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KAMHM‘IEQKM“ CAYYAN MUKPOCKOMUYECKOTO NOAUAPTEPUUTA,
OCAOXHEHHOIO ACENTUMECKUM TPOMB3HAOKAPAUTOM
C NOPAXEHMUEM AOPTAABHOIO KAANAHA
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CTABpPONOAbCKMU rOCYAQPCTBEHHBIN MEAULLUHCKMA YHUBEPCUTET,
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A CLINICAL CASE OF MICROSCOPIC POLYARTERITIS COMPLICATED
BY ASEPTIC THROMBENDOCARDITIS WITH AORTIC VALVE LESION

Yagoda A. V., Gladkikh N. N., Koroy P. V., Borodina L. V.
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lMpencTtaBneH KAMHUYECKUn cnyyarm ogHoro n3 AHLLA-NO3MTUBHBIX CUCTEMHbBIX BACKY/IMTOB — MUKPOCKOMMYECKOro Mno-

nmaptepumnTa (NonanaHrmnTa), NPOTEKAIOLEro C PaHHUM MOPAXeHNEM NIErKUX (MHTEPCTULMANBHBIA TUM NOPaXeHUsl, KPOBO-
XapKaHbe) 1 Nnoyek (NporpeccupytoLLee Te4eHne rnomepynoHedpuTa), KIMHUKO-1abopaTopHbIMU NPOSBAEHNAMN aHTUdOC-
boNMNNMAHOro CMHAPOMA, C PEAKMM OCJIOXKHEHNEM B BUAE HEVHPEKLUNOHHOrO TPOMOOTMYECKOrO 3HA0KApANTa a0PTalbHOro

KnanaHa, GopMMpPOBaHMA COYETAHHOMO K/lanaHHOro nopoka.

KrnoyeBble c/10Ba: MUKPOCKOMUYECKUI MoInapTepunT, aHTUGOCOOAMNuAHbIG CUHAPOM, TPOMO3HA0KAPAUT

Aclinical case of one of the ANCA-positive systemic vasculitisis presented — microscopic polyarteritis (polyangiitis), occurring
with early damage of lung (interstitial type of lesion, hemoptysis) and kidneys (progressive course of glomerulonephritis),
clinical and laboratory manifestations of antiphospholipid syndrome, with rare complication in form of non-infectious thrombotic
endocarditis of aortic valve and formation of combined valvular defect.
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AL - apTepuanbHoe AaBneHune

AHUA - aHTWHYKneapHble uMTonaasMaTMyeckue aHtutena
AT — aHTuTena

ADC — aHTUdoCchoONMNNAHbINA CUHAPOM

BMK - 6asanbHas membpaHa knyb6o4koB
K - NeBblli Xenynoyek

MXN - MexxkenyaoykoBas neperopoaka

MMA —~ MUKPOCKOMUYECKUIA NonnapTepunt

OHMK - ocTpoe HapylleHne MO3roBoro KpoBoobpalleHus
CAA - cuctonuyeckoe Al

CB-AHLIA - cuCTeMHbIV BacKynuT, accoummnpoBaHHbliii ¢ AHLIA

CM 3KT - cyToyHOe MOHUTOpMpoBaHue IKI

TUA - TpaH3WTOpHas MWweMnyeckas ataka

T3NA - TpomM603Mb0ONNSA NEeroYyHoM apTepum

OB - dpakumna Bbibpoca

OK - dyHKUMOHaNbHbIA Knacc

XOBJ1 - xpoHuyeckas o6CcTpykTMBHasa 60ne3Hb Nerknx

XMH - xpoHnyeckasa novyeyHass HeAOCTAaTOYHOCTb
XCH - xpoHuyeckas cepaedHast HeAoCTaTOYHOCTb
LUHC - ueHTpanbHas HepBHas cuctema

