIIMHCKOIO OOCAY>KUBAHUA B IIEHTPE, TAK)KE OLICHKA
YAOBAETBOPEHHOCTH OTHOIIEHHA K paboTe CPEAHEro U BpaueGHOro MEAUIIMHCKOIO IIEPCOHAAA, PA0OTHI
perucTparypsl, rapaepoba, BO3MOKHOCTH IIPOCMOTPA TEAEIIEPEAAY, COCTOAHHA TYyaA€TOB, HAAWYHNA I10-
MEIIEHUH AAfA OTABIXA ITIOCA€ AMAAM3a, AOCTYITHOCTH MH(OPMAIIMOHHOIO obecnedyeHua MaTepHasaMH,
BBIA€ACHHOI IIAPKOBKH, KAYECTBA OAECIKABI AAA ITAIIEHTOB.

3axar4enue. B cratbe onpeAeAeHBI OTACABHBIE HAIIPABACHNA IOBBIMICHUA AOCTYIIHOCTH M Kade-
CTBA OPraHHU3AIlUHM I'€MOAUAAU3HON nomomu B KpacHoApckoM Kpae, BAHAIOINNE HA YPOBEHb MEAH-
IIHCKOTO O0CAY>KHBAHUA B IIEHTPE AMAAN3A B 3AaBHCHMOCTH OT TPAHCIIOPTHOM AOCTYITHOCTH M APYTUX
TIOKA3aTEACH.
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Abstract

The purpose of this study is a comparative analysis of patients' satisfaction with the results of treatment
at a regional dialysis center.

Materials and methods. Based on the available information on this problem, a questionnaire was developed
that characterizes the patients' opinion on the organization of medical care in the dialysis center.

In the course of the research, the following methods were used: study and generalization of experience,
analytical, statistical, sociological (questionary/interview).

Results. Positive dynamics of patients' satisfaction with the work of the center and the conditions of
stay and during the dialysis procedures were noted. A high score was awarded for a number of factors
reflecting the quality and the level of medical services in the centet, also an assessment of the satisfaction
of attitudes towards the work of the and medical staff, the work of the registry, cloak room, availability
of TV set, quality of toilets, availability of rest rooms after dialysis, information support with printed

materials, allocated parking, quality of clothes for patients.
Conclusion. The article outlines some directions for increasing the availability and quality of hemodialysis
care in the Krasnoyarsk region, affecting the level of medical care in the dialysis center, depending on

transport availability and other indicators.

Key words: dialysis treatment centers, sociological evaluation, questioning, patient satisfaction

BBeaenue

B macrostiuii MoMenT OAHON M3 BAKHENIIINX 3aA2Y,
ITOCTABACHHBIX ITEPEA CUCTEMOH 3APABOOXPAHECHUS, AB-
AfICTCS IIOBBIIIICHUE AOCTYIIHOCTH 1 KA9CCTBA MCAUIIIH-
CKOH IIOMOIIH, B TOM YHCAE IIPH ACUYEHHH B IIEHTPAX
ambyaaropuoro amasmsa [1, 2, 4]. Lleap macrosiero
HCCACAOBAHHA — CPABHUTEABHBIN AHAAU3 YAOBACTBO-
PEHHOCTH IAITMEHTOB PE3YABTATAME ACUECHUSA B TEPPH-
TOPHAABHOM LICHTPE AUAAH3A.

Marepuasbl 1 METOABI

B xoAe mccaeAOBaHMA TPUMEHAANCH CAEAYFOIIIHE
METOABL: H3YUCHHCE I ODOOIICHUE OIBITA, AHAAUTHYC-
CKHIl, CTATUCTUYECKHI, connoAoruyueckuii (omnpoc/
nnTepspro). Ha ocnosanmm nmerorerica nudopmartim
0 AAHHOH IpoOAeMe OBIAA pa3paboTaHa aHKETA, Xa-
PAKTEPH3YIOIIAs MHEHIE IAI[EHTOB 00 OPraHU3aI[IH
MEAUIIMHCKOH IIOMOIIY B AHAAM3HOM IeHTpe. B pe-
3YABTATE B AAHHOH IIyOAHKAIINH OIIPEACACHBI OTACAD-
HBEIE HAITPABACHUSA ITOBBIIIEHNA AOCTYITHOCTH M Kade-
CTBA OPraHHU3ALNN MEAUIIMHCKOHN ITOMOIIH OOABHBIM
C XPOHHYECKOH ITOYCIHOM HEAOCTATOUYHOCTBIO B TEp-
MHHAABHOHI CTAAMH, HAXOAAIIUXCA Ha IIPOTPAMMHOM
AMAAT3E.

Pesyabrars!

[IpoBeACHHBIH aHAAH3 BBIABHA OIIPCACACHHEIC
HAIIPABACHHA COBEPINECHCTBOBAHHUA ACATEABHOCTH
LEHTpa AMAAH3HOTO AedeHmA [3, 5]. B xoae ankern-
posanus B 2012 roay OBIAK IIOAYYEHEI OTBETHL HA OC-
HOBHEBIE BOIIPOCEHI, CBA3AHHBIC C KAYECTBOM JKH3HU
HAITHEHTOB U YAOBAETBOPEHHOCTHIO OIPOIIEHHBIX
pesyAbTaTAME AcdeHHA. B AaHHOM ompoce mpuHAAN
yaactue 148 manmmeHTOB IEHTPa AMAAN3HOTO A€Ye-
Hua B Kpacrospckom kpae, cpean koTopsix 58% co-
CTaBUAM KEHITHHEL, 42% — My#]IHHBL BoAbpIHHCTBO

PECIIOHACHTOB OBIAM TOPOACKHMH KHTEAAMH (83%0),
M3 CEABCKOI MECTHOCTHU HA ACYEHUN OBIAK TOABKO 17%
[TAIIUEHTOB.

CpeAn m3y9aeMOIi TPYIIIB TAIIUNEHTOB 110 BO3PACT-
HOMY COCTaBY IPe0OAaAAAn AnIA B Bo3pacte oT 61
A0 81 roaa — 34%, amma B Bospacte ot 51 A0 60 Aet —
20%, ot 41 a0 50 aer — 22%, ot 31 A0 40 aer — 16%,
ot 20 a0 30 aet — 8%. I'To yposrIO AOXOA2 53% pecrion-
AEHTOB OTHECAHU CEOA K IPYIIIIE CO CPEAHUM AOCTATKOM,
27% dweaoBek cumraror cebsa Oeanpimu, 10% — oueHp
Oeampivm, 10% — He BBICKA3aAH CBOCTO MHCHHUS 1O AAH-
HOMY BOIIPOCY.

I[lo commanpnoii kareropun 41% omporeHHsIxX co-
craBuAn eHcuoHepsr, 18% — 6espadoruee, 13% — pa-
OoTarorue, B TOM 9uCA€ 8% OIIPOIICHHEIX KAXKABIN ACHD
XOAAT Ha paboty, 5% — UMEIOT YaCTUYHYIO 3aHATOCTD;
7% — mepadorarorme 21% — aaau Apyroit orser. 61%
PECIIOHAEHTOB cOCTOAT B Opake, 17% — He BeTymasm
B Opak, 6% — passeacHsl, 9% — oBaosesmue, 7% —
HE BBICKA3aAM CBOCrO MHEHHSA. 75% peCIOHACHTOB
CUMTAIOT CEO 110 JKU3HU OITUMHUCTAMU, YTO ABASETCS
IOAOKHTEABHBIM (DAKTOM ITPU OIICHKE KAYECTBA KUSHI
[TAIIUEHTOB.

AHaAn3 pacmpeAeAeHns OTBETOB Ha Borpoc "pu-
IIIAOCh AH Bam IIpeoAOAeBaTh KakHe-AHOO TPYAHOCTH
OPraHU3AINOHHOIO ITAAHA, YTOOBI ITOIIACTh HA ACYCHIE
B AAHHOE yapeKkAcHHe?" OKa3aA, 910 76% pecIioHACH-
TOB HE HCIIBITBIBAAU HUKAKHX TpyAHOCTEH, 10% — Tpya-
HOCTH OBIAN, HO HE CYIICCTBEHHBIE, 7% — A, OUCHB CY-
IIIECTBEHHBIE, 7%0 — BO3AEPKAAUCH OT OTBETA HA AAHHBII
BOIIPOC.

[pu u3ydeHnE OTHOIICHHA CAHUTAPOK K ITAIIHCHTAM
26% pecrOHAECHTOB OLICHUAH BHUMATCABHOCTD, 3AMH-
TEPECOBAHHOCTH, AOOPOKEAATEABHOCTD, OECKOPBICTIE
Kkak "o4eHb BICOKO", 42% — "BprcOKO", 21% — "cpeane”,
11% — "nusko". T1pu orieHKe MHEHNSA TTAIMEHTOB 00 OT-
HOIIIEHNN K pabOTe CPEAHEr0 MEAHIIIHCKOIO IIEPCO-
HaAa 46% OIIPOIIECHHEIX OIICHHAN UX IPO(ECCHOHAAD-
HbIE HaBBIKU KaK 'BBICOKO", 28% — "ouenp BBICOKO",
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Tabauya 1 | Table 1

Pe3yApTaTsl H3ydeHNA MHEHIA ITALIMEHTOB 00 YAOBACTBOPEHHOCTH YCAOBHAMH IIPeOhIBAHIA
M Ka4eCTBE OPIraHU3AINH MEAUITMHCKOI IIOMOIIN B XOA€ OIIPOCAa B AMAAU3HOM HeHTpe B 2012 1.

The results of studying the patients' opinion on satisfaction with the conditions of stay
and the quality of the organization of medical care during a survey in the dialysis center in 2012

Orenka ycAoBuil npeObIBaAHNAA U KAYECTBA
MEAMLIMHCKOro 06cayxuBanus B Llenrpe
IToka3zaresu OueHb BBICOKO Bricoko Cpeane Husxko OueHp HU3KO
®) @ 3 ) @)
% % % % %
1. Pabora perncrparypsr rapaepo0a,
COCTOSIHHE TYAAETOB, BO3MOKHOCTD
B ’ 36 42 16 6 -
ITPOCMOTPA TEACTICPEAAY, HAAMIHE
TTOMEITIEHUH AAfl OTABIXA IIOCAE AMAAT3A
2. Onenka paboOThI MAAAITIETO
it p AAAILL 26 42 21 11 -
MEAHIIIMHCKOTO IIEPCOHAA (CAHUTAPOK)
3. OrHomrenne K padoTe BpageOHOro
P p 28 46 18 8 -
MEAMIIIHCKOIO [IEPCOHAAR
4. OTHOIIEHNE K paOOTE CPEAHETO
P PeA 28 43 22 7 -
MEAHMIIFHCKOIO ITEPCOHAAA
5. Pe3yAbTaTl AeUCHHA B IIEHTPE AUAAN3A 22 52 19 - -

18% — "cpeane", 8% — "kax maoxo". 72% mnaruenTos
CYHTAAN YCAOBHSA IIPEOBIBAHMA B IIEHTPE AHAAU32 KOM-
dopraemvu, 20% — cpeanumu, ocraspHbie 8% — ITAO-
xumi (Ta0A. 1).

[Tpu onenke ycaoBuit npeOpBanmA B rienTpe 42%
BBICOKO OLICHUAU PabOTY PETHCTPATYPEL, rApACPo0a, CO-
CTOSIHHE TYaACTOB, BO3MOKHOCTD ITPOCMOTPA TEAEIIepe-
AQd, HAAIYHC IIOMCIICHINT AASl OTABIXA IIOCAC AHAAN3,
36% — "ouens Beicoko", 16% — "cpeane”, 6% — "maoxo".
AHaAn3 OTBETOB Ha BOIIPOC 00 OIEHKE PaOOTHI Bpadeit
LIEHTPA AHAAN32 II0Ka3aA, 9TO 71% pecrioHAEHTOB AO-
BOABHBI IIPO(ECCHOHAAU3ZMOM, HOPMAABHBIM OTHOIIIE-
HHEM K AEAY, AAEKBATHOCTBIO METOAOB AEUEHUSA U Ap.,
22% orTMedaAH B IIEAOM HOPMAABHOE MEAHIIHHCKOE
OOCAY/KHBAHHE, 3AMHTEPECOBAHHOCTD B PE3YABTATAX
1 B KEAAHUHU IOMOYb AITHEHTY, 7%0 — HEAOBOABHEI Me-
AHUIIMHCKIM OOCAYKHIBAHUIEM.

Pesyapratamum AedeHus B EAOM AOBOABHEL 74%
OIIPOLIECHHBIX, X TOABKO 19% omeHmAN ux Kak B cpea-
HEM HOPMAaABHO, 7% — He BBHICKA32AM CBOECTO MHEHUA
IO AAHHOMY BOIIpoCy. PaboToH meHTpa Anasmsa yAOB-
AeTBOpeHH! 87% ITAIIMEHTOB, U3 KOTOPHIX COIIHAAD-
HYFO HATPY3KY (ITOMOIIb CEMBE, BBIITOAHEHHE OBITOBBIX
00A3aHHOCTEH, yIaCTHE B KAKUX-AHOO OOIIECTBEHHBIX
mMeponpuATuax) HecyT 69% ompomennsx. [Ipu atom
58% pecroHAEHTOB IIPEAITIOYHTAIOT AKTHBHBIN OTABIX
(IT0e3AKM, IIPOTYAKH), TAK KAK CTAAO ITO3BOAATH CAMO-
YYBCTBHE IIOCAE ACUCHHA B IIEHTPE, YTO PAHEE HE MOTAH
ceOe IIO3BOAUTE.

AOIIOAHITEABHO Yepes 2 MecAllad C I[EABIO CPaB-
HUTEABHOH OIICHKH JAOBACTBOPCHHOCTH AHAANSHON
Tepamueil OBIAO IIPOBEACHO IIEPCOHAABHOE HHTEP-
BBIOMPOBAHIE, B PE3YABTATE KOTOPOIO BBIABUAM, ITO
YVAOBACTBOPEHEL paboTo# mexTpa 96,4% manueHTos,
93,6% OIPOIIEHHBIX YCTPAUBACT 3-X pa3oBas KpaTHOCTD
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mporeAypsl 1 94,2% O0TMEYAIOT YAVUILICHHE CAMOYYB-
CTBHA 10 CPABHEHHIO C IPEABIAYIIIUMI ABYKPATHBIMI
IPHEMAMH ITPOLICAYPHL.

Takum 00pa3oM, OLICHKA BBIABIAA BEICOKIE YPOBEHD
YAOBAETBOPEHHOCTH PabOTON AMAAM3HOTO IIEHTPA.
Awrire 5 yeaosek 3 140 oTMeTHAY, UTO BO3HUKAAW KOH-
(pABKTEI C pAOOTHUKAME IIEHTPA, IIPU 9TOM 2 U3 HIX AAS
pereHns mpoOAeM OOPAIIAAKCEH K PYKOBOACTBY IIEHTPA,
OCTaABHBIC PEIIAAH IIPOOACMBL CAM.

Ha ocroBe mayuenus MHEHHIT ITAIINEHTOB OIIPEAE-
ASIACA MHACKC JAOBACTBOPEHHOCTH ITAIINEHTOB, YIHTHBA-
FOITUIT HH(POPMAIIHIO O BOCHPHATHHI IAIIUEHTOM IIPEAO-
CTABASIEMBIX MCAHIIMHCKUX YCAYT. B X0A€ nccaepoBanms
OBIAM BBIABACHBI OCHOBHBIC 5 (DAKTOPOB, BAUAIOIINX
Ha KAYECTBO MEAHMITMHCKOM IIOMOIIIN: OPTAaHNU3AI[OHHbIE
yCAOBHSA IPEOBIBAHIA ITAIINEHTOB B IIEHTPE, HHGOpPMa-
IIHOHHOE O0eCIIeYeHNE, TPAHCIIOPTHAS AOCTYIIHOCTD, OT-
HOIIIEHHE IIEPCOHAAA H COIUAABHO-TICHXOAOTHYECKUE
0COOeHHOCTH ImanueHToB (puc. 1).

OTHOCHTEAPHO HHAEKCOB YAOBACTBOPEHHOCTH YCTa-
HOBAEHO, YTO:

HMHACKC YAOBACTBOPECHHOCTH

nHMOPMAIIMOHHBIM OOecIIeueHneM — 85.

MHACKC YAOBAECTBOPEHHOCTH

mporeAypoi anaamsa — 90.

MHAEKC YAOBAECTBOPEHHOCTH

opraHu3anuer momornu — 85.

HHAEKC YAOBACTBOPEHHOCTI

OTHOIIICHHEM IIepCOHAAL — 92.

AAfl IIPOBEACHHSA CPABHHUTEABHOIO aHAAM3A ACS-
teapHOCTH HeHTpa B 2017 TOAY O1pocoM OBIA OXBaveH
281 manmenT crapire 18 Aet, cpeAr PECITOHAEHTOB H3-
y4aEeMOH IPYIIIBI TPEOOAAAAAT AHIA MYKCKOTO ITOAQ
(54%). Cpean omporrrenasrx 11,2% coCTaBHAN IAITHEHTEL
B Bospacte oT 71 u crapme, 23,8% — or 61 a0 70 aet,



OpwruHanbHble cTaTh

Ha YPOBEHb MEAUIIMHCKOIO OOCAYKUBAHUA
110 cpasuennio ¢ 2012 roaom.

PesyAbTaThl IPOBEACHHOTO HCCAEAOBA-
HUA ITOKa3aAH, 9T0 67,6% OIpOIIeHHBIX
YAOBAETBOPEHBI YPOBHEM KOM(OPTHOCTH
B IICHTPAX AHAAM3HOTO AEUEHHSA, YACTHIHO
yaoBAeTBOpeHHl — 32,4% manmentos. [Tpn
3TOM YHCAO PECIIOHAEHTOB, ITOAOKHTEABHO
OIIEHMBAOIINX YPOBEHD MEAUITHHCKOTO 00-
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AnanusHas MHbOpMaLMOHHOe opraHusaums OTHOLLEHNE
Tepanus obecneyeHne nomouu nepcoHana

Puc. 1. HAEKC YAOBAETBOPEHHOCTH IAITMEHTOB
paboroii AanHoro nenrpa B 2012 roay

Fig. 1. The patient satisfaction index
for this center in 2012

25,9% — amma B Bospacre ot 51 Ao 60 aAer, B Bozpacte
ot 41 A0 50 aer —17,3%, ot 31 a0 40 Aer — 13,4%, Aurra
MOAOAOTO BO3pacTa — COCTaBAAAH 8,4%0 PECIIOHACHTOB.
Bce pecriorAeHTBI AaAT AOOPOBOABHOE HH(POPMUPOBAH-
HOE COrAACHe Ha y9acTHe B nccaeaoBanum. [larmentos
IPOCHAHM OIEHHTH 3HAYUMOCTDH (DAKTOPOB, BAHAFONIHIX

CAY/KHBAHHA B AHAAM3HBIX IICHTPAX, 3 5 A€T
yBeArmanAaoch ¢ 72,0% ao 81,4 % or Bcex
OIIPOILCHHBIX, YTO ABAACTCA BAKHOI XapaK-
TEPUCTHKOM IIPU OIICHKE YPOBHA KA4eCTBA
’KH3HI ITAIIICHTOB.

[To mecty KHTEABCTBA HAOAIOAAAOCH
CACAYIOIIIEE PACIIPEACACHHE: DOABIIIE BCETO
OTBETOB AAAH pecITOHAeHTE Kpacrospcka (67,6% ompo-
mrennex), CocrnoBobopeka (2,4% marmenTos), AHBHO-
ropcka (1,4% onporrennsix), 3aoseproro (0,3%), Lla-
poirroso (1%), Kancxka (0,7%), Aecocubupcka (0,7%),
Adanmucka (0,3%), Koanrcka (0,3%), 12,8% pecrronacs-
TOB IIPOKUBAAH B CEABCKOII MECTHOCTI.

Tatauya 2 | Table 2

PesyapTaTsl H3ydyeHUsA MHEHHA ITAIIIEHTOB 00 YAOBA€TBOPEHHOCTHU YCAOBHAMHU NPeObIBAHUA
U Ka4eCTBE OPraHU3ALHNH MEAUIIMHCKOI IIOMOIIY B XOA€ OIPOCa B AAHHOM IieHTpe Auasu3a B 2016 r.

The results of studying patients' opinions about satisfaction with the conditions of stay
and the quality of the organization of medical care during a survey in this dialysis center in 2016

Oreska ycAOBUil MpeObIBAHMA U KAYECTBA
MEAUIIMHCKOro o6cAyxuBanua B Llenrpe
IToxasarean Ouens xopomo|  Xoporro He xoporo, ITaoxo HeyaoBaeTso-
(5) “ He 1mAoxo0 (3) 2) pureasHo (1)
% % % % %
1. Pabora perucrparypst 59,4 36,2 4.4 - -
2. Pabora rapaepoba 40,5 448 11,3 - 34
3. VcAoBuf XpaHEHUA AUYHBIX BEITICH 30,6 43 11,6 5,7 3.1
4. AocrymHOCTs HH(MOPMAITHOHHBIX
MaTeprUaAoB (DYKOBOACTBO
10 TTIUTAHUIO, ACYCHUE AHCMUM, 37,3 49,4 9,5 1,9 1,9
IIPABHAA YXOAQ 32 APTEPHOBEHO3HOM
ductyroit u mp.)
5. CocrofHme CAHUTAPHBIX KOMHAT 50,5 ny 6.4 19 .
(Tyaser)
3oy oxKHuAAHIA 39,5 48,0 8,8 37 -
BosmommocTs mpocMoTpa
TEACBUACHUSA BO BPEMSA AHAAN3A, 427 416 01 34 30
YTEHUS KHUT, OECITAATHOTO ’ > > ? ’
ITOAB30BaHNA ceThio MHTepHET
8. KauecTBO OAEGKABI AAS TTAITHEHTOB
(pasmep, MaTepHaA U3 KOTOPOTO OHA 37,7 49,4 10,3 1,6 1
HU3rOTOBACHA)
9. Haanune Oydera 45,9 45,5 49 2,3 1,4
10. Pexnm padotst Llerrpa 47,6 444 53 1,3 1,4
11. BHAeAeHHaHVHapKOBKa AA 423 373 146 58 )
ABTOMOOMAEH ITAI[UEHTOB
12. TpancrioprHas AOCTYITHOCTD 28,1 48,7 10,6 12,6 -
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Ha Bompoc o AocrymHOCTH HEHPOPMAIIMOHHEIX Ma-
TEPUAAOB, ITPEAYCMATPHUBAIOIINX PYKOBOACTBO ITO IIH-
TAHUIO, ACIEHUIO AHEMHUH, IIPABUAAM YXOAQ 32 apTe-
puoBeHO3HON hucTyAOl 86,7% HmANUEHTOB OTBETUAL
HIOAOKHTEABHO, IIPU 3TOM O XOPOIIIEH OpPraHH3aIHN
PabOTBI M BEICOKOM YPOBHE MEAHIIMHCKOTO ODCAY/KHBA-
HUA B IICHTPE CBHAETEABCTBYET TOT (hakT, uro y 72,9%
HAIINEHTOB HE BO3HUKAO KOH(AHKTOB IIPH ACYECHHH
B IIEHTpE.

OGcyxaeHue

Pe3yAbTaTBI IIPOBEACHHOTO NCCACAOBAHIS ITOKA3AAH,
9TO B IIEAOM PECHOHAEHTH "xopomo" u "odeHs xo-
poro" OIEHHAN YPOBEHD MEAULIMHCKOTO OOCAY/KUBAHIA
B AHAAHBHOM IICHTPE, OOABIIHHCTBO YAOBACTBOPEHBI
paboroii pernctparyps (59,4%), cocrosnuem canuTap-
mbrx komHaT (50,5%0), pesxumonm pabotsr nentpa (47,6%),
naamaueM 0ydera (45,9%), BOSMOKHOCTBIO IIPOCMOTPA
TEAEBU30PA BO BPEMA AHAAU3A, YTCHUA KHHT, OECIIAAT-
HOTO 110AB30BaHuA cerpro Murepuer (42,7%), BoiaeAeH-
HYIO IIAPKOBKY AASl aBTOMOOMAEH manuenTos (42,3%)
(Ta0A. 2).

Xapakrepusys TPAHCIIOPTHYIO AOCTYIIHOCTb, aHA-
AM3 PACIPEACACHHSA OIICHKA PECIIOHACHTAMU PEKUMA
PabOTBI M MECTOPACIIOAOKEHIS IICHTPA IOKA3AA, YTO
28,1% omnpourennsm "oueHbp yA0OHO" AOOHpaTHCH
AO 1eHTpa, 48,7% — "yaobH0", 10,6% — "He xOpOIIIO,
He 1A0x0", 12,6 % — OBIAM HE OYEHb YAOBACTBOPEHBI
TPAHCIIOPTHOH AOCTYIIHOCTBIO IIEHTPOB.

B nrore GBIAO BBISIBACHO, 9TO CPEAU PECITOHACHTOB
OOABIITUHCTBO BBICKA3AAM ITOKEAAHUS 0O U3MCHEHUM
TPAHCIOPTHOM CXEMBI, COBEPIICHCTBOBAHME ACKAP-
CTBEHHOIO ODOECIIeUeHNs, O BO3MOKHOCTH IIOAYYCHUSA
AOPOrOCTOAIIHUX Ipernaparo Ha mecre. [To pesyas-
TATAM HACTOSIIEIO MCCACAOBAHHUSA TAKIKE OIIPEACAHU-
AACH ITOAOKHUTEABHAS AMHAMUKA YAOBACTBOPEHHOCTH
IAIIEHTOB PabOTOM HEHTPA U YCAOBUAMHU ITPEOBIBAHIA
IIPU [IOAYYCHUU IIPOLIEAYP AHAAN32 B OBIAA IIOAYYCHA
BBICOKAs OIICHKA II0 PAAY (PAKTOPOB, OTPAKAIOIINX
KAYeCTBO U YPOBEHDb MECAHUIIMHCKOTO OOCAYKHBAHHA
B LICHTPE.

Brisoasn

Taxkum 0O6pazoM, MOHHTOPHHI YAOBAETBOPEHHO-
CTH TAIIMECHTOB PE3YABTATAMHU ACUCHHUA ITO3BOAACT
OIIPEACANTH OCHOBHBEIE HAIIPABACHHSA COBEPIIECHCTBO-
BAHHUA AOCTYITHOCTH U KA9eCTBA TEMOAMAAHSHON I10-
MOIIU HA YPOBHE OTAEABHOM MEANIIMHCKON OpPraHH-
3aIIMH, 2 TAK/KE ITOMOTAET IIPHHATH COOTBETCTBYIOIINE
VIPABAECHYECKHUE PEIICHUA AAA IOBBIIICHUSA YPOBHA
KAYeCTBA MEAMIIMHCKOIO OOCAYKHBAHHA B IIEHTPE
AMAAT32.
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AA aMunounos Kak MeXAMCUMNAMHAPHOS
npobnema — Tpu Cryyas peakmMx 3aboneBaHui,
OCNOXHMBLUMXCS CUCTEMHBIM AA aMMnonzo3om

E.B. 3axapoBa’, B.B. beguH?, E.B. LLlytoB', [1.H. Hukutuu!, C.B. F0NOBUHCKNIAZ,

U.A. Munocepgos2, M.C. CumoHoBa?, O.A. BopobreBa3

1IBY3 "lopoackas knuHu4eckas 6onbHnya umenn C.I1. botknHa" [JenaprameHrta
3apaBooxpaHenus r. MockBbi, Poccus, MockBa, 125284, 2-o# BoTKMHCKnIA npoesn, ZoM 5

2 @rbY "HaumoHanbHbIA MeaULMHCKNIA UCCIIe[0BaTeNbCKUIA LLeHTP TPaHCNIaHTOI0MMU
M UCKYCCTBEHHbIX OpraHoB UMeHM akagemmka B.U. Lllymakosa" MuuuctepctBa 34paBooXpaHeHUs
Poccuiickoi ®egepauum, Poccus, Mocksa, 123182, LLlyknHckas yn., gom 1

3 000 "HaymoHanbHbii LjeHTp KnuHnyeckoi Mopghbonornyeckoi [juarHoctmkm"”,
Poccus, CaHkr-lletepbypr, 192283, yn. Oneko [yHaun4a, gom 8, kopn. 2

AA amyloidosis as a multidisciplinary problem —
report of three cases of rare diseases, complicated
by systemic AA amyloidosis

E.V. Zakharova’, V.V. Bedin?, E.V. Shutov?, P.N. Nikitin, S.V. Golovinsky?2,
LLA. Miloserdov?, M.S. Simonova?, O.A. Vorobyova3
1 8.P. Botkin City Clinical Hospital, Russian Federation, Moscow, 125284, 2-nd Botkin drive, 5
2V.I. Shumakov National Research Center of Transplantology and Artificial Organs,
Russian Federation, Moscow, 123182, Schukinskaya str. 1
3 National Centre of Clinical Morphological Diagnostics,
Russian Federation, Saint-Petersburg, 192283, Oleko Dundich str. 2

Karuesovie caosa: AA amunoudos, nouxu, bosesis Kacmnemana, cxaeposupywmas anzuomanmondras 100yaapras mparic-
popMayus cenesenKi, MyKoSUCYUI03

Pesrome

Besedenue: 6eaxom-tipeArieCTBeHHUKOM AA aMUAOHMAQ ABAAETCA OCTPO(a30BbIil GEAOK — CHIBOPOTOUHBII
A-nporeuH. CnekTp 3a00A€BaHUNA, OCAOXKHAIOIMINXCA pasBUTHEM AA aMHAOUAO34, AOCTATOYHO IINPOK,
B PAAE CAyUYaeB IPUYHHON ABAAIOTCA PEAKHE 3200A€BaHUA, AMATHOCTHKA KOTOPBIX IPEACTABAACT 3HAYUH-
TEABHBIE TPYAHOCTH.

Kaunuueckue npumepoi: Mpl IpEACTABAAEM TPU CAyUasA CUCTEMHOT0 AA aMHUAOUA032, MAAFOCTPUPYFOIITE
TPYAHOCTH AMATHOCTHKH COCTOAHIIT, ACJKAIINX B OCHOBE 3TOM naTosorun. ITpuunnoii passurus AA amu-
AOHMA032 IIOCAY?>KHA BOCIIAAMTEABHBINH OTBET, COIIPOBOXKAAIOIINIA B IIEpPBOM cAydae Gosesup Kacraemana,
BO BTOPOM CAyYae CKA€PO3HUPYIOIIYI0 aHTHOMATOMAHYEO HOAYAAPHYIO TPAaHC(DOPMAITHIO CEAE3EHKH, U B Tpe-
TBEM CAyUae — MyKOBUCITAO3. Bo Bcex cayuasx ocCHOBHOe 3a00A€BaHIE XaPAKTEPU30BAAOCH MHOI'OACTHIM
TE€UEHUEM C IEPCUCTUPYIOLINM XPOHUYECKIAM BOCIIAACHUEM, BA)KHBIM IIPU3HAKOM KOTOPOI'O CAYIKHAO,
IMIOMHMO KAMHHUYECKHX CHMIITOMOB, 3HauUnTeAbHOE moBbieHne yposua CPB. Auarnos AA ammaonao3a,
0a3upOBaABIINIICA HA IIOCTEIICHHOM (DOPMUPOBAHAY HE(PPOTUIECKOTO CHHAPOMA C IIPOrPECCUPYIOIIEH 10~
YEeYHOM HEAOCTATOYHOCTEIO, OBIA IIOATBEPKAEH MOpdosormueckn. Heobparumerii xapakrep mopaskeHus
IOYEK NMOTPe6OBaA IPUMEHEHHA IIPOrPAMMHOIO T€MOAMAAN3a, HO IOCKOABKY XHPYPrHYECKOE A€UECHHE
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OCHOBHOT0 3200A€BaHIA II03BOAMAO YCTPAHUTE IPUUNHY XPOHUUIECKOI0 BOCIIAACHNA, 4 [IOPAXKEHIE APYTUX
OPraHOB HE IIPUBEAO K HX (DYHKIIMOHAABHOI HEAOCTATOYHOCTHU, CTAAO BO3MOYKHBIM BBIITIOAHEHHE TPAHC-
MAAQHTALIMA ITOYKU.

3axaruenue: pa3puTHe He(pPpOTHUIECKOrO CHHAPOMA U HapyIeHue (PYHKIIUY IOUEK Y IAINEHTOB C IIPU-
3HAKAMH XPOHHYECKOI'0 BOCIIAACHNA KAaK U3BECTHOM, TAK M HEYTOYHEHHOM IIPUPOABL, POPMHUPYET BHICO-
KUH MHAEKC II0AO3peHHA B oTHOIIeHnH AA amraonao3a. Mopgoasorndyeckas Bepudukanua Auaraoza AA
aAMHAOHMA032 HEOOXOAUMA AASL OCYILIECTBACHUA HANIPABACHHOI'O AUATHOCTHYECKOIO MIOUCKA €0 IPUYNH,
HO AQJKE€ B OTCYTCTBHE CBOEBPEMEHHOI MOP(OAOTIIECKOM AMATHOCTHKY KAMHUYECKOE CY)KACHIE B PAAC
CAy4YaeB II03BOAACT IPABUABHO OIPEACAUTD TAKTUKY BEACHUA 6OABHBIX. DTHOAOIHYECKAA PA3HOPOAHOCTD
XPOHUYECKUX BOCIIAAUTEABHBIX IIPOLIECCOB, ACXKAIIUX B OCHOBE AA aMHAOMA03a, TPeOyeT MyAbTHAUCIIU-
IIAMHAPHOI'O MIOAXOAQ C YIACTHEM IIPEACTABUTEACH PA3AHMYHBIX TEPANEBTUYECKUX U XUPYPIUIECKHUX CIIe-
muassHOCTEH. PEAKOCTE HEKOTOPBIX 3a00A€BAHNI, OCAOYKHAFOIINXCA pasBuTeM AA aMHAOHMA032, CO3AAET
3HAYUTEABHbIE AHATHOCTUYECKHE TPYAHOCTH, U TOABKO COBMECTHAsA Pab0Ta XHPYpProB U HHTEPHICTOB
MOJKET 00€eCIIeUnTh AACKBATHYIO AMATHOCTHKY U YCIICIIIHOE IT0O9TAIIHOE ACUCHHE.

Abstract

Introduction: AA amyloid precursor is serum amyloid A protein, produced in response to the cytokine
stimulation. The broad spectrum of the diseases with quite different etiology and pathogenesis may be
eventually compicated by AA amyloidosis, in some cases these are rare diseases, presenting difficulties
for diagnostics.

Case presentation: we present three cases of systemic AA amyloidosis, illustrating the difficulties
in diagnostics of the underlying diseases. AA amyloidosis complicated prolonged chronic inflammation
in patients with Castleman’s disease, sclerosing angiomatoid nodular transformation of spleen (SANT),
and cystic fibrosis. In all cases the disease had a prolonged course with persistent chronic inflammation,
presenting with non-specific clinical features and highly elevated C-reactive protein level. AA amyloidosis
diagnostics based on the gradual development of nephrotic syndrome with impaired kidney function was
confirmed by histology. End stage of renal disease demanded hemodialysis, however, surgical removal of
the source of inflammation and absence of other organs dysfunction gives an opportunity to offer kidney
transplantation.

Conclusions: nephrotic syndrome and impaired kidney function in patients with signs and symptoms
of chronic inflammation, regardless of its known or unknown origin, provide the high suspicion index
for AA amyloidosis. Pathology confirmation is crucial; however even in the absence of timely pathology
diagnostics clinical judgment in some cases gives a guidance for work-up and treatment. Different etiology
of chronic inflammatory conditions, leading to AA amyloidosis, demands multidisciplinary approach. Rarity
of the described conditions leads to the substantial difficulties for diagnostics; therefore only collaboration
between the representatives of different specialties ensures adequate diagnostics and successful treatment.

