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Pesrome

CoraacurespHaa KOH(epeHIUA 110 eEPECMOTPY HOMEHKAATYPBI BacKyAuToB 2012 orHOCHT K rpymme
BACKYAUTOB C BOBACUEHUEM COCYAOB CPEAHETO KAAMOPa y3€AKOBEII nmoAnaprepunt u 6ose3np Kasacaxn,
a K TpyIIe BACKYAHTOB C BOBA€UEHHEM COCYAOB KPYITHOTO KaAuOpa — aprepunt Takascy M rUraHTOKAe-
TOYHBIA APTEPUUT.

Y3eAKOBBII IOAMAPTEPHUAT IPEACTABAAET COOO0M HEKPOTH3UPYIOIIHII BACKYAHT C IIOPAYKECHUEM aApTePHil
MEAKOI'0 U CpeAHero kaaubGpa. BoBaeueHne nodex mpu y3eAKoBoM noaunaprepunre ormeudaercsa B 50-60%
CAy4YaeB, XapaKTEPU3yeTCA PA3BUTHEM MHOXKECTBEHHBIX MH(APKTOB ITOYEK U (POPMUPOBAHNEM AHEBPU3M
BHYTPHUITOYEUYHBIX APTEPHIi, UTO BEAET K UIIEMHH KOPBI IIOYEK ¥ KAMHUYECKU IPOABAACTCA IIPEHMyIIe-
CTBEHHO PAa3BUTHEM APTEPUAABHOM ITUIIEPTEH3UU U HAPYIIEHNEM II0YEYHOM (DYHKIIMH IIPU OTHOCHUTEABHO
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CKyAHOM MOYEBOM CHHApOMe. BHemodeuHnas cuMIToMaTuKa y3€AKOBOIO IIOAMAPTEPUNTA MHOI0O0pa3HA
¥ BKAFOYAET IMOPAXKEHUA PA3AMYHBIE BAPUAHTHI KOXKH, MBIIIII, CyCTABOB, HEPBHOI CHCTEMEI, )KEAYAOYHO-
KHIIIEYHOTO TPAKTA U CEPAIIA.

ApTtepunTt Takaacy npeAcTaBageT coO00i BACKYAHT, YACTO I'PAHYAEMATO3HBII, IIOPAXKAIOIIHIL APTEPUI
KPYIIHOTO KaAnOpa — MpeuMyIIeCTBEHHO A0PTy U €€ KPyIHbIe BeTBH. boAee yeM B 1oAOBHHE CAyuaeB
y HALIUEHTOB C apTepunToM Takascy B pe3yAbTaTe Cy’KEHHA OAHON HAM 00EHX IIOYECUHBIX APTEPHI U/ HAK
A0pTHI Pa3BUBAETCA ApPTEPUAAbHAA THIIEPTEH3NUA, B PAAE CAydaeB Tskesas. [lomumo runepreHsum, npu
aprepunre Takasacy HaGAIOAA€TCA TAKKE IMOPA’KEHHUE MBIIIII, CyCTAaBOB, KOJKH, CEPAIIA, )KEAYAOUHO-KH-
IIEYHOI'0 TPAKTA, ABIXaTCABHOM 1 HEPBHOM CHCTEMbI, 00YCAOBACHHOE HIIIEMUEI.

MBe1 npeAcTaBAsieM 0630p AUTEPATYPHI II0 AMATHOCTHKE M A€YEHUIO Y3EAKOBOTO IIOAMAPTEPUHATA U Ap-
TepunTa Takascy, HAAFOCTPUPOBAHHBIN OIIMCAHHEM ABYX CAYYAEB Y3EAKOBOI'O IIOAUAPTEPHHUTA U OAHOTO
cAy4as aprepunra Takascy ¢ HeOOBIYHBIMUA BAPUAHTAMHE IIOPA’KEHUA II0YEK — AHEBPU3MA MATHCTPAABHOM
IOYEYHOM apTEPHUH U IICEBAOTYMOPBI II0YEK IIPH Y3€AKOBOM IIOAUAPTEPUUTE, I BTOPUUHBIN (DOKAABHBII
CerMEHTAPHBIN TAOMEPYAOCKAEPO3 IIpH apTepunte Takasacy, KOTOpbIe AEMOHCTPHPYIOT TPYAHOCTU AUa-
THOCTHKH H 3(p(PEKTUBHOCTh HMMYHOCYIIPECCHBHOII Tepaluy IPH ITUX PEAKHX 3a00aeBaHmAx. Bo Bcex
TPeX CAydasx HaOAFOAAAACH APTEPHUAABHAA TMIIEPTEH3HA, yMEPEHHOE 00paTUMOe HapyIIeHHe (PYHKIIHI
MOYEK ¥ MHOKECTBEHHBIE CUCTEMHBIE ITPOABACHHA, KOTOPBIE MBI IIOAPOOHO 00CY>KAA€M B KOMMEHTAPHAX.

Abstract

2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides defines
polyarteritis nodosa as a medium vessels vasculitis — a necrotizing arteritis of medium or small arteries, and
Takayasu arteritis as large vessel vasculitis, often granulomatous, affecting aorta and its primary branches.
Polyarteritis nodosa typically affects skin, joints, peripheral nervous system, digestive tract and kidneys.
Kidney involvement, observed in up to 60% of cases, includes multiple infarctions, aneurisms formation
and glomerular ischemia, clinically presenting mostly with arterial hypertension and decline of kidney
function; proteinuria usually absent or mild, but if present — is a hallmark of worse outcome. Takayasu
arteritis in more than 50% of cases presents with arterial hypertension due to the narrowing or occlusion
of renal arteries and/or aorta, accompanied by the clinical features of skin, joints, muscles, heart, digestive
tract and nervous system ischemic damage.

Here we present a literature review, including diagnostic criteria and other common features, differential
diagnostics, and treatment of polyarteritis nodosa and Takayasu arteritis. We illustrate the review with
three cases, two of polyarteritis nodosa and one of Takayasu arteritis with unusual and severe kidney
damage — main renal artery aneurism and kidney pseudotumors in polyarteritis nodosa, and secondary
focal segmental glomerulosclerosis in Takayasu arteritis, demonstrating diagnostic difficulties and efficacy
of immunosuppressive treatment in these rare conditions. All three patients presented with arterial
hypertension, reversible decline of kidney function, and multiple systemic signs and symptoms, which we
discuss in details in our comments. We also discuss pathology findings; kidney histology study performed
after nephrectomy in both cases of polyarteritis nodosa, in the case of Takayasu arteritis kidney biopsy
was available.

Key words: polyarteritis nodosa, Takayasu arteritis, arterial hypertension, kidney function, renal artery aneurism, kidney
infarction, pseudotumor, granuloma, focal segmental glomerulosclerosis, immunosuppression

Cnuncok cokpatueHmi

AT ApTepuanbHasa rmnepTeHsna K TMnepTpodua neBoro xenygouka

AK AopTanbHbI KnanaH [BU [ndody3Ho-B3BELLIEHHOE NCCNeOBaHNEe
AKTT AL PEHOKOPTUKOTPOMHBIN FOPMOH 3CIIK 3apHAA CTeHKa N1eBOro »esyfouka

AP AopTanbHasa peryprutaumna KA MN3mepaembii koadduLmeHT anddysmn
AT ApTepunt Takasacy npP MHpeKc pe3ancTeHTHOCTN

AOMN AnbdadetonporenH KA KopoHapHbie apTepun

ALLIM AHTUTENa K UMKANYECKOMY LIUTPYAIMHOBOMY nentugy KAT KopoHapoaHruorpadus

BUA BpaxvouedanbHble apTepum KWH KoHTpacT-nHayunpoBaHHas Hedponatus
BCA BHyTpeHHAA coHHasa apTepusa nr JlioTenHn3npyoLwnin ropMoH

BTK BeTBb Tynoro kpas JIK KnanaH nerouHou aptepun

B3b Bupyc SnwrenHa-bapp JIKA JleBaa KopoHapHasa apTepua
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n JleBan nouka

JICK JInHeNHan cKopoCTb KPOBOTOKA
MM Mex>kenynoukoBasn neperopofka
MK MuTpanbHbIN KnanaH

MP MwuTpanbHasa peryprutayms

OA Orunbatowian aptepus

OBA O6uan 6egpeHHas apTepus

OBl OpraHbl 6pIoLWHON NONOCTA

OrK OpraHbl rpyaHON KNeTKn

OCA O6Lwasn coHHas apTepua

NnA MoyeyHas apTepusa

MBA MNMoBepxHOCTHan befpeHHan apTepus
MNBT MNpoTusoBupycHana Tepanua

MKA [paBasA KopoHapHasa apTepusA

MKnA MopkntounyHan aptepma

MM>KB MNepenHAa MexenyaoykoBas BETBb
nn MNpaBas noyka

CONA CucTonnyeckoe AaBieHVe B IEFTOYHON apTepum
TK TpukycnupanbHbIi KnanaH

Tn TonwmHa napeHxmmbl noyek

yn Y3enkoBbIi nonMapTepumT

Beeaenue

Coraacureapnaa koudepenrnua (Chapel Hill
Consensus Conference — CHCC) o nepecmotpy HO-
MEHKAATYpPHI BackyAuToB 2012 roaa oTHOCHT K rpyIme
BACKYAHTOB C BOBACUYEHHEM COCYAOB CPEAHETO KaANOpa
y3eaxoBbiil moanaprepunt (YII) m 60sesus Kabacaxn,
a K IPYIIIIE BACKYAHTOB C BOBAGYECHHEM COCYAOB KpPYII-
HOro KaAuOpa — aprepunt Takasacy (AT) u ruranrokAe-
pounsni aprepunr [1].

VII mpeacraBasier COOOH HEKPOTH3HUPYIOMIUI ap-
TEPUUT C MOPAKECHIEM MEAKHX U CPEAHIX COCYAOB Oe3
IIPU3HAKOB TAOMEPYAOHEMPHTA U BACKYAHTA APTEPHUOA,
KAIIHAASIPOB U BEHYA H HE aCCOLIMUPOBAHHBIN C HAAH-
grrem AHIIA [1]. BoBaeuenne nouex mpu VIT Habaro-
Aaercs B 50-60% cAyuaes, xapakTepusyercs UIIeMuei
KAYOOUYKOB BCACACTBHE CYKCHUSA BHYTPUIIOYCUHBIX ap-
Tepuii, PA3BUTHEM MHOKECTBEHHBIX HH(MAPKTOB ITOUEK
1 pOPMUPOBAHHEM AHEBPU3M BHYTPHIIOUCUHBIX ApTe-
PHIT B KAHHIYECKH IPOABAACTCA IIPEUMYIIECTBEHHO
pasBuTHEM apTepuaAbHON runeprensun (Al) n Ha-
pYIICHHEM ITOYEYHON (DYHKIUHU IIPH OTHOCHTEABHO
CKYAHOM MOYEBOM CHHApOMe. Breroweunasn cumirroma-
Trka Y11 MHOrooOpasHa m BKAIOYAET ITOPAKEHIA KOKH,
MBIIIIII, CYCTABOB, HEPBHOMH CHCTEMBI, KEAYAOIHO-KH-
mregroro Tpakra (ZKKT) u cepama [2-06].

Awnarnoctnaeckue kpurepun Y1, paspaboramusie
AMEPHKAHCKOI KOAAETHEH peBMaTOAOIOB (American
College of Rheumatology — ACR) B 1990 roay, Bkaro-
4aror 10 mpusHakos:

1. Iloreps Beca =4 kr
2. Cergaroe AUBEAO
3. BOAE3HEHHOCTb/ YIIAOTHEHHE SUYCK
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OB Dpakuus Bbibpoca

OK DyHKLMOHaNbHbIN Knacc

ocr DonMKynoCcTMMynpyoLmii FOpMOH

Xry XOopuroHYeCKnii FOHaAoTPOMNUH

XM-3KI'  CyTtoyHoe moHuTOpupoBaHue IKI no Xontepy

XC XonectepuH

XCH XpoHunyeckasn cepaeyHas He[OCTaTOYHOCTb

2C JKCTpacucTonumsa

ACR AMepuKaHCKan Konnerns peBMaTosioros

Clq C1q KOMMNOHEHT KoMMneMeHTa

a3 C3 KOMMOHEHT KOMMJIEMeHTa

C4 C4 KOMMOHEHT KOMMNJIeMeHTa

CHCC CornacutenbHasa KoHbepeHums Yanen-Xunn

FFS Llkana natn ¢pakTopos

FITS OnoopecuenHrsoTroLmaHaT

KDIGO VHuymaTrea no ynyylueHmnio rmobanbHbIX MCXOA0B
3aboneBaHuin nouek

PAS PeaktuB Lndda

T1 Bpems, 3a KoTopoe cnuHbl 63% NPOTOHOB BO3BpaLLAloTCA

K PaBHOBECHOMY COCTOAHUIO

T2 Bpems, 3a koTopoe cnuHbl 63% NPOTOHOB CAABUralOTCA
no ¢ase nop fencTBMEM COCeJHVX MPOTOHOB

Muaarun/caabocts B HOrax

MoHO- MAM ITOAUHEBPOIIATHA

[ospmmerme amacroardeckoro AA capirre 90 M pr.CT.

[ToBeIIIeHIE YPOBHA MOYEBUHBI HAU KPCATHHUHA

KpOBH, HE OOYCAOBACHHOE I'MIIOTHAPATAIIIEH HAN

OOCTpPyKIHEH MOYEBEIX ITyTCH

8. Haamume HBsAg manm antu-HBV amrurea B coiBo-
pOTKE KPOBH

9. Haamdpe aHeBpH3M HAM OKKAIO3HUU BUCLIEPAABHBIX
aprepwuii mpu aHraorpadpun

10. Haanune moAnMopdHOSAACPHBIX HEHTPOPHUAOB

B APTEPUAX CPEAHETO HAH MEAKOTO KAAHOPA ITO AaH-

HBIM I'HCTOAOTHYECKOTO HCCAEAOBAHUS

Anarzos VI ycraHaBAUBaeTCs IIPH HAAMYIH KAK M-
HEMYM TPEX KPHTEPHEB, IIPH STOM IyBCTBHTEABHOCT
cocrasasier 82%, a crennduanocts — 87% [7].

[To AQHHBIM KPYITHOTO PETPOCIIEKTUBHOTO HCCACAO-
BaHuA [0], B KOTOPOM IIPH BKAFOYEHHH HAITUEHTOB HIC-
oAb3oBaAnck Kak kpurepun ACR, tak u kauHmgeckne
npusHaky, n3roxennsie B oraere CHCC 1994 roaa (8],
y marmenTos ¢ Y11 mabaroaasocs Ooaee 25 cumIrTomos,
KOTOPBIE MOKHO OOBEAHHUTD B 12 rpyrmr:

1. CucremubIe IPOABACHHA

o Amxopaaxa, obIriee HEAOMOTAHHE, ITOTEPH Beca
2. Hediporrarua

» MHOKeCTBEHHEIE MOHOHEBPHTHI, ITOANHEBPOIIATHA
3. ApTpaArum u/MAM MHAATHU KPYIIHBIX MBIIIILT

 Boau B cycrasax u/uaun auddysuse 60An B KO-

HEYHOCTAX
4. KoxHble IPOABACHNA

o CeruaToe AMBEAO, IIyPIIyPa, A3BBI KOKI
5. Ilopaxenue modex
o [ToBpIrmieHrre KpeaTHHNHA, FEMATYPHA, IPOTENHYPHA

Nk
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0. AprepuaAbHAf THIICPTCH3UA

o Brrepsore Boznuximas Al
7. Iopaxenne KKT

e BoAn B suBOTE, KUIIIEUHbIEC KPOBOTECUCHNA
8. Opxur

 boAm B simgkax, OTEK MOIITOHKH
9. IlopaxeHnne NeHTPAABHOH HEPBHOM CHCTEMEI

o VIHCYABTHI, 3aTOPMOKEHHOCTD
10. [Topamenue nepudepraeckux COCYAOB

¢ [lepemesxarormasncs XpoOMOTA, HIIEMHUS, HEKPO3BI
11. Iopaxenmue cepana

» Kapanomuonarus, nepuxkapAuT
12.Tlopaxenue opraHoOB AbIXAHHA

 VIHpuABTpATH, Y3€AKH, IIOAOCTH B ACTKUX

Crrernduansix ard VI aabopaTopHbIX IpH3HAKOB
Her, 0OBIYHO BoIABAAIOTCA yekoperne COD u moserrire-
nre yposus C-peaxrusaoro 6eaka (CPB), a rawke namere-
HUSf, XaPAKTEPU3YIOIIUE OPraHHEIE ITOpaxkeHus [2-6, 8].