YOO - uncno gbixaTenbHbIX ABUMXKEHUN

YCC - uyuncno cepAeyHbiX COKpalleHni

CTEeMHbIiA HEKPOTU3UPYIOLLUI BaCKYJIUT C Npe-
MMYLLLECTBEHHbIM NMOPaXXEeHUEM MEeJIKUX COCY-
AOB (KanunnsapoB, BeHyJN, apTepuosi), OoTCyTCTBUEM
UM HeGOoNbLUMM KOJIMYECTEOM MMMYHHbIX AEno3u-
TOB, B KJINHUYE€CKOW KapTUHE KOTOPOro AOMUHUPYIOT
remMmopparm4eckuii anbBeoJIMT U HEKPOTUSUPYIOLLUA
rnomepynoHedppurT.
3abonesaemocTtb MIMA cocTtaBnsiet ot 6,8 no 15,0
Ha 1 000 000 HaceneHus, Jalie 60netT My>XUnHbI (1,3—

M nkpockonuyeckuin nonnaptepuut (MMA) — cu-

1,8:1), cpenHuii Bo3pacTt 3aboneswmnx 40 net. Y getein
3abonesaemocTb cocTtasnset 2,4-2,75 nHa 1 000 000
[1,2].

Otnonoruna HemseectHa. OCHOBOW naToreHesa cyum-
TaloT oOpasoBaHME ayTOaHTUTEN K PasfIMyHbIM LNTO-
nnasmaTM4eckum KOMMNoHeHTam Hentpoodwunos — AHLIA
C OAMHAKOBOM 4aCcTOTOM cneunduyHbIX B OTHOLLEHUN
CEPUHOBON MpPOTEeMHasbl 3, MMEeKLWnUX LuuTonnasmMaTu-
yeckoe cBedeHue (u-AHLA), n mmenonepokcmaasbl C
XapakTepPHbIM NEepPUHYKNeapHbIM cBevyeHnem (n-AHLIA).
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3AMETKHU U3 NPAKTUKHU

NOTES FROM PRACTICE

B akTmBHYtO $ha3y MMKPOCKONMYECKOro noavapTepumTa
AHLIA o6HapyXu1BalOTCA NMPaKTUYECKN Y BCEX OOJSIbHbIX
[3, 4].

Mopdonornyeckas ocobeHHocTb MIMA — npeobnapa-
HMEe MopaXeHUs Menkux No Kkanmbpy COCyAoB, NPeuMy-
LEeCTBEHHO MWKPOLMPKYISATOPHOro pycna. Hekpotmau-
pYIOLLNIA BaCKynUT Hanbonee BblpaxeH B NErKMX, noykax
1 kKoxe. B BocnanutensHoM nHouneTpaTe npeobnagatoT
NONMMOPQPHOSAEPHBIE NTIENKOUUTbI, OTCYTCTBYIOT FpPaHy-
NEMbI, He 0OHaPYXMBaKOTCH UMMYHHbIE KOMMIEKChI MUK
aHTUTena K 6asanbHoMm MembpaHe Knybo4koB. B noykax
pasBmBaeTcd GOKasibHbI CEerMeHTapHbIN HEepPOTU3NPY-
lowmin rnomepynoHedput, codetarowminca (8 80-90 %
CNy4yaeB) C aKCTpakanunaapHom nponudepaunen anu-
TEeNManbHbIX KNETOK M (GOPMUPOBAHUEM «MONYIYHUN».
B nérkux nepBMYHO MOpaxarTCcs Kanunnspbl anbBeOS,
pa3BMBaAETCS HEKPOTUIMPYIOLNIA anbBEONIUT C CenTallb-
HbIMU KanuingpuTamMm, NPUBOASALNIA K IErOYHBbIM FrEMOP-
parvam [5].

3aboneBaHune y 60nbLUMHCTBA 60NbHbIX (5676 %) ne-
B610TMPYET HecneunduIecknMm nNprusHakamm — NMXopas-
Kol, cnabocTbio, 60NIMM B CcycTaBax, MblLLLAX, NOTEPEN
mMaccbl Tena. CycTaBHOW CMHAPOM BKJIlOHAET apTpanrnm mn
(B MONOBUHE Clly4aeB) HESPO3UBHbLIN apTPUT KPYMHbIX Cy-
CTaBOB, HAMNOMMWHAIOLLMIA PEBMATOULHbIN.