Key words: AA amyloidosis, kidneys, Castleman’s disease, sclerosing angiomatoid nodular transformation, cystic fibrosis

Crmcox coxpareHuii

AA Apmepuanvioe das.erue AA Amaunoud us A-npomeuna

bK Bosesny Kacmaemaria AapoAL | Amuaond us anosunonpomeura A I
BMIM Boaesns munumansmorx: usmererus Aapo ALl | Asunond us anosunonpomenria A 11
BI'Y Bupye cepneca wenvsexa AapoAIV" | Amnaoud us anonunonpomeura A IV
BI1Y Bupye ummynodegpuyuma uenvsexa AFib Awmnnond us a-yened gubpurozera
BYb Bupye Dnaemiin-bapp AH Awmnnond us mancenvix yeneii

1A Lemoouanus AL Amunond us nezxux yeneti

AHK Aesoxcupubonyraenrosan xucioma ALECT2 | Xemomarcuueckuti paxmop aetixoyunos-2
KT Kosinvromepnan momozpagpus Al ys Amunond us ausoyuma

Kp Kpeamunun ATTR Awmnnond us mpancnupenura

A Aetixoyunmv CPb C-peaxmusnriil besox

All3 Aumgpononugpepanusioe saboqesarie Clg C1q xomnonenm Komnaemenma

MH Membparosnan Hegpponamusa C3 C3 xomnomenm Komnaemenmia

MII3 Muenonposugpepamustoe saboresarie CALR Kanavpenuryaun
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MPT Mazrummo-pesonaricran momozpagdpusn CD Kaacmep ougpgpepenyuposiu
HC Hegponuueckui CFTR Tparnemembpanoii pezysanop
cungpom 1PO60OUMOCHIN MYKOBUCYHI03A
Ob Obwyuii benor EBNA Hoepreiii anmmuzer supyca Dnumetin-bapp
OIlll Ocmpoe noueuroe nospescoerue EB1” Bupye Dnusenriin-bapp
11y Ipomennypus FITS D.aroopecyenn usomuoyuariam
TP onumepasran yennan peaxyusn Jak2 Anye-xurasa 2
cOo Cropocno ocedarus spunipoyunos Hb Lermoznotun
ClIHA Cunopom mpuobpemerinozo ummynodeguyuma | H>E Iesmamoncunun-s03un
Tp Tposmboyume: IeA Hnimyroeaobyaun A
Y3 Voavmpaseyrosoe uccaedosarue LG HMmmyroenobyaun G
oCIC Doxanvto-ceemenmapnstii eromepyaockaepos | IgM Hvimyroeaobyaun M
XbI1 Xponuueckasn 60ae31b novex MPL. Muenonporugpepantusran aeiicesmus
LIMB Llumomezanosupyc #TOR Muuters panamuyura y maeconumarouux
YA Yacmoma dvixamenvisix 06usceruil PAS Peaxnus 11ugpgpa
qycc Yacmoma cepoeurivix SANT Craeposupyrmasn ancuomanondas
coxpanyeruil Hodyagpras mpancgopmayus
I AC Dsogpazozacnipodyoderockonus A Kancuonerii anmmueer supyca
DKI’ Duexmpoxapduocparima Dnumeitr-bapp
Ixo-KL' | Dxoxapounozpagusn
Beeaenue Tatauya 1 | Table 1

Cospemennas kaaccuduKaIus
AMHAOHAO32 IIOCTPOECHA HA OC-
HOBAHNH XHUMHYCCKOTO COCTaBa
AMHAOHUAHBIX (PHOPHAA U OEAKOB-
IIPEAIIIECTBEHHUKOB aMHAOHAA [1].
B macrosmmee spemsa mssecren 31 Trm
AMIAOHAO32, IIOPAKCHIE IIOYCK HAH-
6oaee xapakrepro Aad AL, AH, AA,
ALECT?2 u erie HeCKOABKHX Bapu-
AHTOB CEMEHHOTO aMHAOHA032 [1-3].
Nudopmarius o THIIax aMIAOUAO3A,
XAPAKTCPUIYIOIINXCSA TOPAKCHUCM
ouex, cymMmmuposana B Tabaure 1.

beakom-mipeartrectsenamkom AA
AMHAOMAQ ABAACTCSA CBIBOPOTOYHELI
A-nporens, octpodasoBbiii OEAOK,
BBIPAOATBIBACMBIH IICYCHBIO B OTBET
HA IIUTOKUHOBYIO CTHMYASAIIHIO.
Crextp 3200A€BAHNI, OCAOKHAIO-
muxcs passurreM AA aMHAOHAO3a,
AOCTaTOYHO IITHPOK, 3TN 3a00AEBA-
HUS PASHOPOAHEL ITO CBOCH 3THOAO-
THY U IATOTCHE3Y U 110 (hOPMAABHBIM
IIPU3HAKAM OTHOCATCA K cepe Aed-
TEAPHOCTH IIPEACTABHTCACH CAMBIX
PA3AHYHBIX CIEIIHAABHOCTEH KAK Te-
PAIIEBTHYECKOTO, TAK M XUPYPIrHYec-
koro npoduad [4-6]. B meaom psaae
CAyYAEB IPUUNHON pasBurua AA
AMUAOHAO34 ABAAIOTCA PEAKHE 3a-
OoAeBaHNA, AMATHOCTUKA KOTOPBIX

AMI/IAOI/IA03 C ITIOPA’XKEHUEM IIOYEK

Types of amyloidosis with kidney involvement

. Yacrora
Beaok- DubpuAAAPHBIA Kananueckue
MOpayKEeHUA
MPEALLIeCTBEHHHUK Gerok aCCOIMALAN
HoYeK
Aerkue nmerm AL ITaasmokaeTounHBIE 70%
HMMYHO- 3200AEBAHNA,
rAOOYAHHOB CHCTEMHBII aMIAOHAO3
Tsoxente AH ITaasmokaeTounBIE -
LI HIMMYHO- 3200A€BaHMS,
rAOOYAHHOB CHCTEMHBIIT AMIAOHAO3
CorBOpOTOUHBITI AA Bocmaaunreapanie 90%
A-miporens 3200A€BAHMS,
CHCTEMHBII aMIAOHUAO3
XeMOTAKCHIECKIH ALECT2 AMIAOIAO3 IIPEUMYIIECCTBEHHO
akrop IIOYEK U IICYCHHU
ACHKOIIMTOB-2 HEYTOYHECHHBIHA
KAaK CEMEMHBIN AN
IpHOOPETEHHBII
Tpancruperan ATTR CeMeHBII CUCTEMHBII 9ACTO
AMHAOHAO3
AnoAuronporenH AapoAl CeMelHbII CHCTEMHBIIT HMHOTAQ
Al AMUAOUAO3
AIToARTIOIPOTEHH AapoAll CeMelHbII aMIAOUAO3 | IPEUMYITIECTBEHHO
ATl OYeK
ArroAnnonpoTenH AapoAlV [probperenHbiit IIPEUMYIIECTBECHHO
ATV CHCTEMHBIN AMHUAOUAO3
o-TIeTTH AFib CeMelHBII aMIAOUAO3 | IPEHMYITIECTBEHHO
¢ubpurorena HoYeK
Awuzorum ALys CeMeIHBIH AMHAOHAO3 | IIPEUMYILECTBEHHO
ovex
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LIPEACTABAACT 3HAYHTCABHBIC TPYAHOCTH.
Haunboaee moAHBI crimcok 3a00AEBAHMIA,
OCHOBAHHBIN HMEIOINEHCA B AOCTYITHOM
Amreparype HH(QOPMAIINHY, IPUBEACH B Ta-
Oamme 2.

MEr mpeAcTaBAfeM TPH CAy4Yas CHCTEM-
HOro AA aMHAOHAO032 C IIOPAKECHIEM TIOUCK,
HAAFOCTPHPYIOIINX TPYAHOCTH AHATHOCTHKI
u aAuddepeHInaAbHON AUATHOCTUKY 3a-
DOAEBAHMIT, AEKAIIMX B OCHOBE 3TOU
HATOAOTHUH.

Cayyaii 1. boavnon I., 39 rem

Hcmopus 3aboaesanus: 6 2004 ¢. nossusace
HOUHAA NOMLAUBOCING, CAAOOCIHIY, CYOPeGPUNUIIEN.
He obcnedosanca, cumnmomamura pezpeccupo-
6a1a camocroanenbHo.

Yepes 4 coda npu cayuatinom obeaedosariuu
6v1A6./1¢HA AeeKan anemus, mpomboyumos (1a-
bauya 3). Ipu Y3 obnapyscero obvemroe
o6pasosarie 3abprounrHoz0 npocmparcmea pas-
Mepamu 42x49 vim, nodmeepacoentioe npu KT'
u MPT, pacnosazarnmeecs knepedu om Gpromrnot
aopmvi, K3adu om neaa nooHces)0ouHol Hee3bl,
U vLpancersie QuGPysHvie UIMEHEHUA neveri.
Beinoanena ouoncus obpasosanus, noayuena
Pubposias mrars ¢ unguivmpayued aUMPbo-
uonvmu saemermam. Obcymoanca duazios
auMbozparysemanosa, npu mpenanobuoncuy
KOCmHo2o Mo3ea MOp@oaozuueckux npusnarxos
aumponpoaugepanusrozo 3abonesarus (AI13)
He 6bIA6A€HO.

Ewye uepes e00 ommeuero napacmarue nmpomboyu-
mo3a bes npocpeccuposaru aremuu (Labauya 3).
IIpu KT ¢ 6nympusenmeim xonmpaciuposariuem
pasmeprr 06pasosarius, npuaesatyeo K 7e1y 100-
awenydouron sceaesvt, 52x41x43 m; Konmypes
Gyepucnivie, cmpyKmypa 00Hopodias, Haxonierue
KoHmpacmnozo npenapama pasromeproe. 1lo-
6710pHaA MIPENarobUONCI KOCnIHO20 MO3ed — MHo-
HoecrIserbLe 0M0CAbHO AeNcatyie NAASMOYUNIBL
u Heborwtittie ux ckonaenuA. Vivmymoxumuyeckoe
ucenedosariue Ge1K08 c160pOMKI U MOYU — 04U~
eoxnonansran cammanamus (Grappa) Ha gore
NOAUKAOHANBHOY 2unepeaMMarof)auHeMul.
Lpeonpurama nonvimra 6uoncuu sabprouurrozo

Tabauya 2 | Table 2

3a6oAeBaHMA, OCAOXKHAIOIIKECA pasBUTHEM AA aMUAOHA032

Diseases, associated with AA amyloidosis

Heundgexumonnsie 3a60AeBaHuA
C XPOHMYECKUM BOCIIAACHHEM

Hadexmmm

Aprpurs:
Pesyamondnweii apmpum
Anxunosupyrmuii cnondunum
FOsenunvivrii pesanoudnsiii apmpum
Cunopom Crana 63pocasex
Teopuamuuecxcuii apmpum
Tooazpa

3aboAeBaHNA KUIIEUHIKA
Bosesne Kpora
Hecneyugpuuecxuii assennwiii koaum

Cucremuslie 3a00AeBaHusA
bosesns bexuema
Vsearoswiii noauapmepuum
T neanmoraemounsiii apmepuum
Apmepuum Taxasncy
Pesmaniuueckas nosumuanzus

ITpoune 3a6oaeBanusA
Caproudos
Curycrsiii eucmuoyunios ¢ MaccusHoll
aumepaderonamuedi (boaesis Posau-
Aoppmaria)
Cundpom Lnumyaepa
Tepuoouuecxasn auxopadra ¢
agmossIM CoMantumom,
Gapurieunom u adenunom
Peyuousupynwmyuii uononamuyecxus
nepurapoum
SAPHO-cunopom (curosuun, arxie,
YCII)Ae3, 2UNEPOCIIO3, OCHIeUIN)
Oorcuperue

Xponuueckue uH@peKIUA
Ocmeosuenun:
Bporxxmase:
Tybepry.aes
Xponuueckuti nuenoregpun
Aenpa
ITponesncriu
Bosesns Yunnaa

3a6oaeBanns,
TIPEAPACITOAArAFOIIIHIE
K XPOHHYIECKUM NH(EKIHAAM

Myxosucyudos
Bynesiwiii snudeprioaus
L Ipumenenue 6/ 8 napomuxos
Eror0-n00s300utmsiil aracinomos
Iapanneeun

HmmyHOAEDHUITITHBIE
COCTOAHUA, IPEAPACIIOAATAFOLIIIE
K XPOHUYIECKUM MH(EKIIAM

I unoeamimacznobysunesun
X-cyennerrasn
2UN02AMMAaz00).AUHEMUA
Luxanueckan nedmponerun
BHY-ungpexyuz/ CITHA
Pasauunsie opyeue ummynodegpuyuner

HacaeacrBennsnie
AyTOBOCITAAUTEABHBIC CHHAPOMBI

Hosoob6pasosanusa

Cemeiinan cpedusemmomoperas
AUxopadka

Tepuoduuecxuii cunopom,
accoyuuposarmeiil ¢ peyenmoporm THO
Cunopom nepuoduyeckoli AuxopaoKi,
ACCOYUUPOBANIBLIL ¢ KPUONUPUHOM
L'unep-LgD-cundpom

Apyeue morozernmee
aymosocnanumensiee 3abosesanus

T'emaTosormueckue 3a6oseBannA
Bouesns Kacmaemana

Aumgpoma Xooowexura
Marxpoenobyaunemus Barsdencmpema
Bo.socamoraemounsaii aeiixos 63pocavix

CoAnAHBIE OITyX0AH
Ienamoma
Toueunas xapyunoma
Adenoxapyurnoma seexux
Adernoxapyurnomsr scenyoxa
U Kunteuuxa
Mesomenunoma

06pasosarus AanapockonuuecKuM 00cnynoM, He yoasmanisa
6 C6A3U ¢ MEXHUYECKUMY 1PYOHocmAMY. Beinoanena sepxiiian
cpeduras aanaponomus, nonvimnKa Y0asenus 3apouuriozo
obpasosarus, Komopas marae te yoasacs. Ocyuyecmenena
AU NOBIMOPHAA OUONCUA 30D 10ULUIIH020 00pa3osalius, npu
CUCHI0N102UMECKOM UCCAIC006aHIUH 3NEMEHII0E O1YX0166020 POCina
re obnapyncero. 1Ipu unireyrogperomunuposarnun 6v1a6.1ers!
U3MEHEHUA peaKimusrozo xapakmepa. 3anodospera 6oae3ts
Kacmaemana, pexomendosana xoncyavmayusn eemamonoea
(He ocymecmeena).

Cryema ewye 6 sem 60300106UAUCH HOUNBIE NOMIBL, CAAGOCHIY,
NOABUAOCY OHeMele cron, nomepan 6 sece 0o 17 ke 6 meverite
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d6yx mecayes. Coxparngnacy Jezkas anemus, 6s1pancer-
11Tl POMOOYUINI03, BLIABACHO 3HAYUIICALIOE NOEBLULEIHE
yposra CPD, ymeperrnan npomeurypus (Latauya 3). I1pu KT'
OBHapyslcervr UIMEHeHHbLE NAPAAGPIIANbHEIE U NAPAKAEANLHELE
aumpanmuyeciue ysast. Bross sanodospero AI13, 1 cemano-
102 He 00panuicA.

Ewe uepes 200 napocaa caabocme, nossuanuce boau 6 snuea-
cputl, 3anopul, 071€KU HUNCHUX KOHEUHOCHIEH, COXPAHANACD
arnemus, mpoMﬁol/umm, 861461610 Hapacniarue npomeuypun
u noswiuene Kpeamunura kposu (Tabauya 3). Y3 — ze-
nanomezanis, OUPDY3HbIC USMEHEHUA NAPEHXUMbL NEHEHY
U 100aiceny00u0ll cee3vt; 0GweMIOE 0Gpasosarnie Ha yposte
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Tabauya 3 | Table 3

AaGoparopubie AanHBIE GoAbHOTO I

Laboratory findings, Case 1

Aara Hbr/a Tp X10%/a A X10%/a IIY r/a OB r/a Kp mxmoas/a| CPB mr/a
(120-140) |  (150-400) (4.0-9.0) (<0,1) (63-84) (60-127) (0-6)
2004 - - - - - - -
2008 90 558 - HET 85 104 -
2009 107 740 9,6 HET - - -
2015 105 555 - 0,3 84 81 192
10.2016 97 506 10,8 1,9 65 277 -
12.2016 80 1059 13,6 7,7 60 706 142
01.2017 89 395 7,7 6,7 51 1068-581 13,2
03.2018 120 283 - 2,8 62 650 5,0

Hb, zemocnobuny Tp, mposboyunvr; A, aedikoyumne; T1Y, npomeunypus; OB, obuyuii benox; Kp, xpeanumun; CPB, C-peaxmustviii besox
Hb, hemoglobin, Tp, platelets; A, white blood cells; I1Y, proteinuria; OB, fotal protein; Kp, creatinine; CPB, C-reactive protein

INULACIPUS, 2UN0IXO2EHHOE, € HEPOSHBIM HENIKUM KOHIIYPOM,
aBACKYAAPHOE, YBeaUuUeHUE PASMEPOE NOUEK ¢ BbIPANCEHHBIMIU
usmenenugmu naperxumer. 1 losmoproe uriryroxumuyecxoe
ucenedosanue cu180pONIKI KPOSH 1 MOUY — NOAUKAOHANBHAA
uUnecamMMaza00)AuHeMUS, MaccusHan Kay00uxosasn npomenrsy-
pus, MoHorAoHaAbHOT cexpeyuy He Hatidero. K1 ¢ nepopans-
Hb1M KOHIPACIUPOSatteM — AUMGPbOadeHonanus Aumpanii-
YeCKUX Y3106 6 00.1aCHIU CaNBHUKOBOM CYMKI U 3a0P 1011111020
npociparcinea eenamocnaenoMezanusy Oupghysieie uamereri
noyex. Quepedrasn mpenarobuoncusn Kocmozo mosea — 6110-
puunsie usmerteruA.

Ewe uepes 2 mecaya (cnyema 12 sem nocae nepsvix xauniue-
ckux npossaenutl) nayuernm 6sia ocnumanusuposart 6 I’ Kb
umenu C.11. Bomruna.

Ilpu nocmynaenun cocmoanue manenoe, sanobe: Ha 6bi-
pasicerinyto caabocmn, 201060KpyHcere 6 NOAONCEHUU (1105,
CY0opoe UKPOHONCHBIX MbLILY, OHeMEHIUE CIION U KUCHIE.
Koscnsre noxposer ¢ ceposamo-scenmuvim ommenxom, 4iu-
cmvre, omexos 1en. 1 lepugbepuueckue aumgpamuuecue yiivr
re nanvnupyromea. Cycmass: na 610 e usmenernst. 41
18 6 1 wmun. Avtxcarue sesuryaaproe, nposodunca 6o ece om-
deavt, xpunvt e svreayuusarmea. Tonv: cepoya ymeperio
npuenyutenst, pumm npasuasrerts, YCC 80 yo. 6 mumn, AA
130/ 70 s pm.co. 2Kusom yseauuen 6 oGeerme, mnexu, bes-
bonestenneril. Ilewens ewicmynaenm na 6 em us-nod pebepro
Oyeut, Kpat naommid, besbonesnennsidl. Ceaeserxa He naty-
nupyemea. Ilouxu e nassnupynomes, ouypes do 2 1/ cymu,
MoYa 00br41020 yeenia.

Ilpu 0bcaedosanun svins.iena anemusn cpedied mancecntl,
deqpuyyumr JHcenesa, 8uipancervitl 1POMOOYUINIO3, SHAUUNIEN -
#oe nosviuerie yposua CPD, negppommueckuii curndpom (HC)
u npozpeccupyronyas novednas redocmaniodrocns (Labtauya 3).
Crpurure na BUY, coropomounsie cenamumet i cugunic —
pesyavsmanvr ompuyamensiste. IKI', Dxo-KI', KT opearos
epyonoi kaemiu — 6es suauumon namonocuty I AC — sa-
puxosto pacuupennsie servr numesoda 1-2 cmeneriy xKoa1010-
cKonua — bes cyupecmeennvix ocobenrocmet. Baama uoncus
06eHadyarmunepemnon u 1700l KUK Ha amuaono.
Kannnuecxoe cyscdenne: naubonee seposmmsim npeo-
cmasagaca Ouazios boqesnu Kacmaemana, ocaoncnusuietica

AA amunoudosom ¢ npeurtympecimseriwim nopascerimem nouex
U neder.

Aexenue: nocae npedonepayuoniod n0020m06Ku 6611011
onepayus — Aanapomomus, yoaerue 06veMoz0 06pasosars
sabproutunrozo npocmparcmeéa (Puc. 1, 2). Mnmpaonepayu-
OHHO 6bIN0AMEHA NYHKYUOHHAR GUONCUA NeUeHt U PeseKyUA
yuacmKa canvruxa.

B nocaconepayuorrom nepuode 6 céasu ¢ nHapacmarmem no-
weunoll HedoCmanouHoCIN Havansl npoyedypsr ceMoouasu3a
TA)

Tucmonozuueckoe uccaedosanue onepaynonnozo u bu-
oncuiinoz2o mamepuaia.

1) Csemosan muxpockonus 8vinoarera Ha napagurossix
chesax ¢ comosrx napagurossix GA0K08 ¢ UCHONB306aHUEM
oxpacox H&E u Koreo-kpacivii.

Sabbrwumunnoe 0bbpasosarnue 4 AUMPamuyecKue Y3.iut

(Puc. 2-5): xonenomepam aumepamuneckux ysioe ¢ peko
svIpactceH ol cunepnaasited, ¢ 861xX000M AUMPOUOHOU 1IKar
3a npedeavt Kancyavl, ¢ 6bIPANCHHBIM NEPUHOOVAAPHBIM Oec-
Monaacmudeckum xomnonetmom. Obuaue aum@pouonsx
PONNUKYN06 ¢ pas6umbiMU COCIABIMU 2EPMUNAIUEHBIMU

Puc. 1. Koaraomepar AnM@paTHiecKux y3A0B, XOA OII€PAII

Fig. 1. Lymph nodes conglomerate, surgery
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Puc. 2. YAaseHHBIN KOHIAOMEPAT AUMPATHIECKUX Y3A0B,
MakpoIpemnapar

Fig. 2. Lymph nodes conglomerate, unfixed gross specimen

yenmpamit, codepamcanyumi amopPprslil cAabo-303unoPpusbHb1ll
Mamepuan. Kaenmounsiii cocmas cunepnaasuposarod aum-
Doudioil maru npedcmnas.aer nPeUMYHecIero niasManii-
YECKUMU KACTIKAMY ¢ 00UABHOT YUmonaasmol i paduaivio
Opean306anibIM XPOMAmuoM 6 IKCYeHmpuuo pacno iodicer-
HOM AOPe; MHO20MUCAEHNBIE NAAIMATIUYECKIE KACHIKH € 20MO-
2CHHOU KPYNHOU 303UHOPUALHOU 2200)100 8 Yumoniazme —
meavya Paccesa, ¢ mendenyueii K Jo0Kasusayuy 6 30Hax
2EPMUHAMUBHBIX PONAUKYAAPHBLX Yermpos. Auggystoe
Maccustoe omaoncere Koneo-nosummusiozo comozenozo bec-
KAEI041020 Marmiepuand ¢ 060UHbIM JYHENPEAOMACHUEM 6 1O~
JAPU306AHHOM C6€1Ie — aMUAOUOL — 6 MENPONNUKYAIPHBIX
30HaX U 6 CEEIABIX LEPMUHANIUSHBIX YeHIPaxX PONNUKYA06.
Crnenrcu apmepuon u apmepuii MesKo20 Kaaubpa pesio ymo-
weHvl 3a cuen? euneprpoQul MultedHO20 CA0A U 011A09CCHIUA
amua0uoa.

Puc. 3. Konraomepar anmdpaTuiecKkux y3A0B,
TUITEPIIAASIPOBAHHAA U3MEHEHHAsA AUM(OUAHAA TKAHb.
TI'emaToxcuann-303un X100

Fig. 3. Lymph nodes conglomerate, atypical lymphoid tissue.
H&E %100
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Puc. 4. Konraomepar aumpaTuyecKux y3A0B, OTAOXKEHHE
amuaoupa. Konro xpacusrnii X100

Fig. 4. Lymph nodes conglomerate, amyloid deposition.
Congo red X100

Puc. 5. Konraomepar aumpaTundeCcKux y3A0B, OTAOXKEHHE
ammaonaa. Konro xpacuelii B noaapusosansom ceere X100
Fig. 5. Lymph nodes conglomerate, amyloid deposition.
Congo red polarized X100

Puc. 6. CaAbHHK, OTAOYKEHHE AMUAOHAA.
Konro xpacusrii X100

Fig. 6. Omentum, amyloid deposition.
Congo red X100
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Puc. 7. CaabHUK, OTAOYKEHHE AMUAOUAQ.
Konro xpacHslii B noaspuzoanaom ceere X100

Fig. 7. Omentum, amyloid deposition.
Congo red polarized X100

Puc. 8. ABeHaAATHIIEPCTHAA KUIIKA, OTAOYKEHHE AMUAOHUAA.
Konro xpacusrii X200

Fig. 8. Duodenum, amyloid deposition.
Congo red X200

Puc. 9. ABeHaAnaTHIIEpPCTHAA KHUIIIKA,
OTAOYKEHUE AMHAOHAA.
Konro xpacHsbIii B moaspuzoBanHoM ceere X200

Fig. 9. Duodenum, amyloid deposition.
Congo red polarized X200

Puc. 10. ToAcTas KUAIIKA, OTAOYKEHUE AMHUAOUAA.
Konro xpacusrit X200

Fig. 10. Colon, amyloid deposition.
Congo red X200

Puc. 11. ToAcTas KUIIKA, OTAOYKEHHE AMUAOHAA.
Konro xpacHsrii B noaspusosanHom ceere X200

Fig. 11. Colon, amyloid deposition.
Congo red polarized X200
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Puc. 12. Konraomepar AUMpaTUIECKUX Y3A0B,
aKcrpeccus AA KOMIIOHEHTA B IIPOEKIINU OTAOKEHUN
ammaoupa. MimmyHomepoxkcruaasHelii MeToa X100

Fig. 12. Lymph nodes conglomerate, expression of

A-component in the areas of amyloid deposition.
Immunoperoxidase X100

Puc. 13. ITeuens, sxcrpeccua AA KOMITOHEHTA B ITPOEKIHH
oTAaoKeHUit amuaouAa. MimmyHomepokcuaasHeiii meToa X100

Fig. 13. Liver, expression of A-component in the areas of
amyloid deposition. Immunoperoxidase X100

Puc. 14. CaapHuk, sxcripeccus AA KOMIIOHEHTA B IIPOEKIINU
otaokeHusA amusouaa. iMmyHonepokcuaasublii meros X100

Fig. 14. Omentum, expression of A-component in the areas
of amyloid deposition. Immunoperoxidase X100
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Leyens: donvxoso-banouroe cmpoetie Hapyuero a cuenr dugp-
DY3H0-01a208020 HEPABHOMEDHO20 BbIPANCEH 020 O1AONCEHNUA
aAMUAOUOG 8 NOPINANBHBLX IPAKINGX, YEHINDPAX 001K, CUHYCO-
uoanbIbIX U nepuctrycoudansiivx npocmparcmeax. Cmenxi
apmeputi MesKozo U cpedteco Kaaubpos sHavumensio ymo-
wenst 3a cuen OUPPY3HO20 MPAHEMYPANLHOZO OMIAOHECHUA
amunouda. CpenKu Yyenmpansnsrx 6en Peko ymoauers:
3a cuens MaccusHozo 0/mA0NCeHUA aMUAOUO.

Canvrux (Puc. 6, 7): swuposas mxars ¢ dugp@ysmeim HepasHo-
MEPHBIM BbIPAINCEHHBIM OMAONCEHUEM AMUAOUIA 6 nepuye-
AWAAPHBIX NPOCIHPAHCINBANX U CHICHKAX apiepuos U apmepuil
6cex: KaauGpos.

Asenadyamunepemmnan xumra (Puc. 8, 9): 6 cobemesennon
NAGCHIUIKE CAUSUCIION 06010UKU U CIIEHKAX apimepuo Me-
K00Yaz080e HESHAUUIMIEABHOE ONLA0INCEHIUE AMUAOUIA.
Toacman xkumxa (Puc. 10, 11): 60016 basarsrot membpars
INUMENUA, 8 COOCINBEHHOU NAQCIIUHKE CAUUCIIOU 000.104KY
U CIIEHKaX apmepuon MyAs/mugoKasvioe YMeperoe 010
JHcerme amuaouoa.

2) Hmmynocucmoxumuuecxoe uccaedosanue 61n0a1eHo
Ha napaguHoswIx ¢hesax: UMMYHONEPOKCUOAZHBIM MENI000M
¢ UCHONB308aNUEM anmumen K A-Komnonennty amuaonoa.
Bo scex svimeykasannvix yuacmrax omaoncenus amunonda
dup@ysran epanyaspuan svipascennan +++ sxenpeccus
A-xomnonenma amunouda (Puc. 12-14).

Sararnyenuye: boaesns Kacnmaemana, naasmoyumapreiii mun,
¢ nopasiceriuem 3abpromutiiptx AuMPamuieckux yii06. AA-
aMUNOUO03 ¢ NOPANCEHUEM UNEPNAASUPOSANIHLIX 3aGPI0UH-
HBLX AUMPaIUECKUX Y3106, NeUelH, catbiuKd, M0ACH0N
U 08eHadyamunepennotl KUK,

Kaununweckusi duaznos

Ocrosroe sabonesarue: boaesns Kacmaemana, naasmoyumap-
Htll U, ¢ nopanceruem 3a0prmunLIX AUMPamuecKux
y3108. Cocmoanue nocae yoanenusn KoresoMmepama Aumepa-
TUMECKUX Y3106 3a0p10mun1020 npocrparcimnea.
Ocaomerenus: AA amunoudos ¢ nopascernem nouex, zunep-
NAASUPOBANIHBIX 3A0DOUUNHILIX AUMPAIULECKUX Y3106,
newenl, cansHuKa, moacnol KUUKi, 06eHadyamunepemnon
KuutKu, nepugepuyeckotl repérod cucmemst. Hegppomuuecicudi
curndpom. XbI1 5. Tlopmanvrias cunepmensus. I losumnei-
ponanua. Anemus cpedneti creneru mancecni.
Aanvuetimee nenenne u nabardenue: ¢ mapma 2017 z0da
00 Hacmoanezo epemery nayuenn noaydaen aederue npo-
epammneim 1A 6 ambysamoprom ouanustom yenmpe u Ha-
barodaemea ambyaamopro 6 1’ Kb umenu C.I1. bomxuna.
Cocmoarue yoos.aemeopumensiioe, npubasus 6 eece, 6¢piyica
x patome. Ocmamounsiii duypes do 700 ma/ cymxu, anemus
KoMnercuposaria, nmpomboyumnt u CPB 6 nopme (Tabauya 3).
I Lianupyemea mparcnaanmayus nouxy.

Cay+ai 2. boavnaa X., 42 rem

Hcmopus saboresanus: B 2007 ¢. npu ducnancepusayuu
6b1A6EH BECCUMPINOMHBLI 7POMOOYUNI03, 6 dabielueM
nocmenerno wapacmasuiiii. Yepes 4 zoda npucoeduruica cyo-
pebpunumen, anemun e 6140, 7POMEOYUIN03 1POOOANCAN
Hapacmanty, siasaero nossiuenue Yposrs CPB (Tabauya 4).
Ewpe uepes dsa c00a passunocs swenydouro-xuuteuroe Kpo-
somedenie ¢ BoLpacernon anemuetl, 6biA6/1¢H IPO3UBHLLY
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Tabauya 4 | Table 4

AaGoparopHbie AaHHBIE 60ABHOM X.

Laboratory findings, Case 2

Aara Hbr/a Tpx10°/a | Ax10°/s |CODmm/u| IIYr/a OB r/a |Kp mxmoas/a| CPB mr/a
(120-140) | (150-400) | (4.0-9.0) (2-15) (<0,1) (65-85) (53-97) (0-6)

2007 139 452 6,7 5 HeT 66 92 -

2011 146 985 6,7 10 HET 68 86 22
03.2013 70 1099 114 45 HET 70 78 24
05.2013 87 1281 12,1 25 0,03 71 89 -
01.2015 93 199 37 90 0,79 77 77 37
11.2015 91 223 33 105 1,76 55 60 35
03.2016 86 254 38 71 3,6 58 188 73
06.2016 61 173 4,5 75 6,0 54 417 190
06.2016 106 236 4.4 70 34 57 463 186
07.2016 94 220 7,5 72 - 53 783 139
05.2017 119 239 11,3 10 - 77 330 1.2

Hb, cemoenobuny Tp, mpomboyumer; A, aciivoyumer, COD, cxopocms ocedanusn spumpoyumos; I1Y, npomeunypus; Ob, obmuii beaox;

Kp, wpeamunun; CPB, C-pearmusneiii besox

Hb, hemoglobin, Tp, platelets; A, white blood cells; COD, erythrocyte sedimentation rate; 1Y, proteinuria; OB, total protein; Kp, creatinine;

CPB, C-reactive protein

eacmpodyodenum. 1loayuana uneubumope: npomornoti norne:
U npenapamst xenea 6HyNPy, anemMius CYoKOMNeHCUPOSad,
00naxo mpomboyumos npodoacas rapacmane. Ilpu Y3
svLABACHA cnaeHOMeantA (naomads ceaesenxu 87,5 mm?)
u obvemnoe obpasosanie cenesernxu 68x65x68 mm. Bei-
nOAHeHA 1MPEnanobuonciis Kocnmozo Mo3ea, 6s1A61€H0 N06b1-
werne KoAUMeCn6a MeeaKapuoyumos ¢ Yepmam amunii.
Auwazrocmuposana sccenyuansvias mpomboyumemus, 6 Mae
2013 <. Havama mepanua urmepdeporom-a. Temnepamypa
51;25/74)0 HOPMAIU308aA1ACH, KOAUUECIB0 mpomﬁoz/umoe CHU-
3UN0CH 00 HOPMBL, 1O COXPAHANUCH AHEMUA U NOBBIULEIHIE
yposna CPD, enepsrie svias.ena Heboavman npomeunypus
(Labauya 4).

Yepes 2,5 200a om Havana mepanuy unmep@eporHom-a, Koau-
4ecrI60 MPOMOOYUII0E 0CIIABANOC HOPMAABHEIM, HOAEUNUCY
OMIEKU. HUNCHUX KOHeuOcHIel, 661461610 Hapacmiartie nponse-
urypu, urmepgpepor ommeren. Kpeanmurun posu ocmasanca
6 nopme. Ilpu Y31 obuapyscero yseauuenue pasmepos o6-
pasosariua ceqeserixu 00 85x73 M.

Ewe uepes 4 mecaya cpopmuposanca HC, snepsrvie omme-
uero nosviuerine Yposua Kpeamunura kposu (Labauya 4).
Beinosnena 6uoncus nouxu, sviasaen amunrondos. Ilpu um-
MYHOXUMUUECKOM UCCACI06AHU CbIE80DOMIKI KDPOBU 1 MOYY
MOHOKAOHANBHOU CeKDeyul te Handero.

Ewe uepes 2 mecaya (cnyema 9 aem nocae nepseix xau-
Heckux nposseHull) nayuenmKa 0viaa cocnumasusuposand
6 I Kb wumenu C.I1. Bomxuna.