CoraacHO IIPOrHOCTUYECKOM IIKAAE TIATH (DAKTOPOB
(Five Factor Score — FES) aas V11 Boiacaensr manboace
3HAYHMMBIE HETATHBHEIE (PAKTOPHI, IIPHYEM HOPAKEHIE
novek 1 KKT ABAAOTCA CAMBIMI HEOAATOIIPHUATHEIM,
a HaAH4YHE ABYX H 0Ooace (haKTOPOB ACCOLUUPOBAHO
¢ 46%-Ho1 cMepTHOCTBIO B TeueHue 5 aer [I]:
IToBsiierne kpearnanaa kposu >139,7 MKMOAB/ A
[Tporennypus
Kapanommonarus
[Nopaxenme ZKKT
ITopaxenne meHTpaAbHON HEPBHOM CHCTEMEL
3aboaesaemocts VI koreOAETCA B IIMPOKHUX ITPEAE-
Aax: oT 1,6-4,6 A0 30-45 caygaeB Ha 1 MAH HaceACHHA
B T'OA, 2 PACIPOCTPAHEHHOCTb — OT 2 A0 33 cAydaes
Ha 1 man nHaceaenus [10, 11]. CoorHomIeHne My#KIHH
U JKeHIHH oreHuBacTcs Kak 1,6:1-2:1, Bozpacr aeOrora,
KaK IIPaBUAO, 45-05 Aet, XOTA 3a00AEBAHIIE MOKET I10-
paKaTh U MAI[IEHTOB APYTHUX BO3PACTHBIX IPYIIIL, B TOM
YHCAE IIOAPOCTKOB 1 Aceteit [12, 13].

AT mpeacTaBAsieT cOOOH apTEPUUT, JACTO TPAHY-
AEMATO3HBIH, TIOPAKAFOIIHI IIPEUMYIIIECTBEHHO 20PTY
u/uau ee kpynusie sersu [1]. ITpu sTom nmopaxkenne
AOPTHI, KaK IIPABUAO, HOCUT HEPABHOMEPHBII XapakTep,
OAHAKO BO3MOYKHO TOTAABHOE ITOBPEKACHHUE C PA3BU-
THEM ITaHAOPTUTA. BoAee YeM B IIOAOBHHE CAyYaEB
y marmenToB ¢ AT B pesyApTare Cy:KEeHUA OAHON HAH
00enX IIOYEUHBIX APTEPUIl U/ HAN A0PTH PA3BUBACTCS
Al'. Kpome TOro, HaDAIOAAIOTCS Pa3HOOOPA3HEIC CHM-
IITOMBI, XAPAKTEPHU3YIOIIIE BOBACUCHHUE KOKH, MBIIIIII,
cycraBos, cepana, /KKT, AbIxateAbHON 1 HEPBHOM
cucremsr [14-18].

Awmarsocriueckne kpurepun AT, paspaboranusie
ACR B 1990 roay, BkArO9arOT 6 IIPH3HAKOB:

1. Bospacr aebrora a0 40 aer

2. CaabocTp B KOHEUHOCTAX

3. CHmKeHMe IyAbCAIIMH Ha AVYEBBIX aPTEPUAX

4. Pasumma cucroamdeckoro AA MexAy IpaBoi

u AeBOM pykoit >10 Mm pr.cT.

5. Ilym HAA TOAKAIOYHYHBIMU APTEPHAMU AU HAA

A0pTOH

AR ol
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6. IlpusHaku CyKeHUS MAM OKKAIO3HH A0PTHI, €€ Ac-
TOYHBIX BETBCH, KPYITHBIX IIPOKCHMAABHBIX APTEPHI
BEPXHUX UAU HIDKHHIX KOHEYHOCTEH IIPH apTEPHO-
rpacun, He 0OOYCAOBACHHBIE ATEPOCKACPO3OM HAN
puOPOMYCKYAAPHOM AMICIIAA3HET
Anarzos AT ycraHABAIBAETCSA TP HAAMYHN KAK MU-

HUMYM TPEX KPHTEPHEB, IIPU 3TOM UyBCTBUTEABHOCTD

cocrasasieT 90,5%, a cuertudmranocts — 97,8% [19].
Kanungeckne npossaerua AT, 110 AdHHBIM HaH-

boaee KpymHBIX HccAeAoBannii [14-18], BkArouaroT

6oaee 30 cuMIITOMOB, KOTOPEIE MOKHO OObEAMHHTD

B 12 rpym:

1. CucreMHbIC IPOABACHHSA
 Caabocrs, moteps Beca, cydodedpuanrer

2. Aprpasrum
o APTPAATHI HAH MUAATHH

3. OrtcyrerBue HAE OCAAOACHHE IIyABCA Ha IieprdpepH-
YECKUX APTEPHAX
o ACHMMETPIYHOE OCAADACHHE IIyABCA, IPEUMYITIE-
CTBEHHO Ha AVYEBBIX APTEPHAX, UIIIEMITIECKUE A3BEI
KOKH KOHCYHOCTEI, B PEAKHX CAYYASX TAHIPCHA

4. CaaboCTh B KOHEIHOCTAX
o [TOAKAIOUMYHBIN CHHAPOM OOKpaAbBaHus (Steal-
syndrome — CTHA-CHHAPOM), B TOM YHCAE C CHHKO-
ITAABHBIMH 3ITH30AAMH, CAADOCTD 1 DOAU B BEPXHIX
U HIKHIX KOHEYHOCTAX

5. Illym Haa aprepuamu
° LHYM HaA ITOAKAFOYNYIHBIMU, Ay‘leBbIMI/I, COHHBIMU
11 ADAOMHHAABHBIMI APTEPUAMI, IITyM HAA A0PTOI

0. Pasamune moxasareaeii AA MEKAY IIPaBOI U AEBOI
pyKoIt
o Pagamrane mokasareaeii A\ MEKAY IIPaBOI U ACBOK
pyxoit >10 mm pr.cr., carmkenue A/ Ha 0Oenx pykax
1py IOBBIIEHHOM AA Ha HIDKHUX KOHEYHOCTAX

7. ApTepHaAbHasA IHIEPTEH3UA
* Briepsere Bosuukrmas Al

8. Crenoxapaus
o CrenoxapAus, HHGAPKTH MUOKAPAL

9. Ilopaxenue KKT
e boAn B uBOTE, AHAPES, KEAYAOTHO-KHUIIIECTHBIE
KPOBOTCUCHUSA

10. ITopamenue xomxKu
¢ V3A0Baras spuTeMa, A3BEHHAA THOAEPMUA

11. ITopaskeHue OPraHOB ABIXAHUS
» BoAn B rpyAHOIT KAETKE, OABIIIIKA, KPOBOXAPKAHbE,
ACTOYHAS THIICPTCH3UA

12. TlopaskeHue HEPBHOW CHCTEMBI
o ['oroBOKpYyKEHIA, OOMOPOKH, TOAOBHEIE DOAM,
OPTOCTATH3M, CYAOPOTH, HHCYABTEI, HAPYIICHUS
3peHmn
Aaboparopusre npusuakn AT Hecmermuduans

u BKAro4darorT yckoperue COD, IOBHIIIEHHIE YPOBHA

CPBb, anemmro, AcfikornnTos u TpombornTos [14, 18].
3aboaesaemocts AT koaeOaercs B mpeaesax 0,4

AO 2,6 caydaeB Ha 1 MAH HACEACHHS B TOA, 4 PacIpo-

CTPaHEHHOCTh — OT 4 A0 33 cAyJaes Ha 1 MAH HaceAeHUA

U 3aBHCHT OT PETHOHA, HAMOOABIIIAS PACIIPOCTPAHCH-

HOCTB OTMedaeTca B Asnarckux crpanax [20-23]. Ken-
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Hbl cocTaBAfIOT 80-90% mannenTos ¢ AT, Bospacr
Acbrota koaebaetest ot 10 a0 40 aer [19, 24].

MEI IPUBOAMM HIKE TPU KAHUHHYECKUX HAOAFO-
ACHHSA, HAAIOCTPHPYIOIINE TPYAHOCTH AHATHOCTHKI
1 OCOOEHHOCTH IIOPAKEHHA ITOUEK ITPH ITHX PEAKHX
3a00ACBAHUSAX.

Cayuai 1. Boavnoii A., 1988 200a posdenus

Hcmopus nacmosugezo 3aboresanns: 6 anpese
2016 . nossuaucy GonesHerHsLe Y3eAKU Ha KOAHe KOHEUHO-
cmell 1 604 6 16600 AUUKE (30ech U daJiee 0cHOBHBIE KAUHU-
eckue cUMNINOMYL U Aa00paniopisle dantivie npeocrasiers:
6 Tabauye 1).

Cnyema 5 mecayes npucoedunuaucy 6oau 8 Muruyax
u cyemasax;, swicoxutl cyogedpunumen, npuruman HIIBC
¢ Kpamkospemerisim IPPDeKmoMm.

Ewe uepes 2 mecaya svias.aerno noswruerme AL u ycxope-
nue COD; mpu Y3 nouex namonocuu e nandero. Auazro-
cmuposara yzno6anan spunema, npodosscan npuem HITBC
bes sgpgpexmna.

Crnyema eme 2 Mecaya 8v176.1e1b1 HPOMEUYPUi, MUKPO-
eeMannpus, mpomboyumos, nossiuterue yposra CPB u annu-
mena kaacca 1gG « supycy Onuimeina-bapp (BOB) u kancuo-
romy anmuzerty BOD npu omeymemeuu penauxayuu supyca;
PO, anmumena k yurauueckory yempyaiuroomy nenniudy
(ALILIT), anmumena x AHK, AHA, a®A u AHILLA —
6 HopMe, nocegst Kposu cmepuasrst. AuazHocmuposara xpo-
nuyeckan BOb-ungexyus, nasnauena nponmusosupycran me-
panus (IIBT) — bes spgpexma.

Yepes 4 mecaya nocne auwasa 1IBT obnapyscer sedixo-
Yumo3, coxpananucs mpomboyunmos u svicoxutl yposers CPD.
Tpu Y3 u Y3AC svtas.1¢r0 ymervuerise pasmepos s1e60ti

E.B. 3axapoea, T.A. Makaposa, E.C. Jleotoea, E.C. Crongpesmy, O.A. Bopobbesa

nouxu (L) c obeoneruem 6nympunouedriozo Kposomorxa u us-
Merenus 166020 AuKa. 3anodospeno 1os000pasosarie AuuKa,
Heene008asl OHKOMapreper U 20pMOHANbHBLE NPOPUNb:
npocmanm-cneyugpuueckui anmuzer, 11, OCIL, sempaduon,
npocecnepor, npoaaxmit, mecmocmepor, AKIL, xopnruzon,
anvoocmepor, AL, u ceob0dnsiii bema-X19 — 6 nopme.

IIBT npexpamena, svinoanens: K1 opearnos Gprom-
#oti nosocny (OBL1) u nouex ¢ kormpacmmsim ycuneruem
u KT-arneuozpagpus, svins.erst arnespusva u npokcuMatvian
okra103ua se6oi noeyrion apmepuu (I1A), cruncerne sxe-
xpemoprodi pynxyun AT (Puc. 1). Ommeuero nosviutere
Kpeamutura Kposu.

31 man 2017 . nayuenm 6w14 cocnumanusuposar. 6 om-
oenerue cogyoucmon xupypeuu 1’ Kb um. C.I1. Bomxuna.

2Kanrobve npu nocmynaenuu na 06wy crabocms, no-
suLULerIle TEMNEPAN)pbL 16Ad, 60U 6 cniitie, 60U 6 Mbli-
yax, nomepo seca.

Cocmosnue npu nocmynaennuun cpeorned maicecrnii.
B scnom cosnanuu, memnepanmypa meaa 37,8°C, YA
19 6 1 mun, YCC 92 6 1 mun, AA 160/ 95 ym pm.con.
ta npasod u aesotl pyxe. I lonuswenrozo numarnus, xoxa
0n1e01as, 6aancras, Goe3merbIe 3K Ha KONCe 6PXHUX
xoreurocmedi. Omexos Hem. 1 lepugpepuneckue aumgpoysn:
e nansnupyroneca. Cycmaser ma 610 He usMeneHst, 100-
suncHocy e ocpanuyena. Avixarie 6e3suryagpoe, Xpuns
He svrenymusaromed. Toner cepdya acuvre, pumm npasuns-
notl. 2Kugom vaexu, uycmeumensiiviil 6 nesom sepxriem
K6aoparnie, KUuesie uyMol 6161V UUBAIONICA, CUMNIIOMOE
pasopancenuz Oprouturve vem. I leverv +2 v us-noo pedeproit
Oyeu, Kpatl saxpyeaentivitl, besboaesmentivid, cenesera u oK
we nansnupyromes. Moueucnyckarue besboneserroe, duypes
850 mn/ cymuu, moua obwrunozo ysema. Cmya 6 nopae.
Aesoe auuxo ynaomierio, boaesnerioe npu nassnayu.

Ta6nuua 1| Table 1

OCHOBHbIe KNNHNYecKne 1 nabopaTopHble AaHHble nauueHTa A.

Main clinical and laboratory data of patient A.

Y3enkn
HaKoxe, TTena [luHamuka AL co3 He Tp n CPB  KpeatunHun MY dp
60nn °C Beca Kr MM PT.CT.  MM/4ac r/n x10%/n  x10%n  mr/n MKMOJb/n r/n  Bn/3p.
B ANYKe
04.16 +
09.16 + no 38 140/90
11.16 + no 38 -2 180/100 44 137 388 89 125 0,1 4-7
01.17 + no 38 -3 170/100 32 136 448 77 96
25.05.18 KT-aHrnorpadus
27.05.17 no 38 -4 160/100 33 147 433 104 98 163 0,6 6-7
01.06.17 + 37,8 =5 160/95 52 71 612 14,5 165 150 1,0 4-5
14.06.17 J1eBOCTOPOHHAA HeppIKTOMUA
27.06.17 + 36,9 -6 120/80 73 99 467 8,7 99 126 HeT 1-2
28.06.17 MNpegHn3onoH
10.07.17 = 36,7 +2 120/80 35 122 395 11,3 0,9 125 HeT 0-1
19.07.17 - 36,5 +3 120/80 27 137 315 10,5 1,0 109 HeT 0-1
20.07.17 Linknodocdpamna
12.04.18 - 36,6 +4 130/80 19 143 151 8,5 71 121 0,13 3-5
15.04.18 A3aTronpuvH
13.09.18 - 36,7 +5 130/80 13 135 321 7,0 36 116 HeT  10-15
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Puc. 1. BonbHol A. KomnbloTepHas Tomorpadus, KT-aHrnorpadus. AHeBpr3Ma NeBOV MOYEUYHON apTePUn C MPOKCUMANbHOW OKKITIO3MeN
1 0beHeHneM BHYTPUNOYEUYHOTO KPOBOTOKA SIEBOV MOYKM

Fig. 1. Case 1. CT scanning, CT-angiography. Left renal artery aneurism with proximal occlusion and renal blood flow reduction

Aaunnvie 06caedosanus

Coxpananuce aelixoyumos, mpomooyunos, yckope-
e COD, noswruteriue yposia xpeamunurna u CPB, npo-
meunypus, MuKpoceMamypus; 6nepesie 6bIA6ACHL aHeMUA
u seixoyunpun 0o 40 6 n/ 3p., mouesuna 13,1 mmons/ s,
cor60pomounoe wcenezo 10,7 mxmons/ a; xonecmepurt (XC),
MoUesan Kueaoma, 00uuti 640K, anrvOyMiut, AeKNPOAUNILI,
210K03a, GUAUPYOU, MPAHCAMUNAIEL — 6 NPEOeNax HOPMYL.
Crpunune 1a cugpunuc, cereopomounsie eenamumet, BIY,
mybepryaes — ompuyanensHsli.

IKIT, penmeenoepagpus opearos cpyonod xaemx,
Dxo-KI"— bes namonozuu.

V3 opearwos Gpromroil nosocmu u nouex: nesrauunens-
HaA 2enanomezaniis, no0cea)00uHas Jetesa u cejesenka — bes
namonozuty npasas nouka (L111) 110545 smm, napenxuma
ee e usmeena, mosmuna naperwxumer (IT1) 17 smmy AT
84550 mm, napenxuma eunepaxozernan, TI1 do 14 vy
obweMroe 06pasosarie 6 nPoeKyUU 0CHOBHO20 (116044 A€E01
I'LA — anespusma I 1A ¢ mposmbosom nosocmu arespusie
U napasasanvioi 2eManioMou.

Onepamusnoe revenue: 2 uwna 2017 2. seinoanena
pesercyun anespusimer aesoti 11LA ¢ annonpomesuposarem.
B nocaconepayuonmnom nepuode ommeuena cmodian auxo-
paoka, me yemynasutan MaccusHoll anmubaxmepuansiol ne-
panuu, Hapacmarue setixoyumosa, ¥ SAC sviasuno yxyoute-
Hute BHYIMPUNOUEUH020 KPOBOIIOKA S€B0U NOUKHU 1PU COXPaHO
npoxooumocinu npomesa. Ha 11 cymru svinoanena sesocmo-
ponnan negpparmomud. 1lo danneim cucmonoeuueckozo ue-
CA€008atUA ONEPAYUOHI020 Mamepuaia OUazHo/mUposarsl
UHGapKm nouKy  17poMO03 noueUHoH apmepu.

Koucyrvmanyus negporoza 6 omderenun cocyou-
ot xupypeun: naubosee sepoamen duazio3 )3eaK06020
noauapmepuuma. Pexorendosaro donosnumensroe cucrmo-
J102UYECKOE UCCACD08atIE ONEPAYUOHHOL0 Marmepaad.