MopaxeHne BEpPXHUX OblXxaTesbHbIX NMyTelr B BUOE A3-
BEHHO-HEKPOTUYECKOro puHuTa (6e3 gedopmanuii Hoca n
obpaszoBaHus rpaHyném), nogsepXxeHHoe obpaTHOMY pas-
BUTUIO MPU NTEYEHUN MMMYHOOENPEeccaHTamMmu, BO3HMUKaeT
y 35 % 60nbHbIX. KNMHMYECKUMU NpU3HaKamu ero4Horo
NOBPEXAEHNS — FTEMOPPAarn4eckoro anbBeonnTa, KOTopoe
BCTpeyaeTcsa Oosbliue YeM B NonoBuHe cnydaes MIA, aB-
NA0TCA Kallenb, 60nb B rpyam 1 kpoBoxapkaHbe (70 %) ¢
BO3MOXHbIM padsutuem (10-15 % cnyyaeB) TSXENOro ne-
rOYHOrO KPOBOTEYEHUS, ObICTPOE HapacTaHWe AblXxaTesb-
HOM HefOCTaTOYHOCTU MO PECTPUKTUMBHOMY TuMy. PeHT-
rEHONOMMY4eCKN B NErKNX BbISIBASIOT KapTUHY anbBeonuTa
(remopparuyeckoro, Grubpo3npytoLLero), 06HapyXmMBaoT
nHobunbTpaTel 6€3 pacnaga n nnespur [6, 71.

B otnnyuve ot apyrmux Ho3onormnyeckmnx ¢opm CB-AH-
LA (Hanpumep, rpaHynemarto3a BereHepa u 303MHO-
dunbHoro nonvanrumta Yepmxa — Ctpocc) y 605bHbIX
MIA He HabnogaloTcs cegnoBuaHas gedopmaums Hoca,
nepuopobuTanbHble rpaHyNéMbl 1 MOACKIAA04HbIA NapyH-
rMT B CBSI3N C OTCYTCTBMEM FPaHyNemMaTo3HOro Bocnane-
Husa [8, 9].

[MopaxeHne noyek B BUAE HEKPOTUIMPYIOLWLErO ro-
MepynoHedpuTa BCTpeyaeTcs novtu y Bcex 60nbHbIX [9],
NPOSIBASIETCA MOYEBBIM CUHOPOMOM — MPOTEUHYPUEN U
rematypuein (80 %), HedppoTudecknum cuHapomom (20 %).
CneuundwyHblie ans MIMNA noyeyHble CUMMTOMbI OTCYTCTBY-
l0T. B 4yacTn cnyyaes HabnogaeTcs apTepuanbHas runep-
TEH3Us1, BO3HMKalOLWAasa No3aHO — B CPedHEM 4epesd rof
nocne nosisneHuns Hedponatnn. OgHaKO HEKOTOPLIE K-
HUUMCTbI YacTo Habnoganu ObICTPO NporpeccupyoLlee
TeyeHne HedppuTa C pasBUTUEM OIUTYPUYHECKOM OCTPON
NMOYEYHON HEQOCTATOYHOCTHU, CYMTAS TAKOE TeYEHME Mpun
OTCYTCTBMM apTepuanbHOM rMnepTeH3nn 0COOEHHOCThIO
nopaxeHus nodvek npu MIMA [5, 10].

BcTpevaloTca nopaxeHns KOXu B BUAE COCYAUCTOMN
nypnypbl, $I3BEHHO-HEKPOTMYECKME MpPOLEeCcChbl C pac-
NPOCTPaHEHNEM Ha MArkme TkaHu, obpa3oBaHMeM acer-
TUYECKMX Hekpo30B. [MopaxeHne rnas (y 25 % 6osnb-
HbIX) — KEPATOKOHBIOHKTUBUT, AMUCKIEPUT HOCAT 0ObIYHO
obpaTMbIli xapakTtep. Y HEKOTOpPbIX NauMeHToB Habsio-
patTcs 601 B XMBOTE, Xenygo4yHoe KPOBOTEYEHME, Ne-
pudepunyeckas HerponaTms.