Hpu ROCIYRACHUN: COCII0ANHUE 111ANCeN0€, 1eMnepamypa
mena 37,1°C, warobvr na crabocms, omexu, 604u 6 1660M
nodpebvepwe. 1 Lonuncernoeo numarnusn, xoxwa 6.aednas, omexu
Huserux koneurnocmet. 1lepugpepuueckue aumgpamueckue
Y3162 He NANBIUPYIOMICA, CYeassl Ha 8u0 He usmerersr. A
17 6 1 mum, dvixarnue 6e3uKy1apHoe, nposodunIca 60 ce os-
deast, xpunos em. YCC 78 1 mun, pumm npasusvisid,
AAT110/ 70 sam pm.cm. 2Kusom mazkud, uyscmeumenvitwiii
6 s1e60M nodpebepue, nasvnupyenica yseauuennas naomHan

ceneserixa, newers we yseauuera. Auypes 900 s/ eymxu, mova
00w1ut020 Y6ema.

Ipu 06caedosanuu sviasaenee HC u mancenan anemus,
mpomboyumer 8 Hopme, yposerns CPD pesxo nossiuter, onmr-
Meueno danvretimee Hapacmarue Kpeamununa kposu (la-
bnuya 4). Penmeenozpagpusn epyonoi kaenxu, IKI';, Dxo-KI |
DI AC, xoaorockonusn — bes cympecmseriron namonozu. Y3V
u KT opearos Gpromroti nosocmu — svipasienan cnieromeza-
U, MACCUBHOE 2UN0X02eHH0e 06Pa306atite cene3eHK.
Kaununeckoe cysndenue: naubonee seposmmvim npedcmas-
JANCA OUALHO3 MUCAONPONUDEPANIUBHO20 3A00.1€6aHUA, 0CA0HC-
HUBHLEECR XPOHUUECKUM abeyeccoM ceaeserki ¢ passumiuem AA
aAMUNOUO03a ¢ NPEUMYIYECINEEHHBIM NOPANCEHUEM NOUEK.
Aeuenue: nocae xoppexyuu aremuuy vinoaHeHa onepa-
yusg — cnaenakmomua. Yoanennasn ceaesenka pasmepamiu
160x120x90 mm ¢ naommneim 0Kpyessim cepo-gres-
metym obpasosaruem 0o 90 mm 6 duamempe (Puc. 15).

Puc. 15. Cesesenka, HOAyAApHOE 00pa3oBaHue.
Maxponpenapar, popMasnHOBaA (PUKCALAA

Fig. 15. Spleen, nodular mass, formalin-fixed gross specimen
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B nocaeconepayuornom nepuode ommeuero vicnpoe Hapacima-
Hue Kpeamunuia Kpost, ravamo aederue 1./,
Tucmonozuyeckoe uccaedosanue onepaynonnozo u bu-
OnCUIin020 MamMeEPUANA.
Ceneserxa (Puc. 16-18)
1) Csemosas muxpockonus: uccedosariue 6u1noAmHeH0 ¢ 20710-
661 Napapunossrx 0.,10K06 ¢ ucnoavsosarem PAS-pearyuu
u oxpacicu Korzo-xpacreim. Conumaproe weonyxoesoe cocy-
oucnioe 06pasosariie ce1e3eHK M, NPeOCIas.aeroe coc)OUIbIMIY
npocmpancmeamu uenesuonod, oxKpyea0n U HenpasuabHol
Poprbi, OKPYHCHHBIMU KOHYEHDIPULECKUMU MACCUBTBIMU
Kosnazerosvimu s0a0kHamu. Cocyds: pacnonodcervt 6 naom-
HOl PUGPO3HOLL CrIpOME ¢ MUOPUGPOOAATIAMIU 1 CKONACHUAMY
NAGIMANIUMECKUX KACHIOK, AUMPOYUIIOE 1 2eMOCHOEPOPazos.
B cmpome u cmenxax cocyducmurx compyxmyp obpasosarius
Maccustoe dugpystoe rHepasromeproe omaomerite Korzeo-no- Puc. 16. Cesesenka, HoAyAnpHOe 0GpasoBarue —
U020 20MO2EIH020 DECKAEIIOUHO20 Mamepuaa ¢ 060UHyIM CKACPO3HPYIOLIAA AHTMOMATOMAHAA HOAYAAPHAA
Tpancdopmarma. PAS X100
SYHENDENOMAEHUEM 6 NONAPUIOEAHHOM C6eEe — aMUAOUIaA.
Oxpyarcarompas coxparirias mKansy ceaesenxu cyomomaniio sa-
Mezfera 0mA0NCEHUAMU aMUAOUOA.
2) Mmmynozucmoxumuseckoe uccaedosarime: 6uinoanero
Ha napagunossix cpesax ¢ UCHOALI0BAMUEM aAHINUNIEN
Kk A-xomnonerny amuaonda, CDS, CD31, CD34, CDG6S,
CD163, 1gG4, sumenniuny, decmuty, a-axmuty, eaa0Kkomsi-
wenrHoMy anmuzeny u Hedpon-cneyuguunol snoase. B yuacm-
Kax: oma0ncenus amuaonda ougppysias seipasetirias (3+)
axenpeccusn A-xomnonerma amuaouda. CD8+: edunuunsre
T-aumgpoyumer cmpomer. CD31+: sxenpeccusn dugpgystasn
BbIPANCCHHAA pABHOMEDHAR 8 IHOONIEA NN COCYO08 (apmepui,
apmepuo, 8eHyA, Kanuilapos HecurycouoHozo munad), 6 te-
MHOLOYUCACHHBIX MaKpopazax: cpoMassHoll UHPUALIIPa-
yuuy CD34+: sxenpeccus ougpgysnan ewipancerias paso-
Mepran 6 IH00menU 6cex: coc)008 (apmieputl, apmiepuos, sery,
Kanuaaapos Hecunycouonozo muna), 6 HeMHoLouucaAeHHsLx
Makpogpazax crmpomansion ungduasmpayu;, CDGCE+: re-
MHO20YUCACHHBIE KACTIKU [MPOMM&HOZZ uﬂﬁuﬂbmpaquu; Puc. 17. Ceaesenka, cyGToTaABHOE 3aMEIIEHIE AMHAOHUAOM.
CD163+: sxenpeccun dugpysnan svipancernan 6 Kaemrax Konro xpacmsrii X100
CmpoMansHon uﬁgﬁuﬂbmpgz/uu; sumenmunt: axcnpeccus Fig. 17. Splenic tissue sub-totally substituted by amyloid.
uppysran evipancerHas PasHoMepHan 8 IH0meNul cocy008 Congo red x100
U KACHIKaX CHIpOMbiy a-armun+: Ikenpecciin dugpysmasn svipa-
HeEHNAA PABHOMEDHAR 6 2/AOKOMBIUEUHBIX KACHIKAX CINEHOK
apmeputl, apmepuos u 6ery;
2Aa0KoMbLHlebLll anmuzen+: IKcnpeccusn dugpgysnas evipa-
HCCHNAA PABHOMEDHAR 6 2/AOKOMBIIUEUHBIX KACHIKAX CINEHOK
apmieputl, apmepuon u sem)y, Helpon-cneyuguunasn smosazat:
IKCHpeccus 04azo6as, YMepernasn 6 KAmKax cnpoMasvHol ur-
GDunvmpayu. LoHcHonosumusHas MesKozparyAApHas cAus-
rag sxenpeccus 1gG4 6 yuacmrax omaoscenus amuouda,
echMuit — Ompuyanensio.
Lloyxa (Puc. 19-22)
1) Ceemosan murpockonua: uccaedosarie 6s11041eHo ¢ 20-
706020 napagduiosozo Ga0Ka, ¢ UCHOABI06ANUEM OKPACKI
Koneo-xpacrvim. 42 xaybouxa, us mux noamnocnvio ckaeposu-
posarsr 3 kaybouxa, 6 7 Kkaybourax — ceeMeHmapHiil ckaepos
¢ epybvru chamyeruamu ¢ Kancyaod kaybouxos. Ocmasuinecs

Fig. 16. Spleen, nodular mass — sclerosing angiomatoid
nodular transformation. PAS X100

Puc. 18. Ceae3enka, cy6ToTasbHOE 3aMEIIEHUE AMHAOHUAOM.

KAYbouKU pesko yseauterst, ¢ 00HOKOHMYPHON KanuAigpHOl Konro xpacublii B moasapusosannom csere X100
CrmenKolly 6es npUsHaKos IHOOKAnUANTPHOU U Me3anzuab- Fig. 18. Splenic tissue sub-totally substituted by amyloid.
HOU 2uneprAemounocn; bes Gopmuposanus noayayHuil; Congo red polarized X100
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Puc. 19. ITouka, MAaCCUBHOE OTAO’KEHHE AMUAOHAA
B KAy6oukax u cocyaax. Konro xpacusrii X100

Fig. 19. Kidney, massive deposition of amyloid in the
glomeruli and vessels. Congo red X100

Puc. 20. ITouka, MacCCUBHOE OTAOKEHHE AMUAOUAA
B KAyOOUYKaX U COCyAaX.
Konro xpacuerii B noaspusosanaom ceere X100

Fig. 20. Kidney, massive deposition of amyloid in the
glomeruli and vessels. Congo red polarized X100

¢ 0UPPY31bIM BbIPaANCEHBIM PaActUUperiteM Me3arziaabioz0,
V03100~ U CYOINUMENUANBIO0 NPOCIIPANCIIBA 3a CHENI HAKO-
naeHua amuaouda. B unmepemuyuy u 6004 mybyasprsix
basanviivix MeMopar Myavmugoxatvrioe ymepentioe omao-
swerne amuaouda. CmeHKu apmepuos u apmeputi Mexozo
KasuGpa KgpKosozo t M03206020 (/1066 Pe3Ko Yo iujersl 3a cuen
MPAHEMYPANBHOZ0 01N0ICEHUA AMUAOUO, € PESKUM CYIHceHUEM
npoceenia cocydos.

2) HMmmynogamwopecyenmmnoe uccaedosane: 651n04-
HeHo Ha napagunossix cpesax ¢ ucnoavsosanuem FITC-
Kouvrozuposannsix anmumen K ueaoseveckum LgA, IeG,
IeM, C3, C1q, gubpury, seckum yensm kappa u lambda.
B yuacmixax omaoowcerus amunonda necneyugpuneckas sxcnpec-
cua IgG+++, kappa++, lambda+. B yurundpax sxenpeccus
kappa++ u lambda++.

3) Hmmynozucmoxumuyeckoe uccaedosarue: 6u1noaHeHo
Ha napadunosuix (pesax ¢ UcnoAb306aueM anmumes

Puc. 21. ITouxa, sxcripeccusa AA KOMIIOHEHTA
B IIPOEKLIUN OTAOYKEHHIA aMAAOUAA
B KAyOOUKe U CTEHKE COCyAQ.
HMmmyHomepoxcuaasHeiii meToa X100

Fig. 21. Kidney, expression of A-component
in the areas of amyloid deposition
in the glomerulus and vessel wall.
Immunoperoxidase X100

Puc. 22. ITouka, axcupeccus AA KOMIIOHEHT2
B IIPOEKIIMU OTAOXKEHMI AMHAOUAQ
B KAHAABIIAX M CTEHKE COCYAOB.
HmmynomepokcuAasHenii meToa X100
Fig. 22. Kidney, expression of A-component
in the areas of amyloid deposition in the tubular
basement membranes and vessel walls.
Immunoperoxidase X100

Hedponorua u guanus - T. 20, N2 3 2018 305



LLkona Hedponora

Kk A-komnonenmy amuaouda. B yuacmiax omioncerus avuo-
uda dugppysiasn svipasiertian +++ axcnpeccus A-xomnonenma
amua0uoa.

Sararuenue: cKAepoIUPYI0Man arenoMamondnas 1o0yAqp-
nan mpancgopmayus cenesenxu (SANT). AA amuroudos
cenesenKu ¢ YOmomanbbiM samenyerinem besoll u Kpacroi
nyawnst, QupPysisim maccusrviy denoruposarisem 6 SANT.
AA amunondos nouex ¢ mancesviym nopasieriem Kaybouxos,
apmepuon u MeAKUX apmeputl, ¢ YMepernsiM nopaiceriem
Karanavyyes u unmepemuyus

Kocrmmwiit mose.

Iepecmiomp mpenarnoboncuu xocmoeo mosea om 2013 .. yse-
Jauene KACHIOK panyI0yumaprozo pocmka. Spumpoudrviil
DOCIION O CKONACHUAMU HOPMOOAACHIUECKUX IPUIIPOOAACINOS.
Bespancernasn npoaugpepayusn mecaxapuoyumos, saemennr
Me2aKapuoyumaprozo pocnKa pacnonoxers: uHmpanipade-
KyAfpHo — paccearo u 6 eude reboavuiux ckonaenun. Meza-
Kapuoyumel ¢ noAUMOPDHbIMU HepIIaM armunu — KK
pasauurozo pazmepa ¢ uno- u unepceeMenIuposaibIMYy Hop-
MOXPOMHBIMU AIPAMU, NPEUMYIYECTIBEHHO KDYNHBLE U 2Uean -
CKUe POPMbL ¢ 2UNEPCCLMEHIIUPOBAHHBIMY HOPMOXDOMHBIMY
A0pami, sHaUumenvroe KoAUUe60 besva0epbx Gopm, te-
Komopuie MezaKapuoyumer ¢ npusHaKamis IMnepuonoiesa.
Menrue aumepoudnsie u speavie naasmanuyeckue KaemKy
pacceanst uHmepcmuyuanvio.

Sararuenue: Mmuenonposugepamustioe sabonesare.
Aarvuetimee o6caedosanue: 1111P svrasuia 1% raenox
cmymayueii V'617F eera JAK2; mymayuy cena CALR u wy-
mayun W5151./ K cena MPL. e obnapyocenst. Boiasaene
anmumena k supyey Inumeir-bapp: anti-EB1 1¢G-EBNA
>600 Eo/ma u IgG-17"CA >750 Eo/ma; anti-EBV [gM-
V'CA 6 nopme; I'LIP AHK EBL” — ompuyamenviias.
Kaunnuveckusi duaznos

Ocrosroe sabonesarue:

1) Decenynanvnan mpomboyumemus, cocmosnue nocae
urmepgbeporomepantiy

2) Craeposupyrmasn anzuomamondras 1odyAapHas mparic-
Popmayus cenesenKi, cocroamue n0cae CHACHIKINOMU
Ocaomenennn: AA amunondos ¢ nopasxenuem ceneserx,
nouex. Hegppommuecxuii curdpom. XBIT 5A. Anemus ms-
HCeA0U creneHu

Aanvneiimee newenue u nabardenue: ¢ aszycma 2016 200a
00 Hacmoamezo spemen nayuenmKa noLydaen aeyere npo-
epammmvim 1A 6 ambysamoprom duanusinom yenmpe i ta-
barodaemen ambyaamopro 6 1’ Kb wmenn C.LI. Bomxuna.
Cocmosnue yoosaemeopumenviioe, npubasuia 6 sece, 6¢pry-
Jace K pabome. Amemus cybromnencuposaria, npomooyuns:
u CPb 6 nopme (Tabauya 4). I Lranupyemea mpancnaarma-
YUA NoUK.

Cay4aii 3. boavnoii b., 22 rem

Hcmopus 3abonesanus: ¢ pariezo denicniéa miozoxpanisie
Gporxumel ¢ AUXOPadKot, nocaadaerue cnyaa, OUacHoUpo-
sar myxosucyudos, zenomun N1303K/ E92K (myxosucyudos
¢ NaNKpeanuueckotl 1edocmamouHocnIbio), 66196.1€H0 UHgpuyn-
posariue Burkholderia cepacia complex. Iloayuan uneanayuor-
Hb1e MYKOAUINIUK Uy SAMECTIUIENbHYI0 (DePMernIy1o mepaniiso,
NEPUOOUUECKH anmubuonuxi.

306 Hedponoruam gnanms - T. 20, N2 3 2018

E.B. 3axaposa, B.B. beawh, E.B. LWyros, M.H. Hukutun, C.B. fonosuucxmit, M.A. Munoceppos, M.C. Cumorosa, O.A. Bopobresa

B sospacme 19 saem ouacnocmuposarna mepmunansran
cmadus nopascerius seckux. epes 200 (6 ansape 2016 2.)
6 HMUILITul1O um. axademurxa B.H. Illymarosa ssi-
nonera ABO-udenmuynan 0syemoporan nocaedosamensiias
mparncnaanmayus aeckux. Vndyxyuonnas ummynocynpeccus
6KAI0YaNA UNMPaonepayuontioe 0.110cHoe 66e€0erue Menia-
HPeOHU30.101a U BASUAUKCUMAbA ¢ NOCAEOVIOUUM Ha3HAYeHIeM
MemUuN-Npeonu3nNona u maKpoauMyca 61ymps, npooouIacs
marske anmudaKmepuassHas U npomusosUPYcHas mepanis.
B panment nocaeonepayuonrom nepuode nepenec OII 1, nony-
uan aeverie I . ¢ nocaedyronyum soccmarosnermem gynxyuu
novex. Aeunnca u nabawdarca 6 HMULITul1O um. aka-
demuxa B.H1. Iymaxosa

Chnycmsa mecay nocae mparcnaanmayun 1ezKux paseusace
apmepuanvias cunepmersus u noasuAach 1HespoN02uYecKas
CUMPIROMAnuKa, OUAzHOIUPOSAH CUHOPOM 3adHel o6panii-
Mol snyegpanonamun. T axposumyc 6ers ommerner, rasiadena
MUKODEHO106a7 KUCAOMA, NOAYHAN IIAKICE 2UNOMEHSUBHY IO
U HeDPONPOIMEKIUBHYIO TePanuo 1 npomusocydoposcHsie
npenapamuot, 1He6PON0UYECKAA CUMNINOMANIUKA pezpecci-
posana, AA cmabusrusuposanocs, 00HaKo uepes HecKONBKO
ometl paseuaca U300 0c/POLO OMIMOPHCCHUSA NCLOUHBIN
mpancnaanmanios, Kynuposariisiii 60110¢HwIM 66e0erinem
Memua-npednusonona. B parrem u omodanerrom nocaeone-
payuonrom nepuode ommedancs nu3ods: duapen 1-2 pasa
6 MecaYy, pacyenusaemsie Kax npossaeHue 0cHo6H020 3abo.e-
6anus u nobouroe delcmeue Muxogerio060i Kucaomoe. Bur-
Aeera npomeurypus 3-7 e/ 4, Gynxyus novex ocmasanacs
_y0osaemeopumensiod.

Yepes 4 mecaya nocae mpancnaanmayun 1e2Kux 6 c643i
¢ BBICOKUM DUCKOM 0111110PICEHUA IMPAHCNAANHINANI08 HA3HA-
Yert 36epoaUMYC ¢ nodOepacariuem 6aso60ll Koryenmpayuu
4-8 He/ ma, Pynryun secounvix mparcnianmanios ocnasa-
1aCb YO06./€MB0PUMENBHO.

Yepes 15 mecayes npumenenus 36eposumyca noa6uanuct M-
cusnwre omexu, sviasaer HC (npomeunypus 19 ¢/ cymru,
anvGymun kposu 18 2/ 1), napymenue @ynxyun novex (Kpe-
anmunun kposu 250 ymxmons/s). opmuposarnune HC pac-
YEHEHO KaK CAe0cmsue NPUMEHEHUA I8ePOAUMYCa, npenapan
ommerten, yeeauuena 003a Memua-npednusonona. B daasmed-
wem UMMYHOCYnpeccusHasn mepanus nposodusacs KoMouHa-
yuens memua-npedrusonona 20 je/ cymku u Muxoghero.10801
xuenomwt 1440 e/ cymcu. Conymemsynwman mepanus 6x110-
Yana 8ancaHyurao8up, OUypenuKiL, a0Kanopsr peyeninopos
areunomensuna L1, cacmponpomexmopei, zenamonpomexmoper,
Kemoarianoeu amuroxucaon. HC nepeucnmuposan.

Eawe uepes 2 mecaya nocae nozpeuriocmu 6 dueme passuiace
duapes, auxopadka do 40°C. Tlayuenm Gvrn sxcmpenio 2o-
cnumanusuposar 6 I Kb umernu C.11. bBomiura.

Tlpu nocmynaenuu: cocmosnue mancenoe, y#ar06ut ra caa-
bocme, wacmrii scudxull cmya, 03nobsr. Kowea baednasn, wu-
cmas. Vemowgen, evipancennas ampogpus meimy. Auyo sy-
1000pastoe, 00Y11.106a1710€, MACCUSHBLE 011€KH 201€Hell U CIION.
B sreexcux sesuryagproe dvixcarue, nposodunica 6o éce omoenri,
6 MUINCHUX 07710e1aX ¢ 00CUX CIIOPOH HEGONbIHOE KOAUYECHIE0
HE38YUHBIX MeAKONY3bIpUambix 6Aancsrx xpunos. Cepoey-
Hore monst acHse, pumm npasuasrvil, YCC 80 6 mun.
AA 130/ 80 vm pm.cm. Hseixc cyxosam, caecxa obaomcen
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Puc. 23. ITouka, ruaAuHO3 KAYOOUIKOB.
Maccon X100

Fig. 23. Kidney, glomerular hyalinosis.
Masson X100

HoenmeiM Hanemom. 2Kusom npu nassnayuu mazkud, yie-
peririo besbonesmerirwiil no xo0dy moscmotl kumxu. I lepucmans-
muxa axmusras. 1leuens nepxymopro e yseauuena, cese-
senxa e nasvnupyenca. Ilouxu ne nasenupynwmes. Auypes
00 1000 s/ cymxcu, moua obsrurozo yéema. Crnrya scuoxud,
MHOZ0Kpan1olil.

ITpu obcaedosanuu 6va6aens: manesan anemius
(Hb 57 ¢/ 4), depuyum ncenesa, mpomboyumos do 591x10° /.4,
wedmponenus (A 2,13x10° [ 1, neimpogpuns 14,4%), paseep-
wymweir HC (npomeunypus 7,5 2/ cymxu, obuuii besox kposu
32 2/, ansbymun 8,2 2/ 1), nosviuerue xpeamurura Kposu
219 mxmons/ 4 u yposna CPB 0o 3 nopam, sespasncermeiii um-
MyHodeguyum co cruceruem yposra IgG 0o 0,46 2/ 4 (nopma
7,6-18,8 ¢/s1). T1LIP AHK LIMB — ompuyamensiias. I loces
Kposu ra aspobet, araspober u puber cmepuser. Kaa na mox-
curt A u moxeun B Clostridium difficile ompuyamenviieiil.
OKI u 0b30prazn penmeernozpagpus Gproutrot noaocmu bes na-
monoeu. Penmeerozpagpun opearos epyoroi kaenixi — 6 cheo-
HUX N€20UNHBIX NOAAX € 00CUX CHIOPOH. 1EHU MEMANNUMECKUX
U606, 6 HUINCHEM N€20UHOM 10J1¢ CHPABA 1ia YPostie nepedrezo
ompeska 5 pedpa menv memananueckoti ckobxu. B cpedrem,
HUINCHEM J€0UHBLX NONAX CHPABA AUHEHHBIE YUACTIKI Y NA0N
HeHUA J1€204HOT 11IKatll, 6EPOANIIHEE 60620, 3 CHENI CHACK, NT1E6-
Mogpubposa. B sezkux: coeancux ouazoso-ungurvmpanusisx
merell 1e eviasaero. Y3V nowex u opearos Gprouirion noao-
oy — eenamomesantifly OUPPDY3HIe UIMEHEHUA NeHeHH, 100-
061004101 JHcenesvly OUPPY3HbIE UIMEHEHUA NOUEK; C80000HAA
IHUOKOCHIL 8 MAAOM 771a3).

Kaunuuecxoe cyncdenue: petpuvnan neimponenus pac-
CManmpusanacs 6 pamax: 0AumensHoz0 npuMeHens Mukoge-
1010601 Kuca0mvl U aicanyuraosupa. Haubosee seposmuoii
npuurnon HC npedemasasnocs passumue AA amunondosa
C HPeUMYIYeCcIIBerHbIM NOPaNceHueM noYex Ha gore Miozo-
Jemnell Xponuueckon ae2ounoll ungexyuu y nayuenma
¢ MYKOBUCYUOO3M.

Aevenue: murxogpernonosas Kucaoma u 6anzanyuxao-
BUD OMMeNeIbl, HaASHAYeHb anmubuomuKi, pepmenmmnsle

Puc. 24. TTouka, MACCUBHOE OTAOKEHHE OECKAECTOUHBIX
TOMOTE€HHBIX MACC B KAyOoukax. I'emarokcuann-303un X100

Fig. 24. Kidney, massive deposition of the homogenous
acellular masses. H&E %100

npenapanee, ungpysuonnas mepanus. Cocnmose )1y utuI0cs,
memnepanmypa meaa HoPMasu308alacs, A Kauuyeobpas-
Hotll 2-3 pasa 6 cyniKit, AHKOYUNIbL KPOSH HOPMANUZ08ANUCY,
anemus cY0oKoMnencuposara, Kpeamunurn Kposu cHu3uAcA
00 150 mrmons/ 4.

Aanvuesimee 06caedosanne: 0o nacmosneco spemeri nayu-
etim Habarwoaemen 8 HMULITul1O um. B.H. [1lymaxosa.
B oexabpe 2017 200a (wepes 2 z00a nocae mparcnaanmatyuy
JE2KUX) 8BI10AHEHA MYHKYUOHHAA GUONCUA NOYKH.
Tucmonozuyeckoe uccaedosanue

buoncuiinozo mamepuara

1) Csemosan murpockonusn (Puc. 23-25): uccaedosanue sei-
noaHeHo ¢ uenoavsosarnuem oxpacox H&E, Maccon, PAS,
Koreo xpacnweir. 26 xaybouros, 9 us nux cuanunusuposarvey
6 Mesareul i KanuangpHeIx Nemax 0Cmasiiuxc Kayoouxos,
a maraice 6 UANUHUSUPOBAHIBLX KAYOOUKAX 6bIA6AANICA OL-
JI09CEHIUE 20MOLEHNBIX MdCC, OKPAMUBACMbIX 6 PO306bLLL Y6,
npu oxpacke Koreo-xpactvim 6 oparwesvitl yéen — amuaouoa.
Ampogus kananvyes 0o 50%, 6 npocsene mmozux: anpogupo-
sarmnbix Karanvyes beaxossie yuaundper. Ilo xody basansreix
MeMOpart 6 uacniu Kanaivlyes 6biA6.19m16A 0m109icere amMi-
souda. Augppysio-ouazoswiii ciaepos urmepemuyus 0o 50 Yo;
perxaan OUPPYsHO-04az08aA 80CHANUNIEAHAA UHPDUNIIDPAYUA
6 s0Hax ckaeposa. B 2 meaxux apmepusx meiaenrozo muna
U apimepuoNax OmMedaernIcs ONI0HCeHIe aAMUA0UIG, ZUANNUIHO3
apmepuos, 6 CmeHKax MHOIUX apimepuosl 861A6.19e716A 0771-
J01cerne amuI0uda

2) Hmmyrnogpawopecyenmmuoe uccaedosanue: 6s1101-
Heto Ha napaguroseix cpesax ¢ ucnoavsosaruem FITC-
Konsrozuposannsrx anmumen k uesosedeckum IgA, IoG,
IgM, C3, C4d, gubpuny. C4d ompuyamenvro; necneyu-
Puueckan sxenpeccun: [¢G 6 cmenkax xanuaaapos Kay-
Gouxos++, 6 unmepemuyuu+, IgM 6 unmepemuyuu+,
IgA 6 xaybouxax ++, 6 npocseme xanaavyes+, C3¢
6 cmenxax Kanaavyes u 6 unmepemuyuut+, gubpun
6 unmepcmuynu~++.

Sarauerue: amua0ud03 nOHeK ¢ UCX000M 6 HeghpocKaepos.
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Puc. 25. [Touka, MACCUBHOE OTAOYKEHHE AMUAOMAA.
Konro xpacusrii X100

Fig. 25. Kidney, massive amyloid deposition.
Congo red X100

Kaunnueckuii duaznos
Ocrosrioe saboqaesariye:

Myrosucyudos ¢ narxpeantuneckot HedocanIOUHoOC 1610
Lenemuuecruts duaeros: N1303K /E92K
Muxpobuosoeuueckui duazros:

Xponuueckoe unguyuposariue 0vrxamensiisrx nymeil
Burkholderia cepacia complex

Dow: Haruue mparHcnAaHIUPOBantbIx AeKUX 071 AH6APA
2016 ¢. (ABO-udenmuunas nociedosamenvias mparcnian-
mayus). Aaumenvias uMMyHOCYRPeccusHas u npomusosi-
pyeraa mepanua.

Ocaomerenus: AA amunrondos ¢ nopascenuem novex. Hegppo-
muueckuti curopom, XBIT 4. Xponuueckusi nanxpeantun,
Xponuueckas nankpeamuueckan redocmanounocms. Amemus
THANCCNOH CIIenenit, CYOKOMNEHCalUA.

Aanvueiimee neuenne u nabarwdenne: ummynocynpec-
CUBHAA IEPANUA OCYIYeCINBAACNICA 6 PercUMe MOHOMEpanti
Memua-npednusononom 6 dose 20 ye/ cymru. B ceasu ¢ nepeu-
cmupyrongum manceavim HC u becnepenexnusrocnvio Korcep-
6amuBH020 ACUEHIUA 6bINO0AMEHA IMOOAUIAYUA NOHEUNHBIX apire-
puil, nposodusoce aeyetiute npozpammueim 1 4. 09.08.2018 e.
nayuenny npoussedera yenemnas mpancnaanmayis nouKuy
o071 podemeertozo doropa.

OGcy>xaeHue

boaesun Kacraemana (BK) man arnrmodoannxky-
AApHAA THIIEPIAA3UA AUMQATHIECKHX Y3AOB — aTH-
nuanoe AII3 He3AOKadeCTBEHHOI IIPUPOABL, B PAAE
cAaygaes accoruuposannoe ¢ nadeknueir BI'Y 8 tuma
nau ¢ BUY. 3a00AeBamue XxapakTepU3yeTcs CHCTEMHBIM
BOCHAANTEABHBIM OTBETOM C THIIEPIIPOAYKIIUEN HHTEP-
AEHKNHA-6 ¥ AAMTEABHBIM TEYEHHEM C Heclenudmye-
CKOM CHMIITOMATHKON XPOHHYECKOro BocrmaseHus. bK
Op1aa Brepseie onucana B 1956 roay [7] n orHocnTCA
K PaspAAY PEAKHX 3200A€BaHMI — 3200AEBAEMOCTD OIle-
HUBAIOT Kak 21-25 cAy4aeB HA MHAAMOH IIAITHEHTO-ACT
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[8]. BeiaeasiroT pasauansie Bapuantsl bK, mpeobaaaaer
THAAMHOBO-BACKYAAPHBIN THII, OIIMCAHBI TAK/KE ITAA3-
MOKAETOYHBII THII I CMENTAHHBIE BADHAHTHI; THITHIHAS
AOKAAM3AIINSA — IPYAHAS IOAOCTB, OPIOIIIHAA ITOAOCT, 3a-
OPFOIIMHHOE IPOCTPAHCTBO 1 OAOCTB Ta3a (70%, 15%
u 15%, coorserctBenHO) [9]. 30AOTEIM CTAHAAPTOM A€-
yennda BK siBAdeTcs XHpyprudeckoe yAaACHHE TUITEPIIAA-
3UPOBAHHBIX AMMMATHIECKHX Y3A0B. AA aMHAOHAO3,
HApAAY C XPOHHYECKON aHEMHEH — HAnDOAEE JacThIe
ocroxuernsa BK, Tpaaunnonno arpubyrupyemsie K cu-
cremuOMYy Bocmaacuuro [10-13].

B npuseacaroM Cayuae 1 kauHHKO-A2OOpaTOpHAA
CHMIITOMATHKA B BUAEC HOYHOM IIOTAMBOCTH, CAADOCTH,
HIOTEPH BECa, XPOHUYECKON aHEMHUH C TPOMOOIIIO30M
u nospirenns yposaa CPb Ao 20-30 Hopm moapTepik-
AAET IIEPCHCTUPYIOIMINH BOCIIAAHTEABHBIN ITPOIIECC
Ha POHE AAUTEABHO CYIIECTBOBABIIEIO OOPA3OBAHHA
3a0pIOIMHHOIO IIpocTpancTsa. [losBaenne rematome-
raanu 1 Anpy3HEIX H3MEHEHHI IIEYCHH Yepe3 5 A€T,
uporeunypun gepes 10 aer u popmuposanue HC ¢ pas-
BHUTHEM IIOYEYHON HEAOCTATOUHOCTH uepes 12 Aer mmocae
HIEPBHIX KAMHUYECKUX IIPOABACHHI CBHACTEABCTBYIOT
O ITOCTEIIEHHOM IIPOTPECCUPOBAHNI AMHAOHAO34 IT€-
uenn u o4ek. AuarHos BK, xors 1 OblA 3a110A03peH yixe
4gepes 5 Aet mocae AeOr0Ta 3a00AeBaHuSA, HE OBIA CBOEB-
PEMEHHO ITOATBEP/KACH M3-33 HEAOCTATOYHOH HHMOpMa-
THBHOCTH HEOAHOKPATHBIX OMOCITHIAHBIX HCCACAOBAHMIH.
[Nanment ne apagerca BUY-undunrmposannem, nccae-
sosanne Ha BI'YU He GBIAO BBIITOAHEHO IO TEXHIIECKIM
HPHYHHAM.

OmnepaTnBHOE yAAACHHE OOPA3OBAHMA 3a0PIOIIIIH-
HOTO ITPOCTPAHCTBA ITO3BOAHAO HE TOABKO ITOATBEPAUTD
Ararao3 BK, HO U IBUAOCH H3A€UHMBAFOIIUM B OTHOIIIE-
HUH XPOHHYECKOIO BOCITAAUTEABHOIO IIPOIIECCa, UTO
HOATBEPKAACTCA CYIIIECTBEHHBIM YAYUIIIEHHEM COCTO-
AHMA TAIMEHTA, HOPMAAU3AIIHEH O0CTPO(hA3OBBIX TTO-
KazaTeAel U IIOAHOI KoMmIreHcarueil anemun. Heobpa-
THMBIH XapakTep HOPaKEHHA OYeK (ITAIHEHT OCTAeTCs
AMAAN3-3aBUCHMBIM) CBHACTEABCTBYET O AAUTEABHOCTH
U TAKECTH UX AMHAOHAHOTO TTIOBPEKACHHA, AMHAOHAO3
HEYEHN M KEAYAOYHO-KUIIEYHOIO TPAKTA HU (DYHKIIH-
OHAABHO, H MOP(DOAOTHYECKH HE ABAAETCA CTOAD Ke
3HAYHMBIM H HE CAYAKHT ITPEIATCTBHEM AAA BBIITOAHEHUA
TPAHCITAQHTAIIMN TTIOYKH, TeM OOA€E YTO IPHYMHA Pa3-
BUTHA AMHAOHAO32 YCTPAHEHA XUPYPIHICCKH.