Tucmonozuuecxoe uccaedosanune onepayuon-
#o020 mamepuara. Ceenosas MUKPOCKOnUA 6b1n0aHeHa
Ha napagurosLix cpesax ¢ UcnOAbI06aAnUEM 0KPaCOK 2e-

Mamoxcuaunom-303urom, PAS-peaxyunu u mpuxporom
no Maccory.

Iouxa (Puc. 2) ¢ 6vipasicentiviie MyaomugpokasvsiM ra-
Dyudennen sUcOGPXUMEKINONUKY CIIEHOK apriepuil chedrieco
Kaaubpa 8 61de orexa, MaccusHol mpancmypassioll u nepu-
6ACKYAAPHOU UHPDUABIIPAY UM, NPEOCInab.AeHHOU 1elmpoPdutb-
HYLMU JICUROYUMIAMU U 2UCIIUOYUIIGMU, 2DY6060N0KHUCINI0Z0

Puc. 2. bonbHolt A. OnepaunoHHbI MaTepran, NoyKa.
ApTepua cpefjHero Kanvnbpa ¢ pe3KnMm yTosLEHNEM CTEHKN
1 HapyLUeHneM rMCcTOapXMTEKTOHMKM C/I0eB 3a CYEeT OTeKa,
HepaBHOMepPHOro rpy60BONOKHNCTOro $prbpo3a 1 ryctomn
TPaHCMypaJibHOW 1 NepUBaCcKyNAPHON MHGUABLTPaLUK,
npeAacTaBieHHON HENTPODUNBHBIMU NEVKOLUTaMU Y TUCTUOLUTaMU;
¢ opMUpOBaHMEM NCEBOAHEBPM3MATUYECKOTO PaCLLPEHUA.
CocefiHaAs apTepusa cpeaHero Kanmbpa ¢ TotanbHo 06Typauveit
npocseTa B pe3ynbTaTe 04aroBOro BblpaxeHHoro gpubposa.
Okpacka Tpuxpomom no Maccony; ysenuueHue x40

Fig. 2. Case 1. Removed kidney. The wall of a middle size artery
markedly thickened, forms pseudoaneurismal widening, and shows
histological architecture disturbance due to the edema, dense
transmural and perivascular infiltration by polymorphonuclear
leukocytes and histiocytes, and irregular coarse fibrosis. Nearby
medium size artery with severe irregular focal fibrosis of the wall and
total occlusion of the lumen. Masson’s trichrome; x40
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Puc. 3. bonbHom A. OnepaunoHHbIN MaTepran, NoYyeyHas apTepums.
CTeHKa NoYeyHO apTepunm C CErMeHTapHO COXPAaHEHHOW BHYTPEHHel
3M1acTNYECKO MeMBPAHON, BblPaXKeHHbIM Cy63HAOTENMaNbHBIM
$r6PO30M, HepPaBHOMEPHbIM TAXKESbIM CKJIEPO30M Y MaIMHO30M.
Okpacka Tpuxpomom no Maccony; ysenuueHne x40

Fig. 3. Case 1. Removed main renal artery. The renal artery wall
with segmentally preserved internal elastic membrane, marked
subendothelial fibrosis, and severe irregular sclerosis and hyalinosis.
Masson’s trichrome; x40

Qubposa; ¢ cybmomansiiod obmypayueti npoceenos cocydos;
C MHOLOMUCACHHBIMI 11CC800aHESPUIMaMtl 8 OUPDYPKayHOHHBIX:
YUacmKaxy ¢ Kpynnoouazo8uiMu KOPUKasoHoIMU UtleMil-
YeCKUMY U 2eMOPPazUUecKUMY HEKPOSAMU U 172017141bHBIM
OCIPLIM Karaibye8bIM HeKpO3OMy 063 1an10A02UYecKUX UMe-
Heutl co crmoporsL KAy0ouK08, apmepuo i apmeputl Mesxozo
Kaaubpa, 0e3 KOPIUKaaoHozo 71)6)A0-UHMEPIIUYHANBHO20
Pubposa.
I Toueurasn sera momanviwo obnypuposara spumpoyumap-
HBIM 177DOMOOM.

E.B. 3axaposa, T.A. Makaposa, E.C. Jleonosa, E.C. Cronspesuy, O.A. Bopobsesa

Toueunan apmepus (Puc. 3) ¢ pesxum ymoauenuem
CIIEHK, HAPYULEHUeM ee Ye00IHOCHIN t 2UCIIOaDXUIIEKINO-
HUKU /1066 3 CUem CKAePO3a U 2UANUNO3A; ¢ CezMeHInapHo
coxparieroll 6Hymperiell 31acmuueckol MeMoparo, mance-
JBIM CYOIHO0MIENUANBHBIM PUOPOI0M, 0420801l AUMGPO-2i-
cmuoyumapio unguaLIpayuel i cKonaeHUIMU 2eMocuoepo-
Pazos. B npocsenme cocyoa mposbomuueckue Macce: pazuuno
CIIeneHiL 0aBHOCHIN: ¢ KACHIOUHON pearyuetl, npusHarami opea-
HUSAYUU U PeKAHANUSAYUL; COEHCUE IPOMOOMUUECKIe Macchl
Ge3 Kaemouroll peaxyu.

Mouemounux (Puc. 4-5) ¢ sposusro-assennvim nopasie-
HUeM CAUSUCIION 000N0UKU; ¢ PeSKUM YIRONUEHIUEM CIEHKI
3a cuem BvIPaNcerioz0 071eKa U MaccusHo AeUKoyumapHot
UHPUABIIPAY UL 606X (066, ¢ MHONCECINBEHHBIMU UNMIPa-
MYPANGHBIMY HEKPOIAMU U 86IPAHCCHHBIM KaAPUOPEKCUCOM
Hedimpo@uavivix aetixoyumos. Crrenxu apmeputi Meaxozo
U gpedrteco Kaaubpos 0ugphysHo pesko ymosujerst 3a cuem Heli-
MPOPUNBHOT NCHKOYUNAPHOU UHDUABIIPaAYUL, ¢ YUPK)AAD-
HBIM. 1HPatCMYPansibtM PUGPUHOUIHBIM HEKPOIOM, ¢ PDop-
Muposariem ncesdoariespusm. Buzpascenrviii pubpurnosmsiii
HEPUYDEIEDUNI ¢ MACCUBHBIMU HANOHCHUAMY PUGDUHA, SeTK0-
yumapiotl ungpunsmpayuedl 1 6bIpancersiM Kapuopexcucom.

Lucmonozuueccoe saxarwuenue: yseaxoswiii nosuapme-
puum — Juppysuvril cezMenmapnsiii mpancmMypasbivlil
HeKPOmUUPYrUULl U CKACPOIUPY UL BaAcKYAUM ¢ NOPa-
JHCHUEM NOYCUHOU apmepuu i apmeputl cpedreeo Kasubpa
KA NOYKIU U CIICHKI MOYemOUuKa, ¢ Qopmuposariuem
10e600ariespUIM U 7POMO0IOM, KPYNHOOUAZ06b1e UILEMUHECKIE
U eMoppazuvecKie Kopmurasivvie HeKpo3sl mKam nouK,
mpombos noueunotl serwt. Daeeroroso-a3sentiviil ypenepun,
Dubpurosriil nepuypemepun.

Ha 12 cymxu nocae neppaxmomun nayuenm
Ov1a nepeseden 6 nepporozuveckoe omoerenue I' Kb
um. C.I1. bomxuna.

Puc. 4. bonbHoi A. OnepaunoHHbI MaTepran, MOYETOUYHMK.
ApTepus cpefjHero Kanvbpa C pe3KrM yToSILLEHNEM CTEHKN
3a cYeT neprBacKynapHoro ¢prnbposa; nceBaoaHeBpu3MaTUyECcKoe
pacLUVpeHmne CTEHKN C TAXKeNbIM OTEKOM U LIPKYNIAPHbIM
$UbprHOUAHBIM HeKpo3om. OKpacka TPXPOMOM Nno MaccoHy;
yBenunyeHune x40

Fig. 4. Case 1. Removed ureter. The wall of a medium size
artery sharply thickened due to perivascular fibrosis, forms
pseudoaneurismal widening with severe edema and overt circular
fibrinoid necrosis. Masson’s trichrome; x40
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Puc. 5. bonbHoin A. OnepaunoHHbI MaTepran, MOYETOUHMK.
ApTepus MenKoro Kanmbpa c LMpKynsapHbIM HapyLieHem
rMCTOAPXMUTEKTOHMKM C/T0EB 3a CYET OTeKa, MIOTHOW HENTPOdUIbHON
NeKoLMTapHON NHGUABTPaLIMK 1 MacCUBHOTO GUOPUHOMAHOTO
Hekpo3a. Okpacka Tpuxpomom no MaccoHy;
yBenunyeHne x100

Fig. 5. Case 1. Removed ureter. The wall of a small size artery with
histological architecture disturbance due to the edema, dense
polymorphonuclear leukocytes infiltration and massive fibrinoid
necrosis. Masson'’s trichrome; x100



prp,HOCTM ANArHOCTUKM CUCTEMHBIX BACKYNIUTOB C BOBNEYEHNEM CPEOHMX M KDYMHBIX COCYA0B U NOPAXEHNEM NOYEK

Yemanoeaen duaznos:

Ocrtosroe saboesariue: Y3e K081t NOAUAPIIEPUUINI ¢ NO-
pasicerue] Kodct, Meitilly, )erIas0s, Opearos MOULOHKy NOHEK:
anespuMa Ae60U N0UEUHOU apriepuil, MHONCECHBeHHbIE Ul-
Daprinet 1601 NOUKHUy BHYNIPUKONHBLE Y3CAKU; apripasenily
MUanzuly 1e60C/mopoHHUI OPXUm

Ocaosncrenun: Apmepuanviian eunepmensus 2 comenet.
Tpombos nonocmu anespusimor u paspsis anespusmst ¢ 00pa-
306anUeM NapasasanbHoll ceManoMst; 7poMO03 160t novey-
1Ol 8e1bly (D.1€2MOHO3HO-A36€HHbIIL S1EB0CIIOPOHHIIL Ypenepurt;
pubpurosnsiii negocmoponnud nepuypemepunt. Cocmoane
nocae sesocmoporined negpxmomun om 14.06.2017. Amne-
MIUS THANCCAOH CIIENeHit, 6710puUbLIL 1POMO0YUII03.

Aanvuesimee revenne u nabarwdenue:

Iposedern «nmynvey memuanpednusonona (MIL1) 500 me,
nasnaver MIT 6rnympe 6 dose 24 me/ cymuu. Yepes 2 nedesn
nocae Hadaia mepaniu memnepamypa cr0UKo HopMasivia,
AA 120/ 80 ym pmr.cm., koswereie yseaxu u opxum paspea-
Jucs, npubasua 6 sece, CPD, wpeamurun, noxasamen xiu-
HUYECK020 aanu3a Kposi i 00ueco anaausa Moy — 6 HopMe.

Euwe uepes 2 nedean, nocae npedsapumensto Kpuoxot-
cepeayui cnepmut, Haama «nyAbe-mepana yukaopocdha-
mudom (LID) 6 dose 1000 sz 1 pas 6 mecay, ¢ nocmenermvim
crucerisrem 003er MI 1.

Yepes 8 mecayes om navana mepanuu LID docnueryma
ommaprasn dosa 8000 e, dosa MI 1 cruoncera do 4 ye/ cymnca.
TeMﬂqpamypﬂ meaa cnmouKo HopMaaviad, Koxea ducmia,
AA, CPB u noxasamenu kiunuveckozo # 6uoxuMueckozo
ananusa Kposu u obueco anasua mouy 6 Hopme. Y3
u Y3AC TII1 bes namonoeun. Tepanus LID saseputena,
nasnaer asamuonpur (A3A) 6 dose 150 e/ cymru, dosa
MIT ocmasaena npecneii — 4 e/ cymwcu.

Enge uepes 5 mecayes — cocmonriue yoos.aenmsopuniensiioe,
sncanob wem, A, CPB u noxasamenu xaunuueckozo u 0uo-
XUMUYECK020 anaau3os Kkposu u 6 topme. I 1pomeurnypus

LLkona Hedponor

omeymemsyen, 1eboavias murpozemanypus. Y3 T11T —
bes namonoeu. Pexomverndosaro mpodoancumes noddepacusaro-
Wy mepantir 8 npexcHem obweMe.

Obuas oaumenvrocme nabardenus cocmasiuia 16 Me-
cAayes.

Cayuaii 2. Boavnas M., 1954 200a pondenus

Tlepenecennvie 3ab0aesanus: daunessioe 6pema us-
Obimounelll 6ec, 6apuKosHoe pacuuperiue 6er u INUOUHECKe
O1EKU HUNCHUX KOHEUHOCHIEI,

Hcmopus nacmosugezo 3aboaesanus: 6 2010 . npu
cayuainom obeaedosaruu 6via6aenst noswiuerite AL u -
sesodepuyummasn anemus (FKAA) aezxod cmenenu (30ece
U aiee 0CHO61bLE KAUHUMECKUE CUMNINOMBL U AA0OpamopHbe
Oarnwte npedcmasaenst 6 Tabauye 2), nepezysapro npuru-
Mana npenapamer seaesa u uAILD.

Yepes 4 200a svtasaero yexopenne COD, nossuterine

yposnsa CPD.

Cryema euge 200 neperecaa nnesMorur (paspeutusutyocs
Ha QOOHe anmudarmepuansoll mepanii), 66146.1¢Ho yeyeyoie-
nue 2KAA, mpomboyumos; kpeanmunun kposu 6 nopme. KT'
opearws epyoroti kaemiu (OI'K), DXO-KI, xoaomockonus —
SHAYUMOI NanIoN0UL He HaleHo.

Ha caedyrompuir 200 — nosmopras nnesmornus (anmubax-
mepuansasn mepania ¢ pgpexnom), Ho coxparnance 2KAA,
mpormboyumos u ycxopernue COD; kpeanumun kposu u obuyuti
aranus mouu 6 Hopme. KI'OI'K, Y3 OBI1, nouex u ma-
21020 masa, I ANC — snauumon namosozuu He 6v196.1€Ho.
Ipunumana npenapanrve scenesa 611ympe.

Euye uepes 200 nossunucs caabocns, 0dvimra, cyogedpuiu-
men, yeyeyounace mancecns 2KAA, sviasaerve svipascerinsiii
mpOMOOYUNI03, (1600847 NPOMEUYPUA; Kpeamuur Kposu
6 nopme. Ipu DI AC mpusraros swenydourozo xposoneyerius
ne natioerto. Y 31 OB 1 u nouex: ougpgysrere usmersertus ne-

Ta6nuua 2 | Table 2

OCHOBHbIe KNMHNYeCKne n na60paToprle AaHHble nauneHTku M.

Main clinical and laboratory data of patient M.

AsBbl Ttena  JuHamnkKa Al co>3 He Tp n CPb  Kpeatmhuu MY Sp
KOXM °C Beca Kr MM PT.CT.  MM/vYac r/n x10%/n  x10%n  mr/n MKMOJb/n r/n  Bn/3p.
2010 150/90 929 309 8,6
2015 150/90 A A
2016 71 526 61
01.17 38,6 140/90 120 75 484 65 HeT 0-1
02.17 37,0 45 82 536 10,7
04.18 62 51 746 85 0,1 0-1
22.06.18 JleBOCTOPOHHAA HeppaKTOMUA
10.18 + no 38
20.12.18 + 37,6 =5 180/100 120 104 402 10,6 91 120 0,18 10-11
29.12.18 MpenHu3o0noH
02.01.19 + 36,8 140/90 67 17 451 12,6 108
17.01.19 + 36,9 +2 160/100 101 17 275 18,2 37,8 92 0,17 1-2
05.03.19 + 36,7 +8 150/100 58 122 256 10,5 96 009  0-1
01.10.19 - 36,6 -12 140/90 27 125 240 9,5 24 91 0,08 0-1
28.01.20 = 36,5 -15 130/80 30 135 331 94 18 83 0 0
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E.B. 3axapoea, T.A. Makaposa, E.C. Jleotoea, E.C. Crongpesmy, O.A. Bopobbesa

Puc. 6. bonbHaa M. MarHuTHo-pe3oHaHcHaa Tomorpadus,
06beMHOe 06pa3oBaHme N1eBO NOYKY

Fig. 6. Case 2. MRl imaging. Left kidney mass

e U n00ace 00O H0eNe3bl, PACHLUPENIe YatedHo-10Xa-
Hourot cucmemsvr (AAC) AL obwvemmoe obpasosarnue 11,
Toayuana npenapanrvr scenesa s1ympusenro bes sgpgexma.

Crnyema mecay svinoanera NPT nouex ¢ xormpacnuposa-
HiteM, 6b146.1¢H0 0GverHoe odpasosarie L1 (3anodosperna ypo-
meanansias onyxons), yymenvuserne pasmepos AL (Puc. 6),
obwerHoe odpasosartue cpedret mpenty 111 T manvex: pazmepos.