Y 60nbHbIX MIMA Myx4inH B nepsble 6 mecsaueB 6o-
JIeE3HU BCTPEYANUCb Cly4an apTepuanbHOro, BEHO3HOrO
Tpom6b6o3a n TAJIA[11, 12]
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B knunHuyeckon npakTtuke gmarHod MITA 3aTpygHu-
TeNeH B CBA3U C OTCYTCTBUEM FMCTOJIOTMYECKUX U UM-
MYHOJIOTMYECKMX MapkepoB, OOOCHOBLIBAETCS 0ObIYHO
HanM4MeM CyCTaBHOIO CUHAPOMA, TSXENOro nopaxeHuns
ObIXaTeNbHbIX NyTelr, GbICTPOro HapyLleHNs GYHKLUN No-
yek, pesynbTaTaMmy TUCTOSIOMMYECKOrO WCCIEA0BAHMSA
KOXMW, CIIU3UCTbIX, IErOYHOM TKaHW, MOYEK — OTCYTCTBUEM
NPX3HAKOB FPaHyN1eMaTO3HOro BOCMaNIEHNS N BbISBIEHW-
em AHLIA B cbiBOpOTKE KPOBU, OCOBEHHO CMNELMDUYHBIX
K Muenonepokcnaase. Vimeet 3HaveHne oTCyTCTBUE Ae-
CTPYKUMM NIEFOYHOW TKAHU 1, HA0BOPOT, HaNM4Me xapak-
TepHon ang MIA KapTuHbl MHTEPCTULMANBLHOMO nopa-
XEHUS C MHOUNbTPALMEN NErO4HON NAaPEHXUMbI U/UNn C
y4yacTkamum «MaToBOro ctekna» [13, 14].

lMopaxeHne cepaua Npyv MMUKPOCKOMMYECKOM MOnN-
apTepunuTe B COBPEMEHHONM nuTepaType obcyxaaeTcs
Mano B oTnmume oT gpyrux AHLIA-accoummpoBaHHbIX Ba-
ckynutoB [4, 7]. BMmecTe ¢ TemM nopaxeHwe sHOokapga
1 knanaHoB y nauyeHToB ¢ MIMA onpeaensnock B 64 %
Cny4yaeB — NPUMEPHO Tak Xe 4YacTo, Kak y B0JIbHbIX rpa-
HynemaTo3oMm BereHnepa n cungpomom Yepoxa — Ctpocc
[15]. NopaxeHne aHaoKkapaa 1 cepaeyHbiX KnanaHoB (9H-
nokapauta, Banbsynuta) npu MIMA BbISBNSNOCL Hapsay
C KOPOHApUMUTOM, MOPaXeHMeM Muokapha, Xapakrepu-
3ySChb YTOJILLLEHMEM KnanaHHbIX CTBOPOK, PasBUTUEM KX
durbpo3sa, KanbLUMHO3a, Nponanca, Hann4ymem cybBasbBy-
NSPHBIX YNIOTHEHUM, UBMEHEHNSIMU B MPUCTEHOYHOM 3H-
nokapgae xenynoudkos [16, 17]. Mpu MakpockonMyeckom
nceneposaHum y scex ymepuumx ¢ AHUA-sackynutamu, B
TOM yucne npu MIMA, onpegensanochb yToMWEHNE SHAO-
Kapa, Horaa ¢ Hannynem TPOMOOTUYECKNX HANTIOXKEHWIA.

B kavecTBe npumepa nopaxeHusa cepaua npyv AHLA-
accoLUMMPOBaHHOM BackKynuTe NpMBoauM HabnoaaeMelin
HaMU KNMHUYECKMIA cny4dali 6onbHoro T., 38 ner.

KnuHnyeckoe HaGnopgeHue

BonbHOM NOCTynun B OTAENEHWE PEBMATONIONMN C
Xanobamu Ha oAbllKy MPU MUHUMaNbHOW GU3NYECKON
Harpyske, OTEkU roneHen, 6osblle NpaBon, HecTabub-
HocTb Al. Becnokownu MbllliedHasa cnabocTb, OTEK 1LA,
60nn B cycTaBax, Kallesnb, KPOBOXapKaHbe, yxyALlleHne
namsT1, rOIOBOKPYXeEHME, rofloBHas 60/b.