Cxeposupyromas aHIrHOMATOMAHAA HOAYAAPHAA
tparcopmarus (Sclerosing angiomatoid nodular
transformation/SANT) ceaesenkn, BriepBbie OIMCAH-
nas B 2004 [14] aBaserca peaknm 3a00AECBAHHEM, K Ha-
CTOSAIIIIEMY BPEMEHH B AOCTYIIHOM HaM AHTEpaType
IpeAcTaBA€HO 134 cAywas 9TOM aTOAOrHH. DTHOAO-
rus u mnaroresed SANT HEAOCTATOYHO U3YYCHBI, AAH-
HAfl TTATOAOTHA PACCMATPUBAETCA Kak criennduyaeckasn
TpancdOopMaIng KPACHON HYABIIBI CEAE3EHKH 110 THITY
BOCITAAHTEABHOTIO IICEBAOTYMOPa. 3ab0AeBaHIE Yarie
BCETO IOPA/KAET KEHIIIIH CPEAHEIO BO3PACTA U XapaKTe-
PH3YETCA AAMTEABHBIM OTHOCHTEABHO AOOPOKAYECTBEH-
HBIM TEIEHHEM, CITACHIKTOMUA OOECIIEUNBACT H3ACUCHUE
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[15-18]. Mopdoaoruygeckre N3MEHEHUS IIPEACTABASIOT
COOOI MHOKECTBEHHBIEC AHIMOMATOHAHBIC Y3ABI, IIPH
IMMYHOTHCTOXHUMHYICCKOM HCCACAOBAHIH BEIACASAIOT
TPH BapHaHTa: ¢ mopaxeHueM kanuaaapos (CD31+,
CD34+, CD8-); meaxux Bern (CD31+, CD34-, CDS-);
u cuaycoupos (CD31+, CD34-, CD8+) [13, 16]. Pas-
sutre SANT acconmmpyercs ¢ pa3AHnIHBIME ITATOAO-
THYECKIMH COCTOAHUAMHE, BKAOUad BOb-undexmnuro,
MUEAOAUCIAACTHYCCKUAN CHHAPOM H MAMOIIATHYCCKII
mueropuopos [14-18]. Cayuan accommarmn SANT
C 9CCEHIMAABHON TPOMOOLUTEMHEH U/ UAU C KAKOI-
AHOO IIOYEYHOH ITATOAOTHEH AO HACTOAIIIETO BpEMEHI
HC OIIMCAaHBbI.

Muenonpoaudeparususie 3a00acsanus (MI13) me-
PEAKO OCAOMKHAFOTCSH TOPAKEHUAMHE IIOYEK, OIMCAHDI
CAyYal TAKUX BTOPHUYHBIX BAPHAHTOB KAK MEMOPAHO3-
mas medpponarus (MH), dokaspubIii-cermenTapHpIi
raomepyrockaepos (PCI'C), 6ore3sHb MUHUMAABHBIX
msmenenust (BMU), a Takke creruduyeckas MI13-
acconuupoBaHHad raomepyAonatad u AL amMnaomao3
[19-21]. Caygan AA ammaoumpaosa mpu MII3 Ao Ha-
CTOSIIIETO BPEMEHU B AOCTYIIHOH HAM AHTEpaType
HE OIINCAHBL

Tepamust uaTEPEPOHOM MOKET BEIZBIBATH PA3BH-
tae BMU u koanrabupyromero @PCI'C ¢ dpopmuposa-
arem HC [20], coobrenutit o BeisiBAcHII AA amMuAO-
HA032 Y ITAIIHEHTOB, IIOAYYABIIHX HHTEP(EPOH, HAM
HAITH HE JAAAOCE.

[lepBsIM mposBACHHEM 3200ACBAHUA B OIMICAHHOM
namu Caydae 2 ObiA TpoMOOITHTO3. MOKHO TIpeAro-
AOHUTD, ITO K 3TOMY BPEMEHH Y IAIMCHTKH yiKE HMEA
MECTO AMHAOHAO3, 1 TPOMOOLINTO3 ABASACSH €TO OCAOK-
HEHIEM, OAHAKO HHKAKUX KAMHUYECKUX ITPOSBACHIIH
AMIAOHAO32 B 9TO BpeMs HEe HADATOAAAOCH, B HIKAKIX
3200ACBAHISA, KOTOPBIE MOTAU OBI IIOCAY/KHTH IIPHYU-
HOI pasBuTuA AA aMHAOMAO32, B aHAMHE3€ HE OBIAO.
C Apyroit CTOPOHEL, K 3TOMY BPEMEHH MOT'AQ Y/KE HIMEThCS
SANT, u TpoMOOIITO3 MOT OBITH CACACTBHEM XPOHH-
YECKOTO BOCIIAACHHSA, CBOMCTBEHHOIO 9TOH IIATOAOIUU
OAHAKO 3TO IIPEAITIOAOKEHIE HE COTAACYETCA C OTCYT-
CTBHEM Ha TOT MOMeHT yckopernnsa COD, a mccaepo-
BAHUE KOCTHOIO MO3I4 U I€HETHYCCKIE MAPKEPEI IIOA-
TBEP/KAAFOT AHATHO3 9CCEHIIMAABHON TPOMOOIINTEMHUHL
Kponme Toro, BO3SMOMKHO HAANYHE paHEE HE OIIUCAHHOM
acconmar MI13 ¢ AA aMrAOHAO30M € ITOpaKeHHEM
mouek n ceaedenku, nmutaposasinm SANT, oanaxo
MOP(HOAOTHYIECKOE HCCACAOBAHUE IIOATBEPAHAO HAAH-
yne kak SANT, Tak u amuaona03a ceaesdenku. M, mako-
Her, HeAp3s uckArounTs coderanne SANT and IgG4-
ACCOIMUPOBAHON OOAEC3HH, OIUCAHHOE B AHTEPATyPE
[22]. Ho y mamueHTKH OTCYTCTBOBAAU IIPOABACHHS,
xapakrepusie Al [gG4-acconuuposanuoi 60Ae3HM,
a sxcpeccusa 1gG4 B ygacTkax OTAOKEHNA AMHAOUAL
ABASIAACH AOKHOITOAOKHUTCABHOIL.

Takem 00pa3oM, MBI IIOAATAEM, YTO B OIIICHIBACMOM
cAyYae ACHCTBHTECABHO IMEAO MECTO COYCTAHIC ICCCH-
ruaAbHOH TpoMmOorTemun 1 SANT, XoT4 IprYHHHO-
CAEACTBEHHAA CBA3b OCTACTCS HE BIIOAHE ACHOIL Kpaiine
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BbIcOKHE THTPH anti-EBV amrurea xaacca IgG cnae-
TEABCTBYIOT B IIOAB3Y XpoHHUeckor BOb-undexiun,
BO3MOKHO CBIIPABIIIEH POAb IIYCKOBOIO MEXaHH3Ma
B paspurun Kak SANT tax u MI13, u ycrernHo AegeHHOR
uaTepdepOHOM. AA AMHAOHAO3, OCAOKHAFOIIUI MHO-
KECTBO XPOHUYCCKIX BOCITAAUTECABHEIX COCTOAHII [4-0],
C BEICOKOI AOAEH BEPOATHOCTH ACCOIUUPOBAH B AAHHOM
cayuaae umeHHO ¢ SANT, MBI BIIepBBIE OITNCAAN 3Ty ACCO-
nuanuio B 2017 roAy Ha mpumepe AaHHOTO caydas [23)].
AaureApHbIH cyODeOPHANTET, 3HATHTEABHOE ITOBbI-
menue ypous CPbB u mcuesnoBenne 3THX CHMIITOMOB
IIOCAE XHPYPIHIECKOTO YAAACHHUA IICEBAOTYMOPA HOA-
TBEPIKAAFOT 3Ty B3aUMOCBA3b. Mexanmsm passurua AA
AMHIAOHMA032 T10 BCEH BUAUMOCTH AHAAOTUYECH TAKOBOMY
upu BK [10-13]. Heobparumerii xapakrep mopaxeHns
mouex (aIlMeHTKa OCTAETCA AHAAM3-3aBUCHMOI) 00-
YCAOBAEH AAUTEABHOCTBIO U TAKECTBIO AMHAOHAHOTO
nopaxeHns. [ [prn3HaKkoB aMIAOHAO32 APYTHIX KU3HEHHO-
BAKHBIX OPIaHOB, B TOM YHCAE CEPAIA, HE BEIABACHO,
IIPUYHHA PA3BUTHA AMIAOUAO34 YCTPAHEHA XHPYpride-
CKH, ITPOTUBOIIOKA3AHMI K BHIITOAHEHNIO TPAHCIIAAHTA-
IIHM TTOYKA HET.

MyKOBHCIIMAO3 — HACAEACTBEHHOE ayTOCOMHO-Pe-
LIECCUBHOE 3a00AEBAHME, OOYCAOBACHHOE MyTAIIMEH
reHa TPAHCMEMOPAHHOIO PEryAATOpPa IPOBOAHMO-
cru mykoBucnuaosa (Cystic Fibrosis Transmembrane
Conductance Regulator/ CFTR). B macrosmee Bpemsa
B Mupe 3aperucTpuposano okoAo 70000 6oAbHBIX My-
koucrmao3oM. CFTR yuacrsyer B Tpancriopre HOHOB
XAOpA Yepe3 KACTOUHbBIE MEMOPAHEL, B PE3YABTATE MyTa-
LIUH CHU/KAETCS CEKPEIHA HOHOB XAOPA H ITOBBIIIACTCA
peabcopOrus HOHOB HATPUSA H BOABL Y€PE3 MEMOPAHEL
SIIUTEAHAABHBIX KACTOK. DTO, B CBOIO OYEPEAD, ITPUBO-
AHUT K HAPYIIEHHIO (DYHKIHN SITUTEANS C YBEAUICHUEM
BA3KOCTH CEKPETA ABIXATEABHBIX ITYTEH, ITOAKEAYAOUHOM
KEAE3BI, ZKEAYAOTHO-KHITIETHOTO TPAKTA, IIOTOBBIX KEAE3
U APYTHX 9K30KpUHHBIX TKaHeH. Ha atom domne Beckope
IIOCAE POKACHHSA PA3BHBACTCA XPOHUIECKHI ITAHKpea-
THT ¥ XPOHUYECKAA AUAPESA, ADYTUMHI HAHOOAEE YACTHIM
OCAOKHEHHEM ABAACTCA XPOHMYECKAsA ACTOUHAA HH(EK-
1. [Topaskerne Aerknux — raaBHas IPHYHHA PA3BUTAA
OCAOKHEHHI M CMEPTHOCTH ITAIIMEHTOB IIPH 3TOM 3200-
aesaunu (0oaee 90% caygaes) [24-26], OAHIM 13 OCAOK-
HEHHUH XPOHHYECKOIO BOCIAANTEABHOIO OPOHXOAETOY-
HOTO IIPOLIECCa MOKET OBITh pasBuThe AA aMHAOMAO32
C IIOpaKEHNEM TIOYEK U APYTHX OpraHos [27].

TPpaHCIIAQHTAITNA ACTKUX ABASCTCA CAMHCTBEHHBIM
METOAOM AGUEHHA TEPMUHAABHOTO IOPAKEHUA ACT-
KHUX y HAIIHEHTOB C MYKOBHCITHAO30M [28, 29]. Bmecte
C TeM, IPUMEHAECMAA ITOCAE TPAHCIIAAHTAIINN ACTKHX
HMMYHOCYIIPECCHBHAA U COIPOBOAUTEABHASA TEPAIINA
MOJKET BBI3BIBATB LICABIH PAA IIOOOUHBIX 9 DeKTOB,
B TOM YHCAE W IOpaKeHne rmodek. B acrocrn, npu-
mererne MTOR HHIHOHTOPOB MOKET COIPOBOKAATHCA
pasBUTHEM IPOTEHHYPHH W HEMDPOTOKCHYIECKUMH
adpdexramu [30].

B Cayuae 3 teuenue 3aboaeBanus, MaHU(ECTHPO-
BABIIIEIO B PAHHEM AETCTBE, 3AKOHOMEPHO IIPHBEAO
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K (DOPMHPOBAHUIO XPOHIIECKOTO THOHHO-OOCTPYKTHB-
HOTO OponxuTa, AN @Y3HBIX OPOHX0IKTA30B 1 Au-
y3HOrO IMHEBMOCKAEPO32, IIPOIPEANEHTHOE TEUEHUE
KOTOPBIX OBIAO OOYCAOBAEGHO TAKECAON HH(EKIHEH
Burkholderia cepacia complex. Tepmunanpuan craaus
IOPAKEHNA ACTKUX Pa3BUAACh Ha 20-M TOAY KU3HH,
1 C BBICOKOI AOAEH BEPOATHOCTH MOKHO IIPEATIOAATATD,
YTO K MOMEHTY BBIIIOAHCHHSA TPAHCIIAAHTAIINN ACTKHX
y HAITHEHTA, C POKACHHUSA CTPAAABIIETO XPOHUIECKON
Oponxo-AerouHoN HHAEKIIHE, yxe HuMeA MecTo AA
AMHAOHAO3 IIOYEK O€3 ABHBIX KAHMHIYECCKUX IIPOABAC-
nuit. Tem e menee, hopmupoparne HC pacenusasocs
IIOHAYAAY Kak T0OOUHEIH adpdext mpumenenus mTOR
HHIIOHTOPOB, XOTA MPOTECHHYPHA OBIAA BBIABACHA CIIIE
Ao ux HasHageHndA. Orcyrerue perpecca HC crycrs me-
cKkoABKO Mecsnes mocae otMeHsl mMTOR nuruburopos
IIOCAYKHAO OCHOBAHHEM AAfl TIEPECMOTPA AUATHOCTH-
9eCKOH KOHIICIIINA B ITOAB3Y AA aMHAOHA032, OHOII-
CHfl TIOYKH ITOATBEpPANAA 9TOT AnarHo3. Tamxects HC,
KAMHHIYECKHE 1 AAOOPATOPHbIE IIPU3HAKN BBIPAKEHHOM
IIOYEYHOH HEAOCTATOYHOCTH U MOP(OAOTHUECKHE IIPH-
3HAKH AMHAOUAHOTO CMOPINUBAHISA IIOYEK, BEIABACHHEIE
yiKe IOCAE ABYCTOPOHHEN ITHEBMOHA3KTOMHUH, TO €CTh
XHPYPIUHUECKOTO YCTPAHEHHA IPHYINHEL AA aMIAOHAO33,
HE OCTABAAAH BO3MOKHOCTH AAfl KOHCEPBATHBHOM Tepa-
IINH ¥ ABUANCH OOOCHOBAHUEM AAfA IIEPEBOAA ITAITUEHTA
B PCHOIIPUBHOE COCTOSIHUE ITyTE€M SMOOAH3AIIUH 11O~
YedHbIX apTepuil u Hawasa Aedennd IA. ITpusnakos
AMUAOHMAHOTO ITOPAKEHHUSA APYTHX KH3HEHHO-BAKHBIX
OPraHOB HE BBIABACHO, YTO OTKPBIBAET BO3MOKHOCTD AAS
BBIIIOAHCHHSA TPAHCITAAHTAIIIH TIOYKH.

3akAroueHue

Bo Bcex Tpex OIMMCAHHBIX CAyYafX OCHOBHOE 3a-
OoAeBaHHE XaPaKTEPU30BAAOCH MHOTOAETHHM Te-
YEHHEM C IIEPCHCTHPYIOMINM XPOHUYECKUM BOCIIA-
A€HHEM, BAKHBIM IIPH3HAKOM KOTOPOTO CAYKHAO,
HOMHUMO KAMHHUYECKUX CUMIITOMOB, 3HAYUTEABHOE
nossierue yposusa CPB. Amarnos AA ammaonao3a,
©a3upOBaBIINIiCA Ha IIOCTEIIEHHOM (DOPMUPOBAHIH
HePOTUIECKOIO CHHAPOMA C IIPOIPECCHPYIOIIEH
ITOYEYHOI HEAOCTATOYHOCTBIO, OBIA ITOATBEPIKACH
MOP(}OAOTHICCKIL

PeAKOCTD ITATOAOIUH B IIEPBOM U BTOPOM CAYYaAX
3ATPYAHAAA AHATHOCTHKY OCHOBHOTO 3a0OA€BaHIA,
B KOHCYHOM HTOTe AHarHo3 OBIA IOATBep:KAcH B CAy-
qae 1 u ycranosaen B Caydae 2 AHIIb ITOCAE XHUPYPIH-
YECKOTO YAAACHHS ATUIINYIHBIX HE3AOKAYECTBEHHBIX
oOpasoBanuil (KOHrAOMepaTa AUMMATHICCKUX Y3A0B
I CCAC3CHKH, COOTBETCTBEHHO) C THCTOAOTHYCCKIM HC-
caeaoBarreM. K MOMEHTY yCTaHOBACHIA OCHOBHOIO AHA-
THO32 Y OOOHX IAIINEHTOB IMEAACh PA3BEPHYTAA KAPTHHA
AA aMIAOHAO032 C IIPEHMYIIECTBEHHBIM X HCOOPATHMBIM
HHopaKeHUeM ITodeK. Tem He MeHee, B OOOHX CAy4IaAxX
XHPYPIUYECKOE BMEIIATEABCTBO ABUAOCH H3AEUUBAIO-
IIUM B OTHOIIEHHU OCHOBHOIO 3200A€BaHUsA, OOeCIIe-
YHAO, HAPAAY C ACUCHHEM TEMOAHAAM30M, 3HAIHTEABHOE
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VAYHIIIEHHE COCTOAHUA OOABHBIX, KYIIHPOBAAO XPOHIYE-
CKHIT BOCIIAAUTEABHBIH IIPOIIECC U AAAO BO3SMOKHOCTD
AASl BBIITOAHEHIS TPAHCIIAAHTALIIN ITOYKH.

B tperbeM cAydae OCHOBHOI AMATHO3 OBIA YCTAHOB-
AEGH CBOEBPEMEHHO, OAHAKO CaM XapaKkTep 3a00AeBaHHUA
U €ro OCAOKHEHHUI He IIO3BOASIA KYIIHPOBATH BOCIIA-
AMTEABHBIH IIPOIIECC, TOCAYAKNUBIINI IPUYNHON pas-
BuTHA AA AMIAOHAO32 C IIPENMYILIECTBCHHBIM I HEOO-
PATUMBIM ITOpaKEHHEM rouek. [1o3AHAL AnarHocTHKa
AA ammaonaoza Oeraa 00yCAOBACHA OOBCKTHBHBIMI
AMArHOCTHYECKUAM TPYAHOCTSME B YCAOBHAX IIPHMCHE-
HUS IIOCAE TPAHCIAAHTAIINN ACTKUX HECKOABKHX pe-
’KHMOB HMMYHOCYIIPECCHBHOMN TEPAIINH, B TOM YHCAC
u ¢ ucroabsosanreM mTOR uuruduropos. Mopdo-
AOTHYECKOE IIOATBEPKACHHIE AHATHO3a AA aMHAOH-
A032 IIOYEK C HCXOAOM B AMHAOHAHOE CMOPIIIHBAHIEC
IIOCAYKHAO OCHOBAHUEM AAfl IIEPEBOAA IMAIMEHTA
B PCHOIIPHBHOE COCTOSIHHE, 4 PAHEE BHIIIOAHCHHOE XI-
pyprudeckoe ycrpaHeHue NpuanHsl AA aMHAONAO3a
AA€T BO3MOKHOCTD OCYILIECTBACHUA TPAHCIAAHTAIIUI
ITOYKN.

BriBOABI

Passurre HepOTUIECKOTO CHHAPOMA 1 HAPYIIICHHE
(pyHKIIIH ITOYEK Y HAIIMEHTOB C IPU3HAKAMHI XPOHIIE-
CKOTO BOCHAACHHA (KAK H3BECTHOM, TaK H HEYTOYHEHHOM
IPUPOABL) (DOPMHUPYET BEICOKHI HHAEKC ITOAO3PEHUS
B otHomienun AA ammaonao3a. Mopdoaormyaeckas Be-
puduxarusa Amaraoza AA aMHAOHA032 HEOOXOAMA AAS
OCYIIIECTBACHHA HAIIPABACHHOIO AUATHOCTHIECKOTO 110~
HICKA €O IIPHYIH, HO AQKE B OTCYTCTBHE CBOCBPEMEHHOMN
MOPOAOTHYECKOI AHATHOCTHKH AMUAOHAO32 KAHHI-
YECKOE CY’KACHHE B PAAE CAYYAEB ITO3BOAACT IIPABUABHO
OIIPEACAUTH ACYEOHYIO TAKTHKY. DTHOAOIMYECKAd Pa3-
HOPOAHOCTb XPOHHYECKHX BOCIIAAHTEABHBIX IIPOIIECCOB,
ACIKAIIUX B OCHOBE pasBUTHA AA aMHAOHAO034, TpedyeT
MYABTHAUCITHITATHAPHOIO ITOAXOAQ C YIACTHEM ITPEACTA-
BHTCACH PASAMYHBIX TCPAICBTUYICCKIX U XHPYPIUICCKIX
crrermaAbHoCTel. PEAKOCTh HEKOTOPBIX 3a00AEBAHMUI,
OCAOKHAFOIINXCA PasBuTeM AA aMHAOHAO032, CO3AACT
3HAYUTEABHBIC AUATHOCTIYECCKIE TPYAHOCTH, X TOABKO
coBMecTHasA pabOTA XUPYPIOB U MHTEPHHICTOB, KAK II0O-
Ka3BIBAIOT IIPUBCACHHBIC HAMI KAMHIUYCCKICE IIPHMEPBL,
MOZKET OOECIIEUNTD AACKBATHYIO AHATHOCTUKY U YCIICIII-
HOE II03TAITHOE A€YEHHE CTOAb CAOKHOH KaTETOPHH
OOABHBIX.
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The transthyretin amyloidosis: mini review and description

of three cases among members of the same family
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Pesrome

Tpaucruperunossiii amusonao3 (ATTR) peakoe cucreMHOe MpoOrpeccUpyromiee ayroCOMHO-AOMU-
HAHTHOE 3200ACBAHNE, BEI3BAHHOE BHEKACTOYHBIM OTAO’KEHHEM HEPACTBOPHMBIX AMUAOUAHBIX (pUOPHAA,
00pa30BaHHBIX MyTUPOBaHHBIMU MOAeKyAamu TpaHcTupernHa (TTR), B mepudepuueckux u BereTaTuBHBIX
HepBax, cepAle u Apyrux opranax. Pazpurue ATTR cBasano ¢ mo menpmeii mepe co 100 pasanasbiMu
myramuamu MoAekyAbl TTR, 3amemenne meTnonnna Ha BaanH B moaoxkeHuu 30 aBasgerca Hanboaee pac-
npocTpaHeHHOM Myrammeid. Kamanaeckue pazanmans, CBA3AaHHBIE C IKOAOTHYECKHMH U T€HETHYECKUMU
¢dakTropamu, CyIIeCTBYIOT B IIPEACAAX OAHOI U TOM ke Myranuu. OcHoBHbiME nTposaBAeHuAMU ATTR
ABAAIOTCA IPOrPECCUPYIOIIAA CEHCOMOTOPHAA 1 ABTOHOMHAA IIOAWHEHPONIATHA, IOPAXKEHHUE PAZAUIHBIX
OPraHOB M CHCTEM C MHOrooGpasueM KAMHUYECKUX CUMIITOMOB. BoBAedyeHHe 1ToUeKk nmpoABAdAeTCsa Hapy-
meHueM (PYHKITUU U poTenHypueil. MEUKpoassOyMuHypra MOKeT OBITH IIEPBBIM CHMIITOMOM IIOPAsKEHHA
IIOYEK, AKE A0 HACTyIIAeHIA Mpu3HakoB Hesponaruu. [Tockoasky TTP cumresupyercs raaBHbIM 06pazom
B II€YEHH, TPAHCIAAHTAIUA IEYEHH AOATOE BPEMA CYMTAAACH OCHOBHBIM METOAOM A€YEHHA; B HACTOAIIEE
BpeMs IOABUANCH HOBBIE BO3MOXKHOCTH A€KAPCTBEHHOM TEePAIINH.

TPpyAHOCTH AMATHOCTUKH 3aKAFOYAFOTCA B OTCYTCTBHH IIATOTHOMOHUYHBIX IIPU3HAKOB 3a00A€BaHMA,
KAMHIYECKOH BapHa0eAbHOCTH M HEAOCTATOYHOM 0CBEAOMAECHHOCTH Bpaveil 0 AAHHOM 3a00AeBanuu. He-
CBOEBPEMEHHOCTD IIOCTAHOBKH AMATHO32 3HAYUTEABHO YXYAIIIAET IIPOTHO3 M KAYECTBO KM3HU IIAIIUEHTOB.
B AaHHOI cTaThbe MBI IPEACTABAAEM AUTEPATYPHBIE AAHHBIE U KAUHUYECKOE HAOAIOACHHE CEMEITHOTO
TPAHCTHPETUHOBOI'O AMHAOUAO32 C BOBACUEHUEM ITIOYEK Y TPEX POACTBEHHUKOB.

Abstract

Transthyretin amyloidosis (ATTR) is a rare, progressing autosomal-dominant, systemic disease caused
by the extracellular deposition of insoluble amyloid fibrils formed by mutated transthyretin (T'TR) in vatious
organs and tissues of the body: peripherical and autonomic nerves, heart and other organs.

The development of ATTR is associated with at least 100 different transthyretin mutations, the
substitution of methionine for valine at position 30 is the most common ATTR-associated mutation.
Patients with the same mutation demonstrate a variety of clinical manifestations depending on the
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differences in environmental and genetic factors. The main clinical features of ATTR are progressive
sensor-motor and autonomous polyneuropathy, damage of various organs and systems with a variety
of clinical manifestations. Involvement of kidneys is manifested by impaired function and proteinuria.
Microalbuminuria may be the first symptom of kidney damage, even before the onset of neuropathy.
Since TTP is synthesized mainly in liver, liver transplantation has been considered as the main method of

treatment for a long time. However new possibilities of drug therapy are now available.
The absence of pathognomonic symptoms, clinical variability and unawareness of doctors about this
disease lead to difficulties in diagnostics. Untimely diagnosis significantly worsens the prognosis and life

quality.

Here we present some literature data and clinical observation of familial TTR amyloidosis with kidney
involvement found in three member of the same family.

Key words: amyloidosis, transthyretin, transthyretin familial amyloid polyneuropathy, proteinuria

BBeaenue

AMEAOHAO3HI IIPEACTABAAIOT COOOI TETEPOICHHYIO
rpynny 32.60ACB2].HI/II>‘I C pa3AI/I"IHI)IMI/I KAMHHUYCCKUMI
HIPOABACHUAMHE, XaPAKTEPU3YIOIUMUCA OTAOKECHHEM
B TKAHAX HEPACTBOPUMBIX, ITATOAOTHYECKUX pudpmA-
AAPHBIX OEAKOB, HAPYIIIAFOIINX HOPMAABHYIO CTPYKTYPY
u yHKIHIO TKaHH. B HacTOAIIEe Bpems maeHTU(UITH-
poBaHbl OKOAO 30 Pa3AMYHBIX AMUAOHMAOTEHHBIX DEA-
KOB-IIPEAIIIECTBEHHHUKOB. B cAydae HACAEACTBEHHOIO
TPAHCTUPETUHOBOTO AMHAOHMAO32a OCAKOM IIPEAILIC-
CTBEHHHKOM ABAACTCA MYTHPOBAHHBIH (PUOPHAAAPHBIH
tpaucruperud (T'TR). Tpancrupernn — TpaHCcIOpTHBIR
TETPAMEPHBIN OCAOK, IEPEHOCAIINI THPOKCHH U PETH-
HOA, CHHTE3HUPYIOIINICA IIPEUMYITICCTBEHHO B IIEYCHH
(95%) [1, 2, 3].

HacaeAcTBeHHBIH TPAHCTHPETUHOBBIE AMHAOUAO3
(ATTR) ayroCOMHO-AOMHHAHTHOE 3200ACBAHUE C IIPO-
IPEAMEHTHBIM TEIECHIEM, B OCHOBE KOTOPOIO AC/KUT MY-
TAIUA B TEHE, KOAUPYIOIIEM CHHTE3 MOAEKYABI TPAHC-
tupernna. ATTR xapakrepusyerca BHEKACTOYHBIM
OTAOKEHHEM OOPA3YIONIUXCA U3 TPAHCTUPETHHA AMH-
AOHAHBIX (hHOpUAA B IeprdEepUIECKUX U ABTOHOMHBIX
HEPBAX, CEPALIE I APYIUX OPIaHaX, B TOM YHCAE ITOYKAX
(3, 4].

Boaesup ObIra BiepBbie ObIAa OIIICAHA AHAPAAE
y muresert ceepHoi [lopryraamum HeAareko OT Ae-
pesuu IToBaa ae Bapsum i BIIOCACACTBUN ITAITHEHTEL
C 9TUM 3a00AEBAHHEM OBIAM BBIABACHBI BO BCEM MHpE
[5]. Kpowme ITopryrasmm, rae pacupocTpaHeHHOCTD CO-
craBasger 1/1000, rauboaee BAKHBIMA 3HAECMIIHBIMA
paitonamu B Mupe apadrorcs SInonud, cesep [Isermum,
bpasuaus [6].

lenemura

Ha ceroansammamii Aeup ussecTHH 120 pa3sAHMIHBEIX
OAHHOYHBEIX U ABOMHBIX MyTALIMH U ACACLHUI B ICHE
TPaHCTUPETHHA; DOABIIIMHCTBO STHX MyTAIIHH ABAAIOTCA
AMUAOUAOICHHBIMU, MEHEE ACCATA CYMTAIOTCA HEIIATO-
regHbIMH [6]. MyTarum IPUBOAAT K 3aMEINEHUAM AMIHO-
KHCAOT B OEAKOBOI MOAEKYAE C IIOCACAYFOIIIIM HEIIpa-
BHABHBIM CBOPAYUBAHUEM TPETHIHON CTPYKTYPBI OCAKA
B b-ITAMCCHPOBAHHYIO ANCTOOOPA3HYIO KOH(DHUIYPALIHIO

("cramccupoBanHbIil" GEAOK), CIIOCOOCTBYS TEM CAMBIM
00PA3OBAHIIO HEPACTBOPUMBIX (DHOPHAA AMHAOHAA.
[lepsoit oTkprrroil narorenerndeckoi myranue TTR
Op1Aa Toueunan myrarnus Val30Met (3amena MeTHOHIHA
BaanHOM B rosunuu 30). DTo camas gacrtas U pacpo-
CTPaHEHHAA 110 BCEMY MHPY MYTAI[HA, 3a9aCTYIO CAMH-
CTBEHHAA, OIIPEAEASEMAS B SHAEMHYHEIX 30HAX [4, 0, 7].

Tparcruperunossiii amraonA03 (ATTR) obaaraer
AyTOCOMHO-AOMUHAHTHBIM THIIOM HACACAOBAHIS C Ba-
PHAOCAPHOI ITEHETPAHTHOCTBIO TeHa. Y HOCUTCACH My-
TAIIH OOHAPY/KHBACTCHA IIUPKYAUPYIOIIHH TATOAOTH-
YECKHUIH BAPHAHT OEAKA eITie B IIEPHOA SMOPHOHAABHOTO
PasBUTHA, HO IIPH 9TOM OTAOKCHIA AMUAOUAA UAU KAH-
HITICCKIE CHMITTOMBIL, CBS3AHHBIC € 3a00ACBAHIICM, OTCYT-
CTBYIOT BIIAOTB AO B3POCAOIO Bo3pacTa. Passurue amu-
AOHA032, BEPOATHO, KOHTPOAHPYETCHA OMOXUMUYECKIME
daxropamu crapenns [3, 5, 8]. [lenerpantHOCTD TEHA
OTAHYACTCA B 3aBUCUMOCTH OT CTPAHBI 1 THITA MYTAIIIH
[8]. CyrmecTByrOT HEKOTOPEIE CBEACHNS, UTO KEHIIIHEI
IIEPEAAFOT CBOUM ITOTOMKAM OOA€E TAKEABIE (POPMEI 3a-
OOAEBAHISA, YEM MY/KIHHBI-HOCHTEAN IIEHETPUPYIOIIUX
renos [9]. IlockoAbKy IIeHeTpaHTHOCTD T'eHa ABAAETCH He-
ITIOAHOH, €r0 HOCUTEAN MOIYT AOKHBATH AO COBEPIIICH-
HOAETHA OE3 CHMITTOMOB 3200ACBAHMA, HO ITPH 9TOM HX
ACTH MOTIYT UMETb KAHHIYECKHE IPOABACHHSA OOAC3HIH
B OoAce parHeM Bospacre. | eHeTraeckoe OKHAQHIE HAH
"beromen anunumamn’ (DoAee paHHIE KAMHIYCCKIIE
HPOABACHHA 3a00AeBaHHA C DOAee TaKeAOH (pOopMOL
TCUCHUS B ITOCACAYIOIIIX ITOKOACHHAX) HAOATOAACTCS
B sHAeMHUYHBIX pernonax. [10, 11].

Kannuxa

Bospacrt AeOrora 3a00AeBaHIA IPE3BHIYANHO U3-
MEHYHB, OT MOAOAOTO AO CTAPUECKOTO (MEKAY BTOPHIM
1 AGBATBIM ACCATHUACTUAMU KH3HH), C OOABIIHUMH BAPH-
aIuAMI B pa3HbIX TIOIIy AAITTMAX 1 CTpaHaX. HOpTyra/\Hﬂ
n SImoHuA — PErNOHBI C TPAAUIIMOHHO PAHHUM A€OrO-
TOM (CpeAHHI BO3pacT 33 roaa), TOTAA KaK ITTBEACKHE
marerTer ¢ ATTR xapaxrepusyrorcs OoAee ITO3AHEM
CPeAHIM BO3pacToM HadaAa OoaesHu (56 aer) [9, 10].
CAOKHOCTH IIPH TIOCTAHOBKE AMATHO32 3AKAFOYAETCA
B TOM, YTO KAHHHYECKHE ITPOABACHHUA HE 0DA3ATEABHO
OAMHAKOBBI CPEAT HOCHTEACH OAHOH M TOM 7K€ MYTAITHH
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U MOLYT H3MCHATBHCA AQKE § YACHOB OAHOHM CeMbH
[11, 12]. Ha kAuEnYecKuii PeHOTHIT TAKKE BAHAIOT Ie-
HETHYECKUE, SITUTEHETUIECKIE U 3KOAOTHYecKkue (ak-
TopeL PacpesecHIe aMIAOHAQ U XapaKTep IOPAKCHIUA
OPraHOB M CHCTEM 3aBUCHT OT THIIA MyTarnu. Beiaeasror
TPU OCHOBHEIX KAMHUYECKUX (DeHOTHITA 3200 ACBAHIA:
* ceMeHHAS AMHAOUAHAA (TPAHCTHPETUHOBAA) IIOAU-
ueiiporrarus (T'TP-CAIL);
* ceMelHad AMUAOHAHAA (TPAHCTHPETHHOBASA) KAPAUO-
muomatust (TTP-CAK);
® CEMEHHBIM ACITOMEHHHICAABHBIN (TPAHCTHPETH-
HOBBIN) aMHAOHAO3 [2, 3].
TI/IHI/ILIHI)Ie KAMHUYCCKUC CUMIITOMBI, CBA3AHHBIC
¢ ATTR-aMHAOHAO32, IIPEACTABACHBL HA PHCYHKE 1.

MOPAMEHUE LHC (MEHEE 1%)
* MporpeccupytoLias AeMmeHLus
® ronosHasA 6onb

® aTakcus

® CyfOPOXKHbIE NPUMALKA

® CMacTMYecKnii napes

® HCYNbT-NOA0GHbIE 3NK30Mbl

MOPAMEHUE
MOYEK (A0 30%)
® NpOTENHYpPYA

® MoyeyHasa HefJOCTaTOYHOCTb

O.A. Bopobbes

AVAHPYIOIINM KAMHIYCCKIM IIPOABACHIICM SABAACTCS
nepudeprudeckas IOAMHEHPOIATHA, TAK Ha3bIBACMAS
TPAHCTUPETHHOBAA CEMEHHAA AMIAOUAHAS TIOAUHENPO-
martus (TTP-CAIT). Kanuuaecknii moanmopdusm mo-
paeHuA 1epudEPHIECKON HEPBHON CHCTEMBI CBA3AH
C CHCTEMHBIM OTAOKEHUEM AMUAOHAA.