Onepamusnoe nevenune: cuye uepes Mecay nayuenna
Ob1./10 20CnUIMANUSUPOBAlA YPOI0ZUMECKOE O1I0eeH e 110 MECIIL)
wcumenvemea, 22.06.2018 evinoamena sesocmoponnasn
He@pPIKIMOMUS, 110 OaHHBIM 2UCIION0ZUHECKOZO UCCAe006aIUA
ONEPaYUOHHOZ0 Manepuaia OUazHoIUPosar Keanmozparny-
AeMaro3sLil nueaoHe@PUIL.

ITocne onepayuu cocmosrue neckonvio yayuuiniocs, 00-
Haxo epes 4 mecaya 60300106114 8b1c0KUlE C)ODeGpUAUMIEN,
Hapocaa caabocny, NPeUMYULEcIBenio 6 Hoeax, noAsUAUCY
A360UKIU Ha KOINce KOHEUHOCIIeN, OMMEnIuad nomepro 6ecd.

Kowncyrsvmayus negpposoza 6 I'Kb um. C.I1. bom-
KUHA: 0Uazi03 KeanmozpanyaeManiosnozo nueiotegpuma
6v136160€M COMHENHUA, OUPPDeperyuansiviil OUazros Mencoy
NOAUGHZUUIOM ¢ 2paryeMarnto3om U caproudosom. Pexo-
MeH006ar0 00nOAHUNIENBHOE 2UCII0N0ZUYECKOE UCCAE)06atHe
onepayuoHHozo Mamepuaiad.

Tucmoaozuuecxoe uccaedosanue onepannonnozo
mamepuara. Ilepecriomp comosvix cmexaonpenaparnos
(okpacku eemamorcunun-s03unom u no Lluw-Hunavcerny)
U Q0NOAHUMIENBIHOE COCTIOONINIUUECKOE UCCAe006atIUE, 6bIN0-
HeHHoe Ha napagunoseix (hesax: ¢ UcnoNb308amueM oKpacox
eeMamokcunuom-203unom, PAS-peaxyuu, mpuxpomom
no Maccony, wmnpeerayuu conamu cepebpa no Amcorcy
u no L'omopu-I poxonm, no Lluao-Huavscery, opceuriom.

Touxa (Puc. 7-9): cmenxu apmepuii chedrezo xarnbpa
U omoenviLLX apmeputl MeaKozo Kaaubpa ¢ Hapyueruem
QUCIIOADXUIEKIIOHUKI CA0E6, ¢ THOMANBHON U )00/ an-
HOTI 001Iypayuers npoceenIos 3a cHens MANeAbIX USMEHEHU
Dasauynon cmener 0a6HOCIIN, d UMENHHO: 0eCcrIPYKIYUA Meo-
ANbHO20 2NAOKOMBLULEYT020 (A0S, HaAPYULeHNe Yea0cHIHOCHIU
SHympenHel U HapyIcHoLl IAACIIUUECKUX NAACIIUHOK; 2pYbo-
6000KHUCIIbLI PUOPO3; 1mpancMypanvivLii Pubpurondrsrii
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Puc. 7. bonbHasa M. OnepaLuoHHbI MaTepuran, nouka. Aptepusa
cpefHero Kanvbpa ¢ HapyLleHeM M’McToapXUTEKTOHNKI CloeB
CTEHKM 3a CHEeT MaCCUBHOW TPaHCMYPabHOW 1 NeprBacKyNAPHOW
NHOMBTPALMKM 1 FPy6OBONIOKHMCTOrO GUbPO3a; 06NMTepUpYOLLMA
SHAapPTePUNT C pe3Koi 06TypaLmel NpocseTa cocya.
Okpacka PAS-peakuus; yBenuueHne x40

Fig. 7. Case 2. Removed kidney. Middle size artery with histological
architecture disturbance due to the dense transmural and
perivascular infiltration and coarse fibrosis; obliterating endarteritis
with the lumen occlusion. PAS; x40

Puc. 8. bonbHasa M. OnepaLoHHbIN MaTepuran, MoukKa.
ApTepus cpefHero Kannbpa: 061MTepupyoLLnA SHAAPTEPUNT;
MaccuBHasA TpaHCMypasbHasA 1 NepuBackynapHana uHGUNbTpauua,
npeAcTaBsieHHaA HENTPOGUITbHBIMU NEMKOLMTaMV C BbipaXKeHHbIM
KapuopeKkcmcom, numoLnTamm, NnasmaTmyecknmMm KnetTkamu
N TNCTUOLMTaMU, C GOPMUPOBAHMNEM EAVHUYHbBIX TUFAHTCKMX

MHOTOAAEPHbIX KNETOK, C HapyLUeHNeM LieIOCTHOCTH
Hapy>KHOW 3N1aCTUYECKON NNACTUHKN 1 AecTpyKLnen
MeAMNanbHOro rMagkoMbILLEYHOTO CNOA.
Okpacka opcenHom; ysenuyeHmne x40

Fig. 8. Case 2. Removed kidney. Middle size artery: obliterating
endarteritis; massive transmural and perivascular infiltration
by polymorphonuclear leukocytes with marked karyorhexis,

lymphocytes, plasma cells and histiocytes, with occasional giant
multinucleate cells; disrupted external elastic membrane and
destruction of smooth muscle media. Orsein; x40

HEKPO3 ¢ MaccusHoll ungdusvmpayuet, npeocmasaeHnol Hei-
MPOPUALHBIMU NCUKOYUNMAMI ¢ BIPANCCHNBIM KaPUOPeKCH-
COM, NUMPOYUINAMY, NAASMATIUMECKUMU KACIIKAMU U 2U-
Cmuoyumamily ¢ POPMUPOSareM MiHoz0906pHLIX UAHIICKUX
KAMOK; 00.aumepayus npocsenios cocyoos 60cnatumenvioil
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Puc. 9. bonbHaa M. OnepaunoHHbI MaTepuran, nouka. Aptepusa
cpepHero Kanmbpa ¢ HapyLIeHNeM LLeNoCTHOCTM MafKOMbILLEYHOTO
cnos 1 cpopmrpoBaBLLECA «MNCEBLOAHEBPY3MOIN».
OKpacka remaToKCMIIMHOM-3031HOM; yBennyeHmne x40

Fig. 9. Case 2. Removed kidney. Middle size artery with destruction of
smooth muscle layer and pseudoaneurismal widening. H&E; x40

KACHIOUHON UHPDUABIIPayetly 7POME03 NPOCEEn108 c0c)008
u pexanasusayus mpombos; causarmuecs Guipurondrivre
HeKpo3sL ¢ PopMuposariuem spary ey nce600anespusMsl ap-
mepuil cpedreco Kanubpa. CrenKu apmepuos sHavumesbHo
ymoaugenst 3a cuem cunepmpoun Mutueurozo cao. Bens
u 6eny vt be3 namonoeueckux usmenenud. Kaybouxu npeumy-
HeCTIBEHHO COXPAHbL; ¢ MUKDOIPAH)AEMOIL 8 30He COC)OUCII020
n0A10Ca eOUHCIIBENH020 KAYOOUKA, ¢ NOSAHBIM U 6I10PULHBIM
CELMEHINAPHBIM 2/10MEPYAOCKAEPOIOM U MeJAKOCeeMeHIap-
HBLMU PUOPOSHBIMIU NONYAYHUAMY. 8 COUHUUHBIX KAYOOUKAX
(<1%). Augpgpysroe mancenoe xporuueckoe my6y.10-unmep-
CIRUYUANBIHOE BOCHANIEHIUE ¢ NPEUMYIYECIIBENHBIM NOPANCEHUEM
M03208020 CA0A U 10KCINAMEDYAJAPHOU 30161 KOPKOBOZO C/OA.
Augpysmwtii svipawerreiil myGyao-urmepenmuynansivii gu-
pos (50-60%). Causucmas oborouxa YAC bes snauumpex
Quazrocmudeckux ocoberrocmed. ITpusnaros muxobaxmepu-
ANBHO20 U MUKONIUYECKOZ0 NOPANCEHUIL HENL.

L ucmonoeuuecxoe saxarwuenue: ougpgpysmeiii cezrmenmap-
Holll, MIPaAHCMYPpanblll HEKPOMUSUPYOuUL 1 cKAeposupy-
10WUll apmepunm MKanu nouKu ¢ HpeUMyuecreetnsiM no-
paswceriem cocy0os cpedtieco Kaaubpay ¢ 0cmpuiM, no00CHPEIM
U XDOHUYECKUM 00AUMEPUPYI0MUM IHOGPMEPUUIIOM, 2Da-
HYNCMarno3sM KOMROHEHIOM U PopMuposaritem nce6do-
anespusm. 1loansii (<1%) u emopuunveii ceemermapvrii
(<1%) enomepyaockaepos; ceemernmaprsie pubposivre noy-
aynua (<1%). Bespaowerroe smopuuroe, npeusmymecimeentio
HOKCIIAMEDYANADHOMEDVAAADHOE, 12)0YA0-UHIIEDENIUYHANBHOE
socnasene ¢ OUPPysHotl GoaruK)10n0000m0l unguabmpa-
yued. Augpysuetii svipancertsili 111y0)A0-uHmepemuynans-
it gpupos (50-60%).

19 dexabps 2018 2. nayuenmra bviaa 20cnuma-
ausuposana 8 neporozuueckoe omdesenue I'Kb
um. C.II. bomxuna

Kanobwe: crabocmn, nosviuuenue memnepanype: mesa,
Gos1e3mervre A3604KU Ha Kodce KoHeuHocmell, nomeps 6eca
a5 xe.

LUkona Hedponora

Ilpu nocmynaenuun: cocmosnue cpednei maxcecmi.
B sacrom cosnanuu, memnepamypa meaa 37,6°C, YA
20 6 1 mun, YCC 78 6 1 yun, AA 180/ 100 ymm pmr.cm.
na npasotl u sesoll pyxe. I loswiauerinozo numarus, xosea b.aeo-
nas, cyxas. Ha xoowe naeesoii obaacmu caea u na npasot
20/1eHU A36eHHBIE DeqheKmbl, NOKDBLIIbIE 2eMOPPALUUECKO
kopourot (Puc. 10). Ymepernnsie omexu u mpoguuecxue us-
MEHEHUA KO HuncHux Koreurocmed. I lepugpepuyeckue aum-
Poysave ne nanvnupyronca. Cycmaswr Ha 610 re usMerert,
nodsuciochy te ozparuderia Avixarie, nposodunia 6o éce
omdenst, xpunve e sureayuusarnca. Tows: cepoya npueay-
wertst, pummuiiite. HAsvix eaancrveii. 2Kusom maekud, oesbo-
JIE3HENIBLIL 60 606X 0M10€/1aX, NEUeND, CeAe3eHKa U NOUKH Nalb-
nayuu e docmynist. Moueucnyckanue Gesbonesierioe, duypes
1500 nan/ cymuu, moua oberurozo ysema. Crya 6 Hopae.

Aannwvie 06caedosanus

Aeckan anemus, ymepennviii aelixoyumos u mpomooyu-
mo3, sravumensroe yexoperue COD u nosviuerue yposwn
CPb, nesnavumensnas npomeunypus u MuKpozeManypus,
671Ep6BIE BB1A61€1H0 NOBBIULENIE Kpeamutua KPosi; MoYe-
suna 12,6 mmons/ 4, coréopomounoe sceneso 6,8 mkmons/ 1,
XC, mouesan xucaoma, obmuti benok, anvbymit, 21eKmpo-
UL, 2A10K03a, GUAUPYOUH, Miparcamurasel, PD, anmumena
x AHK, C3, C4, AHLLA — 6 npedesax nopmast. Cxpurnure
Ha cugpunuc, cvréopomourvie cenamunmvt, BIY, mybepxy-
w3 — ompuyamenviivid. DKL, pernmeerozpagpus OI'K — bes
SHAUUMOU Nanoa02Ul.

V33U u Y3AC I pasmepsr 130x52 mm, xornzype:
osiivle, HuNCHAR NON06UNHA NOUKU HPEOCIIAB.AEHA O11)X0.16U0-
HBIM 2€IIEPO2EHNBIM 1HECKONBKO 2UNOIXOLEHHBIM ABACK)AAD-
HbtM 06pasosaresm 756770 MM ¢ HewemKuM HeposHyIMY
KoHmypamtl, ozubaeMuiM cocydamu no nepugeputsy ocmas-
Wasca napenxuma HopMaabHoll 3X02eHHOCHIY, 001H0pooHas,
00 20 MM, YametHo-10XAHOUHAR CUCTIeMa He Pactiuperds
KoKkpemenmvl He 6viasaensyy npasas 1 LA ureen naasroii
S-00pasnetii usenb, Ha sce npomANCHUY AUHETHAA CKOPOCIID
kposomoxa (ACK) nossiuera do 180 cex, ACK no mexcoo-
J1E6BIM, 0)2066IM U CCCMENINAPHBIM APIIEPUAM MIAKIHCE 1ie-

Puc. 10. bonbHaa M. f3Ba Koxu

Fig. 10. Case 2. Skin ulcer
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Puc. 11. bonbHaa M. MarHUTHo-pe3oHaHcHaa Tomorpadus,
06beMHoe 06pa3oBaHNe eANHCTBEHHOWN NPABO MOYKM

Fig. 11. Case 2. MRl imaging. Right kidney mass

Puc. 12. bonbHaa M. Y3/l eanHCTBEHHOWM NpaBoi NOYKH,
MOJIHBIN perpecc onyxoneBnAHOro 06beMHOro obpasoBaHnA
Ha ¢pOoHe KopTKOCTEPOUIHON Tepanumn

Fig. 12. Case 2. Right kidney ultrasound, showing complete regress
of the pseudotumor under the corticosteroid treatment

ckonvK0 nosviuterst. Vndexe pesucmenmmocnu (V1P) nosviuen
Ha pasteix yuacmxax om 0,77- 00 0,65.

MPT OBIT u nouex (Puc. 11): pasmeper T111
115x70x82 mmy 6 nuscrem noatoce onpedeasenica okpy-
2101l popmat conudHoe obpasosariue, degpoprupyromee sHe-
Hutl Konnyp nouxt, pasmepamu 69x42x71 mm, (na MP-
momozpammax om 03.05.2018 pasmeper obpasosarun
15515515 ym), umerongee r11eodropodiweii eunourimercusvlii
MP-cuzran npu T 2-uccaedosanuu, IKA, usounmencusmsisi
MP-cuzrtan mpu T'1-ucenedosaruu, HeodHopooHo cunepurmen-
cusrwrti MP-cueran na ABU, xosgpguyuenm ougpgysun
0,75-1,76x10-13 mni? [ ¢. locae srympusennozo ssedenusn
20 ;s Konmpacnozo eewecnisa onpedeasentcs 2o Hepaso-
MepHoe Haronerue 6b1eonucanivlM 00pasosaniem, Max-
CUMANBHO BbIPANCEHHOC 8 aPMEPUANBHYI U 6eHO3HYI0 Pas),
ocnabesarnmyee 6 napenxumamosnyro pasy. Iloveunasn sera
1He ymouyeria, Y6eNUMeHIbIX AUMPAINIUUecKux Y106 6 00.1a-
¢80P0 NOYKY U NAPaopmanbHo He 6biAasaeHo. B obaacmu
10960 YOaNeHHOU NOYUKIU NANION0LUECKUX 06pasosanil, HaKa-
NAUBAIOWUX KOHMPaciitoe seuyecno, He sviaseno. I leuers,
100216eY00UHAA, Cene3eHKa, HANOUeUHUKY — €3 NarnI0N02UH.

Yemanoeaen duaznos

Ocrosroe saboaesarue: y3eaK08b1il nOAUGPIIEPUUNL ¢ 110-
pasiceriuent nOYEK 1 KONCU: HEKDOMUSUPYIOULL U CKACDOIUDPY10-
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WUt apmepuuin nouednvix 509/006 npeuMyyecnserito 4])60,%20
Kanubpa ¢ epary.1emMantosnsiM KOMROHEHIOM U 06pasosaruem
10e600aeSPUIM; COCIIOAMNIUE 110C/E S1EB0CIIOPOIHEN HeghpPIKINO-
Mmuu om 22.06.2018; a3661 ko

Ocaosmcrernusg: aremus sezkotl crmenetil, seene300eguyum-
Has, mopuunstil mposmboyumos. Apmepuansras cunepmen-
susn 2 cmenen.

Conymemeywumue saboaesarnus: IK302e1H0-KOHIIUNY Y-
onansroe oxcupere 2 cmenent. Bapuxosnas boresie nusne-
HUX KOHEUHOCHIEl, XPOHUYECKAA 66HO3HAA HEOOCHIAIOUHOCHIY
1 cmenenu.

Aewenue u darvretimee Habardenue

Havama mepanus MIL1 — «nyascory 6 cymmaprodi dose
1000 sz, s3amem MI1 srymps 6 dose 16 me/ cymuu, mem-
nepamypa meaa Gvicpo HOPMaNUI06aNAC, CAMOLYECIIEHE

yyumaoce. B ceasu ¢ gporosod apmepuansrol cuneprmrensuet
nonyuana maxoe wALID u bema-aokamope:.