BoneH okono nonyroga — nosiBUNach OAplLliKa, Cyxomn
Kallenb, KpoBOXapkaHbe, NpucoeanHunacb obLias cna-
60CTb, BO3HUK/IM OTEKN Ha HOrax. Jleumncsa no MecTy Xu-
TenbcTtBa ¢ anarHo3amun XOBJ1, ocTpas Tokcmnyeckas He-
dponatus ¢ HapyLeHnem yHKLMN NoYEK, apTepuanbHas
runepteHsuns, XCH 2 A, ®K II. Mo peaynbtatam KT nérkmx
BbISIB/IEHbI MPU3HAKN MHTEPCTULMANBHOTO MOPaXeHus
(XOBJ1?), numdapeHonaTns cpenoCcTeHnsi, ABYCTOPOH-
HUA TMAPOTOPAKC, Kapauomeranus, ruaponepukapa.
MepeHEc TpaH3NTOPHYIO nemMmnyeckyio ataky (TUA) B cu-
cTeme ieBoi cpegHemo3roBon apTepun. Mpu obecneno-
BaHUN B HEPPOSIOrM4eckoM OTAeNeHnn Bbin AnarHocTun-
poBaH cucTeMHbI BackynuT, AHLIA-accounmpoBaHHbINn
C NOpaxeHneMm Noyek (XPOHMYECKUI rnoMepynoHedpuT,
cMelwaHHaa dopma, nporpeccupyiouiee tedeHune, XIMH
IIA), nérkmx (anbBeonut), LIHC (TUA), cepaua (BTopuiHas
annataumoHHas kapamomuonatus). CuHgpom [lyanac-
yepa Obl1 UCKITIOYEH, B TOM YMCSIE HA OCHOBAHUM OTCYT-
CTBUS @aHTUTEN K roMepynsipHon 6a3anbHo membpaHe
(aHTMBMK-aHTuTen). NMpoBoannock nevyeHne umknodoc-
daHOoM, MeETUNPESOM.

3a Tpu Mecaua 0o HacToswen rocnutanu3aumm T.
B CBSI3N C MPOrpeccupylolen oapilkoi 61 obcneno-
BaH B KApONONOrnM4eckoM AncnaHcepe, rae npv B Lesom
YOOBNETBOPUTENBHON  COKPATUTENLHOM  CNOCOBOHOCTU
Muokapaa (PB 55 % no Telixonbl,) Gbln BbiSIBIIEHBI YBE-
JNIN4eHne NonocTeN NIeBOro Npeacepans n NeBoro Xxe-
JNIyA04Ka, YNIOTHEHNE CTBOPOK MUTPAsIbHOrO KiarnaHa u
nogknanaHHbIX CTPYKTYP, HEAOCTATOYHOCTb MUTPasIbHO-
ro knanaHa (cucrtonuyeckasn peryprutaumsa Il), ynnotHe-
HVE CTEHOK aopThbl M KOHLIEBOE YTOJILLEHNe, YyNioTHEHNE
aopTanbHbIX MONYNyHUI. B npoekumn HEKOpPOHapHOro
nosyayHus 66110 BU3yann3npoBaHO rmnepaxoreHHoe 00-
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pasoBaHne HenpaswuiibHOW GOpPMbl, NOABUXHOE BMECTE
CO CTBOPKOW — BO3MOXHO, OpraHn3oBaHHas Beretaums:
OMarHoCTMPOBaH COYETaHHbIN aopTasbHbIA MOPOK C Npe-
obnagaHMem HegOCTaTOYHOCTU (AnacTonmyeckas peryp-
rutaums ll-lll cteneHun), ymepeHHom cTeneHn cTeHos (no-
TOK KPOBM TypOyNneHTHbIN, 288 cm/cek, MakCUMasbHbI
rpagveHT gaeneHus 33 MM pT. CT.). YBenMyYeHne nono-
CTel npaBblX OTAENOB cepaua, HeJoCTaTOYHOCTb TPUKY-
cnmpanbHoro knananHa (Il) n knanaHa nero4yHon aprepun
(I-11), npusHakn neroyHol runepteHaum (CAL 55 mm pT.
cT.). Mpn 3KI n CM 3KT: cuHycosbin putm ¢ HCC 85 B
MWH, FOPU3OHTaNbHOE MOJIOXEHNE 3NEKTPUHECKON OCU
cepaua, NpusHakn runeptTpodun Mmmokapaa nesoro xe-
nygo4dka C M3MEHEHMEM MpPOLECCOB penonspusaumn B
nepeaHe-60koBON 06n1acTW, OANHOYHbIE MOHOMOP®HbIE
KEenyno4yKoBble 9KCTPACUCTOSbI, PeaKo — NapHbIe 1 rpyr-
noBble, ULLEMUYECKMX UBMEHEHUI HEe O0BHapyXeHo. Mpu
M3Yy4EeHUM KPOBOTOKA MO COHHbIM U MO3BOHO4YHbLIM apTe-
pUSIM U3MEHEeHUs1 OblIN BECbMa YMEPEHHbIMU.