[Tpu TTP-CAIT AemO3UTB AMIAOHAL TIOBPEKAAIOT
nepudepUyYecKyIo HEPBHYIO CUCTEMY, OTKAAABIBAACH
B SIIMHEBPHUU, A TAKKE B IIEPUHEBPHH, SHAOHEBPHH
11 KPOBEHOCHBIX COCYAAX, IPUBOAA K IIPOTPECCHPYIOIICH
axcoHaAabHOI Aeremepariun. [12]. CumITroMsr HEBpO-
LATHH OOBIYHO HAYHHAIOTCHA C AUCTAABHBEIX OTACAOB
HIDKHUX KOHEYHOCTEH, ¢ IMOKAABIBAIOIIUX U/HAN
JKTYIIUX OINYIIEHUH, HAPYIIEHUH TEMIIEPATYPHOMN

MOPAXXEHWE CEPALIA

(OT 40 0O 80%)

® HapyLeHus
NPOBOAMMOCTM CepALa

* KapavoMu1onaTum

® apuTMUN

OBYCTOPOHHUI

CUHOPOM MOPAXEHUA KT

KAPMNAJIbHOIO (A0 40%)

KAHANA ® TOWHOTa 1 pBOTa
* nnapes

ABTOHOMHAA
MOJIMHENPONATUA

OpTocTaTnyeckasn runoTeHsma

MNoBbiweHHan
NnoTNNBOCTb

HapyueHne
MOYencnycKaHus,
MoueBas HdeKLuA

DpeKTubHasA
ancdyHKumA

® YNopHble 3anopbl

® YyepenoBaHue 3anopos
n anapen

® HEMOTUBUPOBaHHOE
CHWXeHne BeCa

MEPUOEPUYECKAA CEHCOP-

MOTOPHAS HEAPOMATUA

(OT 60 4O 90%)

® TUNUYHAA aKCOHaNbHaA CUMMETPUYHAA
HenponaTtnua C HeyKIOHHbIM nporpec-
CYpOBaHVEM OT AWCTajIbHbIX OTAENoB
K MPOKCVManbHbIM

Puc. 1. Tunuunsie kamandeckue cumrrombl AT TR amuaonaosa [12]. Adanmuposaro ¢ coenacus asmopa MD Isabel Conceicao
Fig. 1. Typical clinical symptoms ATTR amyloidosis [12]. Adapted with the consent of the author MD Isabel Conceigio
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Tabauya 1/ Table 1

OcobeHHOCTH KAMHIYECKOI0 TeUeHU:A 3a00A€BaHNA B 3aBHCMOCTH OT Bo3pacTa AcGrora [2, 8]

Paticular qualities of the clinical course of the disease, depending on the age of the debut [2, 8]

Pannaunii AeGrot

ITo3aumii AeGroT

* BETCTATHBHBIC CHMITTOMBI MOTYT IIPEAIIICCTBOBATD
HEHPOIATHN

* qaCcTO HAOAFOAQFOTCA CUMITTOMBI CO CTOPOHBI
Bepxuux oTAeros ZKKT (tormmora, psora)

* [IOPaKCHHE BErCTATHBHON HEPBHOMN CHCTEMBI
BCrpedaercs y 65,1% manmenTos

* MOJKET BKAFOYATH ITAPECTE3NIO HOT C ACTKUMI CHMITTOMAMI
BETCTATHBHON ANC(YHKIINI

e cumrrromsr co croponst ZKKT e mpeartiecTsyroT HefpomaTi

* HADAFOAQFOTCH CUMITTOMBI OpaKeHuA HIDKHIX 0TAeA0B JKKT
(ITOHOCE 1/ MAH 3a110PEL)

* [OPAKEHHA BErCTATHBHOMN HEPBHON CHCTEMBI HAOAFOAACTCA
y 16% manuenTos

® YaCTO BCTPEYAIOTCA CHMIITOMBI IIOPAKEHIA CEPALIA
(xapamomeraans, yroamenue M/KIT)

CPEAHSAA IIPOAOAKITEABHOCTD 3a00AEBAHIA OT ACOFOTA
Ao HactymaeHusa cmepta 10 aer

CPEAHAA IIPOAOAKITEABHOCTD 3a00AEBAHIA OT ACOFOTA AO HACTYIIACHFA
cmepru 7,3 roaa. Ocuosras npuuanna cvepta XCH

M CPCAV TTATUEHTOB HpCO6AaAaIOT MYKIIHBI
® OTMCYACTCS HU3Kasd IICHETPAHTHOCTD
¢ IIPEUMYIIECTBEHHO CIIOPAATIECKIE CAYyIaN

IKKT — awenyoouro-xunteurseti mpaxn. MOKTT — wesnconcenydouxosan nepezopodxa. XCH — xporueckasn cepoeunasn wedocnamounocnts.

IyBCTBHTEABHOCTH, YKA3BIBAFOIITIX HA BOBACYCHIE TOH-
KIX HepBHBIX BoAOKOH [10, 12]. [1apecTesnu mMoryt He-
YKAOHHO IIPOTPECCHPOBATH OT AUCTAABHBIX OTACAOB
C pacIpOCTpAaHEHUEM Ha IIPOKCHMAABHEBIE, 3aTEM IIPU-
COEAMHAFOTCA HAPYIIEHUA UYBCTBUTEABHOCTH U MO-
TopHBIH Aechurut. B aaapmeimem, mopaxenue pac-
IIPOCTPAHAETCA HA BEI€TATHBHYIO HEPBHYIO CHCTEMY,
IIPUBOAA K PA3BUTHIO OPTOCTATUYECKOM THITOTEH3HH,
Ta30BBIM HAPYIIIEHUAM, IMIIOTEHIINH, KEAYAOTHO-KH-
IIIEYHBIM PACCTPOICTBAM, OOYCAOBACHHBIX ITOPAKEHIEM
HHTPAMYPAABHBIX CIIACTCHHUI, OAYIKAAIOIIErO HEpBa
1 aBTOHOMHEIX ranraues (2, 13]. Ilporpeccuposanme
3200AEBAHUA COIPAKEHO C HOABACHHEM TPYAHOCTEH
IIpU XOABOE B COXPAHECHHN PABHOBECHS, BHIPAKCHHDIM
MBIIIICYHBIM UCTOINCHHUCM B HIKHUX 1 BﬁpXHI/IX KOHCY-
HOCTAX, H ODYCAOBAECHO BOBACYCHHEM B ITATOAOTHYE-
CKHI IIPOIIECC TOACTBIX MHEAMHH3HPOBAHHBIX BOAOKOH
HepBoB. OAHAKO, B CAYYAAX CEMEHHON aMHAOHUAHOM

ITOAMHEHPOIIATHN BO3MOKHO IOPAKEHHE HE TOABKO
neprudepuIecKoi HEPBHON CHCTEMBI, HO H CEPAIA
(pecTpUKTUBHAS KAPAMOMHUOIIATHSA), IOUEK (IIPOTEHHY-
PHA C TOCACAYIOIIHM Pa3BUTHEM ITOYEYHON HEAOCTa-
TOYHOCTH), I'Aa3 (IOMYTHEHHE CTEKAOBHAHOTO TEAQ,
BTOPHYHAA TAAYKOMA),  TAK/KE IIEHTPAABHON HEPBHOMI
CHCTEMBI (KOTHUTHBHBIE HAPYITICHNS, HITEMIIECKII HAT
TeMOPPATHYECKHI HHCYABT, SIIIACIITHYECKUE IPUITAAKH,
ruaporiedanns) [13, 14]. Hedpomarnus, kak mpasuao,
BCTPEYAETCSA Y IMAIMEHTOB Ha IO3AHHX CTAAUAX HEHpo-
IIATHH, HAPYIIEHHAME PHTMA CEPAITA, B CEMbAX C HU3KOH
HEHETPAHTHOCTBIO reHa. OAHAKO, MHKPOAABOYMUHYPHA
MOKeT OBITb IIEPBBIM ITPU3HAKOM 3a00ACBAHMA AAKE
AO rofBAeHus Hepponartud. [14].

Cymiectsyer kaaccudurarua ATTR mo Bpemenn
sosunkHoBenusa (Tabanma 1), mockoAbKy 21O 3a9a-
CTYIO OIIPEAEAAET KAMHHYECKOE TeueHHe 3a00AeBa-
HUA — PAHHEM CYHTaeTcs ACOrOT B Bo3pacte A0 50 Aer

Mporpeccupytowasn cummeTpryHas nepudepuyeckas nonnHenponaTusa

‘ +1 vnn 6onee cumntomos ‘

{

{

|

MKKT (guapes,
Anap Kapawvo- Mpu3sHakn
3anop, . MopaxeHne
. [IBycTOpPOHHWMIA nornyeckme nopakeHunsa
CeMmelHbl Heo6bACHMMan nouvek
CUHAPOM dpeKTuibHaA CMMMTOMbI rnas
aHamHe3 noveps Beca, (npoTenHypms,
. KapnasbHoro AanchyHKuna (aputmunn, (nomyTHeHune
HelponaTuum yepegoBaHue CHIKEHne
KaHana runeptpodusa | |CTEKNOBUAHOIO
NOHOCOB $yHKUMN)
MunoKappaa) Tena)
1 3anopos)

Cxema 1. KoMOuHaIMA KAMHUYECKHX CUMIITOMOB, IIOAO3PUTEABHBIX B OTHOIIEHUN TPAHCTUPETUHOBOH CeMeHOM
aMHAOMAHOI rroanneiiponaruu [12]. Adannmuposaro ¢ coenacuz asmopa MD Isabel Conceigio

Scheme 1. Combination of clinical symptoms that may warn of a diagnosis of transthyretin familial
amyloid polyneuropathy [12]. Adapted with the consent of the author MD Isabel Conceigio
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1 XaPAKTEPU3YETCA IIPOrPECCUPYIOIIEL TOANHEHPOIIa-
THEH, 2 O3AHHM CYNTACTCA ACOIOT B BO3PACTE CTApIIIE
50 AeT, A€ IPEBAAMPYIOT CHUMIITOMBI CO CTOPOHEI
cepALa.

Teuernne ATTR-moannefiponarun mpu mo3AHEM
AEOIOTE MOKET OBITh OOACE TAKEABIM U OBICTPEC IIPH-
BOAHUTB K HETPYAOCIIOCOOHOCTH, YEM IIPH 3a00ACBAHUH
C PAaHHUM AEOFOTOM.

Bosuuknosenue nporpeccupyroreii nepudepude-
CKOH CEHCOMOTOPHOM ITOAMHENPOITATHH 1, IO KPAHEIH
Mepe, HAAUYHE OAHOIO H3 CACAVIOLIHX CHMIITOMOB,
AOAKHO HABOAUTD Ha MBICAB O BO3MOKHOCTH TPAHCTH-
PETUHOBOM CEMEITHON aMUAOUAHON IOANHEHPOIIATHH
(T'TP-CAII): cemetiHblil aHAMHE3 HEHPOIIATHN, APHTMI,
AHapes, 3aIIOPbI, YEPEAYIOIIHECH SITH30AB 3aIIOPOB
U Araper, HeOOBACHUMAS IIOTEPS BECa, ABYCTOPOHHUIN
TYHHEABHBIH CHHAPOM, IIOYEYHAA HEAOCTATOYHOCTD,
IIPOTEUHYPHUA HAH ITOMYTHEHHE CTEKAOBHAHOIO TEAQ
(Cxema 1). bricrpoe mporpeccupoanme 3a00A€BaHUA
u orcyrcrsue oteera Ha AcdeHue ' KC u uvmmyHHOTrAO-
OYAHHOM ABASIFOTCS AOIIOAHUTEABHBIMU IIPU3HAKAMI
B moas3y TTP-CAIL [11, 13].

Oco0yr0 CAOKHOCTD ITPEACTABASET AMATHOCTHKA
CIIOPAAMYECKUX CAYYACB, U B 9TOH CHTYALIUU CACAYET
obparraTe 0c000e BHIMAHME HA IAIIIEHTOB, IMEFOIIIX
IIPOTPECCHPYIOIIYIO AKCOHAABHYIO TIOANHEHPOIIATHIO
C HApyLICHHEM IIPEUMYINECTBEHHO TEMIIEPATYPHOI
1 OOACBON IYBCTBHTCABHOCTH, A TAKIKC HA ITALIHCHTOB
C BEreTaTUBHOH AHCKHYHKINEH, HEIIPEAHAMEPCHHBIM
BBIPA/KEHHBIM CHIKCHHEM MACCHI TEAd, ABYCTOPOHHUM
CHHAPOMOM KapIAaABHOTIO KaHAAA M IIPU3HAKAMU BO-
BACYCHHA CEPALA (APHTMUMU, HAPYILICHUSA IIPOBOAUMO-
CTH, THIEPTPODHA MEAKKEAYAOIKOBON IIEPETOPOAKH

(MZKT) [8, 13].
Aunaznocmuxa

[TpaBHABHEII AMATHO3 MMEET KH3HEHHO BAKHOE
3HAYCHUE AAA OIIPEACACHHSA IIPOTHO34, ACICHUSA U CO-
OTBETCTBYIOIIEIO I'€HETUIECKOTO KOHCYABTHPOBAHUA
HAIIEHTA U YAECHOB CEMbH. AMATHO3 MOKET OBITH ITOA-
TBEPKACH IIyTEeM OMOIICHH IOPAKEHHOHN TKAHH HAK
OpraHa C UCIIOAB30BAHNUEM I'MCTOXHMHYECKOH OKpa-
cku KOHTO-KpacHBIM, IMMYHOIUCTOXUMHYECKOTO TH-
IIIPOBAHNA, FeHETHIECKOro Tectuposanud. C 1eAbro
AMArHOCTUKH IIPOBOAAT OHOIICHH CAIOHHOH 7KEAC3HI,
9HAOCKOIIHYECKYIO OHOIICHIO CAH3HCTOH 0DOAOYKH
KEAYAKA, He(POOHUOIICHIO, ACIIPAIIIOHHYIO OHOIICHIO
ITOAKOKHO-KHPOBOH KACTYATKH IIEPEAHEH OPIOIIHOMN
crenkn. Oxpacka KoHro-kpacHbIM BBHIABAAET KOHTO-
puAbHBEIE OECKAETOYHBIE TOMOIEHHBIE OEAKOBBIE ACIIO-
3UTBI, & OAHOBPEMEHHOE HCCACAOBAHUE STOH OKPACKH
B IOAAPH3AIIMOHHOM CBETE AEMOHCTPHUPYET CBOCTBO
ABOIHOTO AYYCITPEAOMACHHUSA AMUAOUAA, ITOATBEPKAAL
MCTUHHBIA XapaKkTep KOHTO(PUABHOCTH ACTIO3UTOB. AAf
AQABHEHIIIETO YTOUHEHHA COCTaBAa AMUAOUAA IIPUMEHS-
eTcsl IMMYHOTHCTOXHMHIYICCKIH METOA, BKAFOYAFOTITIH
UMMYHO( AFOOPECIIEHTHOE U HMMYHOIIEPOKCHAA3HOE
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HCCACAOBAHNSA, AA3EPHASA MUKPOAUCCEKIIHS, ITPOTCOMHKA
u macc-crekrpomerpus [14]. Orpannaenns nudopma-
THBHOCTH OHOIICHH OOYCAOBACHBI 9aCTO HEOAHOPOA-
HBIM PACIPEACACHHEM AMHAOUAHBIX OTAOKEHUH, ITO
HHOTIAA TPEOYET IIPOBEACHUA IIOBTOPHBIX OMOIICHI AAS
HOATBEP/KACHUA HAU UCKAFOYCHUSA AUATHO3A.

I'eneriaeckoe TeCTUPOBAHUE ABAACTCA BAKHBIM KOM-
IIOHEHTOM AAfA ITOATBepxAeHus Aumarnosa ATTR, mo-
CKOABKY IIO3BOASICT HACHTH(HIINPOBATH KOHKPETHYIO
MyTaIuio Tpancrupernna. IIpeacumnromarnaeckoe
TECTHPOBAHIE POACTBEHHHKOB, HE FMCIOIINX KAHMHI-
YECKHX HPABACHHIT TEIIePh ITHPOKO AOCTYIIHO H MOKET
OBITH BBIITOAHEHO I10 IIPOCHOE MAIHEHTA C COOTBETCTBY-
FOITINM T€HETHICCKIM KOHCYABTHPOBAHIEM U ITOCACAY-
fomnm HabAToAeHueM |14, 15].

Bonpocot mepanuu

Aoaroe Bpemst ATTR cuanrascs HenzaeduMsiM 3200-
aesanueM. B 1990 r. Brrepsbre pu AAHHOM 3200 AEBAHIH
ObIAA IIPOBECACHA TPAHCIIAAHTAIINSA [ICICHIU. Pe3yABTATEL
TPAHCIIAAHTAIINN IICYCHH 3ABHCAT OT BHAA MYTAI[HH
rena TTR, Bospacta 60ABHOTO U CTAAUH 3a00AEBAHUIA
[16]. 3a mocaeaHHE TOABI BO3MOKHOCTH TEPAIIUH 3HA-
YHTEABHO PACIIHPUANCH, U TPAHCIAAHTAIUA [1CUCHH
OOABIIIE HE ABAACTCHA CAMHCTBCHHBIM BAPHAHTOM TEpa-
. [To AaHHBIM pAAA SKCIIEPHIMEHTOB 772 V2/70 PA3AITIHEIE
HECTEPOUAHBIE ITPOTHBOBOCIIAAUTEABHBIE IIPEIAPATHI
MOryT cradbuansuposats Terpamepusrit TTR [11, 17].

K mpemaparam, NCIIOAB3YEMBIM AAfl TATOTEHETHIECKOI
TEPAITIH H 3aAMEAATFOIIIIM IIPOrpeccupoBanue nepude-
PHYECKOIO HEBPOAOTHYECKOTO AeOHUIINTA, OTHOCATCH
TadaMIANC U ANQAYHH3AA, KOTOPEIE OOECIIEUNBAIOT
CTAOMAHM3ALHUIO MOACKYABl TPAHCTHPETHHA, IIPEIIAT-
CTBYIOT €€ PACITaAy HA AMHAOHMAOTECHHBIE MOHOMEPHI.
AndAyHI3aA HMEET OrpaHUYEHHOE ITpuMeHeHne B EB-
POIIE B CBA3H C PAAOM CEPHE3HBIX TOOOUHBIX 3hHEeKTOB.
[Ipemapar otnocutea k rpyme HIIBC, nrrunbupyer 06-
pasosanue amuronAoreHHsix (puopuaa TTR "ankoro"
U MyTAaHTHOTO THIIOB, TEM CAMBIM 3AMEAAfIA CKOPOCTb
ammaonporenesa [18]. Ilposoadrcs nccaeaosanus, Ha-
IIPABACHHBIE HA U3y4YCHIE OE30IIaCHOCTH AU AYHH3AAA
pu AsuteAbHOM rpumenenni [18]. Tadamuanc — Hus-
KOMOAEKYAIPHOE COCAUHCHHE, CEACKTUBHBIN cTabn-
Amsarop terpamepa TTR mcmoapsyercs aasf aedeHus
B3POCABIX ITAIIHEHTOB C I[EABIO 3AMEAACHHSA PA3BUTHUA
HEBPOAOTHYCCKUX HApyuIeHHH. B kAnmHMYecKux mC-
CACAOBAHHAX Y ITAIINEHTOB Ha (DOHE IIpHEMa IIperapara
OTMEYAAOCh MCHEE BRIPAKCHHOE HEBPOAOTHYECKOE YXYA-
IIIEHYE TT0 CPABHEHHUIO C OOABHBIMU, KOTOPBIM TEPAIIHIO
Tadamuarcom Hagasn mosanee. Bauanume mpemapara
HA OTAAACHHEBIC PE3YABTATEL, (DYHKIIHIO CEPALIA U CHM-
IITOMBL CO CTOPOHBI I'Aa3 TPEOYIOT AAABHEHIIIErO U3-
yuenud [19]. Taxxe, B HacToAIIEE Bpema pa3pabOTaHbI
crparernn reroreparun ATTR ¢ meapro moaaBaeHus
akcrrpeccnu MyranTHOTO rera T'TR. Do nnrnbuposanne
sxcrpeccun Matpuaaor PHK myranraoro TTR pubo-
suHamu, kopotknmu nurepdepupyrommvu PHK man
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AHTU-CMBICAOBBIMH OAUTOHYKACOTHAAMU. Bropas crpa-
Terus HAIIPABACHA HA Perapalfiro MyranTHoro reaa TTR
¢ nomoniero xumepusix PHK/AHK oanronykaeotnaos.
CumIrToMaTIIecKas TEPAITA MOKET BKAIOUATh ACUCHHUE
CEHCOMOTOPHOH IOAMHEHPONATUH, TPOPUAAKTHKY
U AeUeHHE TPOPHUIECKUX HAPYIIEHNI, PU3HOTEPAIINIO,
A€YeHHE IIPOABACHUI ABTOHOMHON AUCOYHKIIIH CO CTO-
POHBI ITUINEBAPUTEABHON CHCTEMEI (AMAPEN), OPTOCTATH-
YEeCKOH IHMIIOTECH3UH, HopaKeHus cepAua |2, 20].

Kananugeckoe Hab0ArOAECHHTE
Boavnas Y., 34 200a (cmapmas us cecmep)

[MarmenTtrka obpartuaace B 2017 r. ¢ xarobamu
HA IIPUCTYIIBI TOAOBHOM OOAN ITPOAOAKHTEABHOCTBIO
AO 2 AHEH, COIPOBOMKAAIOIIYIOCA TOITHOTOMH, KyIIHPY-
FOIIYIOCS TIPHEMOM aHAABICTHKOB.

Ha mMomeHT ocMOTpa COCTOAHHE YAOBAETBOPH-
TEABHOE, HOPMOCTEHHYECKOTO TeAoCAOxeHHA. Kox-
HBIC IIOKPOBBI H BUAUMBIC CAHBHCTBIC YHCTHIC, OOBIY-
HOH OKPAaCKH, OTEKOB HeT. TOHBI CepAlla PUTMUYHBIE,
AA 90/60 mm pr.cr., HCC 66 yao/mun. epudepn-
geckue AMM(ATHYECKIE Y3ABI HE ITAABITUPYIOTCH, TIC-
YEHb U CEAe3EHKA He yBeAnmdeHsl I1o AaHHbIM HEBpO-
AOTHYECKOIO CTATyCA — IIPU3HAKN IepudepuaecKoi
HOAMHEHPOIIATHH.

W3 amammuesa m3BECTHO, ITO TOAOBHBIE OOAM Oec-
IOKOAT € TIOAPOCTKOBOTO BO3PACTA, JAINE BO3HUKAAN
Ha one crpeccossix curyarmit. C 2009 r. ormernaa
HAPACTAHNE MHTCHCHBHOCTH M KPATHOCTH IIPHCTYIIOB
roaosron 6oan. B 2010 r. Bemmoaneno MPT I'M — us-
MeHenni cTpykTyp I'M me BeIABACHO. OCMOTpEHA HEBPO-
AOTOM, YCTAaHOBACH AHArHo3 "Murpens Ge3 ayper'. [1pu-
HEMaA2 0Oe3boAmBaronie mperapatsl. B mapre 2014 r.
3aMETHAA H3MEHEHHE TIOXOAKH, ITATKOCTb IIPH XOABOE,
OHEMEHHE B ITPABOM OeApEe; KOHCYABTHPOBAHA HEBPO-
AOTOM, yCTaHOBACH AHarHo3 "[Ipexoasiiee HapymeHme
MO3TOBOTO KPOBOOOPAIIEHUSA B BEPTEOPO-0a3NAAPHOM
Gacceiire". HeBpoAormaeckne CHUMIITOMBL PErpecCHpo-
BaAH cirycTs 2 HeAeAn. [Ipu oGcaeaoBaHMI: TeMOTAO-
Oun 145 r/a, tpomGorursr 269x10%, COD 12 mm/ 4,
AetikormTapHas hopmyaa 63 0COOEHHOCTEH; MUKPO-
rematypus A0 14-16 B 11/3p; nporenuypus 0,02 r/a;
anturesa Kk ApycrupassHoin AHK, docdornmmaam,
B,-TAHKOIIPOTEHHY OTPHIIATEABHBIC; 9ACKTPOAHUTHL, yPO-
BEHb ODIIIETO OEAKA U IIEICHOYHBIX (DEPMEHTOB B HOPME,
kpearuHus 69 MkMoAb/ A. OcMoTpeHa HepPOAOTOM, 13-
MEHEHHA MOYEBOTO OCAAKA PACIICHEHBI KAK ITPOABACHUA
AHAABIETHIECKON HePPOIATHH, PEKOMEHAOBAHO BO3-
AEPIKATBCSA OT IPHEMA AHAABICTHKOB, AMHAMITYECKOE Ha-
6aroacuue. B reuerue 2015-2016 rr. mepuoangeckue oT-
MeJaAa HAPYIIEHHE TEMIIEPATYPHOM 4yBCTBUTEABHOCTH
KOJKI IIPABOH CTOIIBL, SIII30ABI OPTOCTATHYECKOH THIIO-
TEH3HH, IIOCTENEHHOE IPOIPECCUPOBAHIE HAPYIICHIA
HOXOAKH 110 TrITy "HeycToianBoctn'. B ampeae 2017 r.
OCTPO BO3HHKAO TOAOBOKPY/KEHHE C TOITHOTOM, PBOTOA,
CHIKEHHEM CAYXa CITPaBa, IITATKOCTh M HECTAOMABHOCTD
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HOXOAKH. | OCIInTaAN3HpOBaHa B HEBPOAOTHYCCKUI CTa-
ronap ¢ Anaraoszom "OHMK 1o mrmmemmraeckomy Tairy
B BepTeOpo-6asuasprom Oacceitre". [To aarmbmm MPT
TOAOBHOTO MO3Ta — IIPH3HAKOB I'€MOPPATHYECKHAX N3~
menenuid Her; MPT mreiiHOTO OTA€AAQ BBIABHAO OdAT
mueAonaTnn Ha yposre cermenta C6 crpasa. [1pu 06-
CAEAOBAHUH OOPAIAA0 Ha CeOA BHUMAHUE YMEPEHHOE
HAPACTAHNE YPOBHSA PA30BOI U CYTOYHO IPOTEHHYPHI
A0 0,98 r/a u 1,3 r/cyr, COOTBETCTBEHHO, MUKpOTeMa-
typus 10-12 B 11/3p; mokasareAn 0OIIEKAMHITYECKOTO
1 OHOXHMHUYECKOTO aHAAH30B KPOBH 0€3 OTKAOHE-
HUI; KpeaTHHUH 72 MKMOAB/ A; obmmuit 6eaok 71 /.
[ToBropHO OCMOTpEHA HEDPOAOTOM B CBA3H C Hapac-
tauueMm nporeunypun. [lo aammen V3 pasmepn
nouek B HopMe: 119X46 My, 116X49 MM, mapenxuma
A0 18-20 mm. V3W opranos OproIHOI IOAOCTH CTPYK-
TYPHBIX H3MEHEHHI He BRIABUAO. BbIITOAHEHA CTHMYAS-
IIIOHHAA 9ACKTPOHEHPOMUOTpapus C HCCACAOBAHUEM
ABUTATEABHBIX 1 IyBCTBHTEABHBIX BOAOKOH CPEAMHHBIX,
AOKTEBBIX, TAYOOKIX MaAOOEPIIOBBIX, DOABIIEOEPIIOBBIX
U MKPOHOKHBIH HEPBOB. BBIABACHBI IIPU3HAKH AOKAAD-
HOTO HAPYIICHUA IIPOBEACHHUS BO3OYKACHHS IO IIPABOMY
CpeAHEMY HEPBY HA YPOBHE AYYE3aIIACTHOIO CYCTaBa
(CHHAPOM KapIIaABHOTO KaHAAQ), IIO IIPABOMY MaAOOEp-
LIOBOMY HEPBY Ha YPOBHE TOACHOCTOITHOTO CYCTaBa; aKCO-
HAABHOTO CCHCOMOTOPHOTO ITOPA/KECHHUA HEPBOB BEPXHIX
1 HIDKHEX KOHEIHOCTEH.

Ocoboe BHuMaHHE OOparas Ha ceOf CeMeHBIH
amamHe3. MAaAIas cecrpa MAIIMEHTKH HMEET CXOAHYIO
HEBPOAOTHYECKYIO cumIrToMaTuky. I1o anmmm marepn
B KQKAOM ITOKOACHUH JKCHIINHBI CTPAAAA HHTCHCHB-
HBIMU TOAOBHBIMU OOAAMH. MaThb IAIIMEHTKA MHOTO ACT
OecIroKonAn TOAOBHBEIE OOAH; B Bo3pacte 42 AeT pas-
BHANCH HEBPOAOTHYCCKIE HAPYIICHUA C KAMHUYECKON
kapruaort OHMK; B 2008 r. B Bospacte 44 AeT pasBUACA
HePOTUIECKHI CHHAPOM, IICTOAOTHIECKHI ANarHO3
o Marepuaay Hedpobuorcun "AMIAOHAO3 ITOUCK,
He-AA; Beposito, AL-ammaona03"; B Bospacte 48 aer
macrynuaa cMepts o1 OHMK. Vauresad BeposTHbil
CEMEIHBIN XapaKkTep TAOMEPYAOIATHH M IPOTPECCHPY-
IOIlIee HAPACTAHNE YPOBHSA IIPOTEHHYPHH, C LIEABIO BE-
pHU@UKAIINT TTOYEIHOTO HOPAKEHUS MAIIHCHTKE OBIAA
BBIITOAHEHA ITYHKIINOHHAA Onorcus nogukn. Mopdo-
AOTHYECKOE HCCACAOBaHIE IIPoBoANAOCH B OO0 "Ha-
IUOHAABHBIN HEHTP KAHHHYECKON MOP(OAOIHIECKON
amarsoctukn’ 1. Cankr-IletepOypra.

Csemoonmuueckoe uces1ed06arie BRIIIOAHEHO C UCITOAD-
30BAHMEM CACAVFOIIHX OKPACOK: T€MATOKCHAMH-303HH,
PAS-peaxmus, TpuxpoM o Maccony, IMIIErHAIIA CO-
aamu cepebpa o Awomncy, Konro-kpacusiit. B marepu-
ane nedpoduorcrn 50 KAyDOUKOB, U3 HIX ITOAHOCTBIO
cxaeposuposausl 3 (6%) kayoouxa. Kaybouku ymeperno
YBEAHYCHBI, C OAHOKOHTYPHOI KAITHAAPHOM CTEHKOL;
0e3 IPH3HAKOB ME3AHTHAABHON M 9HAOKAIIHAASPHOMN
THIIEPKACTOYHOCTH; O€3 CErMEHTAPHOIO CKAECPO3a
u dpopmuposanusd moayayaui. Auddysuoe cermen-
TAPHOE HE3HAYUTEABHOE PACIIIPEHHE ME3AHIUAABHOIO,
CYO9HAO-H CyOIITUTEANAABHOIO IIPOCTPAHCTB KAYOOYKOB
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Puc. 2 (a, 6). Buonicusa nmouku. AMHAOMAO3 IIOUEK: ) HE3HAYUTEAbHOE O0TAOKeHHEe KOHI0-1103uTHBHOIO MaTeprasa
B KAyOOUYKaX M CTEHKAx apTepuos; okpacka Konro-kpacueiv; yeanuenue X200; 6) ABoitHoe ayuenipesomaenue Korro-
ITO3UTHBHOIO AMHAOUAA B TIOAAPU30BAHHOM CBeTe; OKpacka KoHro-kpacHsIM ¢ mosspusanueii; ypeanuenue X200

Fig. 2 (a, b). Renal biopsy. Renal amyloidosis: a) mild deposition of Congo-positive material in glomeruli and arterioles;
Congo-red color; magnification X200; b) double refraction of Congo-positive amyloid in polarized light;
Congo-red color with polarization; magnification X200

3a CYET HAKOIACHHUA aMHAOMAA — KOHIO-1I03UTHBHOTO

OECKAETOYHOIO I'OMOTEHHOI'O MATEPHAAL C ABOHHEIM

AYYEIIPEAOMACHHEM B IIOAPH30BAHHOM CBETE; € hop-

MHPOBAHHEM CAMHHYHBIX MEAKHX "'KOPOHOIIOAOOHBIX"

CTPYKTYP B CyOSIIMTEAHAABHOM IIPOCTPAHCTBE KAYDOU-

koB. 'bM BH3yaAbHO He YTOAINIEHA; PABHOMEPHO HM-

IIEprHUPOBaHA coAAMU cepeOpa. LlnTommaasma srmreans

KaHAABIIEB MEAKO3EPHHCTAA C COXPAHHOM ITIETOTHOM

Kkaiimoii. ITpocBeTsl KaHaAbIIEB CBOOOAHBI OT COAEPIHKUI-

MOTO, IIMAHHAPOB HET, MEAKOOYATOBOE MUHIMAABHOE

OTAOKEHHE AMHAOHMAA B HHTEPCTUIIHH U BAOAB TyOy-

AAPHBIX 0a3aABHEIX MeMOpaH. [IpusHakos atpodun Ka-

HAABIIEB U HHTEPCTUIHAABHOIO (PHOPO3a HET.
WMninynnogparoopecyenmmoe uccaedosariue BEIIOAHEHO

HA KPHOCTATHBIX CPE3aX IPAMBIM METOAOM C HCIIOAb-

soarreM FITC KOHBIOTHPOBAHHEIX AHTHTEA K YEAO-

BeueckuM IgA, IeG, IgM, C3, Clq, pubpumy, aerkum

meram lambda (A) u xamma (%) — co BceMu peareHTaMH

pe3yAbTaT OTpULATEABHBIH. LIvmynnozucnmoxumuyeckoe
ucenedo6arie BEIIOAHEHHOE HA TAPapUHOBEIX Cpe3ax

HMMYHHOIIEPOKCHAA3HEIM METOAOM C HCITOAB30Ba-

HHEM aHTUTEA K A-KOMIIOHEHTY aMHAOUAA — PE3YABTAT

OTPHIIATCABHEBII.

Lucmonozuuecxoe saxamnuenme: Amuaonpos mogex (AA-,
AL-), 6e3 AAABHEHIIIETO YTOYHEHUS; C HE3HAYNTCABHBIM
HIOPAKEHIEM KAYOOUKOB, APTEPUOA U APTEPUIT MEAKOTO
KaAuOpa, C MUHUMAABHBIM IIOPAKEHUEM KAHAABICB
U MHTEPCTUIINS; OAHBINA TAOMEPYAOCKAEPO3 (6%0); Oe3
TYOYAO-HHTEPCTHIIMAABHOTO (PUOPO3a U aAPTEPUOAO-
cxaeposa (Puc. 2 a, 0).

Konimenmapui:

—  Menoder ummynmog.aroopecyeryun u UMMYHHOZUCIIOXU-
MU 1036042101 UCKAIOMUINID HAUGOee Hacmibie 8apUaribl
amunondosa — "AA" u "AL".

—  Cemedinerii xaparmep 3a60.1e6anus c6udenenscnsyen
6 110163) 2CHEMUUECKU-0eNIEPMUHUPOBANHOZ0 AMUAOUD03d;
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yuumeieas covemariroe nopancerue LIHC, I THC u novex,

U3 U3BECHINBIX Ha Ce200NAMIUI Oetb aMUOU00306 310l

epynner nHaubonee seposmmst 06a — AT TR (transthyretin)

u AGel (gelsolin).

— Aua seposmmocmmnozo dugpdepenynansiozo duazrosa
ATTR uAGel neobxoduma oyerika cocmonrus pozosuyst
u MuoKapoa.

—  Tpedcmasasemen sasicrvim u yeaecoofpasiviim 06c1e006a-
Hue cecimpvl nayueHmKU U penipocneningroe nosn10pHoe
ucenedosariue Mamepuaia regdpobuoncun Mamepu.

—  Ocmanvtivie eerenmuvecku-oenepymunuposarinsie sapuarmne:
manoseposmmee: AFib, AApoAlL AApoAIlL, Al yz —
Kax npasuio, e nopasarom nepsiyio cucmemy;, ACys —
Kax npastio, e nopasicaen? mKars nouKi.