Yepes 3 nedean nocae vavana mepanun memnepanypa
meaa cmolio HopManbHas, cAaboIHIL YMEHbIUAACY, 11POMO0-
Yum03 AUKEUOUPOBANCA, HOPMANUIOBANCA Kpeam Uit Kposly
sMece ¢ mem coxparanace Jeekad aremus, yekopere COD
u nosvizuerine CPB. 1lo dannvim Y31 u Y3AC T —
NONOKCUIENBHAR OUHAMUKA 6 6UOE YMEHBIULEHUA 6 PAIMEPaX
onyxonesudrozo obpasosarus npasod nouxu; A ACK u 1P 6 co-
oyoax 1111 6 npedenax sospacmmoii nopmer. Tepanus MIT
npodosncena 8 dose 16 ye/ cymru.

Yepes 2 mecaya nocae navana mepanuy — anemus Jee-
Kot cmenenu, ymeperroe yexoperue COD, 6 ocmansrom
saabopamopnse noxasamenu 6 ropme. 1lo dannvim Y 3H
u Y3AC Tl — dassrediuiag nososcumensiiai Ouramura
6 6U0€ Y MEHBULEHUA 6 PAIMEPAX ONYX0.1e6UOH020 0GPa306aNUA
npasoti nouxu. C yuemom snauumensiot npubasxu 6 gece
u Heydosaemeopumensrol koppexyuu A navamo nocme-
nentioe cruceritie 0oser MI .

Yepes 13 mecayes nocae nauasa mepanuu — cocmoanue

Y008.1€1160pUNIECNBHOE, IHAN00 Hem, MeMNEpantypa HOpMans-

Has, A3604KY Ha Koowe snumesusuposance. Aosa MIT cru-
acerna 00 4 me/ cymru, A Konmposupyenca yoosaemsopu-
menvro, sec crusuaca. 1 loxasamenn xaunuueckozo ananusa
Kposu, Kpeamumurn u o0uuti anaius Mouu — 6 Hopme, yMe-
perroe nosvimene yposra CPD. Ilo danreim ¥ S onyxose-
sudnoe obpasosariue I 111 noarocmero nodsepesocs obpantiory
passumuro (Puc. 12). Pexomendosaro npodoasncums 1noddep-
ocusarugyro mepanuro MIT 6 dose 4 me/ cymrcu.

Obuas oaumenvrocms nabawoenus cocmasiia 14 ve-
cAYes.

Cayuaii 3. Boavnon 1., 1987 2004 porcdenus

Cemetinwiii anammues omazoujer,— omely nayuennia ymep
6 so3pacmie 40 sem om ocnpoli cepoeurodi HedocmanoUHocH .

Hcemopus nacmosmezo 3aboresanus: ¢ 2012 .
NOABUNUCH 20.1061b1¢ 004, 6b176.4€H0 nosviuere A, Ha-
sravenss uALID, npenapamer npuruman Hepezyrapo (30ecs
U Daee 0CHOB1HbIE KAUHUYECKIUE CUMNINOMYL U AabOpaniopHbie
danvie npedcmasiaenst 8 Tabauye 3).

Yepes 2 coda ycuauauce 20406Hs1e 60401, 661101HEHO

V3AC tpaxuoyepansrvix apmepuii (bL1LA), svisener crre-
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Ta6nuua 3 | Table 3

OCHOBHbIe KNMHUYecKue n na60paToprle AaHHble nauuneHTa L.

Main clinical and laboratory data of patient S.

Cetuyatoe [onoBHble [unHamunKka Al co3 He Tp n CPB Kpeatnhun MY op
nusepo 60nn Beca Kr MM PT.CT.  MM/4ac r/n x10%/n  x10°%/n mr/n MKMOnb/n r/n  BN/3p.
2012 1 160/100
2014 +
10.17 +
03.18 + 180/100 102 33
10.18 + -8 200/100 4,3
$160/100
16.11.18 + + -10 D 120/80 120 144 419 8,1 31 126 6,0 3-5
24.12.18 KT-aHruorpadws, KopoHapoaHruorpadus
21.12.18 + + 150/100 146 265 6,7 167
S 140/100
10.01.19 + + D 120/80 114 132 477 59 9,4 147 6,6 0-1
11.01.19 MpenHn3onoH
$120/100
25.02.19 + - +2 D 120/90 47 97 657 82 131 119 1,7 0-1
S 140/105
07.05.19 - - +3 D 120/90 48 107 391 11,7 59 93 2,8 0-1
A3zatronpuH
S 130/90
23.07.19 - - D 120/90 53 107 332 8,0 17,9 107 2,7 0-1

103 npasoti nooxawyuyron apmepuu (I11K1A) 6 1 ceemenme
80% ¢ nosnwim crun-cundposom u cmerosvr obeux 0buux
connwex apmepuii (OCA) 20-30% u obeux srympenrux
conneix apmeputi (BCA) 25-30%. Ilpunuman pasiruumnsze
eunomensusiLe npenapanive bes cyuyecnserinozo spgexma.

Ewe uepes 3 200a nocae neperecerinon nmesronun noseu-
JUCE OMEKU HUNCHUX KOHEUHOCHIEH.

Cnyema eme 5 mecayes noaguauce nepebon 6 pabomre
cepoya, na IKI sapecucmpuposana nenydouxosas Ke-
mpacucnonua (DC), sviasaera npomeunypus; obuyutl beaox
xposu 54 e/a, XC s nopme. Y3AC BLLA — noanwei
cmua-cundpom cnpasa. 1lpuy Dxo-KI sviasnensr coueman-
il nopox mumpanvtiozo kianana (MK) ¢ npeobaadarnuem
Hedocimanourocmi, mumpansiiad pecypeumayusn (MP) 3 cm.;
couemarmsiil nopox aopmansrozo kianara (AK) ¢ npeobaa-
Oaruem Hedocrmanounocm, agpmanshai peypeumayus (AP)
2 em.; eunepmpogpun sesozo meaydouxa (1 1K); cuuomerue
@paryuu sstbpoca (OB) do 44%; noswtuterue cucimonuneckozo
dasaenusn 6 aezounon apmepuu (CAAA) 0o 30 s pmr.con.
V3U nouex es namonoeun. Auazrocmuposar apmepuum
Taxasgy, pexomendosar npuem amuodaporna u 6.10Kanopos
Kaabyuesvrx Kardaaos.

B meuenue nocaedyromux 7 mecayes yxyoutuaocy sperue
Ha npasom eaasy, OmMenuL nomepr seca, COXPanAaucs
omexy u nogsuerne AL, Hapocsa npomeunypus. Beiasaen
noaoncumensiieil BA— 58,1 cex (nopma 30-38 cex) C3, (4,
AHILLA u AHA 6 npedenax 1nopmer. I Lonyuan ouypemuxu,
O1eK U NUKEUOUPOBANUCY.

15 nosabps 2018 2., nayuenm 6Ovta 20cnuma-
aunsuposan 6 ueporozuvecxoe omoesenue I'Kb
um. C.II. bomxuna

2Karobwve: ciabocms, eonvsrwie 6o, crabocms 6 1ozax.

Ilpu nocmynaenun: cocmonnue ommocumensio yoos-
semeopumensroe. B acom cosHanuy, memnepanypa mesa
36,7°C, UAA 16 6 1 mun. Ilyave 78 6 1 mun, acum-
wempuunsid, D<S, AA 120/ 80 s pm.cm. 1a npasoii
pyxe, 160/ 100 mm pm.cm. na saesoii pyxe. Memonen,
Koslca_ymepero O.aednan, natvmapnas u naanmaptan pu-
mema, cemyanioe Au6ed0 MmelAbHbLX N06EPXHOCIHIEl KUcHel
U r0m, QOPMUPYOWUIIET CYX0l HEKPO3 Hoemesoll pararzu
yKasamenvtiozo naasya npasod pyku (Puc. 13). Omexos
Hem. 1lepugpepuuecicue aumigpoysav: He nansnupyrnca. Cy-
C71aBbI Ha UO He USMEHEHbL, NOOBUNCHOCHIL UX He 02pani-
yera. vrxanue 6e3uK)IapHOE, XPUNGL 1He BHIAYUMUBAIONIA.
Tons fepdw 38YUHBIE, PUNIM NPABUALHBLI, BLICAYUIUBALHIA
SpyOBLLL CUCIIONUYECKUI 1LYM HAD 6CeMU 1OUKAMU dYCK)Ab-
mayuu cepoya, Haod COHMBIMU apmepuImu u 1ad npasot
nodxarnuuunol apmepued. 2Kusom macxui, Gesbonesmen-
Hortl 80 8cex: omdenax. Ilevens y xpas pebeprodi dyeu, ce-
JesenKa u nouxu e nassnupyromed. Moveucnycxarnue besbo-
aesrenroe, duypes 1800 wma/ cymuu, moua oGsrurozo ysema.
Crnya 6 Hopme.

Aannwie 06caredosanus

Snavumensnoe yexoperne COD, ymepenrnviil nmpom-
boyumos, nosvimernue yposua CPD; arnemun u setixoyu-
mosa mem, Kpeamunur Kposu 6 HoOpme, Maccusrai npo-
MeURYDUA, HeIHAUUMEAbHAA MUKDOLEMan)pUy Mouesas
kucaoma 654 mxmoan) 1, XC 10,7 mmons/ s, ATIBIT
1,44 ymmoas/ 4, ATIHIT 5,76 mmons/ s, KA 5,24, TT'
5,35 mmons/ a; mouesuna, cor80ponmouiioe sceneso, obuu
0en10K, anb0yMut, IACKIPOAUNILI, eA10K03d, OUAUPYOUL,
mparcamunasst, AAL, ummyrozaobyaunes, C3, C4, PO,
AHILA — 6 npedenax nopmer. Ckpununz na cugpuiie, cor-
sopomoyrivie eenamumut, BUTY — ompuyamenviwiil.
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Puc. 13. bonbHon L. ManbmapHaa 1 nnaHTapHasa spuTema, ceTyaToe NMBeso,
bopMupyroLmniica HeKpo3 KoHLeBoW danaHr ykasaTenbHOro nasbLa npaBoi pyKu

Fig. 13. Case 3. Palmar and plantar erythema, livedo reticularis, ischemic necrosis of the right forefinger phalangette.

Penmeenocpagpus OI'K bes namonoeun. D1 AC — axcu-
anvtiad xuamanstan epeioa 1-2 cm., 3posustieidl eacmpody-
odertum.

OKI" — cunycosas maxuxapous, seaydouxosas IC, us-
MeHeHUa MUOKapoa ¢ HedOCmIanounocmslo KposocHabiceus
HUsCHEO0K0601 crmenKi Ae6020 scenydoura. Cymoumnoe MoHy-
mopuposarue IKI" no Xoamepy (XM-DKI') — npusraros

docrmoseproti denpeccuy ceemerma ST He 6v116.416H0.

V3AC BLLA, agpmut, apmepuii ruscrux xoreriocmei,
TTA — ymonmerue crmernox OCA, cmernos 1 ceemenma npasoi
TIK2A 80-90%, noamnvtii comuna-curnopors ymoanerine abdo-
MUHANBHOT aopmibl 6e3 NPUSHAKOS CIIEHOSUPOBAUA, Kalb-
yugpurayun medun obuux bedpennvix apmepus (Ob.A)
u nosepxrocmmeix bedpernvix apmeputi (I15.A) co cmernosu-
posaruem npocsema ObA 25-30%, 11bA 55-60%; zemo-
Ounamuuecku snauumerx cmero3os 1 1A e svras.aeno.

Puc. 14. bonbHo L. KomnblotepHasa Tomorpadus, KT-aHrnorpadua. CteHo3 neBoii HapyHO NOAB3AO0LWHOM apTepum, NpU3HaKy aTepockieposa

Fig. 14. Case 3. CT scanning, CT-angiography. Left external iliac artery stenosis with the features of atherosclerosis
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Puc. 15. BonbHol L. KopoHapoaHruorpadus.
CTeHO3 KOPOHapPHbIX apTepunin

Fig. 15. Case 3. Coronarography. Coronary artery stenosis

Dxo-KI: cmenxu aopmer yyepentio ynaommeriv, kaasiyu-
103 cmeopox AK ¢ reboavauum ozparuyerien ux ompeinuz,
He3HAYUIMeNbHBITE AOPIANBHBLIL CIIEHO3, SHAYUMENbHAA XPO-
Huyeckan Komnerctposartar AP. Karvyuros cmeopox MK
¢ HEOONBULUM 0ZDAHUYEHUEM UX OMIKDLINIUA, HESHAUUIIEN b~
HBLIE MUIDANBIHBLIL CI€H03, SHAUUINENBHAT XPOHUHECKAA KOM-
nencuposannan MP. Ymepennsie usmerenus cmseopox xia-
nara sezounon apmepun (AK) u mpurycnudansmozo xianara
(IK). Konyermpuuecxan 1 10K — NOKTT 16 vm, SC LK
18 yam. Hesnauumenvrias dunamayus sesozo npedcepous. OB
53%, somvr axunesuu re sviasaernr. 2Kuoxocmu 6 nepuxapoe,
6 NACBPANBIBIX NOAOCIIAX, U SACHIOUHBIX A6AEHUI 6 Nederi
Hern.
KT gpearos Gpromuroii nosocmu u novex ¢ konmpacninwim
yeunenuem u K1-anzuozpagpus: cmernos noossdouto-eoper-
Hwix: ceeMerniog ¢ obeux cmopor (Puc. 14).
Koponapoarneuozpagus (KAL): crmson AKA Ges cnerosu-
posarnus. TIMIKB ougpgpysro usmerneria, konnypet 1epostsee,
cmertos 70%. OB ougpgpysro usmenena, cmenos 70%. BIK
dugpgpysro usmertena cmenos 70%. 1 1IKA dugpgysio usmernera
¢ neposrocmso Konmypos, cmerios 70% (Puc. 15).
L nasnoe ono — oxxarsus sepxme-6ucouroli semeu yer-
mpanbioll envl cemuanKy npasozo eadsa.
Botnoanena nyuxynonnas 6uoncus nouxu. Iucmo-
A02uHecKoe uccaed0B8anme OUONCUTIHO20 MaEPUALA.
Ceemosan Muxpockonus 6vinoanena 1na napagunossrx
chesax: ¢ ucnonw306anueM OKPAcOK 2eMamoKcuu-303UHoM,
PAS, mpuxpor no Maccory, Koreo xpacrieim. B npenapame
11 waybouros, 2 us Komopeix noaHoHb10 CKACHOSUPOBAHDL.
Ocmasumuecs kay60uxu ne;mnozo yseauuens: 6 pazmepax,
6 3 u3 1ux onpedeasronica Kpynivie yuacmKy ckaeposa Ka-
NUNNAPHBIX NEMIENy ¢ 06pasosarueM chamenuil ¢ Kancy o
Boymera (Puc. 16-17). Ilpoaugpepamusmsix usmernerui wem,
CIMEHKU KantAJAPHYIX NENIeNt He YIn0Auerbl, 00HOKOHM)PHbIE.
Augppysio-ouazossril cxaepos unmepemuyus u ampodpus
Karnanvyes, sanumaromue oxoa0 30-40% naomadu napen-
xumot. Heeneyugpuueckan aumgpocucmuoyumapran ungune-
mpayus unmepemuyua 6 3onax ckaeposa. Bespaowernasn ova-
206a OUCIPOPDUA Kana byeso20 INUMeN U,
Apmepuu — svipancennsiii apmepuockaepos. 1 unepmpo-
Dus Mutueur0zo ca0A.
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Puc. 16. bonbHol L. Buoncusa noukm. Knyboyek 6e3 mesaHrnanbHom
1 SHOKaNUANAPHON rnnepKneTouHoCTV. CTEHKM KanunnAapHbIX
neTesnb He yTONLIEHbl, OAHOKOHTYPHblE. Y4aCTOK CerMeHTapHOro

CKnepo3a KanuinapHbIX neTenb ¢ runepTpoduelt NofoLmMTOB B 3TON

30He 1 06pa3oBaHNEM CUHeXUN C Kancynoii boymeHa.
Okpacka PAS-peakuus; ysenvnyeHue x100

Fig. 16. Case 3. Kidney biopsy. Glomerulus without mesangial or
endocapillary proliferation. Capillary walls thin, without double-
contours. Segmental sclerosis of the capillary loops with hypertrophy
of podocytes and adhesion to the Bowman'’s capsule.

Puc. 17. bonbHot L. Brioncua nouku. 1Ba kny6ouka, oanH
13 HYX MONTHOCTBIO CKJIEPO3MPOBaH, B APYrOM MMEETCA yYacToK
CermeHTapHOro CKlepo3a KanuisapHbIX NeTeslb, PacrosioKeHHbI
B 0bnacTu cocyancToro nontoca. uddysHo-ouarosbiii pr6po3
VHTepCTUUMA 1 aTpodna KaHanbLeB. imeeTcs ofHa

apTepuA C BbipaXKeHHbIM apTEPUOCKIEPO30M.
Okpacka Tpuxpomom no Maccony; ysenuueHue x40

Fig. 17. Case 3. Kidney biopsy. Two glomeruli, one of them completely
sclerous, another with segmental sclerosis of the capillary loops
nearby the vascular pole. Diffuse-focal interstitial fibrosis and tubular
atrophy. One artery with the features of prominent arteriosclerosis.
Masson’s trichrome; x40

Hedponorua u guanus - T. 22, N2 1 2020 121



LLkona Hedponora

Apmepuonvs — umermen apmepuonst ¢ svipancernsimy
UHEYOATIUSHBIMU USMEHEHUAMY 110 117UNY C)OIHO0MEAUANBIHO20
YUPKYAAPHO20 apmiepuoi0zuaauiiosa.