VYuTEBAsA IOAYYCHHEIC PE3YABTATEL MOP(OAOTH-
YECKOTO MCCACAOBAHUA, IIPOBEACHO AOIIOAHUTEABHOE
obcaeposanme. [lanmenTka ocMOTpEHa OKYAHCTOM —
POrOBHIIA U CTEKAOBUAHOE TEAO OE€3 IIATOAOTHYECKHX
n3meHeHu#. Bermmoaneno OxoKI' — pasmeprr moaocreit
CEpALIA HE YBEAYICHBL, THIIEPTPOMUU ACBOIO KEAYAOUKA
HE BBIABACHO, TAOOAABHASA COKPATUTEABHAS I AUACTOAH-
geckad gy murokapaa AZK coxpanensr. Aag 06-
CACAOBAHHSA IIPUTAAIIICHA MAGALLIAA CECTPA.

Iayuenmxa K., 32 200a (maadmas cecmpa)

Ha mMomeHT 0OcMOTpa 7%aA00bI Ha HOFOIIHE H IIyABCH-
PYIOIIIE HHTCHCUBHBIC TOAOBHBIC OOAM B 3aTBIAOYHOMN
¥ BUCOYHBIX OOAACTAX, COIIPOBOKAAFOLIIECS TOIIHOTOM,
PBOTOI, OHEMEHHEM IIPABON IIOAOBHHBI AHIA, S3BIKA
U TeAd, CAADOCTBIO B IIPABOI IIOAOBHHE TEAQ, HAPYIIIC-
HEEM PedH 110 TUIy "Karu Bo pry'.

/13 anaMHe32 U3BECTHO, YTO TOAOBHBIE DOAH HECIIO-
koAT Ooace 15 aer. B Tewenne mocaearux 5 aer (¢ Mo-
MeHTa OEPEMEHHOCTH) IPUCOCAUHHAUCH IIPHCTYIIBI
110 THITY ""MHIPEHO3HOM ayphl’ B TEYCHIN 9aca AO HAYAAA
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FOAOBHOM DOAU B BUAE OHEMEHUS 1 CAADOCTH B IIPABOIL
IIOAOBHHE T€AQ, AUIIA U A3bIKA. MHOTO AeT HaOATOAACTCH
HEBPOAOTOM C AMATHO30M '"'MHUIPEHB'.

[Ipu ocmoTpe 0bImEE COCTOSHIE YAOBACTBOPH-
TEABHOE, HOPMOCTEHUYIECKOrO TeAOCAOKeHns. Kox-
HBIC IIOKPOBBI YHCTBIE, HOPMAABHOI Ookpacku. [lepu-
depudeckne aumdaTHIECKHE Y3ABL HE YBEAHYCHEL
AA 110/70 mm pr.cr. Orexos uer. [Tedens u ceaesenka
HE YBEANYECHBL. TOHBI CEPALIA PHUTMIYHEIC.

ITo pesyapraram obcaeAoBarmst: reMoraodus 145 r/a,
tpomGorursr 199x10°, COD 18 mm/9; obmuit Geaok
63 1/, aapOymun 39 1/ A, KpeaTHHIH 69 MKMOAB/ A, XO-
AectepuH oOIuil 7,0 MMOAB/ A, 9ACKTPOAUTBL U OCTAAb-
HBIC OHMOXHMHYCCKIE IIOKA3ATEAN KPOBH B HOPME; Pa-
3oBast u cyrounas nporeunypus 1,51 r/a u 1,93 r/cyr,
coorsercrBeHHO; B OAM mukporemarypus A0 4-5 B 11/3p.
V3 nouex: pasmepsr B Hopme 12056 mv mm 113X50 v,
napenxuma 20 mm. OxoKI™ moaoctu cepama me pacim-
pEHbL; TAOOAABHAS COKPATHTEABHAS M AHACTOANYCCKAS
(pYHKITEI AEBOTO KEAYAOUKA B HOPME; (DYHKITHA KAAITAH-
HOIO AIIIIapaTa CEPALA B HOPME; THIIEPTPO(II MHOKAPAA
AEBOTO KEAYAOUKA He BbIABACHO. [Tpn ocMoTpe okyan-
CTOM — ITATOAOTHH HE BBIABAEHO. AAS TIOATBEPHKACHUA
AMATHO3a BEIIOAHEHA Hedppobuomcust. Mopdoaorudge-
CKOE HCCACAOBaHHE BhIITOAHEHO Tak ke B OO0 "Ha-
IIFOHAABHBII IIEHTP KAHHIYIECKOH MOP(OAOIIIecKOl
anarsoctukn'' 1. Cankr-ITerepOypra, ¢ HCIIOAB3OBAHMEM
CBETOBOH M IMMYHHOM AFOOPECIIEHTHOH MUKPOCKOITHIH
C IIPUMEHEHHIEM CTAHAAPTHBIX THCTOAOTHYECKHX OKPa-
COK, AHAAOTHYHO NCCACAOBAHUIO ITAIINEHTKH Y.

T ucnonoeuuecioe saxarouerue: AMuaoupo3 mogex (AA-,
AL-), 6e3 AAABHEHIIIETO YTOYHEHNUS, C YMEPEHHBIM I10-
PaKEHIEM KAYOOYKOB, HE3HAYNTEABHBIM ITOPAKEHHEM
APTEPHOA U MHHHMAABHBIM ITOPAKCHUEM KAHAABICB
M MHTEPCTUIINA; HOAHBII TAOMEPYAOCKAEPO3 (4%0); Oe3
TyOyAO-HHTEPCTHIIMAABHOTO (puOPO3a 1 apTEPHOAO-
cxaeposa (Puc. 3 a, 0).

Kommenmapun: Cemeitapiii xapakrep 3a00AeBaHNIA
CBHUACTEABCTBYET B IIOAB3Y I'€HETHYCCKUA-ACTCPMUHU-
POBAHHOTO AMHAOHAO32; YIUTBIBAA COYCTAHHOE 110PA-
werne [THC, [THC u mouek, n3 M3BECTHBIX HA CETOA-
HAIITHUH ACHb AMHAOHUAO30B 9TOH IPYIIIBI HANOOACE
BeposaTasl ABa — ATTR (transthyretin) m AGel (gelsolin).

VYuTHIBAS PE3YABTATH THCTOAOTHIECKOIO HCCACAO-
BaHnsA HeppOOHOIICHI cecTep, OGBIAO BHIIIOAHEHO PETPO-
CIIEKTUBHOE HCCAEAOBAHIE MaTeprara HePOOHOIICHH

marepu (o1 2008 r.).
Iayuenmxa P. 48 sem (mamv nayuenmox,)

I'mcroAormaeckoe 3aKAIOUEHHE ITO PE3yABTATAM
PETPOCIEKTHBHOIO HCCACAOBAHUA: AMHAOHAO3 IIOYCK
(AA-, AL-), 6e3 AAABHEHIIETO YTOYHEHHUSA, C TAKCABIM
HOPaKEHHEM KAYOOUYKOB, ADTEPHOA U aPTEPHUH, C yMe-
PCHHBIM IIOPAKCHHEM KAHAABIICB M WHTEPCTUIINS;
IIOAHBIH TAOMEPYAOCKAEPO3 (25%0); Oe3 TyOyAo-uHTEp-
crurmaspaoro gpuodposa (Puc. 4 a, 6). Kommenrapuit
OBIA AaHAAOTHYCH BBIIICIIPUBEACHHOMY O HAMOOABIIICH

LUkona Hedponora

A

Puc. 3 (a, 6). AMMAOMAO3 ITOYEK: ) YMEPEHHOE OTAOXKEHHUE
Konro-no3utusBHOro Marepruasa B KAy0OUKax; OKpacka
Konro-kpacueim; yseanuenue X100; 6) ABoitHoe
Ayuenpesomaerne Konro-mosurusroro marepuasa
B IIOAAPU30BAHHOM CBeTe; OKpacka KoHro-kpacHem
¢ moAapusarueii; yeandernue X100

Fig. 3 (a, b). Renal amyloidosis: a) moderate deposition
of Congo-positive material in glomeruli; Congo-red color;
magnification X100; b) double refraction of Congo-positive
material in polarized light; Congo-red color with polarization;
magnification X100
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Puc. 4 (a, 6). AMIAOMAO03 TTOUEK: a) BRIpaKeHHOE oTAOKeHne KoHro-mo3utrBHOro Marepuasa B KAy0OUKax, CreHKax
apTEPHOA U ApTEPHIi CpeAHEro KasnOpa; okpacka Koxro-kpacusiv; yBeanuenue X100; 6) aBoiinoe ayuenpeaomaenue Konro-
MO3UTHUBHOIO MATEPHAAA B IIOAAPU3OBAHHOM CBeTe; OKpacka KoHro-kpacHsM ¢ moAspusanueii; ypeanmdenue X100

Fig. 4 (a, b). Renal amyloidosis: a) prominent eposition of Congo-positive material in glomeruli, arterioles and medium-
caliber arteries; Congo-red color; magnification X100; b) double refraction of Congo-positive amyloid in polarized light;
Congo-red color with polarization; magnification X100

BeposaTHocTH BapuanTos aMrAona03a ATTR (transthyretin)
u AGel (gelsolin).

Ha marepmane tpex medpobuorncuii (Marepu
n obenx Aodepeii) OBIAO BBIIOAHEHO OTCPOYEHHOE
HMMMYHOTUCTOXHMHUYIECKOE HCCACAOBAHUE AHTHTECAAMMU
k Tpancrupernny (TTR, nan Prealbumin).

B Ouoncuiinom mateprase marepu (mamueHTKa P),
cTaprieil Aoouepr (IamueHTKa Y) U MAQAIIEH A09epH
(marmentka K) BeiBAena skcripeccus TTR +++, ++,
n +++/++ coorsercrsenno (Puc. 5 a, 6, Puc. 6 a, 6,
Puc. 7).

Lucmonozuueckoe saxarouenue (oxoruamensrioe): Hacaea-
CTBEHHBIN TPAHCTHPETUH-ACCOITMIPOBAHHBIN AMHAOH-

Ao03 mouek (ATTR).

Koymernmapui:

Mamv: Yuumviéas ocobennocmu cemeirnozo aramiesa
U MO3206011 MeXAHUIM CMePIIL NayuenmKi, Hauboaee 6¢po-
AMHOU NPULUHOU CMEPIIU ABUACA IPAHCIIUPEINUH-ACCOYUH-
posarbill amua0Ud03 cocy008 201061020 Mo3ed ¢ HapyULeHHeM
M03206020 KposooGpamyerius.

Aouepu: Yuumuvisan ocoberrocmu cemedinozo anammesa
U KAUHUMECKUX NPOABACHUT, HaUbOIee NPOTHOCIIUYECKY 3Hd-
UUMBLMYU ABAAIONICA NIPAHCIIUPEINUH-ACCOYUUPOBatiian aMit-
soudras noaunedponanua (I'TP-CAII).

B 2018 r. 060mM cecTpam IIPOBEACHO IEHETHIECKOE
HCCACAOBAHUE, OOHAPY/KEHA MYTALIHA B KOAUPYIOIIUX
nocaepobareapnocTax rera TTR Ala45Thr, panee
OIIMCAHHAsA KAK [TATOTCHHAA, ABASAFOIIAACA IPUINHON

UrX canti-TTR
(anti-Prealbumin)

TpaHCTMPEeTHOBBIV aMUIONA03
(ATTR)

urx
Macc-cnektpomeTpus

MonekynsapHo-reHeTu4yeckoe
nccnepoBaHue

m
AGel, AFib, AApoAl, AApoAll, ALyz, ACys

Cxema 2. AaAbHEHIINI AMATHOCTUYECKHI AATOPUTM BEPU(PUKAIIIY TUIIA AMUAOHUAO32

Scheme 2. Further diagnostic algoritm identifying the type amyloid
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Puc. 5 (a, 6). TpaHCTUPETUHOBBIN AMUAOUAO3 IIOYEK
(ATTR). BeiparkeHHAA SKCIPECCHA TPAHCTUPETUHA
B YUACTKAX OTAOKEHHA AMUAOHAA: ) B KAyOOuKe;
6) B TyOyAsApHBIX 6a3aABHBIX MEMOpPaHAX, CTEHKAX APTEPHOA
¥ MeAKHX aprepuii. IMMyHOIIEpOKCHAA3HAA PeaKIusa
c aTTeAamu K Transthyretin (Prealbumin); yseandenus
%400 (a), X100 (6).

Fig. 5 (a, b). Renal transthyretin amyloidosis. Prominent
expression of transthyretin in the areas of amyloid
deposits: a) in glomeruli b) in tubular basal membranes,
arterioles and small arteries. Immunoperoxidase reaction
which antibodies of Transthyretin (Ptrealbumin);
magnification X400 (a), X100 (b)

Puc. 6 (a, 6). TpaHCTUPETUHOBBIN AMUAOHAO3 ITOYEK
(ATTR). YMepeHHas 9KCIPECCHs TPAHCTHPETUHA B YIACTKAX
OTAOXKEHUA AMHAOHMAA: a) B KAYOOuKe; 6) B TyOyAapHOIt
6asaspHOI MeMOpane. FIMMyHOIIEpOKCHAA3HAA peaKIus
¢ aaTuTesamu K Transthyretin (Prealbumin);
yBeanuenus X400 (a), X200 (6)

Fig. 6 (a,b). Renal transthyretin amyloidosis. Moderate
expression of transthyretin in the areas of amyloid
deposits: a) in glomeruli b) in tubular basal membranes.
Immunoperoxidase reaction which antibodies of
Transthyretin (Prealbumin); magnification X400 (a), X200 (b)
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Puc. 7. TpaucruperuHoBbIi amuaona03 nodek (ATTR).
YMmepeHHas IKCIPECCHA TPAHCTUPETHHA B yUACTKAX
OTAOKEHUA aMHAOUAA B KAyOouke. FIMMyHOIIepoKCcHAa3HAsS
peakuus ¢ anTuresamu K Transthyretin (Prealbumin);
yBeandenue X400

Fig. 7. Renal transthyretin amyloidosis. Moderate expression
of transthyretin in the areas of amyloid deposit in glomeruli.
Immunoperoxidase reaction which antibodies of
Transthyretin (Prealbumin); magnification X400

passutua ATTR. Tax e mpoBeACHO TEHETUYECKOE HC-
CACAOBAHIE YACHOB CEMBH, ¥ MAAAIIECIO Opara Ianu-
CHTOK BBIIBACHA AHAAOTUYHASA MyTAIIHA, KAUHHYECKOE
obcAeAOBaHIE HE IPOBOAUAOCE. [Tpn AasbHefimrem
HAOAFOACHUU Y CTApIIeH U3 CECTep OTMEYACTCA IIPO-
IPECCHPOBAHIE HEBPOAOIMYECKOH CHMIITOMATHKH
C BBIPQKEHHBIM HapyIeHueM IoxoAkH; B 2018 r. mos-
BHACH SIIU30ABl HAPYIIICHHA MOYCHCITYCKAHUA, HAPAC-
TAHHE CYTOYHON IIPOTEUHYPUH AO CYOHEPPOTHIECKOTO
ypoBHA 2,8 r/ cyT. ¥V MAaAleli u3 cecrep — Oe3 3HaIUMOM
AMHAMUIKHA.

3akaroueHue

[TpuBeaeHHOE KAMHIYECKOE HAOAFOACHHE AEMOH-
CTPHpPYET IMUPOKOE PA3ZHOOOPA3UE KAMHHYECKUX ITPO-
ABAEHNI U MYABTHCHCTEMHBIM XapaKTep HOPAKEHUS IIPH
TPAHCTUPETHHOBOM AMHAOHAO3E, ITO YACTO IIPHBOAHUT
K OIIHOOYHBIM AUATHO3AM M AMAarHOCTHYECKUM 3aACPK-
kaM. HeoOXOAMMOCTD TIIATEABHOTO M3y4YEHUA CeMeli-
HOTO aHAMHE34, BHUMAHUE K CUCTEMHBIM ITPOABACHHAM
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3200A€BAHUSA U OIIPEACACHHOE YIIOPCTBO B AMATHOCTH-
YECKOM ITOHMCKE TTIOPOI HUIPAIOT PEIIAIOIIEE 3HAUEHHUE
B IIOCTAHOBKE AMAarHO3a. PanHee BhIABACHHE 3200AEBA-
HUA C IIPOBEACHUEM I'€HETUIECCKOTO KOHCYABTHPOBAHHA
HMEET BaKHOE 3HAYEHHE AAS CBOEBPEMEHHOIO HAYAAA
TEPAIINH U YAYYIIEHNA IIPOTHO32, KAYECTBA U IIPOAOA-
AKUTEAPHOCTH KU3HU ITAITHEHTOB.

Asmopor ne unerom xonpauxma unmepecos
The authors declare no conflict of interests
Crucok aureparypsl

1. E.B. Saxaposa, A.B. Xpeixuna, E.I1. IlpockypHesa.
Cay4ail IepBIYHOIO AMHAOHAO32: TPYAHOCTH AMATHOCTHKH
u Aegenns. Hedppoaorms i amasns. 2002; T4;Nel: 54-6

E. V. Zakbarova, A.V. Khrykina, E.P. Proskurneva,
Sluchay pervichnogo amiloidoza: trudnosti diagnostiki 1 lecheniya.
Nefrologiya i dializ. 2002.T4;Ne1: 54-6

2. Bunossesa O.E., Ymapu A.A., Cosroxa O.A., Amuno-
MAHAS HEBPOLATHSA Y IALMCHTA C TPAHCTHPETHHOBEIM CEMEIHBIM
ammaonpo3oM. Hespoaormueckuit xypmaa. 2016.T21;
Ne5:305-312

Zinoveva O. E., Umari D.A., Solokha O.A., Amiloidnaya
nevropatiya u pacienta s transtiretinovym semeynym amiloidozom.
Nevrologicheskiy zhurnal. 2016.T 21;Ne 5: 305-312

3. Westermark P, Benson MD, Buxcbaum [N, et al. Amyloid
fibril protein nomenclature. Amyloid.2002;9:197-200.

4. I'yoxosa AA, Iloaaxosa A.A., Ameaun A.B.
He VAL30MET-tpancTUpeTHHOBAS AMUAOHAHAS KAPAHO-
muomatui. O030p CBEACHHI AHTEPATYPH H KAHHHYECKOE
HaOArOAeHHE. Poccuiicknil KapAHOAOTHYIECKHH KYPHAA.
2018.Ne2:121-128

Gudfkova A. Ya, Polyakova A. A., Amelin A. 17, Ne VAL-
30MET-transtiretinovaya amiloidnaya kardiomiopatiya. Obzor
svedeniy literatury i klinicheskoe nablyudenie. Rossiyskiy kardio-
logicheskiy zhurnal. 2018.Ne 2:121-128

5. Andrade C. A. Peculiar form of peripheral neuropathy.
Familiar atypical generalized amyloidosis with special involvement
of the peripheral nerves. Brain. 1952;75:408-427

0. Haleakala AD, Gilmore |D, Hawkins PN. System amy-
loidosis. Lancet. 2016;387: 2641-54.

7. Blancas-Mejia LM, Ranirez-Alvarado M. Systemic amy-
loidoses. Annul Reviews Biochem. 2013;82:745-774.

8. Sousa A, Coelho T, Barros ], Sequeiros |. Genetic epidemiol-
ogy of familial amyloidotic polyneuropathy (FAP)-type I in Povoa
do Varzim and Vila do Conde (north of Portugal). Am ] Med
Genet. 1995;60(6):512-521.

9. Hawkins PN, Ando Y, Dispenzeri A, Gonzalez-Duarte A,
Adams D, Subr OB. Evolving landscape in the management of
transthyretin amyloidosis. Annals of medicine. 2015;47(8):625-638

10. Morie A. Gertz, MD, MACP Hereditary ATTR Amyloi-
dosis: Burden of Illness and Diagnostic Challenges The Ameri-
can journal of managed care® Supplement.2017.VOL. 23, NO.
7:107-112

11. Yukio Ando, Teresa Coelho, John L Berk, Mdrcia Wadding-
ton Cruz. Guideline of transthyretin-related hereditary amyloidosis



CeMelHbii TPOHCTUPETUHOBLIH AMMITOMAO3: MUHM-0B30P 1 OMICAHME TPEX CNYHAEB CPEAM YNIEHOB OBHON CEMbU LLkona Hedponora

for clinicians.Orphanet | Rare Disv.8; 2013
12. Isabel Conceicao, Alejandra Gonzidlez-Duarte, Lanra Obic,
Hartmut H.-]. Schmidt and all. "Red-flag" symptom clusters
in transthyretin familial amyloid polyneuropathy. | Peripher Nerv
Syst. 2016 Mar; 21(1): 5-13
13. Schmidt H., Cruz M.W., Botteman M. F., Carter |.A.
Global epidemiology of transthyretin hereditary amyloid poly-
neuropathy: a systematic review. Amyloid. 2017; 24 (1): 111-112
14. Lut ‘sa Lobato. Ana Rocha. Transthyretin amyloidosis and
kidney; Clinical Journal of the American Society of Nephrol-
ogy.2012; 1337-1346
15. Ikeda S1., Yanagisawa N., Hongo M., Ito N. 1V agus. Nerve
and celiac ganglion lesions in generalized amyloidosis: a correlative
study of familial amyloid polyneuropathy and AL-amyloidosis.
Journal of the neurological sciences. 1987; 79(1): 129-139
16. Holmgren G1, Ericzon BG, Groth CG. Clinical improve-
ment and amyloid regtression after liver transplantation in hereditary
transthyretin amyloidosis. Lancet. 1993 May 1;341(8853):1113-6.
17. David Adams. Recent advances in the treatment of familial
amyloid polyneuropathy, therapeutic. Advances in Neurological
Disorders. 2013 Mat; 6(2): 129-139.
18. Hanna M. Novel drugs targeting transthyretin amyloidosis.
Curr Heart Fail Rep. 2014;11(1):50-57
19. Berk |., Dyck P, Obici L., Zeldenrust S., Sekijima Y., Ya-
mashita T, et al. (2011) The diflunisal trial: update on study drug
tolerance and disease progtession. Amyloid 18(Suppl. 1): 191-192
20. Coelho T., Maia L., Martins da Silva A., Waddington
Cruz M., Tatamidis for transthyretin familial amyloid polyneuropa-
thy: a randomized, controlled trial. Neurology.2012; 79:785-792
[ara nonydenus crasm: 27.07.2018
Hata npursitis k nevar: 16.08.2018
Submitted: 27.07.2018
Accepted: 16.08.2018

Hedponorua n guanus - T. 20, N2 3 2018 323



Habnopeus 13 npaktiku

DOI: 10.28996/2618-9801-2018-3-324-328

JlobynsapHas rnomepynonaTus:
BCEraa in MembpaHonponmndepaT1BHbIi
rmomepynoHedpuTe

3.K. NMerpocan™2, E.B. Nywkapesa’, b.J1. Kywnup?, I1.E. lMoBunasitures, I1.B. LLlymunos?-2

1 @rbOY BO Poccuiickuii HaLMOHanbHbIA UCCIe[0BaTesIbCKUi MeAULMHCKUIA YHNBEPCUTET
um. H.U. NMuporosa MuHuncrepcrBa 3gpaBooxpaHeHus Poccuiickoi ®egepaymm,
117997 Mocksa, yn. OctposursiHosa 4. 1, Poccus

2 OCIl1 Poccuiickas gerckas knuHuyeckas 6onbsHuya, ®rbOY BO Poccuiickoro HaynoHanbHOro
uccnegoBarenbCKoro meguumuHckoro yHusepcureta um. H.U. NMuporosa MuHucrepcTea
3apaBooxpaHeHunsa Poccuiickoin ®enepaymnn, 119571 Mocksa, JleHnHckui np-1, 4. 117, Poccus

3 FocypapcrBeHHoOe yupexaeHue 3apaBooxpaHeHns PoctoBckoi obnactu
"MaronoroaHarommuyeckoe 6ropo”, 344015 r. PoctoB-Ha-LfJoHy, bnarogarHas, 170a, Poccus

Lobular glomerulopathy:

is it always membranoproliferative glomerulo-nephritis?

E.K. PetrosyanZ, E.V. Pushkareva’, B.L. Kushnir?, P.E. Povilaitite3, P.V. Shumilov'2
1 Pirogov Russian National Research Medical University,
1 Ostrovityanova str., Moscow 117997, Russian Federation
2 Russian Children's Clinical Hospital, 117 Leninsky Prospect, Moscow 119571, Russian Federation
3 Rostov Region pataloanatomical Bureau, 170a Blagodatnaya, Rostov-on-Don 344015, Russian Federation

Kurwuesvie crosa: membparnonposugpepamusneiii eiomepysonedpun, pubponexmurnosan u Ppubpusigpran/ ummynomax-
70UOHAS 210 MEPY.AONANIU

Pesrome

MemGpanonpoandepaTuBHbINA TAOMEPYAOHE(PPUT — TEPMUH, 00BEAUHAIONINNA PAA TAOMEPYAOIIATHIA,
CXOAHBIX II0 CBETOONITUYIECKOI KAPTHHE, HO PA3ANYAIOIINUXCA IT0 ITHOAOTUH, IATOr€HEe3y, HMMYHOTHCTO-
XMMUYECKHUM U YABTPACTPYKTYPHBIM AUATHOCTUYECKUAM KpUTEPUAM. AaHHYI0 MOP(OAOTHIECKYIO (popMy
MO’KHO PacCMAaTPUBATh KaK BeCbMa HEOAHOPOAHYIO rpyIry 3a0oAeBaHuil. B AaHHOII cTaThe IpeACTaBACH
KAMHUYECKUU CAyJaii AeBouku 16 aet. AeOroT 3a60A€BaHMA B BO3pacTe 2,5 AeT C H30AUPOBAHHOIO MOYEBOI'0
cuHApoMa (nportennypusa). C TPUHAAIIATHAETHETO BO3PACTa HAOAIOAAAACH C AMATHO30M XPOHHYECKOTO
MeMOpaHONIPOAH(EPATUBHBII IAOMEPYAOHE(PHUT, YCTAHOBACHHBIM ITO AAHHBIM CBETOBOI MUKPOCKOIIUH.
OAHaKo 1TOBTOPHAA He(PPOOUOIICHS, IIPOBEACHHAA B HAIIIEH KAMHUKE C HCIIOAb30BAHHEM KOMIIAEKCHOTO
MOP(OAOTHYECKOI0 HCCACAOBAHNA, [IO3BOAHAA BEIABUTDH PEAKYIO THCTOAOTHYECKYEO (popMy — pUOpPOHEK-
TUHOBYIO TAOMepyAonaTuio. I'aomepysonarusa ¢ puOPOHEKTHHOBEIME OTAOYKEHUAMYU ABAACTCA PEAKHM
HACAEACTBEHHBIM 3200A€BAHIEM II0YEK, XAPAKTEPUIYIOIIMMCA OOIIMPHBIM OTAOYKEHUEM (pHOpOHEKTHHA
B KAy0OUKaX, 0COGEHHO B ME€3aHIMAABHBIX 00AACTAX U Cy0IHAOTEANAABHBIX 30HaX. OTHOCHTCA K rpyIime
TAOMEPYAOIIATHII C OPraHN30BaHHBIMU (PUOPUAAAPHBIMA) Aeno3uTamu. AuddepeHrmasbHAd AHATHO-
CTUKA IPOBOAUTCA MEXKAY (pUOPUAAAPHON M IMMYHOTAKTOUAHOM IAOMEPYAOIIATHAME, AMHAOHAO30M.
CoueraHue AAHHBIX IACKTPOHHOI MHKPOCKOIIMH ¥ IMMYHOTHCTOXUMHIYECKOI0 HCCACAOBAHUSA II03BOASET
YTOUYHHUTH XapaKTep IOBPEIKACHUA IOYEYHOH TKaHHU. Pa3paboTaHHBIX METOAOB AedeHUA (PUOPOHEKTH-
HOBOIi rAomepyAsonaTuu HetT. IIporHocTrueckn 60A€3HP M3BECTHA KAK MEAACHHO IPOTrPECCUPYIOIIa,
IIPUBOAAIIAA B OOABIITUHCTBE CAyYa€B K IIOYEYHOI HEAOCTATOYHOCTH.
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Abstract

Membranoproliferative glomerulonephritis is a term that is used for a number of glomerulopathies,
which have similar light microscopy pictures, but differ in etiology, pathogenesis, immunohistochemical
and ultrastructural changes in the renal parenchyma. Here we present a clinical case of a 16-year-old
girl who had proteinuria when she 2.5 years old. She was diagnosed with chronic membranoproliferative
glomerulonephritis with light microscopy at the age of 13. However, with later nephrobiopsy performed
in our clinic with the use of a three-component morphological study allowed us to establish a rare histological
manifestation of the disease, fibronectin glomerulopathy. Glomerulopathy with fibronectin deposits is a
rare hereditary kidney disease, characterized by extensive deposition of fibronectin in the glomeruli,
especially in mesangial regions and subendothelial zones. Refers to the group of glomerulopathies with the
formation of microfibrils. Differential diagnosis between the fibrillary and immunotactoid glomerulopathies
is necessary. The combination of electron microscopy and immunohistochemical data makes it possible
to clarify the nature of the damage of renal tissue. So far, there are reliable methods for treatment of
fibronectin glomerulopathy. The disease was reported as slowly progressing, leading to kidney failure

in the most cases.

Key words: membranoproliferative glomernlonephritis, fibronectin and fibrillar | immunotactoid glomernlopathies

BBeaenue

Membpano-mpoAudepaTHBHBIE TAOMEPYAOHEDPHT
(MITTH) — mopdoArorudaeckuii marrepH, 0ObeARHAIO-
LU TPYIITY TAOMEPYAOIATHH, HMCIOIIHX CXOAHVIO
MOP(MOAOTHYECKYIO KAPTHHY IIPH CBETOBOH MHKPOCKO-
IIUH, HO PA3AMYAFOIINXCS 110 STHOAOIUH, IIATOICHESY,
I/IMMYHOTI/ICTOXI/IMI/I"ICCKI/IM n yApraCprKTyprIM H3ME-
HEHMAM [T0YCYHON IapeHxuMsbL. AaHHYI0 MOpdoAormye-
CKyEO POPMY MOKHO PaCCMATPUBATH KaK BECHMA HEOAHO-
POAHYTO rpyrry 3a00AeBaHui. CPEAH TATOrCHETUICCKIX
MEXaHU3MOB BEIACAAIOT HIMMYHOKOMIIACKCHBIN BAPHAHT
passurua MIII'H, koMaemenT-3aBHCHMBIH, 0OYCAOB-
ACHHBIH AHOO AUCYHKIIIEH CHCTEMBI KOMIIACMEHTA —
"GOAE3HB ITAOTHBIX ACHIO3UTOB", ANOO YPE3MEPHON aK-
THBAITHCH CHCTEMBI KOMITAeMeHTA. OAHAKO BBIACAAIOT
TAK/KE UMMYHOTAOOYAHH- U KOMITACMEHT-HETATUBHBII
MIII'H, stnoAorneit KOTOPOTO ABAAETCA HEPBUIHOE
nopaxkerne spaoreanonntos (TMA, TTTI, A®C, cun-
APOM 3AOKAYCCTBCHHOM THIICPTCH3UH, PAANAITIOHHBII
HePUT, TAPAIIPOTCHHEMIH U AD), C IIOCACAYIOILCH pe-
naparusHoi $aszoil B popme IpoandepaTHBHEIX H3-
MEHEHUH B KAyOOuKe. [IpH 9AeKTpOHHOIT MUKPOCKOITHH
B OTHX CAYYaAX HE BBIBAAIOTCA 9AEKTPOHHO-IIAOTHBIC
Aerro3utsl [1].

Kananuecknii cayydaii

B oraeaenue medpoasorun Poccuiickoit aeTckoit
KAMHHYECKOH OOABHHIIBI IIOCTYIIHAA ACBOYKA 16 Aer
C AMATHO30M XPOHIYCCKIUI raoMepyaoHedpuTt, Mopdo-
Aorggecku — MeMOpano-rpoaudeparuBubi. Co cAOB
pPOAnTEAEH, HACAEACTBEHHOCTD 110 IIATOAOTUH ITOYEK
B CEMbC HE OTATOIIICHA.

W3 amamuesa 3a00AeBaHUA U3BECTHO, UTO B 2,5 TOA2
IIEPCHECAA ABYXCTOPOHHIOIO ITHEBMOHUIO, IIOCAC 9ErO
B OOINNX aHAAU3AX MOYN IIEPUOANYECKH CTAAd (DHKCH-
posarbcst MusuMaabHas npotennypus (0,3-0,5 r/A). [pu
IIAQHOBOM ODCAEAOBAHHE B Bo3pacte 13 Aer m3oAupo-
BarHas potenaypust Ao 1,5 r/cyr. ITo mecty sureabcrsa

HpoBeAcHA He(PPOOUOIICHS C THCTOAOTHYECKIM UCCAC-
AoBaHreM HePOOHOIITATA, IO PE3YABTATAM KOTOPOI
BEIIBACH MEMOPAHOIPOAUQEPATUBHEIR TAOMEPYAO-
medpur. Ha ocroBannm ycraHoBAeHHON MOpdOAO-
rugeckoil opMBI TAOMEPYAOHEDPHUTA ACBOUKE OBIAA
HA3HAYCHA IMMYHOCYIIPECCHBHAS TEPAIHA: COYCTAHNE
CTEPOHAOB C IIITOCTATHKAMHE (IIKAO(OChHAMUA); aHTH-
arperanTHas, HeDPOIPOTEKTHBHAS X CHMITTOMATHYCCKASA
tepanus. B aaapHelimem Bcaeactsre HeapeKTHBHO-
CTH IIPOBEACHHOTO ACYCHHA B TEPAIIHIO OBIA AODABACH
nperapat MaiihopTuk (MHUKO(EHOAOBAS KHCAOTA) B AO3€E
1260 mr/cyr. Oanako Ha pone npuema matidopTua co-
XPaHAAACH AKTUBHOCTH OCHOBHOIO 3200AEBAHMSA 1 DOAee
TOrO, ACBOYKA KAAOBAAACH HA VXYAILICHUE ODIIEro co-
MATHYCCKOTO COCTOSHIS.

[Tpy OCTyIACHHE COCTOSHIE ACBOYKH PACLICHUBA-
AOCB KaK OTHOCHTEABHO JAOBACTBOPUTEABHOE, €€ POCT,
BEC, APTEPHAABHOE AABAECHHE cOCTaBAAAN 158 cm, 44 kr,
140/90 MM pT.CT., COOTBETCTBEHHO, CYyTOYHAS IIPOTCH-
aypust A0 811 mr/cyr, B 00mux aHaAu3ax Moan GeAOK
0,98-1,24 r/ A, n3amenenusie spurpouuTsl 1-3 B 11/3p.
Takke AeBOUKE IIPOBEACHBI OOIIHI U OHOXUMITIECKHI
AHAAU3BI KPOBH, KOATYAOIPAMMA — ITOKA3ATEAH B ITPEAC-
Aax pedpepecHBIX 3HAYCHUIH, B IMMyHOIPAMME — YPO-
Berb C3 u C4 KOMIIOHEHTOB KOMITAEMEHTA COCTABAAA
118 mr/aa (N 79-152 mr/an) 1 25 mr/a (N 10-25 mr/an),
COOTBETCTBEHHO. B mporenHOrpaMMe OTMEIaAUCH TIO-
BBILIICHIC 0,-TAOOYAHHA (14%) 1 rumorammaraobyan-
memus (10%). Yposers CK® o dpopmyae HlBapra —
130 ma/vmE/ 1,73 M2, V3 nogek — 6e3 matoAornm.

AeBOUKe IIPOU3BEACHA ITOBTOPHAS IIYHKIIHOHHAS
He(POOHOIICHA € IIOCACAVIOIIUM MOPQOAOTHYECKIM
HCCACAOBAHMEM OHOITATA (CBETOBAA MHKDPOCKOIIHA,
HIMMYHOTHCTOXUMHIYECKOE HCCACAOBAHUE, IACKTPOH-
Hag MuKkpockorus). [To AaHHBIM CBETOBOM MHUKPOCKO-
[IMU U UMMYHOTUCTOXUMUM: B IIPEACAAX HCCACAOBAH-
HOro Marepuasa kapruHa AU @y3HOI AOOYALIpHON
TAOMEPYAOIATHH C MACCHUBHBIMH ME3aHIHAAbHBIMH
1 CyOOHAOTEAHAABHBIME (DYKCHUHO(PUABHBIMU ACIIO-
suramu. VIMmyHOMDAIOOpPECIIEHTHOE HCCACAOBAHHE
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Puc. 1. Aanssre cBeroBoii (yBeandenue 1:400) 1 5AeKTPOHHOM MUKPOCKOIIAN

A — KAYOOUKH BBIPAKEHHO YBCAHYCHBI B PA3MEPAX, HMCIOT AOABYATBII BUA 32 CIET PE3KOTO PACIIHPEHIS
PAS-I03UTHBHOTO ME3aHTHAABHOTO MATPUKCA C MCHEE BEIPAKCHHOI ME3AHIHAABHON IHITEPKACTOUHOCTBIO.
CreHKN KAIMAAAPHBIX IIETEAD BBIPAKEHO YTOAIICHEL B — mmpu okpacke Tpuxpomom 110 Maccony
B ME3AHIUN 1 CYOIHAOTEANAABHO OITPEACASIOTCA KPYITHEIEC (PYKCHHOMDUABHEIC ACTTO3HTEL
B — Gpubpuanbl, HECKOABKO CXOAHBIE ¢ aMHAOUAHBIMEL. YBeA. 75000.

T — saemcras crpykTypa otaoxerni hudpuaa. Veea. 18000.

Fig. 1. Light and electron microscopy data

A — glomeruli are markedly enlarged in size, have a lobate appearance due to a sharp expansion
of the PAS-positive mesangial matrix with less pronounced mesangial hypercellularity. The walls of the
capillary loops are thickened, without reliable two-contouring, PAS-positive. B — when coloring with Masson
trichrome in mesangium and subendothelial large fuchsinophilic deposits are determined.
C — fibrils, somewhat similar to amyloid. X75000. D — cell structure of fibril deposits. x18000.

nedpobuornrtara 6p1a0 HeratuubM (IgA, IgM, 1gG, C3,
Clq, Kappa, Lambda, Fibrinogen — orpuriareapno). Or-
MEYAFOTCA TAKEABIE HHCYAATUBHBIC H3MEHEHNUA APTEPUOA
110 TUITY TUIIEPTOHIIECKOTO apTepHOAOTHaAnHo3a. [1pn
3AEKTPOHHON MHKPOCKOIIHH B KAYOOUKAX ITapaMe3aH-
THAABHBIC 30HBI 3AITOAHCHBI MACCUBHBIMH ACITO3UTAMHU
AOBOABHO BBICOKOH 9AEKTPOHHON IMAOTHOCTH. Aero-
3UTBI COCTOAT U3 KOPOTKUX HPAMBIX (PHOPUAA, HA IIO-
HIEPEYHBIX CPE3aX OTUETAUBOTO IIPOCBETACHHUA B IICHTPE
(XapakTepHO AA MUKPOTPYOOHUEK) HE IIPOCMATPUBAECTCH,
KAK U OTYCTAUBOMN IOIEPEIHON HcuepueHHOCTH. ToA-
mHa huOpUAA KoaebAeTca oT 8 A0 12 HM (TpomMeps
3aTPYAHEHBI B CBA3H C MAABIMU pazmepamn). Mukpodu-
OpPHAABL OOPA3YIOT PASHOHAIPABACHHBIC YUK, B CBA3H
C YEM B HEKOTOPBIX MECTAX HA MAAOM YBEANYECHHI ACIIO-
3UTHI IMEFOT AYEHCTYEO CTPYKTYPY (pHc. 1). ITo AammbIM
9ACKTPOHHOM MHKPOCKOIINH: KAPTUHA COOTBETCTBYET
IAOMEPYAOIIATHH C OPraHH30BAHHBIME AEIIO3UTAMH.
[To yApTpacTpyKTypHEIM IpH3HaKAM (GUOPHAAAPHEIE
OTAOKEHHA HANMOOAEE CXOAHBIMH C TAKOBBHIMH IIPH
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(bubpUAAIPHOIL/ IMMYHOTAKTOHMAHON 1 (PUOPOHEKTH-
HOBOII HedpoaTun.

Takum 0Opa3oM, HA OCHOBAHHM AQHHBIX CBETOBOM
MUKPOCKOIIMH, IMMYHOTHCTOXHMHYECKOIO HCCACAO-
BAHNA U SACKTPOHHON MHKPOCKOIINHU Y ACBOYKH OBIAA
IpeAnoAoxeHa puOpoHeKTHHOBaA HedpomaTus (co-
JyeTanue AOOYAApHON Hedpomarin, PAS-iosuTnBHOIO
ME3aHTHAABHOTO MATPHKCA, UIMMYHOHETATHBHAA HM-
MYHOTHCTOXHMHA H HAAUYHE ACIIO3UTOB, COCTOAIHIX
u3 puOPHAA 11O AAHHBIM SACKTPOHHON MHKPOCKOIIHN).

Auckyccus

B mpeAcTaBACHHOM CAyYae y HAIMEHTKH AeOOT
rAOMepyAOHePUTA C H30AMPOBAHHOM IIPOTEHHYPHN
OTMEYAACH B BO3PACTE 2,5 A€T II0CAE IIEPEHECEHHOI ABY-
croponneii maesMornn. Haarare nadeximm kak Tpur-
repa MAM IPUYNHBI TAOMEpPYAOHEMprTa HAOAFOAAETCH
AOCTATOYHO YaCTO, OAHAKO CTOAb AATCHTHOE TEYCHHE
3aDOAEBAHMS HE COBCEM YKAAABIBAAOCH B KAFHITICCKIC
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XapaKTEPUCTHKN HAHOIIATHYECKOTO H, TeM OOAee, 110~
cruadexnnonnoro Hedpura. boaee Toro, odparmaa
Ha ce0A BHIMAHNE XaPaKTep MOYEBOTO CHHAPOMA, IIPO-
ABAAIOIINICA B BUAE H30AUPOBAHHON IIPOTEHHYPUH,
9TO MOKET OBITh MAPKEPOM y AETEH HE TOABKO BOCIIA-
AGHUA, HO M AUCIIAA3HN IIOYEK. Tem He MeHee, B TeUecHHe
10 AeT y AeBOUKH COXPAHAAACH M HOCHAA HAPACTAFOIIIHIH
XapakTep HPOTEHHYPHA, UTO U IIOCAYKHAO IIOBOAOM AAS
IIPOBEACHHA TIOAHOTO HE(PPOAOTHYECKOTO OOCAEAOBA-
HEA, BKAFOYAFOIIIETO TAK/KE IPOBEACHHE HeDPOOHOIICHI
C THCTOAOTHYCCKUM HCCACAOBaHHEM Hedpobuomrara.
Ha ocHoBanum moAy4EHHOTO 3aKAIOYEHNA THCTOAOTH-
9YECKOTO MCCAEGAOBAHUSA B BUAEC HAAHYUSA Y IAIINEHTKH
MeMOPaHOIIPOAUGEPATUBHOIO TAOMEPYAOHEPPHUTA,
110 AAHHBIM CBETOBOH MHKPOCKOIIHH, OOABHOI OBIAQ
HA3HAYEHA UMMYHOCYIIPECCHBHAA TEPAIINA, KOTOPAS
okazarock HeaddekTusroM. boaee Toro, ma done
IIpHUEMa IMMYHOCYIIPECCAHTOB OTMEYAAOCh YXYAIIIEHHE
OOIIEro COMATUIECKOTO COCTOAHMA: ¥ ACBOYKH OTMEYa-
AHICh CAADOCTD, IIAOXOH aIIEeTHT, OBICTPOE YTOMACHHE.
[TosropHas HedpOOHOIICHSA € PACIIHPEHHEIM THCTOAO-
THYECKIM HCCACAOBAHUEM, BKAFOUAIOIIAA B CeOA, HAPAAY
CO CBETOBOM MHKPOCKOIHEH, IMMYHOIICTOXIMITIECKYIO
T 9AEKTPOHHYIO MAKPOCKOIIHIO ITO3BOAMAO OOHAPYAKUTH
MCTUHHYIO IIPHINHY MOYEBOTO CHHAPOMA H OTKA3AThCA
OT UMMYHOCYIIPECCHBHI TEPAIIHH.

DUOPOHEKTUHOBAA TAOMEPYAOIIATHA — 9TO PEAKOE
3a00AEBAHNE C HEAOCTATOYHO H3yIEHHBIMU 3THOAOTHEH
u maroreresoM |2, 3]. B 1980 r. Burgin M. u coasr. omu-
CAAM CEMENHBIN CAy4Iail He(DpOITaTHIH, IIPOSBAAIOITIXCA
B 3pEAOM BO3PACTE IIPOTEUHYPHEH 1 FEMATYPHEI CO CXOA-
HBIMH MOP(DOAOTHIECKUMI N3MEHEHUAME XapaKTepU3y-
FOITIECH CYOIHAOTEAHAABHBIM, TPAHCMEMOPAHHBIM 1 Me-
3QHTHAABHBEIM OTAOKEHNEM (PHOPHAAAPHBIX CTPYKIYP,
BHAHMBIX C IIOMOIIIBIO 9ACKTPOHHON MUKPOCKOIIHN [4].
B mocaeayrortiem Strom E.H. i1 coaropsr nepecmoTpean
AQHHEBIE ITOYEYHON T'MCTOAOTHI B CEMEHCTBE, OITMCAH-
uyro Burgin i coaBT. B ME3aHTHAABHOM U CYOIHAOTEAH-
AABHOM IIPOCTPAHCTBAX OBIAM BEIAGACHBI OAHOPOAHEBIE
PAS-110A0KHTEABHBIE OTAOKEHISA, KOTOPBIE IIPOABAAAL
CHABHYIO HMMYHOPEAKTHBHOCTD K (hHOpoHEKTHHY [5].
DAEKTPOHHAS MUKPOCKOIIHSA U3 2 00PA3IIOB ITOKA32Ad
KOH(AIOCHTHBIE YIaCTKH (DHOPUAA C AnameTpom ot 14
A0 16 HM BO BHYTPHUMBIIIIEYHBIX H CYOIITHTEAHAABHBIX
obaactax. Dtu (PUOPUAAAPHEIE OTAOKEHUSA HE COOTBET-
CTBOBAAU AMUAOHAY, TAKAKE U HE OBIAO BBIABACHO OT-
AOKEHHUA HMMYHOTAOOYAHHOB. Mazzucco G. u coasr.
OITHNCAAU HTAABSHCKYIO CEMBIO (MATh 1 AOYb) C MEAACHHO
IIPOTPECCUPYIOITHM HEPPOTHIECKUM CHHAPOMOM [6].
[TpoTemnypns ObiAa BIepBEIE OOHAPYAKEHA B BO3PACTE
25 u 11 aert, cootBeTCcTBeHHO. [ ICTOAOTITYECKOE HICCAE-
AOBaHIH He(POOHOIITATOB OOEUX IAIMEHTOK OOHAPY-
KHAO CXOAHBIE TAOMEPYASPHBEIE H3MEHEHNS, BKAIOYASA
3aMETHOE PACIIHPEHHE ME3AHTHAABHOTO MATPHKCA, He-
PEryAfpHOe yTOAIIEHIE 0a3aAbHOI MEMOPAHDBI 1 HAAN-
1€ ME3AHIUAABHBIX 1 CYOHAOTEANAABHBIX OTAOKEHHIH.
DAEKTPOHHAA MHKPOCKOITHSA BBIABUAA KPYITHEIE TAOMEPY-
AIPHBIE SACKTPOHOIAOTHBIE OTAOMKEHHSA, COACPKAIIINE
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12-am dpubpuassr. B 1995 roay Assmann KJ ¢ coasr.
IIOKA3AAH HAAMYIHE OOIIMPHBIX OTAOKEHUH B ME3AHTHI
1 CYOSHAOTEAMAABHOM IIPOCTPAHCTBE C CUABHOMN HMMYH-
HOH PEaKTHBHOCTBIO K (DHOPOHEKTHHY y OTIIA ¥ ChIHA
C IIPOTEUHYpHEH (Y OTHA IPOTEHHYPHUA U APTEPHAAD-
Hasl THIICPTOHHA OBIAU BbIABACHSEL B 30-AcTHEM BO3pacTe,
y coiaa nporennypud B 18 aer) [7]. Ouu HasBaan Go-
Ae3HB "ceMeHBIM TAOMEpPyAOHEPPUTOM ¢ (PHOPOHEK-
TUHOBBIMU OTAOKEHIAME'" . BIlocAeACTBIM B AETEpaType
HOSBUANCH OIIMCAHUA APYTUX IIOAOOHBIX CAYYAEB B Pa3-
HBIX BO3PACTHHIX KaTeropusax — ot 3 Ao 88 aer. Niimi K.
1 COABT. COOOIIMA O 3-A€THEM AITOHCKOM MAABYHKE
C IPOTEUHYPHEI, MHKPOTEMATYPHEH U IMIICPTOHUCEH,
C COXPAHHOM ITOYEYHOH (PYHKIUEH, C OTAOKCHUAMH
¢ubponekTHHa 110 AaHHBIM Onoricuu [8].

CoBpeMeHHEIE HCCACAOBAHHA AOKA3BIBAIOT, UTO
AQHHOE 3200AEBAHIE TCHETHYECKU-TETEPOrEHHOE C ay-
TOCOMHO-AOMHHAHTHBIM THIIOM HACACAOBAHIA, OAHAKO
OIIMCAHBL TaKKe criopaaudeckue cay4dan [9]. B 1998 r.
Vollmer M. 1 cOaBT. y AIIHEHTOB C TAOMEPYAOIIATHCH Ha-
OAroaaeMbIx Burgin m coaBT. 0OHAPYKIAM CBA3D C TEHOM
GFNDT pacroaoxennon B xpomocome 1q32 [10].
B 2008 roay Castelletti F. i coasr. obHapyxuAn cpasb
dubponexrunoBOM raomepyromaruu ¢ reaom FNT
Ha xpomocome 2q34. BeBACHHbBIE MICCEHC-MyTaIIUN
W1925R, L.1974R u Y973C orBeuasn 3a obaactu du-
OpOHEKTHHA, KOTOPhIE HIPAIOT KAIOYEBYIO POAB B (pH-
Opuasorenese u B3auMoAercTBun KaeTok [11]. Takum
00pa3oM, B HACTOAIIIEE BPeMsA U3BECTHO HAAMINE MyTa-
LUK B ABYX T€HAX C ayTOCOMHO-AOMHHAHTHBIM THIIOM
IIEPEAAYIH OTBETCTBEHHBIX 32 Pa3BUTHE PUOPOHEKTHHO-
Boi Hedpponarun. OTAHIHTEABHOH OCOOCHHOCTD 9THUX
ABYX MYTAIlH# ABAfeTCA pasMep (DHOPOHEKTHHOBBIX
dubpuaa. V marmentos ¢ myranueii B reae GEFNDT
¢ubponerknnOoBBIE HUOPHAABL AOCTHTAIOT 16-18HM,
TorAa Kak npu myranun reae FINT pasmep dpubpuaa
He 6oaee 12 HMm.

DOHUOPOHEKTUH — 5TO AATE3UBHBIIN, MHOTOMDYHKITHO-
HAABHBIH BBICOKOMOACKYAAPHBINA TAUKOIIPOTCHH, yda-
CTBYIOIIHI B PA3AMYIHBIX (DH3HOAOTHYECKHIX HPOIIECCaX,
TAKHX KAK MUTPALIHA KACTOK, AATC3HS, PETYAALINA KACTOY-
HOTO IIMKAA 1 AE@EPEHITIPOBKA KACTOK, CBA3BIBAHIE
renapuHa, B3aUMOACHCTBHE KAETOK YEPE3 MHTETPHHEL
DYHKIIHOHAABHBIC HCCACAOBAHIA IIOKA3AAH TP AAHHBIX
MyTAIHAX OOAeE HU3KOE CBA3BIBAHICE (DHOPOHEKTHHA
C IeIapHHOM, SHAOTEAUAABHBIMU KACTKAMH H ITOAOIIN-
TAMH, ITO IIPUBOAHT K HAPYIIEHHIO PEOPTAHH3AIIHIO ITH-
TOCKEAETA S9HAOTEAHAABHBIX KACTOK H IIOAOLINTOB [12].

Kaunmaeckumu mposBAeHEAME (huOPOHEKTHHOBOI
IAOMEPYAOIIATHH ABAAFOTCA IPOTEHHYPHUS, MUKPOTEMa-
Typus, apTEPUAABHAA TUIIEPTCH3NUA U ITOYCTHAA HEAO-
CTATOYHOCTD, B PAAE CAYIAEB C TEHACHITHEH K OBICTPOMY
mporpeccuposanuio [13]. ITo aarHEBIM 3apyOeKHOIN AH-
TEPATYPHI, BCTPEUAETCA § B3POCABIX HAIIMEHTOB IIPH-
O0AmsureAbHO B 1% BCcexX AMATHOCTUYECKUX OMOIICHUN
novex. AuddepeHnnasbHpIil AMArHO3 MACCHBHBIX (-
OPHAAIPHBIX OTAOKEHHIH CACAYET IIPOBOAUTD C AMH-
AOHAO30M, KDHOTAOOYANHEMUEH, ITapaIIpOTEnHEMUCH,
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Habnionetus 13 npaktvku

HIMMYHOTAKTOHAHOIH rAOMepyAoatuei u huOpuAAip-
HBIM rAaoMepyAoHedpuToM. OTpuriareAbHAs OKpacKa
KoHro-KkpacHBIM HCKAIOYAET AMHAOHMAO3, XAOTHIHAS
opuenTarus (GUOPHAA U HEraTHBHAS HMMYHOIHCTOXH-
Myl HeDpOOHOIITaTa HE TUIIIMYHA AAS IMMYHHOTAKTO-
HAHOMN FAOMEPYAOILIATHH U KPHOTAO-OyAnHeMun |2, 14].

Arst GHOPOHEKTUHOBON IAOMEPYAOIIATUH HE Pas3-
pPabOTAHBI CTAHAAPTHBIE IIPOTOKOABI CIIEIINPUIECKOH
Tepanun. B HacTosmee Bpema MEAMKAMEHTO3HOE BO3-
ACHCTBHE HAIIEACHO HA PEHOIIPOTEKIINIO U AaHTHIIPOTE-
HMHYPHYECKOE, AHTUTUIIEPTEH3NBHOE Bo3AcHcTBue [14].

IIporao3 AAaHHOM ITATOAOTHH TOYHO OIPEACAHTDH
HE IIPEACTABAACTCA BO3MOKHBIM B CBA3H C OTCYTCTBUEM
"HCTOPUUECKOTO KOHTPOAA" HMALMEHTOB C AAHHOM
ITATOAOTHEI.

B mamrem cayuae maamaue huOpuaA pasmepom ot 8
A0 12 HM, IpeAlToAaraeT ayroCOMHO-AOMUHAHTHYIO (-
OpOHEKTHHOBYIO HEPPOIIATHIO C MyTarrei B rere FINT.
OAHAKO MBI HE BHIABUAM HACACACTBEHHYIO OTATOIIEH-
HOCTB, YTO IIPEAIIOAAraeT ANOO HAAMYHE CIIOPAAU-
YECKOTO CAy4Yas, AMDO HEAOCTATOYHOE ODCAEAOBAHNIE
Y POAUTEACH.

3akAroueHue

Ha ceroansmamii Aeep MOpdoAOrIUecKas XapaKTe-
PHCTHKA TAOMEPYAOIIATHIA HIMEET OUEHb BAKHOE 3HAYE-
HHE, T.K. IMEHHO OHA UTPAET PEIIAFOIIYIO POAD B OTIpE-
ACACHHH AAABHEHIITEH TaKTHKN BeAcHuUA. [ [puBeAeHHBII
KAMHIYIECKHH CAyYail HAAIOCTPHPYET HEOOXOAUMOCTD
TPEXKOMIIOHEHTHOTO ITOAXOAA K MOPOAOTIIECKOMY
00CAEAOBAHIIO (CBETOBAA MHKPOCKOIIUS, HMMYHOTH-
CTOXHMHYECKOE NCCACAOBAHME, IACKTPOHHAA MHKPO-
CKOIINA), KOTOPBII ITO3BOAAET AACKBATHO OIICHHTH II1a-
TOAOTHYECKHH ITPOIIECC, ITPOUCXOAAITHI B TKAHH ITOYCK,
IIPUHATD PEIIEHIE O HEOOXOAMMOCTH HMMYHOCYITPEC-
CHBHOH Tepartvm. AaHHBIT CAYYAH ITO3BOAAET CACAATDH
BBIBOA, YTO ITOA MaCKOH MEMOpPaHOIIPOAN(EPATUBHOTO
IAOMEPYAOHE(DPHTA MOKET CKPBIBATHCA PEAKAA TEHETH-
YECKH-ACTEPMUHUPOBAHHASA ITATOAOTHA C HEBOCIAAH-
TEABHBIM XaPaKTEPOM ITOBPEKACHHUA, AAf PACIIO3HABA-
HHA KOTOPOH HEOOXOAMMO 00f3aTEABHOE IIPOBEACHNIE
aAeKTpOHHOI Mukpockormu. Heobxoanmocts dopmu-
POBAHIA Y KAUHUIIICTOB-HE(PPOAOTOB "HACTPOCHHOCTH
Ha 9TOT AHATHO3 OYEBHAHA, OCOOCHHO IIPH IIEPBUYHOM
00CAEAOBAHNH ITAIIUEHTA, Y KOTOPOTO ITOPAKEHNE IIOYEK
AEOIOTHPYET C HePPOTUIECKIM CHHAPOMOM, COYETAIO-
IIUMCA C TEMATYPHEN U TTOYEIHON HEAOCTATOIHOCTDIO.

Asmopot ne umerom Konpauxma unmepecos
The authors declare no conflict of interests
Crmcox AuTeparypsr
1. Cwmupros A.B., Aobponpasos B.A., Cunoscxuii B.I,

Tpogpunierxo V.1, I luporcros H1.A., Karoxos H.1"., Aebedes K. .

Kannwmyeckue pPEKOMCHAAMHU IIO AHMATHOCTHKC, ACYCHHIO

328 Hedponorua n guanms - T. 20, N2 3 2018

1 ITPOTHO3Y MeMOPAHOIPOAN(EPATHBHOTO TAOMEPYAOHEDPHTA.
Hedponorma 2014; T.18: 82-93.

Smirnov AV, Dobronravoy 1A, Sipovsky VG, Trofi-
menko 11, Pirozhkov LA, Kaynkov I1G, Lebedev KI. Klinicheskie
rekomendacii po diagnostike, lecheniu I prognozu membrano-
prolifeativnogo glomerulonephrita. Nephrologia 2014; T.18;
82-93.

2. Rosenstock J.1., Markowitz G.S., Valeri A.M., Sacchi G.,
Appel G.B., D' Agati 1D, Fibrillary and immunotactoid glomeru-
lonephritis: Distinct entities with different clinical and pathologic
features. Kidney Int. 2003; 63(4):1450-1461.

3. Brady H.R. Fibrillary glomerulopathy (Nephrology
Forum). Kidney Int. 1998; 53(5):1421-1429.

4. Burgin, M., Hofmann, E., Reutter, F. W., Gurtler, B. A.,
Matter, L., Briner, ]., Gloor, F. Familial glomerulopathy with giant
fibrillar deposits. Virchows Arch. A Path. Anat. Histol. 1980; 388:
313-326.

5. Strom, E. H., Fanfi, G., Krapf, R., Abt, A. B., Mazzucco,
G., Monga, G., Gloor, I, Nemweiler, |., Riess, R., Stosiek, P, He-
bert, 1. A., Sedmak, D. D., Gudat, F., Mibatsch, M. ]. c: a newly
recognized heteditary disease. Kidney Int. 1995; 48: 163-170.

6. Mazzucco, G., Maran, E., Rollino, C., Monga, G. Glo-
merulonephritis with organized deposits: a mesangiopathic, not
immuno complex-mediated disease? Hum. Path. 1992; 23: 63-68.

7. Assmann, K. |. M., Koene, R. A. P, Werzels, ]. F. M.
Familial glomerulonephritis characterized by massive deposits of
fibronectin. Am. ]. Kidney Dis. 1995; 25: 781-791.

8. Ny, K., Tsuru, N., Uesugi, N., Takebayashi, S. Fibro-
nectin glomerulopathy with nephrotic syndrome in a 3-year-old
male. Pediat. Nephrol. 2002;17: 363-366.

9. Mandal SN, Shrivastava S, Piras R, Gowrishankar S. Fi-
bronectin glomerulopathy — A sporadic case with unusual clinical
manifestation. Saudi ] Kidney Dis Transpl. 2017; 28(6):1416-1420.

10. Vollmer, M., Krapf, R., Hildebrandt, F. Exclusion of
the uteroglobin gene as a candidate for fibronectin glomeru-
lopathy (GFND). (Letter) Nephrol. Dial. Transplant 1998; 13:
2417-2418.

11. Castelletti, ., Donadelli, R., Banterla, F., Hildebrandt, F.,
Zipfel, P. F, Bresin, E., Otto, E., Skerka, C., Renieri, A., Todeschini,
M., Caprioly, ., Caruso, M. R., Artuso, R., Remmnzzi, G., Noris, M.
Mutations in FN1 cause glomerulopathy with fibronectin deposits.
Proc. Nat. Acad. Sci. 2008; 105: 2538-2543.

12. Tuttle, S. E., Sharma, H. M., Bay, W., Hebert, .. A
Unique familial lobular glomerulopathy. Arch. Path. Lab. Med.:
1987; 726-731.

13. Cheng G, Wang Z, Yuan W, Dou' Y, Lin D, Xiao ], et al.
Fibronectin glomerulopathy in a 88 year old male with acute kid-
ney injury on chronic kidney disease: A case report and a review
of the literature. Nefrologia. 2017; 37:93-96.

14. Chen H, Bao H, Xu F, Zhu X, Zhu M, He Q, et al. Clini-
cal and morphological features of fibronectin glomerulopathy: A
report of ten patients from a single institution. Clin Nephrol 2015;
83: 93-99.

[ara nonyderms crasu: 02.05.2018
Jarta npursitns k newarn: 21.08.2018
Submitted: 02.05.2018

Accepted: 21.08.2018



Hexponor

Cepreii IBanoBuu Pab6os

C npuckopbuem coodmraem, aro 14.08.2018 roaa, Ha 88 roAy KH3HH CKOPOIIO-
CTH/KHO CKOHYAACH BEIAAFOIIIUICA POCCHHCKIN HE(DPOAOT, AOKTOP MEAHITHHCKIX HAYK,
npodeccop, uaeH-koppecionaeHT PAEH, 3acaymennsiii Acateap maykn PCPCP,
[Mowernsiit aooxTop I'Aanbekon meanmmackoin Akaaemun — Cepreii VsanoBuna Pacos.
Poauacsa Cepreit Msanosuu 26 mosdpa 1930 roaa 8 Canxr-IlerepOypre. Okonuus
B 1954 roay 1-it ACHHHFpaACKI/Iﬁ MEAHIIHCKINA HHCTUTYT M. akaA. VLIT. IlaBaosa
(abrae Cankr-IlerepOyprekuii rocyAapCTBEHHBI MEAUIIMHCKHI YHUBEPCHTET HM. 4KAA,
WL.IT. T1aBroBa), OH BCIO CBOIO JKH3HB ITOCBATHA OCCKOPBICTHOMY CAYKCHHIO alma
mater u meAunuae. Cepreit Misanosud — asrop 6oace 300 mayumsix pabor u 6oace 30
MOHOrpauii, HO AASl IOTOMKOB €TI0 JKH3HbB AYUIIIE BCEIO OYACT IOHATHOI C IIO3HIHML:
"CyauTe 0 HEX He IO CAOBaM HX, a 110 AeAam ux". Ceprest IBaHoBHYa 3HAAY HE TOABKO
KaK TAAAHTAHBOTO IIEAATOTa 1 YIEHOIO, HO M KaK OACCTSIIIEIO OPIaHH3aTOPA U YEAOBE-
Ka HEYEMHOI TPYAOCIIOCOOHOCTH, OH HEYCTAHHO PabOTAA AO IIOCACAHETO AHA KU3HM.

Cepreii VipanoBud oAnH 13 ApKuX mpeacraputTeAeii mkoAsl I'eoprus Gépoposrrda
AaHra, TPaAHILIIH KOTOPOIO OH CBATO 9YTHA. AO 3aINUTBI AOKTOPCKON AMCCEPTALIAH
Cepreii VIBaHOBHY 3aHHMAACA TEMATOAOTHEH ¥ IIEAATOTHKOM, 4 TIOCAE €€ YCITEITHON
sarmuTer B 1967 TOAy emMy HOpyYHAN OpraHu3oBath KadpeApy BHYTPEHHHX OOAC3HEH
cromatorormaeckoro daxyasrera 1 AMM, ¢ wem on Gaecrame crpasuacs. [Tapas-
AeapHO ¢ remaroporneii Cepreit VBaHoBud 3aHAACA IPOOAEMAMHE ACTOKCHKALIUH
(B TOM UHCAC U 9KCTPAKOPHOPAABHOI) H HUIIEMHYIECKON OOAC3HU CEPALIA, B PE3YABTA-
Te dero B AeHHHIpaae cTaA (DYHKIMOHIPOBATH HEPBBIHA LICHTP ACTOKCUKAIIOHHON TEPAIIUN U BTOPOU LIEHTP ACUCHIUA DOABHBIX
€ OCTpBEIM HH(APKTOM MHOKAPAL.

B 1970 roay pexropar 1 AMU npeasoxua Ceprero VBaHoBrudy 3aHfT AOAKHOCTD 3aBEAYIOIIEIO Ka(DEAPOIT IPOIICACBTIKI
BHYTPEHHIX DOAC3HEH, C TEM YCAOBHEM, YTOOBI OH PEOPraHU30BAA YUCOHBIN Iporecc Ha KadeApe U CO3AAA B TOPOAE HePPOAO-
THYECKYIO CAYKOY, UTO OBIAO 3aAYMAHO €O IIPEAIIIECTBEHHUKOM 1podreccopom Apaoabaom Skosaesnuaem Spormesckum. [To Boae
CYABOBI €MY IIPHIIIAOCEH C TOAOBO OKYHYTBCA B pabOTY IO PEAAN3AIINE MACIITAOHBIX IIAQHOB HHCTHTYTA U TOPOAA, HO OH HE CIIaCO-
BAA U C IHOCTABACHHBIME 3d8AA9AMH YCIICIITHO CIIPABUACSH, B HHCTHTYTE KADAUHAABHO OOHOBHAACH paboTa Kaheapa IIPOLIEACBTIKI
BHYTPCHHHX OOAC3HEI, a B /\CHUHIPAAC BOSHHKAA IIEPBas B CTPAHE CAHHAA HE(DPOAOTHIECKAS CAYHKOA TOPOAL. AAf PEaAU3ALIIN
rocraBAcHHBIX 32424 Cepreif VIBaHOBUY CIIAOTHA KOAACKTUB KahEAPBL, HAIAGAHA APYKECKHE OTHOLICHHS U IIPOAYKTHBHYIO TBOP-
YECKYIO pabOTy CO MHOTHMMHU OTEYECTBCHHBIMU U 3aPYOC/KHBIME YIECHBIMHI, COTPYAHUKI KaheAps! COpabOTHIYAAN ¢ HE(DPOAOTAME
Mockser, Aenunrpasa, Kuesa, Assosa, [paru, I'aanscka, Bepanna, Dpdypra. Muorne naunuanna Cepres Visarnosuda B Hedpo-
AOTHU MMEHH BBIPAKEHHYIO IPAKTUYECKYIO HAIPABACHHOCTb M B IIOCACAYIOIIEM OBIAH BHEAPEHBHI B paboTy HeppOAOTHIECKOHR
CAYKOBI I MEAHKO-COITHAABHOI SKCIIEPTH3BI CTPAHBL.

3aHUMAACh CTPOUTEABCTBOM HOBOIO HedpoAormaeckoro kopiryca, Cepreif FIBaHoBIY HaAYaA AKTHBHO CO3AABATH COBPEMEHHYIO
A2DOPATOPHO-KAUHIYECKYIO 023y HE(DPOAOTHH, B €M HEOLICHHMYIO YCAYIY €My OKa3bBaAH HEPOAOrH KahEAPEI M KAUHIKI aKa-
aemuka Esrerns MuxaiiroBuda Tapeesa, HHCTUTYTA TPAHCIAAHTOAOTHH, BO3TAAaBAsIeMOTo podeccopom Baaepuem MBanosndaem
[TymakoBssim, AabOpaTOpHst (DHZHOAOTHH ITOYEK U BOAHO-COACBOIO OOMEHA HHCTUTYTA 9BOAIOLIMOHHON (DH3HOAOTHH B AHIIE IIPO-
deccopa FOpnsa Bukroposmaa Harounsa. Beian cospansr Aa00patopusa KOMITAGKCHOTO (DYHKI[HOHAABHOTO HCCACAOBAHNIA TIOYCK;
OHOXHMITIECKAA ¥ KAMHHYECKas AaDOpaTOpHu; AaDOPATOPHUA CBETOBOH, NMMYHHO(AIOOPECIIEHTHON U 9ACKTPOHHON MHKPOCKO-
LMY OYEYHBIX OUOITATOB; OTACA PEHTICHOAOIMYECKOTO, YABTPA3BYKOBOIO H PAAHOU3OTOIIHOIO HCCACAOBAHHS IIOUYCK; AADOPATO-
pusl KAUHHYECKOH MMMYHOAOTHH; Aaboparopus oOMeHa jkeAesa U (pyHKuun sputpona. CO3AAHBI HAYYHBIC IPYIIIBL II0 HCCACAO-
BAHUIO HAPYIICHUH KaABLIHHA-(POCHOPHOTIO, YTACBOAHOIO I AHIIHAHOTO OOMEHA IIPY XPOHUUECKOIH IOYCTHOM HEAOCTATOIHOCTH;
paspaboTKe AMETHYECKOTO MHTAHNA i OE30€AKOBOTO XxAeha; 9HTEPO- 1 reMocopOIrm OoApHbI ¢ XITH; apekBaTHOCTH reMoAnaAns-
HOI TEPAITHN, KAYeCTBA KU3HN 1 PEAOMANTAIINI AHAAM3HBIX OOABHBIX.