Oxpacka Koneo kpacrsiin — eeamustio.

HMninynopanopecyenmoe uccaedosanue svinornerio
Ha 3amoposxcerneix cpesax ¢ ucnonssosaruem FITC-
Komstocuposarvrx anmumen K wesoseveckum IgA, IeG, IgM,
C3, Clg, kappa, lambda, gpubpury. Bee oxpacku Hezanrusms:
sa uckarnyenuem denosumos LgM++ 6 yuacmnax ckaeposa
KanuAnspHeIx nenes.

Sararuerue: cunepmonueckili Hegpoareuockaepos. Po-
Ka/bHblLll CezMeHmIaprbLil 210Mep)A0cKAepo3.

Yemanosaen duaznos:

Ocriosrioe sabonesarue: apmepuum I axascy ¢ nopasieriem
aopmei, npasotl NOOKAIOUUYHOU apmepull, Gpaxuoyedais-
HbIX: apimepuitl, apmieputl HUMCHUX KOHeUHOCHel, aopriaibHo2o
U MUPIPANBIHO20 KAANAH08 U KOPOHADHEIX aprinepudl.

Ocaoorcrenua: apmepuansran eunepmensus 3 . 1 unep-
MOHUYecKUIl 1He@POanzuockaepos, 6mopudnsil Goxavivril
u ceemenmapnstil 210Mmepyaockaepos. Bmopuuras cunepypu-
xemun. OKKA3UA 6epXHET 8UCOUHOU BemBU YeHMNIPANLHOU
senwe cemyamxu. 1loansiii cmun-cundpom cnpasa. Coye-
manmntil KOMOUHUPOSaHBIL aopmassielll i MUmpaisislll
nopox cepoya ¢ npeobaadariuem aopmasvioll u Mumpasvior
nedocmanmoyriocmu, XCH 2A cm. Aucaunudemus, pacnpo-
cparenill amepockaepos

Conymemsyromue saboaesanus: aKcuanbias XuamaibHas
epotnea 1-2 cmenernn. Dposusruiii eacnpodyodeHums.

Aevenue u darvretiumee nabarodenue

Yepes 2 nedeau nocae sasepuerius oberedosanus (i no do-
CIUNCEH U INUIEAUIAY U IPO3ULL Hee1)OKa Ha orte mepani
urenbumopamuy npomornoll nomne) radama mepans MI 1
6 dose 36 Mz 6 cymKu u acnupurom & dose 75 me/ cymxu
6 couemarnuu co cmamuramu. K smomy epemenu xpeamurun
Kposu, recko1bKo nosvicusuuica nocae svinoarerus KAI
u KT-anenozpagpuu, cnusunca, A xonmpoauposanocs npu-
MeHeruem 5/10/(4}770]503 Kaablytesvrx: Karaioe u npenapanios
yenmpaiiozo Oelcmeus.

qep% noAmOopa Mecaya nocae Havaia mepanun cocnioa-
Hile YAYUIUNOC, BPEKPANIUNUCH 2010611b1e 6OAU, NPUOAEUA
6 6ece, YMEHBUUNUC A6ACHUA CeNIUaNI0z0 AUBE00 U IJPUINIEMbL
AGO0HEL U 101, INUIEAUSUPOBANCA 1eKDO3 6 00Aacil Hoe-
meeoti panarey 2 nasvya npasoii PyKi, HOPMaiu308aucs
AA u yposens wpeanunura Kposu, cHusuAack MPONICUHYPUA.
Busecme ¢ mem, ommevanuce nosmoprivie 1ocoswie posomnzeye-
Hus, esraeaera 2KAA (mpu xonmponsros ILAC u xono-
HOCKONUA UCHIOYHIKOS KDOBOMEHEHIA He 00Hapynceno), yeyey-
bunca mpomboyunos, nossicuaca yposers CPB. Coxpansnace
cunepypuKemus, Ouaziocmuposarvl ampo@uueckuil punum
u cmepoudnvril duabern. Hasnauern urcyaur.

Yepes 4 mecaya nocae wavasa mepanuy M1 yxyouunica
Konmposy A u yposns eauxemu, nepuodutecKn 603HUKa M
bonu 3a epyournot. Coxpangiace aezkasn aremus, 1pombo-
yumo3 auxeuduposacs, yposerns CPh Hopmanusosanc,
Kpearnumir Kposu 0crmasancs HopMaabiviM, npomenypus —

ywmeperroi. DKL — bes duramuru. 1 1pu XM-OKI sagux-
cuposana nocoAHHas KOCOHUEX00Aman denpeccus ceemenina
ST, marcumanstio 0o 2 ym. K mepanuu dobasaerer bema-
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bnoxamoput, Havamo crusceriste 003er MI1, nasnaven A34
6 doze 100 me/ cymru

Yepes 3 mecaya nocae wavasa yumocmamuyeckol mepa-
nu doza MIT cruonerna do 20 me/ cymxu. A KoHmpoa-
D08a10CE YO0BAEIIEOPUIICNBHO, HaN00bL IH0NBKO HA MbiteY-
HY10 CAaBOCIIb 6 HUNCHUX KOHEUHOCHIAX, 00HAKO COXPAHANACY
seexan AKAA npu omeymemeun mpomboyumosa, nebosvuoe
noswruuerue ypostn CPL u yexoperne COD. IKI' — bes ou-
namuxu. Aosa A3A yseauuerna do 150 me/ cymru, pexormer-
dosaro npodosscume chumerue doser MI 1.

Aaumenvocms nabarwoenus cocmasuia 8 mecayes.

OGcyxaeHue

OAHUM M3 HAMOOAEE YACTBIX CUMITTOMOB Kak Y11,
tak u AT, ABAAeTCA apTepuaAbHas THIICPTCH3HA, IIPH-
ueM Aaf VI oHa BXOAUT B AMATHOCTHYECKUE KPHTEPUH,
a mpu AT mabaroaaerca GoAee YeM B IIOAOBHHE CAY-
vacB. OcHOBHEIM (paxTopom opmuposarns Al B KOH-
TEKCTE BACKYAHTOB C BOBACYECHHIEM COCYAOB CPEAHETO
1 KPYITHOTO KAAOPA CAYKHT UITIEMHSA ITOYCIHOH TKAHH,
crumyAanpyrornas akrusaocts PAAC. TTopaxenne co-
CYAOB CpeAHETrO KaAnbOpa, csoiicreennoe YII, mpuso-
AUT K CY/KEHUIO BHYTPHITOYCYHBIX APTEPUIL, PASBUTHIO
MHO;KECTBEHHBIX HH(APKTOB ITOYEK I (DOPMUPOBAHIIO
AHEBPH3M BHYTPHIIOYEUHBIX ADPTEPHIL, B PE3YABTATE YEIO
BO3HHKAeT uiremus KOpsl modek. Aaa AT xapakrepro
Cy/KEHHE OAHOI MAM OOEHX ITOYEYHBIX aPTEPHUH, UTO
3aKOHOMEPHO IPUBOAHUT K PA3BHTHIO HINEMHYECKOM
nedpomarun [2-7, 14-15]. V Bcex HAIINX HAaIIHEHTOB
HabAropanacs Al pasuoit crenenu tsuxectn (TabAmmer
1-3), mpudem ecAM B IIEPBOM H TPETBEM CAYYAAX ITO
OBIAQ BIIEPBBIE BO3HHKIIIAA B MOAOAOM Bo3pacte Al', To
BO BTOPOM CAyYae MMEAO MECTO 3HAYUTECABHOE YCYIY-
Oaerne Al'y manmeHTKH TOKIAOTO Bo3pacta. CAeAyer
OTMETHTH, YTO UMEHHO COYETAHHE MHOTOOOPA3HBIX
CHUCTEMHBIX IIpoABACHHI ¢ Al ITOCAYKHAO OTIPABHOM
TOYKON AAfl AMATHOCTHYECKOTO ITPOIIECCa.

Kommenmapuu x cayuar 1

V 11epBOro maruenTa OTMEJaAHCh IToTeps Beca DoAee
4 kr, 6OAE3HEHHOCTD ANYKA, OOAU B MBIIIIAX, [TOBBI-
meane anacroangeckoro AA Beime 90 Mm pr.cr., 10-
BBIIIICHIE KPEATHHUHA KPOBH Bbire 139,7 MKMOAB/ A,
OKKAFO3HA BHYTPHIIOYEUHBIX aPTEPHUI M I'MCTOAOTH-
YeCKHe IPU3HAKH UX HOPAKEHHUA C HEHTPODUABHON
unduapTpanuei. Takum 0Opazom, HAANYECTBOBAAT
7 u3 10 amarsoctraeckux kpurepues ACR aas VIT [7],
TOTAQ KaK AASl yCTAHOBKH AHATHO32 AOCTATOYHO BCETO
3 KpuTepHEB.

Kpowme Toro, AanTeAbHsiii Beicoknii cyodedbpran-
TeT, MopaKeHue Koxu, apTpasruu, yckoperrne COD,
TpOMOOIIUTO3, ACHKOIUTO3, osbimenue yposaa CPb,
IPOTEHMHYPUA U MHKPOIEMATYPHA, HE OTHOCAIINECH
K AMarHOCTHYECKIM KPUTEPHAMH, HO YaCTO HADAFOAA-
roruecs y manuenTos ¢ VI, a Taxxe IpHHAAACKHOCTD
K MYKCKOMY ITOAY, IIOAKPEIIASIAM AHATHOCTUYECKYFO
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KOHIEIITHIO. MOAOAOH BO3PACT HALMEHTA HE IIPO-
THBOPEYHA AHATHO3Y, IOCKOABKY YII Habaropaerca
HE TOABKO Y ITAITHEHTOB CPEAHETO M IIOAKHUAOIO BO3-
pacTa, HO M y IOAPOCTKOB U AeTell [2-6, 12, 13]. Or-
CyTCTBHE renatuta B (BXOAAIIEro B AMATHOCTHYIECKHUE
kpurepun Y1) Taxxe He HCKAIOYAAO AHATHO3, TAK KAK
rermatut B accormmposan ¢ V1T 8 30% cayuaes, a mo ne-
KOTOPBIM AaHHBIM AHIIb B 7-10% cayuaes [10, 25].

CAeAyeT OTMETHTb, YTO IHOPAKEHUE KOKU B AAHHOM
CAy9ae IPOABAAAOCDH HE B BHAE CETYATOIO AHBEAO, ITyp-
ILIyPbL AU A3B KOXKU, HanboAee xapakrepHbix AAsf VI,
a B BUAC OOAC3HEHHBIX Y3€AKOB, KOTOPBIE XOTA U IO-
PA3A0 peike, HO BCE 7Ke HAOAFOAAFOTCA ITPH 3TOI I1aTO-
Aorud [26]. VIMEeHHO 9TH y3€AKH B Ha9aA€ 3a00ACBAHIA
OBIAM OITHOOYHO PACIIEHEHBI KAK y3AOBATAS SPUTEMA.
Taxxe HEOE3BIHTEPECHO, IYTO HOCUTEABCTBO AHTUTCA
k BODB, pacrienennoe kax xponndeckas BOb-nudexrisa
U TIOCAyKHBINEe OCHOBanueM 1poseacHusd [1BT, xora
U YBEAO HA HAYAABHBIX 9TAIIAX OT IIPABHABHOTO AHA-
rHO34, HO, BO3MOKHO, HMEET HEKOTOPOE 3HAYECHUE
B Pa3BUTUH 3200AEBAHMA Y HAIIEIO IAIIMEHTA — HAM
YAAAOCh HAMTH CAHHIYIHOE OITMCAHUE CAYYAs ACCOIHA-
nuu YII ¢ ocrpoit BOb-nudexnueit [27].

[Ipy THCTOAOTHYECKOM HCCACAOBAHHH IIOYCY-
HOI TKaHU OBIA BBIABACH AU Y3HBIN CerMEHTaPHBII
TPAHCMYPAABHBIH HEKPOTU3UPYIOIIUH BACKYAHT C ITO-
paKEHIEM apTEPHI CPEAHETO KaAHOpa, ¢ opMUpPOBa-
HHEM IICEBAOAHEBPU3M H TPOMOO3OM O€3 IIPU3HAKOB
raoMepyAoHedpUTA. DTH THCTOAOTUIECKUAE HAXOAKH
COTAACYIOTCA C AAHHBIMH AHTEPATYPBI — CETMEHTAPHOE
TPAHCMYPAABHOE BOCIAACHUE aPTEPHE MBIIIEUHOTO
THIa ¢ GHOPHHOMAHBIM HEKPO3OM 1 HH(PUABTpAIIHCH
HOAI/IMOp(i)HOHACprIMI/I ACI‘/‘IKOL[I/ITH.MI/I nu MOHOHYKAC—
apaMi CIHTACTCA XapaKTepHbIM IpusHakoM Y11, mpu-
YEM Pa3phIBbI BHYTPEHHETO H BHEIITHETO 9AACTHYECKIX
CAOEB MOTYT BHOCHTD BKAA B (POPMUPOBAHNE MUKPO-
amespusM [2, 28-30]. O1cyrcTBHE TAOMEPYAAPHOTO 1I0-
paKEeHNA, HAPAAY C OTPHUIIATEABHBIMU PE3YAbTATAMHU
uccaepoBanud kposu Ha AHITA, Take cootBercTByer
MeKAYHApOAHOM Aecpuanim YIT [1].

Bmecre ¢ Tem, y Harrero marmenTa chopMHpOBa-
AACh aHEBPU3Ma MATUCTPAABHOH ITOYEUHOMN APTEPHH
U IIPOH3OIIEA €€ CIIOHTAHHBIN Pa3phiB ¢ 00pa3oBa-
HEEM [1aPaBA3AABHON reMaTOMbL. AAHHBIE AUTEPATYPHI
CBHUAETEABCTBYIOT O TOM, YTO CIIOHTAHHBINA Pa3pHIB
AHEBPH3M ITOYEUHBIX aAPTEPUI C OOPA3OBAHUEM IIOA-
KAIICYABHBIX MAN IAPAHE(DPAABHBIX TEMATOM ABAACTCA
OAHUM 13 HAaOOAEE rpos3HEIX ocAoxHeHn# Y11 B pase
cAydgaes TpedyeT BoioAHeHns Hedpaxromuu., OAHAKO
OIIHCAHHBIC B AHUTEPATYPE CAYIAH KACAIOTCA AHEBPU3M
BHTYPHIIOYEYHBIX, IIPEUMYIIECTBEHHO AYTOBBIX apTe-
puii [31-33]. MoxHO OGBIAO OBI IIPHHATH K BEIBOAY, YTO
popmMmpoBanEe AHEBPH3MBI MATUCTPAABHOM ITOYEUHOM
aprepun nporusopednT anaraosy VII, mockoabky co-
raacHo nomenkaarype CHCC, VII xapakrepusyercs
HOPAKEHHEM CPEAHUX U MEAKHX COCYAOB, HO HE KpPYII-
HBIX, TeM DOACe MATHCTPAABHBEIX COCYAOB. Ho AamHbIC
THCTOAOTHYECKOTO MCCACAOBAHUA ITOYECIHON APTEPUI
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VAQACHHOI IIOYKH CBHACTEABCTBYIOT CKOPEE B IIOAB3Y
€€ BTOPUYIHOTO ITOPAKEHHA BCAEACTBHE BACKYAHTA Vasa
vasorum, TeM OOAee YTO B AUTEPATYPE UMECIOTCH CAU-
HUYHBIE OIICAHHA AHEBPU3MATIYCCKOIO PACIIIIPECHIA
MATHCTPAABHBIX ITOYedHBIX aprepuit mpn Y1 [34].

Emre oAHON HaXOAKOH OBIA TPOMOO3 IIOYEUHON
Benbl. CanTaercs, 9T0 B OTAUYHE OT APYTHUX CHCTEMHBIX
BackyAnToB, YII Bersl, TeM OoAee KPYIIHEIE, HE IOPa-
7KaeT, OAHAKO B AUTEPATYPE HMEFOTCS OIIICAHIS CAYIAEB
VII ¢ tpombo3om moueunsix BeH 35, 36]. Bosmozkmeim
OOBACHEHUEM CAYKHT OITh-TAKU IIOPAKEHUE CPEAHUX
1 MEAKHX aPTEPHIT CTCHKH ITOUYCYHOM BEHEI C €€ ITOCAE-
AYIOIIIUM IIOBPEKACHIEM, IIOCAYKUBIIIM IPUIHHON
TpoMO03a.