B 1973 roAy B KAHHEKE OTKPBIAM OTACACHHE T€MOAMAAH3A CO CTPOIHM PASIPAHHYCHUCM HOTOKOB OOABHBIX C XPOHHYECKOH
1 OCTPOH [TOYEUHON HEAOCTATOUHOCTBIO, U Y HAIINEHTOB, HAYIIINM HA AHAAU3, CTAAH (POPMHPOBATH APTEPUOBEHO3HEIE (DUCTYABL.
Bpaun oTAeACHUSA TEMOANAAN3A OCBOMAN H CTAAM IPHMEHATH Ha IPAKTUKE METOAUKH FeMOAHA(DUABTPALUN U reMokapboepdy-
sun Ha otedectBeHHbX copberrax CKH. B 1977 roay mpukasom komurera 110 3ApaBOOXpaHEHHIO B ACHHHIPAAC YIPEKACH IIEp-
BBII B CTPAHE TOPOACKOI KOHCYABTATUBHBIM He(ppOAoquCKHf/i LEHTP € MEKPATOHHBIMI KAOMHETAMU B ITIOAUKAMHHUKAX TOpPOAA,
HePPOAOTH TOPOACKOTO HE(POIEHTPA B3AAH IOA HaOAOACHHE OoAce 50 ThIC. DOABHBIX, CTPAAAOIINX 3200ACBAHUAMI TIOUCK.
B 1983 roay mpu ropoackom HedporeHTpe cTara (DYHKIHOHIPOBATH OTOOPOUHAS KOMICCHSA ITO HAYAAY TEMOAHAAN3A Y OOABHBIX
¢ XITH. B o710 7K€ Bpems BCTYIIHA B CTPOI HOBBIH HE(POAOITMHUECKHIT KOPIYC C ABYMA OTACACHUAME HE(POAOIUH, BCEMH HEOOXO-
AUMBIME A20OPATOPHAMH, OCHAIIEHHBIMU COBPEMEHHBIM 0OOpyAOBaHUEM, 2 OoAbHBIE ¢ XITH crasu moAydars OnkapOOHATHBIIH re-
mMoAuan3. C OTKpbITHEM HE)POAOIHYECKOIO KOPIIYCa U LEHTPa aMOYAATOPHOH He)POAOTHU B TOPOAC KAPAUHAABHO H3MEHHAOCH
AedcHne He)POAOTHUECCKIX OOABHBIX, 9Ta BBICOKOCIICLINAAM3UPOBAHHAS MCAULIMHCKAS IIOMOIIb CTAAd PEAABHO AOCTYIIHA AASL €TI0
HaceAcHus. CTAAM AKTHBHO ITPUMEHATHCSH METOAHKE HMMYHHOCYIIPECCUBHON TEPAIIMH TAOMEPYASPHBIX TOPAKCHIE ITOYCK.

B 1996 roay Cepreii VIBaHOBIY BO3TAABHA IIEPBBII OTKPHITHI B CTPAHE HAYIHO-NCCACAOBATEABCKUI HHCTHTYT HE(DPOAOIUH,
a B 1997 rOAY OH CTaA TAQBHBIM PEAAKTOPOM HOBOTO kypHasa "Hedpoaorus". Cepreit VBaHOBIY yACASIA AOAKHOE BHIMAHIE Ha-
VYHBIM HCCACAOBAHUAM, IIPOBOAUMBIM Ha Kadpeape. [ToA ero pykoBoACTBOM OBIAO 3arHIeHO 84 KAHAHAATCKEX B 15 AOKTOpCKHX
auccepranui. OH MHOTHE TOABI OBIA IIPEACEAATEACM YIEHOIO COBETA MHCTHTYTA IO 3AIIUTE AOKTOPCKUX AUCCEPTALIMIL.

Cobonaesnys cempe Cepres MBaHOBHYA, €r0 MHOTOYHCACHHBIC YUCHUKH OTAAIOT AAHb YBAKCHHSA CBOCMY YIUTECAIO H TOBOPST:
"MBI BBIXOAITBI M3 IITKOABI BEAHKOTO Heq)pOAOFa Ceprea Banosrraa Pabosa, Mbr OYAEM UTHTH €0 IAMATH U MHOKHTD €0 AY9IIIHE
HaunHaHms'.

Koaaekrus zedpororos Caukr-ITerepbypra
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KaroueBbie BOpocel HEPOAOTH, TEPAIIEBTHI, IEAHATPEI, < 15.10.2018
7 | AMArHOCTUKH U ACYEHUA TIK ypOoAOIH, Bpadl Ae4eOHOTO IPOdHUALA
o o 27.10.2018
0oAe3HEN TTOUEK AITY
1K (apepoiBrcToe Hedpoaoru, tepanesrsl, Bpadan
8 Kananaeckas mopgoaorus IIPOBEACHHE ITHKAA: aegedroro pocpuan AITY, meanmarper, | ¢ 20.03.2018
0oAe3HEN mo4YeK 2 pasa B MecII, BPAYH CIICIUAABHOCTH "maroaormaeckas | mo 20.10.2018
6 yacos B Aeub Nel2) araTomus"
AMaAu3HBIE METOABI
3aMECTUTEABHOM II0YeYHOH ITK (AASL cpeAHETO MeA. c12.11.2018
9 . CECTPHHCKOE ACAO
TepaInuy IIPU XPOHUIECKOM IIEPCOHAAR) o 08.12.2018
00A€3HU IIOYEK 5 cTraauu
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KocrHo-MuHEpaAbHBIE
HEe(PPOAOTH, TEPAIIEBTHL, IIEAUATPHI,
10 | HAPYIICHIUA IPK IK YPOAOTH, BpaduH Ae4eOHOIO IIPOdHAL ¢ 02.04.2018
XPOHHYECKOI 60Ae3HU o 07.04.2018
NIV, aAOKpHHOAOTT
ouex
E;CTizg;ﬂHﬁpiAmee HePPOAOTH, TEPATIEBTHI, IEAHATPHI, 26.11.2018
11 Py Hp [IK YPOAOTH, BPaduH A€4eOHOIO IIPOPHAA cevdl
XPOHUYIECKOI 60Ae3HH ATTY. 5EAOKDHHOAGL mo 01.12.2018
Houex » SHAOKPHHO!
T'aomepyronedpursr:: HePOAOTH, TEPAIEBTHI, IEAUATPEL, © 26.03.2018
12 | akTyaspHBIE BOIIPOCHI IK ypOAOTH, BpaduH A€4eOHOIO IIPOMHAL A
mo 31.03.2018
AMATHOCTUKU U ACUEHUA AITY
T'aomepysoneppursL: HePPOAOTH, TEPAIIEBTHL, IIEAUATPE, ¢19.11.2018
13 | akTyaspHEIE BOIIPOCHI [1K YPOAOTH, BpadH A€4eOHOTO IIPOHIAA o 24.“"201 g
AMATHOCTUKU U A€YEHUA AITY

Beero: mukaos — 13, B T.4. ceprrduKannoHHbX — 3

ITo 3asBkam Kadpeapa OpraHu3yeT BBIE3AHBIE ITUKABI B ACUCOHBIX VIPEKACHUAX TOPOAOB Poccnn, TemaTuka,
CPOKHU M IIPOAOAKUTEABHOCTH KOTOPBIX ITAAHUPYIOTCA 110 COTAACOBAHMIO C IIPHUTAAIIIAIOIIEN CTOPOHOI.

Kadeapa nposoanT HEPBUYHYIO CHEITUAAU3AIIAIO 110 HE(DPPOAOTHH B PAMKAX:

1) oOydenms B opAnHaTYypE B TedeHHE 2 ACT (IIOCAE€ OKOHYAHHUA HHTEPHATYPHI 110 TEPAIINU AU IPH HAAMYIHN
cTaKa PabOTHI IO TEPAITMH HE MEHee | TOAa;

2) mukaa IpoeCCHOHAABHOH IIEPEIIOATOTOBKH IIPOAOAKHTEABHOCTBIO 3,5 Mecdla, (IIOCAEC OKOHYAHISA
HIHTEPHATYPBl HAH OPAHHATYPEL IO TEPAIINH, IICAHATPHI, XUPYPIUH, AHCCTE3MOAOIUU-PCAHIMATOAOIUH,
ypoAOrum).

Obyuenue spauesi AITY cucmemvr Munucmepcmea 30pasooxpanenns i coyuarbrozo pazsumus becniamnoe.
1o oxonuanuu yuxi06 8610a10mcst QOKYMERMBL 20CY0APCIMBEHHO20 00pa3YA.

3aaBku Ha 00yueHHEe (BKAIOUAsA BBIE3AHBIC IIMKABI) IPUHUMAIOTCH 110 AAPECY:
123182, Mocksa, yA. Ilexornas, 3. 'opoackas kanumuaeckas Ooaprmia Ne 52.

Kadeapa sedpporormn PIIAO MIMCY
KonrakrHsrii Tea./daxc: 8-499-196-10-11, 8-499-196-19-51 E-mail: kafedra.nefrolog@yandex.ru
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Kypraa "Hedpororns u Amarus" aapecoBaH KAMHUIINCTAM-TIPAKTHKAM H CIICIIHAAMCTAM-ICCACAOBATEASM B 00-
Aactr Heppororun. B sypHase myOAHKYIOTCA OO30PBI M ACKIIMH IO IITHPOKOMY KPYIY BOIPOCOB HE(POAOTHH
U AMAAW34, OPUTHHAABHBIC CTATBH, KPATKHAC COOOIICHUA U 3AMETKH U3 IIPAKTUKH, 4 TaKKe HH(OPMAIIHA O IIAQHH-
PYIOIIMXCS M COCTOABIIIXCA KOH(EPEHIINAX, CUMIIO3UYMAX 1 CbE3AAX. Bce PYKOIICH PEIieH3UPYIOTCA HE MEHEE,
9geM ABYMA SKCIIEpTaMH-crienuasnctamu. [Ipurareie k mybAnkarmnm crarbu mydAnkyrorcs 6ecriaatao. 1o pesyan-
TATAM PEICH3NPOBAHMUA H ITOCACAYIOIIETO PACCMOTPEHIA PEAKOAACTHEN ABTOPAM HAITPABAACTCA MOTHBHPOBAHHOE
3AKAFOYCHHE.

Pepaxiua ocraBageT 3a 000 IPaBO PEAAKTUPOBAHMA PYKOIIHCEH.

Pykonrcn IpUHHMAIOTCA K PACCMOTPEHHIO TOABKO IIPU YCAOBHH UX 0(DOPMAEHUA 110 CACAYFOIINM IIpa-
BHAAM, C(POPMyAHPOBAHHBIMU B COOTBETCTBHH C TPEOOBAHUAMH MEKAYHAPOAHOU 0a3bl HAYYHBIX U3AA-

muii SCOPUS.

1. Kypmaa 1o :xeAaHHIO aBTOPOB IyOAUKYET PYKOIIMCH HA PYCCKOM HAM Ha AHTAHHCKOM sA3bike. Hasparme, crrcok
aBTOPOB 1 UX aAPeca, IIOAPOOHEII pedpepar, CIIFCOK KAFOUEBBIX CAOB, HA3BAHHA TAOAHIL H PUCYHKOB, IIOAITHCH
K HUM 1 CITUCOK IIUTUPYEMBIX HCTOYHIKOB AOAKHBI OBITH IIPEACTABACHBI H HA PYCCKOM, 1 HA AHTAUIICKOM f3BIKE.

2. Ha niepBoii crpanure ykasbBalOTCA HA3BAHME CTATHU HA PYCCKOM M AHIAMFCKOM fI3BIKAX, (DAMHAMH aBTOPOB
HA PYCCKOM M AaHTAMHCKOM fA3BIKAX C MHUIIMAAAME (HHHIINAABI AOAKHBI CTOATD TIEpeA (DAMHAMAMM), HA3BAHHA
U aApeca YIPEKACHHUH BCEX aBTOPOB (HA PYCCKOM M aHTAMHICKOM fA3BIKAX), 4 TAKKE TEAePOH U AAPEC IACKTPOH-
HOM IOYTEl KOHTAKTHOTO AMIIA.

ITpumep odopmMaeHHA IEPBOI CTPAHHUIIBI PYKOIIUCH
3amecTuTeABHAS TEPAITHA OOABHBIX C XPOHHYECKOH IIOYEIHOH HEAOCTATOYHOCTBIO METOAAMI
IIEPUTOHEAABHOTO AMAAN3A U TPaHCIIAaHTanmy novkn B Poccmiickoit @eaeparuu B 1998-2011 1.
(Oruer mo parEBIM POCCHICKOTO perucrpa 3aMEeCTHTEABHON IIOYeYHON Tepanun. Jacts BTopas)
B.T. Buxéos "*°, H.A. Tomuauna’

" Omoenenue negponocuneckux npobaem mpancnaanmayuu novky PLI'Y "OHLI Tpancnaanmonozuu u uckycemsenvix opearnos
um. akademuxa B.. Hymaxosa" Munucmepemea sopasooxparernusn Poccuticxoii Pedepayun,
123182 Mocxsa, LLykurcxan ya., 0. 1, Mocksa, Poccus

? Kagpedpa negpponozuu PILAO OIBY OI'OY "Mockoscxuii zocydapemeentiniii Meduro-cnomanonozudeckusi yuusepcumen
um. A Eedoxumosa", 127473 Mockea, ya. Aenecamerasn, 0. 20, cmp. 1, Mocksa, Poccun

I'bY3"I'Kb N 52 Aenapmamenma sopasooxpanenus ¢. Mockser", Mockoscxuii zapodexoii neghposozuueckudi yenmp,
123182 Mocxsa, yr. I'lexommnas, 0. 3/ 2, Mockea, Poccus

Aopec oz nepenuciu: bopue Taxuposuy buxtos, e-mail: boris.bikbor@gmail.com

Renal replacement therapy for ESRD patients with CAPD and kidney transplantation
in Russian Federation, 1998-2011

Report of Russian RRT Registry. Part 2
B.T. Bikbov"?’, N.A. Tomilina"*’

" Department of Nephrology Issues of Transplanted Kidney, Academician V1. Shumakov Federal Research Center
of Transplantology and Artifi cial Organs, 1 Shchukinskaya Str. 123182, Moscon, Russian Federation

? Chair of Nephrology, A.1. Evdokimov Moscow State University of Medicine and Dentistry,
20 Delegatskaya Str., bld. 1, Moscow, Russian Federation
7 Moscow City Nephrology Center, Moscow City Hospital 52, 2/ 3 Pekhotnaya Str,
123182 Moscon, Russian Federation
Corresponding anthor: Dr. Boris Bikbou, e-mail: boris.bikbon@gmail.com
3. Buarr mybankanmii:
* 0030per 1 Aekunu — He Ooace 40 MAIITHHOIICHBIX CTPAHUIL (BKAIOYAs TAOAUIIBI, PHCYHKH U IOAIIHCH K HIM);

* OpUIHHAABHBIE PAOOTHI — AO 25 MAIITHHOIINCHBIX CTPAHUILL;

* KpaTKHE COOOIIEHMS U IIIChMA B PEAAKIIUIO — 3-5 MAIIMHOIMCHBIX CTPAHILI;

° H26AIOACHI/IH "3 HpaKTI/IKI/I — AO 10 MaITMHOIIMCHBIX CTpaHHL.
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4. Pykonmch AOAKHA COACPIKATD:

* kpaTkui pedpepaT (Ha PyCCKOM M aHTAHHCKOM f3bIKax) oobeMoM o1 150 a0 250 caoB, pasaeAeHHBIH HA Py-
Opukn. AAfl OPHIMHAABHBEIX PabOT: LEAH PaOOTHI, METOABL, PE3YABTATEL I OCHOBHBIC BEIBOABL, PYOpPHKALIIA
0030pOB U CAYYAEB U3 IPAKTUKN — HA YCMOTPEHUE aBTOPOB;

* CIIMCOK KAFOYEBBIX CAOB (HA PYCCKOM H AHTAHFCKOM A3BIKAX);
* BBCACHIE, OTPAKAIOIIEE COCTOAHIE BOIIPOCA U 3aAAYN HCCACAOBAHI;
* MATEPHAABI H METOABI, PE3YABTATBL H UX OOCY/KACHNE;
* BEIBOABI MAH 32KAFOUCHIE;
* CIIMCOK AHTEPATYPHI C IIOAHBIM HA3BAHUEM LIUTHPYEMBIX PaboT;
* TADAHIIHI;
* HIOAIIMCH ITOA PHCYHKAMIL.
5. VIAATOCTpaTHBHBII MaTEpHAA:

* IyOAMKAITISA IIBETHBIX HAAIOCTPAITHI BO3MOKHA TOABKO IIO COTAACOBAHHIO C PEAAKIINEH U AHIIb B TEX CAY-
4asx, KOrA2 AAHHbBIE HE MOTYT OBITD IIPEACTABACHEL B YEPHO-OEAOM BapuanTe Oe3 ymep6a AAS TTOHUMAHIS;

° (i)OTOI“pa(bI/II/I AOAKHBI OBITD KOHTpaCTHI)IMI/I; pI/ICYHKI/I, rpa(bm(n n AI/IanaMMI)I — YCTKHUMHM,

* MOP(POAOTHYIECKIE KAPTHHKH AOAKHBI OBITH CHAOKEHBI ITIOAPOOHBIM OITMCAHUEM OTACABHEIX MOP(OAOTHHYE-
CKHX 9AEMEHTOB, HCOOXOAUMO YKA3aTh TAKIKE METOA OKPACKH U YBEAHYCHUE;

® Ha OTACABHOﬁ CTPpAaHULIC IIPHUAATAIOTCA IIOAPUCYHOYIHBIC ITOAIIMCH C YKA3aHUEM HOMEpPA KaKAOTO PUCYHKA
Ha PyCCKOM U AHTATICKOM A3BIKE;

° Ka)K,A,I)II‘/'I pI/ICyHOK AOAKCH UMCETb HA3BAHUC, KOMMCHTapI/Iﬁ n paCHII/I(ppOBKy BCEX COKpaH.[eHI/Iﬁ HaA pyCCKOM
U AHTAMMCKOM SA3BIKE;

* TAOAHMIIBI AOAKHEI OBITH O3aIAABACHBI HA PyCCKOM M aHTAMMCKOM A3BIKE, COACPKATD YE€TKO OOO3HAYCHHEIE
rpadper, YAOOHEIC AAS ITCHIS,

® CCBIAKHM HA PHCYHKH 1 Ta6/\I/ILIbI VKa3bIBatOTCA B TEKCTC B COOTBETCTBYFOIIMX MCCTAX; HA ITOAAIX MAW B TCKCTEC
PYKOIICH OTMEYACTCA IIPCAITIOYTUTCABHOC MCCTO HX PACIIOAOKCHUA.

6. bubamorpadudeckne CCHIAKH B TEKCTE CTAThbU ODO3HAYAFOTCA HOMEPAMH B KBAAPATHBEIX CKOOKAaX B COOT-
BETCTBUH C IIOPAAKOM HX IOSBACHHSA B TEKCTE CTATBH, TAOAMIAX HAH pUCYHKaX. CIIMCOK IIMTUPYEMBIX MCTOY-
HUKOB COCTABAAETCA B MOpsAAKe ux ynmomuaanus B cootserctsun ¢ [OCT P 7.0.5-2008 "bubanorpadude-
ckast cceiaka". AAst paboT, IEPEBEACHHBIX C PYCCKOTO HA AHTAMICKHIT HAN C AHTAMHCKOIO Ha PYCCKUI, CACAYET
yKa3aTh BBIXOAHBIC AAHHBIC I OPUTHHAAL, U IIEPEBOAA Ha 0O0uX fA3bkax (cm. mpumep 1). CchAKM HAa HHTEPHET
PECYPCHI AAFOTCA B BHAE HOCTPAHUIHBIX CHOCOK 1 HE BKAIOYAFOTCA B CIIFICOK AUTEPATYPEL.

ABTOPBI AOAKHBI BBIBEPHTH CIIHCOK ARTepaTypsl 10 6azam Aanubx "PubMed" (http://www.ncbi.nlm.nih.gov/
pubmed/) u PUHII (http://elibrary.ru). OTBEeTCTBEHHOCTb 32 IIPABUABHOCTD CCHIAOK H, CACAOBATEABHO, BO3-
MOKHOCTh MX KOPPEKTHOI'O aBTOMATHYCCKOIO PACIIO3HABAHUSA OA3aMU AAHHBIX VYETA LIXTHPOBAHUSA, ACKUT
Ha aBTOPAX.

B crmcke antepatypel caeayer ykasarb:

* AAfL KHUT — (DAMHUANIO 1 HHHUIIHAABL ABTOPA (BBTOPOB), IIOAHOE HA3BAHIE PAOOTHL, MECTO U TOA U3AAHUSA, U3AQ-
TEABCTBO, HOMEPA IIEPBOIT U IMTOCACAHEH CTPAHMUIL PasAeAd AHOO (ITpU HUTHPOBAHUE MOHOTIPAUH B IIEAOM)
00IIIee KOAMYIECTBO CTPAHUIIIL,

* AAf JKYPHAABHEIX CTATCH (BKAIOYAS 9ACKTPOHHEIC) — (PAMHAMSA U HHHIINAABL BCEX ABTOPOB, IIOAHOC HA3BAHIIC
CTATBH, HA3BAHIE KYPHAAQ, TOA H3AAHMA, TOM, HOMEpP, HOMEpa IepBoii u mocaeaneit crpanruniy, DOI (ecan
HMEETCH);

® AAA AHCCCpTaHHﬁ u aBTope(i)epaTOB — q)aMI/I/\I/IH 1 MTHAITIAABL ABTOPA, AOKTOPCKAA HMAN KAaHAMAATCKASA, ITOA-~
HOC Ha3BaHUC pa6OTbI, TOA 11 MECTO U3AAHUA.

* AASL PYCCKOSI3BIMHBIX M3AAHHI CCBIAKH HEOOXOAHMO IIPOAYOAHPOBATH B AATUHCKOM TPAHCAHTEPAIIHH, AAA
YEr0 PEKOMEHAYETCS BOCIIOAB30BATHCS OECIIAATHBIM OH-AQIH cepBuCcOM B uuTepHeTe http://translit.ru, Bbr-
Opas mpu stom omrmro BSI (British ). B cayuae, ecan poccniickoe H3AaHEE IEPEBOAUTCS HA AHTAMICKIN
ASBIK MAN IIyOANKYET KPATKIE HA3BAHHA U pepepaThl CTATCH HA AHTAHIICKOM fA3BIKE, CACAYET IIPOAYOANPOBATH
PYCCKOSABBIYHYEO CCBIAKY CCBIAKON HA AHTAMFCKUI ITEPEBOA (CM. HIDKE IIYHKT 3).
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Ilpumepor opopmaenus cnucka aumepamypo.

1. 3axaposa E.B. ITporanosupoBaHne HCXOAOB CUCTEMHOH KPACHOHM BOAYAHKH U CUCTEMHBIX BACKYAUTOB C 9KC-
TPApPEHAABHBIMU U IIOYEYHBIMU IIPOABACHHAMM. AMCC. HA COMCKAHUE yd. CTEIeHH. KaHA. MeA. Hayk. 2005. M.

165 c.

Zakharova E.1. Prognozirovanie iskhodov sistemnoi krasnoi volchanki i sistemnykh vaskulitov s ekstra-
renal'nymi i pochechnymi proyavleniyami. Diss. na soiskanie uch. stepeni. kand. med. nauk. 2005. M. 165 s.
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MOP(MOAOTHYIECKAS XAPAKTEPUCTHKA U IIPOTHO3 PA3HBEIX I'ICTOMOP(OAOIHYECKUX BAPHAHTOB OBICTPOIIPOIpeC-
cupyrorero raomepysoredpura, accoruposantoro ¢ AHIIA-ackyaurom. Hedpponorus u amasus. 2017;

19(4): 438-448. DOL: 10.28996/1680-4422-2017-4-466-477

Tomilina N.A., Biryukova 1..8., Frolova N.D., Stoyarevich E.S., Volgina G.1"., AV froloy, Tyrin 1.1/, Clinical
and morphological characterstics and forecast for different histomorphological variant of rapidly progressive
glomerulonephritis (ANCA-associated vasculitis). 2017; 19(4): 438-448. DOI: 10.28996/1680-4422-2017-4-
466-477

4. Alsaad K.O., Hergenberg A.M. Distinguishing diabetic nephropathy from other causes of glomerulosclerosis:
an update. J. Clin. Pathol. 2007; 60(1): 18-26. DOI: 10.1136/jcp.2005.035592

5. Novick A.C. Alternative bypass techniques in renal revascurarization. In: Renal Vascular Disease. Novick
A.C,, Scoblle J., Hamilton G. eds. W.B. Sanders. London. 1995. P. 497-509.

6. Wagner M., Ashby D.R., Kurtz C., Alam A., Busbridge M., Raff U., Zimmermann |., Heuschmann P.U., Wanner C.,
Schramm 1. Hepcidin-25 in diabetic chronic kidney disease is predictive for mortality and progression to end
stage renal disease. PLoS One. 2015. 10(4): €0123072. DOI: 10.1371/journal.pone.0123072

7. Crarbst IPEACTABASETC B PEAAKIIIIO 110 3ACKTPOHHOI 1ouTte nephro-dial@yandex.ru B Buae daiira dpopmara
*.doc, *.docx mam *.rtf (uepes moaropa urrepsaaa mpudrom 12-ro keras Times New Roman). Pucyrxn mpea-
CTAaBAAIOTCH B BUAEC OTACABHBIX (paiinoB B popmare *.tif mam *.jpg ¢ paspernernem 600 dpi. Kamaas Tabamma
U PHCYHOK AOAKHBI HAXOAUTBCH B OTAGABHOM (hafiae; HOMEPA PUCYHKOB U TAOAHII AOAKHBI IIPHCYTCTBOBATD
B Ha3BaHuU paiiaa.
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For authors

MANUSCRIPT PREPARATION

'Nephrology and Dialysis' opened for publication of manuscripts both in Russian and in English. Title, list of
the authors, author’s affiliation and address, abstract and key words should be provided in Russian and in English
anyway. Russian non-speaking authors are welcome to apply to the Editorial office for help in translating Title and
Abstract of their manuscript into Russian.

The first page of the manuscript should contain the following information in Russian and in English: the title of the
paper, names of the authors, their affiliation and street address(es). Besides the name of the corresponding author
and his/her address, phone number(s) and e-mail should be provided. An example of the title page information is
as follows.

3amecTuTeABHAS TEPAIHA OOABHBIX C XPOHHYECKOH ITOYEIHOH HEAOCTATOYHOCTBIO METOAAMU
IIEPUTOHEAABHOTO AMAAN3A U TPaHCIIAaHTAIK noukn B Poccuiickoit ®eaeparmm B 1998-2011 r.

(Oruer o aanEBIM Poccuiickoro perncrpa 3aMeCTHTEABHON IouedHOH Tepanun. YacTs BTOpas)

B.T. Buxéos"’, H.A. Tomununa"’

" Omoenenue negpponozuueckux: npotaem mpancnaanmayuu nowky PLI'Y "OHLI Tpancnaanmonozuu u uckycemseniwix gpearos
um. axademuxa B.J1. lymaxosa" Munucmepemea s0pasooxpanernus Poccusickon Dedepayuu,
123182 Mocksa, LLlyxurcxan ya., 0. 1, Mocxsa, Poccis

? Kagpeopa negpposoeun PITAO OI'BY OIOY "Mockoscxuii eocydapemseriviii Meduxo-crmomanionozuteckus yuusepcunmen
um. AN, Esdoxumosa”, 127473 Mocxea, ya. Aeaecamexas, 0. 20, cmp. 1, Mocxsa, Poccus

?I'BY3"I'Kb Ne 52 Aenapmanmenma sdpasooxpanenus e. Mocxan", Mockoscxuil eopodexoil reghposnozuueckudl yenmp,
123182 Mocxsa, y. Ilexomman, 0. 3/ 2, Mockea, Poccus

Adpec o nepenucku: bopue Taxuposuy Buxtos, e-mail: boris. bikbon@gmail.com

Renal replacement therapy for ESRD patients with CAPD and kidney transplantation
in Russian Federation, 1998-2011

Report of Russian RRT Registry. Part 2

B.T. Bikbov"?’, N.A. Tomilina"*’

" Department of Nephrology Issues of Transplanted Kidney, Academician V1. Shumatkov Federal Research Center
of Transplantology and Artifi cial Organs, 1 Shehukinskaya Str. 123182, Moscow, Russian Federation

? Chair of Nephrology, A.1. Evdokimov Moscow State University of Medicine and Dentistry,
20 Delegatskaya Str., bld. 1, Moscow, Russian Federation

> Moscow City Nephrology Center, Moscow City Hospital 52, 2/ 3 Pekhotnaya Str,
123182 Moscow, Russian Federation

Corresponding anthor: Dr. Boris Bikbou, e-mail: boris.bikbon@gmail.com

TYPES OF PUBLICATIONS

Reviews of up to 40 pages including Tables, Figures, Figure Legends and References;
Original articles of up to 25 pages;

Short communications and Letters to Editor of up to 5 pages;

Case reports of up to 10 pages.

MANUSCRIPT SHOULD CONTAIN

ABSTRACT (in Russian and in English) of 150-250 words with separated paragraphs: 'Background', 'Methods',
"Results', 'Discussion’, and 'Conclusions'.

List of up to 6 KEY WORDS (in Russian and in English)
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FIGURES
Figures should be numbered as they appear in the text.

Color figures could be accepted only upon approval by the Editorial office and if the data could not be presented
in black and white or in gray scale without loss of data presentation quality.

Photographs should be contrast; plots and graphs should be clear and sharp.

Pathology pictures should be supplied with descriptions of morphological elements; the method of staining and
magnification should be specified.

Detailed legends for all figures should be provided in Russian and English as a separate file(es); each Figure should
have a heading, abbreviations should be expanded and all necessary comments should be provided.

TABLES
Tables should be numbered as they appear in the text.

Each Table should have a heading in Russian and English describing its contents; lines and columns should be
clearly explained end easy readable; footnotes to tables should be indicated by superscript characters.

Preferable placements for each Figure and Table should be indicated in the text or in the left margin of the
manuscript.

REFERENCES

References should be numbered (in square brackets) according to their appearance in the manuscript
including Figures and Tables (Vancouver style).

The list of References in order as the References appear in the text. The authors are responsible for correctness
of references. The authors are advised to check the references with PubMed and the Russian index of scientific
citation. For articles originally published in Russian and then translated into English, information of publications
and the translation should be provided. The correct spelling of English titles of the Russian journals should be
checked with the publisher’s Web sites. The information is given in the following order.

Books: family name and initials of all authors (or the first three authors followed by et al.), title of the paper,
publishing house and city, total number of pages.

Journal articles: family name and initials of all authors, title of the paper, title of the journal, year, volume, issue,
first and last pages, DOL, if available.

Theses, dissertations, or thesis synopses: family name and initials of the author, type of the thesis, title, year and city.

Russian-language titles need to be accompanied by a Romanized (transliterated) title. For the purposes of
transliteration the free on-line services http://translit.ru with the option BSI ("British Standard Institution") is
recommended. If an English translation of a Russian publication is available, or if a Russian-language article has an
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Russian-language title (see example 3 below).
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19(4): 438-448. DOI: 10.28996/1680-4422-2017-4-466-477
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Tomilina N.A., Biryukova 1.S., Frolowa N.D, Stoyarevich E.S., Volgna GV, AV froloy, Tyrin 1717, Clinical
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5. Novick A.C. Alternative bypass techniques in renal revascurarization. In: Renal Vascular Disease. Novick
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6. Wagner M., Ashby DR., Kurtz C., Alam A., Busbridge M., Raff U., Zimmermann ]., Heuschmann P.U., Wanner C.,
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CTPAHMLA ISN

Typxmernn, Ykpauss! n Y30eKuCTaHA.

Cocras pernonaspHoii komauasl mo HHI &Poccumn:

Co-npeacesaresn
Anexcauap 3emuenxos (Poccus)

Hpma Yoxoneanaze (I'pysus)

YareHBI KOMAHABI

Mexman Araes (AsepOatiakar) Mupa Hcaesa (Kuprusus)

Anron Anapyces (Poccus) Kaiipar KabyaGaes (Kazaxcran)

bopuc buxtos (Poccus) Muxana Karan (Poccus)

Oasbra Bopobsesa (Poccus) Oner Kaaaaux (beaapycn)

Abayszammap 'aumos (Kazaxcran) Haraaps Kosaosckas (Poccus)

Tunarus Aasuraa (I'pysns) Huxkonait Koaecuuk (Vkpanna)

Eaena 3axaposa (Poccns) Kupnaa Komnccapos (beaapycn)
CoserHuxu

Aptyp Kosn (CLIA)

Hop6Gep Aemep (beabrus)
Arrrap Pacrerap (CILIA)

PAO oprauusyer pabory karouessix mporpamm ISN Ha Tteppuropun Poc-
criickoit Peaepannu, Hanboaee spdextuBro padoraror mporpammer CME
(mporpamMma IIOCTOSIHHOIO MEAHIIHHCKOTO oOpasoBanwus), BAP (mporpamma
nedpororngeckux 1ocoAbcts) u SRC (mporpamma IIEHTPOB-ITOOPATHMOB).

Aarpr moaaun 3assok B ISN na mporpammer SRC, Fellowship u Clinical Research —
c 1 auBapa o 1 mas n u ¢ 1 Mast 1o 1 OKTAOPA KaXKOTO TEKYIIIErO TOAQ.

Aatbr mopaun 3assox Ha CME u EAP — B Teuenne Bcero roaa, Ho He MO3KE YeM
32 3 MecsAIa A0 IPEACTOAILIEIO MEPOIPHATHSA.

[Toaars 3asBku MoxkHO Ha caiite ISN 1o cceiake http://www.theisn.org,

Poccuiickoe Anaansnoe Obmectso adbduaunposano k ISN 6oaee 10 aer.

Yaensr PAO Bxoast B perronaspnyio komaHay (RB ISN) mo pernonsr "Hoseie Hesa-
sucnmbie I'ocyaapersa u Poccus'. B pabote ISN yuactsyror mpeacraButeAn ApyeHuH,
Asepbatiaxana, beaapycn, I'pysnn, Kasaxcrama, Kuprusum, Poccnn, Taamunkncrana,

I'aanna Opaosa (Poccus)
Aot Capxucsan (ApMeHs)
Haraaps Crenanosa (Vkpauma)
Haraapsa Tomuanma (Poccus)
Cperaana ®ovuna (Ykpanna)

Esrenmnit [uaos (Poccus)

ITporpammer ISN:

e CME

e EAP

e SRC

® Fellowship

® (Clinical Research

Beemmpariit Korrpece Hedppoaoros, mposoammsnii ISN 1 pas B ABa roaa, cocrourest 12-15 ampeas 2019 roaa

B MearOypHe.

Poccumiickoe Aumaanzaoe ObmrectBo mpuraamaet eex waeHoB PAO akTuBHO ygacTtBoBaTh B mporpammax ISN.
Ecan Bam HykHA IIOMOIIb ITO BOIPOCAM OOPMAEHHA 3aABOK Ha ydactue B mporpammax ISN, oOparmaiitecs
1o aapecy rosdialysis@mail.ru k koopannaropy nporpamm CME u EAP 3axaposoii E.B.
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AM. Auapyces



Ina sametok

Hedponorua u guanus - T. 20, N2 3 2018 339



Ina sametok

340 Hedponoruan gnanus - T. 20, N2 3 2018




<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /None
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Error
  /CompatibilityLevel 1.4
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /CMYK
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize true
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo false
  /PreserveOPIComments true
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages true
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth -1
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /DCTEncode
  /AutoFilterColorImages false
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages true
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 600
  /GrayImageDepth -1
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /DCTEncode
  /AutoFilterGrayImages false
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages true
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 2400
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile ()
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /CreateJDFFile false
  /Description <<

    /BGR <>
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /CZE <>
    /DAN <>
    /DEU <>
    /ESP <>
    /ETI <>
    /FRA <>
    /GRE <>

    /HRV (Za stvaranje Adobe PDF dokumenata najpogodnijih za visokokvalitetni ispis prije tiskanja koristite ove postavke.  Stvoreni PDF dokumenti mogu se otvoriti Acrobat i Adobe Reader 5.0 i kasnijim verzijama.)
    /HUN <>
    /ITA <>
    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /LTH <>
    /LVI <>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken die zijn geoptimaliseerd voor prepress-afdrukken van hoge kwaliteit. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /POL <>
    /PTB <>
    /RUM <>
    /SKY <>
    /SLV <>
    /SUO <>
    /SVE <>
    /TUR <>
    /UKR <>
    /ENU (Use these settings to create Adobe PDF documents best suited for high-quality prepress printing.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
    /RUS <>
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /ConvertToCMYK
      /DestinationProfileName ()
      /DestinationProfileSelector /DocumentCMYK
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure false
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles false
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /DocumentCMYK
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /UseDocumentProfile
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [595.276 841.890]
>> setpagedevice