W, makowmer, y HAIIEIO MAIIMCHTA OBIA BBIBACH
HEKPOTU3UPYIOIIUN BACKYAHT COCYAOB MOYCTOUHUKA
C 9PO3HMBHO-A3BEHHBIM ITOPAKEHIEM €IO CAU3UCTOMN
00OAOYKH U ABACHHAMU (PACTMOHO3HO-THOHHOIO
yperepura u (pubpurosHoro nepuyperepura. Cpean
ypoaormueckux ocaoxueHui VII crpukryper Mmode-
TOYHHKA HEOAHOKPATHO OIIHCAHEL HAPSAY C OPXHTOM,
XOT# BCTPEYAIOTCA 3HAYHUTEABHO PEKE IIOCACAHETO [33,
37-45], TaKk 4TO OOHAPYKEHHOE IIPU TUCTOAOTHIECKHIM
HCCACAOBAHUU IIOPAKECHIE MOYETOYHIKA ABAACTCH PEA-
KFM, HO U3BECTHBIM ITPOABACHHEM 3a00ACBAHIIA.

Kommenmapuu k caywaro 2

V BTOPOI HAIMEHTKH OTMEYaAHCh IIOTEPA Beca
boaee 4 kr, cAaDOCTh B HOIaX, HOBBIIIEHUE AUACTO-
amaeckoro AA 6oaee 90 MM pT.CT. HOBBIIIICHIE Kpe-
ATHMHHHA KPOBU U THCTOAOTHYECKUE ITPU3HAKH 1TOPa-
KEHHA COCYAOB CPEAHETO KAAHOpa € HEHTPOMHABHOI
nudusprpanuei. Takum 0OpasoM, HAAHYIECTBOBAAU
5 n3 10 amaraoctnaeckux kpurepues ACR aaa VIT [7],
TOTAA KAaK AASl yCTAHOBKH AHMATHO3a AOCTATOYHO BCETO
3 kpurepues.

Kpome T0ro, HoBTOpHbIE SIIM30AB AAMTEABHOTO BEI-
COKOTO CyOgeOPHAITETA, TIOPAKECHIE KOKH, YCKOPEHIE
COD, xpormgeckas aHEMUS, TPOMOOIIITO3 U ITOBBIIIIE-
nue yposus CPb, He oTHOCAIIIIECH K AMATHOCTHYECKIM
KPHTEPUAM, HO Y9aCTO HAOAFOAAIOIIUECHA Y HMAIHEHTOB
¢ VII [2-6], OAKPEIIASAT AMATHOCTHYIECKYEO KOHIIETI-
nuro. Bospacr aebrora 3a00AeBaHMA B 3TOM CAydae
BIIOAHE XapakTepeH AAd Y11, a seHCKui moA AMarHo3y
HE IIPOTUBOPEUHA, IIOCKOABKY KEHIIUHEI 3a00AEBAFOT
Beero B 1,5-2 pasa pexe myaann [12-13]. [Tpn atom mo-
paKeHHE KOKHM HOCHAO A3BEHHBIN XapaKTep, ITO AO-
cratrogno tunugHO AAf YIT [14-18; 26]. Tax xe, kak
U B IIEPBOM CAyYae, OTCYTCTBHE TeIaTiTa B He mckAro-
gano amarnosza Y1 [10, 25].

[Tpu rECTOAOIMYECKOM HCCACAOBAHUU HOYCIHOM
TKAHU OBIA BBIABACH AU @Y3HBII CErMEHTAPHBIMN,
TPAHCMYPAABHBIH HEKPOTH3UPYIOIIUI U CKACPO3UPY-
JOIINI APTEPUHT TKAHH ITOYKH, C IPEUMYIIIECTBEHHBIM
HIOPAKEHHEM COCYAOB CPEAHETO KAAHOPA; C OCTPHIM, IT0-
AOCTPBIM U XPOHUYECKHM ODAUTEPUPYIOIIHM dHAAP-
TEPHUTOM, IPAHYACMATO3HBIM KOMIIOHEHTOM 1 pop-
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MHPOBAHHEM IICEBAOAHEBpU3M. Bce aTH HaxOAKH,
32 HCKAFOYEHHEM IPAHYAEMATO3HOTO KOMITOHEHTA, CO-
orBercTBOBaAN AarHo3y Y11 Haamgue rpanyaem B co-
YEeTAHHUH C IIOBTOPHBIME ITHEBMOHHAMHI HE ITIO3BOASAO
HCKAFOYNTD ITEPEKPECTHHIN cuHApOM: YII B cogeTanmm
¢ AHITA-acconuupoBaHHBIM BACKYAHTOM, TEM OOAce
YTO TAKHE CAYIaH OIHCAHHI B AnTeparype [46-48]. Oa-
HAKO, XOTA 0OPA30BAHNE IPAHYAEM U HE XapaKTEPHO
Aad Y11, HO eAMHIYIHbIE OIIHCAHUSA IPAHYACMATO3HOIO
BackyAnTa y maruenTos ¢ Y11 sce e mmerorea [49, 50].
Kpowme toro, AHLIA y Hatmeil marueHTkr OOHAPYKCHBI
He OBIAM, ABA SITH30AA ITHEBMOHHM 110 aHAMHE3Y YCTY-
ITAAU CTAHAAPTHON aHTHOAKTCPUAABHOMN ITHEBMOHUH,
BoimoAuenHas ABaKABL KT OI'K mmatoAornu He BhISBUAQ,
a BCE OCTAABHBIE KAMHHKO-AA0OPATOPHBIE AAHHbIE CBH-
ACTEABCTBOBAAU B ITOAB3Y YII, mosroMy B KOHEUHOM
nrore anarHossl AHITA-accormmmposanaoro BackyAmra
1 ITEPEKPECTHOIO CUHAPOMA ObIAM OTBepruHyThL. Haan-
Yre BTOPHYHOIO FAOOAABHOTIO M CETMEHTAPHOTO TAO-
MepyAOCKApeo3a B 1% KAYDOUKOB 1 EAMHIIHBIX (TAKAKeE
B 1% KAYOOUKOB) MHKPOIIOAYAYHHIT HE ABAACTCH AMa-
THOCTHYICCKU 3HAYHMBIM.

HeobxoAmMO Takike OTMETHTD, YTO AHATHOCTHPO-
BAHHEBII IIPH IIEPBOHAYAABHOM IHCTOAOIIYIECKOM HC-
CACAOBAHNHU KCAHTOIPAHYAEMATO3HBIH ITHEAOHEPPUT
KAMHIYECKH ObIA KpaiHe coMHHTEACH. [10 AaHHBIM
AUTEPATYPBI AAA 9TOI ITATOAOTHH XapaKTEPHO HAAU-
9re XPOHUYIECKOH MH(EKIINH MOUYEBBIX IIyTeH U yBe-
AMYCHHE PA3MEPOB IOPAKEHHON IIOYKHU 110 AAHHBIM
KT [51, 52]. V martreit marpe BTk aHaMHe3 HH(EKITIH
MOYEBBIX IIyTEH OTCYTCTBOBAA, 4 PA3MEPEL IIOPAKCHHON
oukn 1o AaHEBIM Y3U 1 MPT Opram yMeHBIICHBI,
4 He yBeAMYCHEL. A\OITIOAHHTECABHOE THCTOAOTHYCCKOE
ITO3BOAHAO IIOAHOCTBIO OIIPOBEPIHYTh AHATHO3 KCAH-
TOIPAHYAEMATO3HOIO IIHEAOHEPPHTA.

WM, HaxkowHer, 3aCAYKHBACT OOCYKACHUSA ANATHO3
ONIYXOAHM ACBOI IOYKH, YCTAHOBACHHBIM IIPH IIEPBO-
HAYaABHOM YPOAOTHYECKOM ODCAEAOBAHHH Ha OCHO-
Banun Aanuex MPT. Caeayer moadepkHyTs, 9TO IpU
AaABHEHIIIEM 00CAeAOBaHHN 1TO AaHHBIM Y3 Takixe
BEIIBAIAOCH OIIYXOACBHAHOE OOpa3oBaHHE IIPABON
109Ky, [T0CKOABKY IIPpH THCTOAOIHYECKOM HCCACAO-
BAHHN 00PA30BAHUA ACBOI ITOUKH AAHHBIX 32 OITYXOAB
IIOYKU HE IIOAVYCHO, MOMKHO PACLICHUBATH 9TH 00pa-
30BAaHHA KaK IICEBAOTYMOPHL. BocIiaAnTeABHBIH IICEB-
AOTYMOp IIOYCK — KpafHe PEAKOE SBACHUE, ICHE3 UX
He ACCH, OIIHCAHUA OYCHb HEMHOIOYUCACHHBI [53-55].
Ho xpome Toro, nmeroTcs onmcanus IceBAOTYMOPOB
MOYCTOYHUKA, IMICK, MOYCBOLO IIY3BIPA, IIOAKEAYAOU-
HOII 7KEAE3bI M1 MOAOYHOI KEAE3BI y HanueHToB ¢ VI
[42, 56, 57]. Ham yAarOCh TakiKe HAITH EAMHCTBEHHOE
onmcanue 00beMHOTO 00pasoBanud movku upu Y11
KAMHHYECKHE IIPOABAABIIICECA B BHAC ITOYECIHOH KO-
AVIKHI, MAKPOIEMATYPUHU U OTCYTCTBUA (DYHKIIHH IOYKH
IIpU BKCKPETOPHOM yporpadun [58], Tak 9To IICEBAOTY-
MOPO3HBII XapaKTep ITOPAKECHHSA IIOYEK Y HAIIICH ITAITH-
CHTKU ABAACTCA OYEHb PEAKHM, HO HE HCKAFOYAOIIIM
Anmaraos VI sapmanrom.
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Kommenmapuu k cayuarw 3

V Tpernero marmenTa 3a60AeBaHIE ACOIOTHPOBAAO
B Bo3pacTe 24 AeT, IMEANCH CA20OCTb B HOTAX, CHITKE-
HUE IYABCAITHH HA IIPABOM AYIEBOM aPTEPHM, PASHULIA
cucroAamdeckoro AA Ha mpaBoit u AeBoii pyxe 40 mm pr.
CT., IIlyM HAA ITPABOI MOAKAIOYIYHON apTEPHCEIi I MHO-
’KECTBEHHBIC CTCHO3BI KPYITHBIX aPTEPUI 110 AAHHBIM
auruorpadpuun. Taxum oOpazoMm, HAAUYECTBOBAAU
6 n3 6 anarnoctrdeckux kpurepues ACR aaa AT [19],
TOTAA KaK AASl yCTAHOBKI AMArHO32 AOCTATOYHO BCETO
3 KpHUTEpHEB.

Kpome Toro, ormeuasucs tmxeaas Al', roroBubIe
OOAM, HAPYILICHHA 3PEHIA, TIOTEPSA BECA, IPH3HAKI HIIIe-
MUH KOHEIHOCTEH C HEKPO30OM KOZKH HOI'TEBOH (haAaHI T
2 maAbITa IPaBOH PyKH, TpoMOOIHITO3, yckoperne COD
u rioBeirerne CPB, xoTs 1 He oTHOCAIIIMECS K AMATHO-
CTHYECKHM KPUTEPUAMH, HO YaCTO HAOAOAAFOIIIIECH
y marmentos ¢ AT [14-18], uro B coBOKyIHOCTH € KpH-
TEPHAABHBIMH IIPU3HAKAMHI HE OCTABAAAO COMHEHUI
B Anaraose. MyKCKOI ITOA U IIPHHAAACKHOCTD K €B-
poreonAHOM pace, He xapaktepHbie AAf AT, Amaraos
He nckArouasm, T.K. me meree 10% manwmentos ¢ AT —
MYKYHHBI, 2 pacpocTpaneHHOCTs AT, HeCOMHEHHO
OoAee BBICOKAA CPEAM HACEACHUA CTPAH ASHH, STUM
peruonoM He orpanmgusacrcs [19, 20, 23, 24].

[Topamenue koponapusix aprepuii (KA), mHapsaay
c ITA, tarmrano aaa AT [59]. Bmecre ¢ tem, mopaxe-
Hue He TOAbKO KA, HO 1 KAQITAHHOTO aIImapaTa CepALa
B COYCTAHNHN C BHIPAKEHHON AMCAHUIIMACMHEH U OTA-
TOIIEHHBIM 10 CEPAEUHO-COCYAMCTOH ITATOAOTHH Ce-
MEHHBIM aHAMHE30M, TPEOOBAAM HCKAIOUCHHUSA PAHHETO
HACAEACTBEHHOTO aTEPOCKAEPO3a, TeM DOAEE, ITO ITO
oroBopeHo B Anarsocrudeckux kpurepuax AT [19].
Coueranne AT 1 aTepockAepO3a HEOAHOKPATHO OIIH-
CaHO B AUTEPATYPE U OOBACHAETCA, B YACTHOCTH, 32 CUCT
AAHTEABHOTO XPOHUYECKOTO BOCIIAACHUS, BBI3BIBAIO-
ITEro aKCEAEPAITHIO aTepockaeposa [60-62]. V marrero
IAIIMCHTA B TCICHHUE IIEPBBIX 5 ACT OOAC3HI XOACCTEPUH
IHOBBIIIIEH HE OBIA M AUIID Ha -7 TOAY BBISIBACHA BBIPA-
’KEHHAS AUCAUIIHACMES, 9TO OIIPOBEPracT IEPBUYHbIN
ATEPOCKACPOTUYCCKHI XaPAKTEP IIOPAKEHUA COCYAOB
U IIOATBEP/KAAET IITIPOKO OOCYKAAEMYIO B AUTEPATYPE
KOHIICIIIIHIO POAU XPOHHYECKOIO BOCIIAACHUSA B Pa3-
BUTHI H IIPOIPECCHPOBaHIN aTepockaeposa mpu AT.

[NTopaxenne kaamanos cepama mpu AT Tawke cocTa-
TOYHO H3BECTHO, YAIIIE BCETO OIIICHIBAIOT IIOBPEKACHHE
AK u AK, cymecrenno pexe — MK u TK. [Tpranmoii
PAsBUTHA KAAIIAHHON HEAOCTATOYHOCTH cauTaroT Al
U Ay TOUMMYHHOE BOCITAACHHE C BTOPHIHBIM (DHOPO30M
[59, 63-65]. ITo AarHBIM HaNOOAEE KPYITHOTO PETPOCIIEK-
THBHOTO nccaeAoBarmA y 38,8% u3 1069 marmenTos BBI-
aBAeno Taxeroe nopaxenue AK, y 23,3% — Bopaeuenue
BOCXOAMAIIIEIO OTAeAa a0pTEL, ¥ 39,1% — Aerxoe mopa-
xenne MK, y 34,6% — TK, u y 11,8% — AK. [1pu atom
B ITOAABASIIOIIEM OOABINMHCTBE CAYYIACB BBIABAAAACDH
HEAOCTATOYHOCTD KAQITAHOB, PAa3BUTHE CTCHO30B OBIAO
KpaiiHe peaknMm [66]. V Harrero marpeHTa Ha 0-M IOAY
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3a0oaesanms BersBAcHO mopazkerrne AK n MK ¢ mpe-
00AaAAHHEM HEAOCTATOYHOCTH, OAHAKO B 9TOT IIEPHUOA
AMCAHIIMACMES OTCYTCTBOBAAA, IIO9TOMY MBI PaCcCMa-
TPUBAAU BOBACYCHHE KAAIIAHOB CEpPAIa B pamkax AT,
TeM DOAEE YTO ITO COTAACYETCH C AAHHBIMHE AHTEPATYPEI
[63-67].

Hecmorps na to, uro anaraos AT comuenuii e BbI-
3BIBAA, HAAMYHC MACCUBHON IIPOTEHHYPUH, HE XaPaK-
TEPHOMU AAA 9TOH IIATOAOTHH, TPEOOBAAO AAABHEHIIIETO
yrounenus. OOCyRAaACH AHATHO3 AA aMITAOHA032, OC-
AOKHUBIIIETO AAUTECABHBIN XPOHIIECKHH BOCIIAAHTEAD-
HbIit mporecc B pamkax AT — eAuHnYIHEIE TTOAOOHDIE
CAyYaH OIHCaHEL B AnTepatype [68, 69]. Ho paccmarpu-
BAAUCH U APYTHE IIPHYHHBI IPOTEUHYPHHU, IIOCKOABKY
B OAHOM M3 ITyOANKAIHI ITPH3HAKA TAOMEPYAOIIATUH
BBIABAAAHCH § 6 13 100 marmerTos ¢ AT, a 10 AaHHBIM
OuorCcHu MOYKN OBIAM OOHAPY/KEHBI CACAYIOIIIIE Ba-
puanTe: IgA-nedponaTnd, MUHIMAABHBIE H3MEHEHNH,
MemOparonpoandepaTHBHEIT 1 UOPHAAIPHBLI TAO-
mepyaonredpur [70]. Erte B 0AHOI HeAaBHEN ITyOAHKa-
muw y marpenta ¢ AT, tmxeaoit Al i nporeunypueit
HePOTHIECKOTO YPOBHA ITpU OUOIICHN OYKH BHIABACH
dpokabmbIi cermenTapHeii raomepysockaepos (PCI'C)
[71]. Kpome TorO, IpH3HAKY rAOMEPYASPHOIO IIOPAKE-
HUA B COUETAHHN C CETIATBIM AUBEAO, HEKPO3OM KOKI,
OKKAIO3HEH LIEHTPAABHON BEHBI CETIATKU U IIOAOMKH-
TEABHBIM BA He ITO3BOASIAM HCKAIOYUTH BTOPUYHBIN
antudochoantmansii caaapom (ADPC). Accormarns
AT n A®C rakike OIECaHA B AUTEPATYPE, XOTA IIPH-
YHMHHO-CACACTBEHHAS CBA3b OCTAETCA HE ACHOM [72-74].

ITo AaHHBIM OHOIICHU ITOYKU y HAIIETO ITAI[HECHTA
npu3sHAKOB aMHAOHA032 H ADPC-acconnnpoBaHHOI
HedponaTHN He HAWAEHO, BHIABACH THIIEPTOHHYECKIIT
nedpoarraockaepos (HAC) u PCI'C (c yaerom oreyr-
cTBUA HEPPOTUUECKOTO CUHAPOMA 10 BCEIT BUAUMOCTH
Broprraneri 1o otuorreuno k 'HAC), aro xe nporuso-
PEYUUT KAMHIYECKOMY TEUCHHIO, HE HCKAIOYACT AUATHO3
AT m coraacyercs ¢ e\MHUYHBIM OIIICAHHBIM B AHTEPA-
Type aHasoraaHbM HaOAIoAcHHeM [71]. Tem He Menee,
Borpoc o Bo3mo:kHOII accormarmu AT n ADC y Ha-
IIIETO MAIIMEHTA AO KOHIIA HE PA3PELICH, IIOCKOABKY IIO-
BTOpHOE HccAeAoBarne MapkepoB ADC, K coxareHHUIO,
OCYILIECTBUTH HE YAAAOCh. HeAB3s IOAHOCTBIO HCKATO-
uanTh BeposATHEIH ADC, «OTBETCTBEHHBII 32 OKKATO3HIO
IIEHTPAABHOI BEHBI CETYATKH, CETIATOE AHBEAO, HEKPO3
KOKM KOHIIEBOH (PAAQHTH U, BOZMOKHO, BTOPHYHBIN
®CI'C u paHHHII aTEPOCKAEPO3.

Obuue kommenmapuu,
KAcaouuecs OAumensvHoCmu mewenns
U oyeHKu noyeuHol PyHKyun

AAHTEABHOCTD TeUeHUA 3a00AECBAHHA K MOMEHTY
JCTAHOBKH AHMArHO3a COCTABHAA B IIEPBOM CAydYae
13 MecsIieB, BO BTOPOM CAyYae — 8 A€T, H B TPETHEM
cAydae — O ACT IIOCAE ITOABACHHSA ITEPBBIX CHMIITOMOB.
Ha MoMmeHT ycTaHOBKH AMATHO3a y IIEPBOTO U BTO-
POTO IAITHMEHTOB yike OBIAA BBIIIOAHEHA HE(DPIKTOMHA
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(B 0O0HX CAYUIAAX ACBOCTOPOHH!AA), F KPEATHHUH KPOBH
OBIA B 0DOHX CAyUAfAX yMepeHHO HOBEbiIeH. C yaerom
AAHTEABPHOCTH TEUCHHSA MOXKHO OBIAO IIOAATaTh, OCO-
OEHHO BO BTOPOM CAYY4€, UTO IOBHIIIICHUE KPEATHHIHA
OTpazKaeT HeOOPATUMOE HapyIIeHNE (DYHKIINN EAMH-
CTBEHHOU IIOYKH U AUATHOCTHPOBATH XPOHUYIECKYIO
6oaesup mmouck (XBIT) 3a craamm. OAHAKO HA MOMCHT
YCTAaHOBKI ANarHo3a ot crapuposanusa XbIT mbr Bosaep-
KAAHICH, OTAOKHB 9TO AO MOMEHTA OLICHKHU PE3YABTATOB
HMMYHOCYIIPECCHBHOM TEPAIINH.

V 1epBOro manueHTa KpeaTHHUH KPOBH, IIOBBIIIICH-
HbI A0 163-150 MKMOAB/ A (BEpXHSIs IPAHUIIA HOPMBI
AAST MyKIHH 127 MKMOAB / A), HOPMAAH30BAACH IIOCAE
BBIIIOAHEHUSA HE(DPIKTOMUU U OCTABAACA HOPMAAB-
HBIM B TEYEHHE ITOCACAVIOIIErO ToAd. OUeBUAHO, UTO
ACBAS IIOYKA K MOMEHTY OIIEPATUBHOIO BMCIIIATCABCTBA
He (DYHKIIHOHHPOBAAA, 2 KPATKOBPEMEHHOE HapyIIIe-
Hue (PYHKIIUH CAMHCTBEHHOMN IIPABOM ITOUKH CACAYET
PACLIEHHBATD KaK IIPOABACHUE KOHTPACT-HHAYIIHPO-
sannoii Hedponarun (KVMH) ¢ smmzoarom ocrporo
nouegnoro nospexaenus (OINIT) ma dpone XbBII
2 CTAaAMH, ITOCKOABKY MCCAGAOBAHHE C IIPUMEHEHUEM
HHOA-COAEPIKAIIIETO KOHTPACTHOTO BEITIECTBA BBIIIOAHS-
AOCh HEIIOCPEACTBEHHO IIEPEA BIIEPBEIC BBIABACHHBIM
HOBBIIIIEHIEM KPEATHHIHA.

Bo BrOpom caydae kpeaTHHHH KPOBH ITOBBICHACH
A0 120 MKMOAB/ A (BEpXHSsS TPAHULIA HOPMBI AAS JKEH-
muH 97 MKMOAB/A) mocae HedpakToMun Ha PoHE
OBICTPOTrO pocTa OOPA3OBAHUA CAMHCTBEHHOM IIPABOM
IOYKH M OBICTPO HOPMAAM30BAACSH 110 MEPE YMEHBIIIE-
HUA Pa3MEPOB OOPA30BAHUSA IIOA BAHAHHEM KOPTHKO-
CTEPOUMAHOH TEPAIINH, YTO OTPAKAET, IO-BHAUMOMY,
arm3oA OINIT na pone XBIT 2 craaum.

OcobeHHOCTEIO 0DOUX IIPEACTABACHHBIX CAYYAEB
¢ AaureApHbIME TedenueM VI apasercsa mpenmyrie-
CTBECHHOC IIOPAKCHICE IIOHAYAAY OAHOHI IIOYKH, ITO
A2AO BO3MOKHOCTb YK€ ITOCAE BBIIOAHEHUA HEpPIK-
TOMHUH U PETPOCIEKTUBHON YCTAHOBKH AHATHO32 IIPO-
BECTH AACKBATHYIO HMMYHOCYIIPECCUBHYIO TEPAIIUIO
¢ xoporrmm 3 EKTOM U COXPAHNTH (DYHKITHIO CAHH-
CTBECHHOH OCTABIIICICSA ITOYKIL

UYro kacaerca TPETbEro IAIHEHTa, TO, HECMOTPA
Ha OOABIIYIO AAUTEABHOCTD 3a00AEBAHUA, IIPOTEKAB-
mrero ¢ TaxeAoi Al m Mopdoaormdeckue Ipu3HAKI
runepronungeckoro Hedpoanrnockaeposa u PCI'C,
KPEATHHHH KPOBH HA MOMCHT JCTAHOBKH AMATHO32
OBIA HOPMAABHBIM U KPATKOBPEMEHHO IIOBBIIIAACH
AHIIb ITOCAE BBIITOAHEHHA ABYX HCCAEAOBAHMUII C IIpHU-
MEHEHHEM HOA-COACPIKAITIEIO KOHTPACTHOTO BEINECTBA.
CoOTBETCTBEHHO, H B 9TOM CAydYae HapyIeHne OyHk-
LMY IIOYEK PACCMATPHUBAAOCEH Kak IpoasaeHue KITH
¢ sarmmzoaoM OINIT ma done XBIT 2 craaun.

Bo Bcex Tpex cAywasx, oIeHHBas AUHAMUKY (DYHK-
LU IIOYEK MBI IOAB30BAAUCH PEKOMEHAALIUAMU
KDIGO 2012 mo OIIII, no usberaan npuMeHeHHA
IIOHATHA OCTPOI OOAE3HHU ITOYEK, IIOCKOABKY Aedu-
HUITHA 9TOIO COCTOAHHA IIOKA OCTACTCA HEAOCTATOYHO
paspaborannoif [75].
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Komwteumapuu Kaexenuro

Orrrumansuoe acuenue Y11 He paspaborano, B psae
HCCACAOBAHUI Y HAIHEHTOB C ACTKUMH (DOpMaMu
VII nokasana adgpdexrusrocts KC, a y marmenTos
CO CPEAHETAKEABIM U TAAKEABIM TEUEHHEM (C HAAMIHEM
21 nebaaronpuaraoro gaxropa o FFS) — komOmma-
nuu KC ¢ H®. [Tpu pesucrerraoctn k KC y manuenTos
¢ aerkumu popmavu Y11 Bosmorkao npumvererne A3A,
METOTpEKCaTa B MUKO(PEHOAATOB — 9TH 7K€ IIPEIAPATHI
HCITOAB3YIOTCA AAf ITOAAEP/KAHHSA PEMUCCHH ITOCAE 3a-
seprrenud kypca LI®. [lpu Goaee Taxeasx popmax
B cAygaax pesucteHTHOCTH K KC B OTAGABHBIX CAyJafx
LIPUMEHAACH PHUTYKCHMAD U ApyrHe OHOAOIHYECKHEe
mpermapartsr. K coxasennio, GOABITHHCTBO U3 9TUX HC-
CAGAOBAHUIT OBIAM HAOAIOAATEABHBIMU M BKAIOYAAH
He TOABKO IarenToB ¢ Y11, Ho 1 ¢ ApyruMu BackyAn-
Tamu [76-87]. B EBporeiickux pexoMeHAAHAX 110 Be-
ACHUIO IIEPBHYHBIX BACKYAHTOB C IIOPAKEHIIEM COCYAOB
meAkoro u cpeanero kaanbpa or 2009 roaa V1T paccema-
tpuBaerca copmectao ¢ AHIIA-accormmpoBanaemvu Ba-
CKYAHUTAMH, i PEKOMEHAAIIIH OTPAHIYHBAIOTCA IIPUME-
HEHHEM KOPTHKOCTEPOHAOB 1 nukAodocdamuaa [88].

V oboux Hammux manuentos ¢ Y11 nmeaocs nopaske-
HEE II0YCK, ITO ABAACTCA HEOAATOIIPHATHBIM IIPOTHO-
criaeckuM daxropom. [Tpu atom y mepsoro manmenTa
TedeHne 3a00AEBAHIE OBIAO PACIIEHEHO KAK TAKEAOE,
Ha MOMEHT YCTAHOBKI AMATHO32 1 HAYAAQ TEPAITHH HMe-
Aoch 2 Daana o mkase FES (mporeunypus u mOBE-
menne Kpeatnauaa >139,7 MKMOAB/A), B CBA3H € Uem
nposoauaacs Teparud KC u LI®, a mocae 3aseprieHus
kypca [I® — moaAepxmBaromias Teparms MaABIMH AO-
samu KC B couerannn ¢ A3A. V Bropoii marueHTKu
1o mkase FES mmveacs 1 6aaa (mporennypus, ypoBeHb
KpeaTHHHHA IOBHIeH, HO <1397 MKkMOAD), TeueHue
3a00A€BAHUA OBIAO PACIIEHEHO KAK CPEAHETAKEAOC,
mposoauaack repanud KC, Bopoc o IprcoeAnHeHIH
LIITOCTATHKOB OOCYKAAACH, OAHAKO B CBA3H C OBICTPBIM
noAoxnTeABHEIM 01BeToM Ha KC Aedyenme Ob1A0 mpo-
AOAKEHO B BuAe MonoTepanrn MIT B peAyriupoBaHHbIx
B CBA3U C HOOOYHEIMU 3P eKTaMur AOSHPOBKAX.

B ocuose aeuenmsa AT aexur KC-reparms, B cBAsn
C HEOOXOAMMOCTBIO AAUTEABHOTO ACYEHHA C YIETOM
CKAOHHOCTH 3a00AEBAHNA K PEIIMAMBAM, B KAUECTBE CTe-
POHA-COEPErAIOIIIX IIPEIAPATOB UCIOAB3YIOTCA ASA
1 METOTPEKCAT, 4 TAKAE MUKO(EHOAATH 1 ACPAYHOMUA,
L P, kak mpaBHAO, HA3HAYAETCA B HANDOACE TAKCABIX
CAYYASIX; HIMEIOTCA EAMHUYIHEIE PAOOTHI, KACAFOIIIHECT
IIPUMEHEHHUA PUTYKCHMA0A M APYTHX OHMOAOTHYECKHX
IIPEIIaPaTOB; B KAYECTBE AC3AIPETaHTHOM TEPAIIII dMITH-
PHYECKH HA3HAYAIOT ACIINPUH B HEOOABIIHX A032X |69,
89-98]. V marrrero mannenTa ¢ AT aanTeABHOE IIpHME-
nenne KC anvuruposasocs mobounsvmm sappexramu,
C YUETOM YAOBAETBOPUTEABHOTO OTBETA HA IIPUMEHCHIE
[13, B kagecTBE CTEPOUA-COEPETAIOIIIETO IIPEapaTa ObIA
nasHaveH A3A, acupuH OBIA IPUCOEANHEH B CBA3U
C IOSBACHUEM AHTHHO3HBIX IIPHCTYIIOB, OOYCAOBACH-
HBIX TIOPAKEHUEM KOPOHAPHBIX aPTEPHUIL.
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3akAroueHue

V3eAKOBBIH IOAMAPTEPUUT 1 apTepuuT TaKaacy AB-
ASIFOTCA PEAKHMU 3a00AEBAHIAMI, PACIIPOCTPAHECHHOCTD
nx cocrasafer oT 2-4 Ao 33 caygaes Ha 1 MAH. HaceAe-
mus. Kak V1T, Tak u AT xapakrepusyroTcst MHOKECTBEH-
HBIMH CHCTEMHBIMU IIPOABACHUAMHE C PA3ANIHBIMA Ba-
PHUAHTAMY TIOPAKEHNA KOZKH, MBIIIIL, CYCTABOB, HEPBHOI
cucremsl, 7KKT, cepAlia 1 ACIKUX 1 KOHCTUTYIIHOHAAD-
ubeME cumirTomamu. [lopaxkenne modex ¢ passuruem
ApPTEPHAABHON I'MIIEPTEH3UH HAOAIOAAETCA DoAee ueM
y moAosuHs! marreHToB. Aast VIT cBoficTBeHHO BOBAC-
YeHHE BHYTPHIIOUEUHBIX COCYAOB € (DOPMHPOBAHUEM
MUKPOAHEBPHU3M 1 HH(MAPKTOB ITOUCK, TOrAd Kak AT
XapaKTEPU3YETCA PA3BUTHEM CTEHO30B MATHCTPAABHBIX
[IOYEYHBIX apTepuil. AnarHos 6asupyercs IpeumyIne-
CTBEHHO Ha KAMHHYECKHX KPUTEPHAX, AOTIOAHAEMBIX
XapaKTEPHBIMH MOP(MOAOTIIECKIMHE ITPU3HAKAMI AAST
VI u anrnorpaduaecknvu — At AT (kpurepun ACR
1990), AaGopaTopHBIE AAHHEIE OTPAAKAIOT XPOHITIECKHI
BOCIIAAUTEABHBII TIporiecc 1 Hecrrenudmassl [lozaras
AMArHOCTHKA OOYCAOBACHA PEAKOCTBIO AAHHOM ITATO-
AOTHH U HEAOCTATOYHBIM 3HAKOMCTBOM IIPaKTHKYO-
IUX Bpadel PasSAMYHBIX CIIEI[HAABHOCTEH C AHATHO-
CTHYECKUMH KPUTEPHAMH, YTO, KAK B IIPEACTABACHHBIX
HAMH CAYYaAX, BEACT K TAKEAOMY IIOBPEKACHHIO ITOYCK.
Oco0eHHOCTBIO TIPeACTABACHHEIX cAy4acs V1 aBasercs
HIPEUMYIIECTBEHHOE BOBACIEHIE OAHOM ITOUKH C PEA-
KUMU BAPHAHTAMU IIOPAXKEHUA — AHEBPHU3MON MATH-
CTPAABHOH ITIOUEYHOH apTEPUH, TPOMOO30M ITOUETHOM
BEHBI 1 (DACTMOHO3HO-I3BEHHBIM YPETEPHUTOM B OAHOM
CAyYae H IICEBAOTYMOPOM — B APYIOM, 2 OCOOEHHOCTBIO
cayuas AT — pasBrrTie MACCHBHOI IIPOTENHYPUH BCACA-
CTBHE BTOPUIHOTO (DOKAABHOTO CETMEHTAPHOTO TAOME-
pyrockaeposa. HeemoTpst Ha GOABIITYIO AAMTEABHOCTB
TeYeHNA 3a00AEBAHNA U TAKECTH ITOPAKEHHA ITOYEK,
AACKBATHAS HMMYHOCYIIPECCHBHAA TEPAIIU IIO3BOAHAA
BO BCEX TPEX CAVUAAX AOOUTHCA PEMHUCCHH CHCTEMHBIX
IIPOABACHHI M COXPAHUTH HOYECUHYIO (PYHKITHIO.
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