KapananbHble Haxoaky OblIv MHTEPNPETMPOBaHbI Kak
cnenbl NEepPeHeceHHoro WHMEKUMOHHOro aHaoKapamTa
C pas3BUTMEM COYETAHHOro AOPTaSIbHOrO MOpPOoKa, XOTH
aHaMHecTu4eckn GakT U CPOKM JHJOoKapauTa onpene-
NEeHbl He OblaY, MHOrOKpaTHbIE MOCEBLI KPOBW Ha CTe-
PUNBHOCTb POCTa MUKPOGDNOPBLI HE OBHapyxunn. Tem-
nepartypa Ha NMpOTSXEHUM BCeX 3TarnoB 00CnefoBaHUs
COXpaHsanacb HOpMasnbHON.

BonbHo 6bIN BeINMCaH nog HabnoaeHne peBMaTono-
ra c pekomeHgaumen npnéma 32 Mr meTunpena B CyTku.

CocTtosiHue T. npu NOCTYNSIEHUM B OTAENEHME PEB-
MaTtosiornn cpenHen TaxecTu. MOBbILLEHHOro NUTaHKS.
KoxHble nokpoBbl 61egHble, akpoumnaHo3. OTEK ronieHen,
Goniee BbIpaXeHHbI crpaBa, MNacTO3HOCTb cTon. Hapg
NErKVMN NMEPKYTOPHO NErOYHOM 3BYK, AbIXaHWE BE3UKY-
ngpHoe, xpunos HeT. YOO 17 B 1 MuHyTY. 'paHunubl oT-
HOCUTENBbHOWM CepAEeYHON TYNnOCTN PaCLUMpPEHbl BEBO HA
2 cm, BNpaBo Ha 1 cM. TOHbI NPUTAYLLEHbI, PUTMUYHbIE,
BbIC/YLUMBAIOTCS  CUCTONMYECKUA U ONACTONINHECKUN
LWyMbl B NpOeKumun knanaHoB aopTel. HCC 72 B 1 MUHyTY,
AL 110/70 mm pT. cT. XXKnBoT 6€36011e3HEHHbIN, HUXHWIA
Kpai neyeHun y pébepHoi ayru, ceneséHka He nanbnmpy-
etcq. MNepudepunyeckmne numbartmyeckme y3sbl He yBenu-
yeHbl. CycTaBbl 6€3 9KCCyaAaTUBHO-BOCMANUTENBHbIX 13-
MEHEHWI, OBUXXEHNS BO BCEX CyCTaBax B NOJIHOM OObEME.

O6wwit aHanma kposu: ap. 3,78x10'2/n, Hb 92 r/n,
n. 12,3x10%n, tpombou,. 238x10%n, n. 1 %, c. 65 %,
nmmae. 29 %, M. 4 %, 3. 1 %. CO3 40 mm/u.

O6LWwmMin aHann3 Mo4Yn: OTH. NnoTHocTb 1025, pH 5,5,
6enok 0,59 r/n, neiikou,. 20-48-40 B n/3p., ap. (M3m.) 48—
60-68 B n/3p., anuTtenuii nnockuih 2-4-4 B n/3p., cNm3b
(++), conn (+). AHanm3a Mo4m No HeymnopeHko: newk.
52 000 knetok/mn, ap. 100 000 kneTok/mi.

Broxumunyeckne unccnepoBaHvs. BunmpybuH obud.
8,2 wMkmonb/n, npsmoin 4,3 MKMONb/N, raKo3a
4,5 mmonb/n, kpeatnHuH 130 MKMOmb/f, MOYeBMHA
7,3 mmonb/n, obwwmin 6enok 56,4 r/n, AcAT 17,7 EO/n,
AnAT 24,0 EO/n, xeneso 5,65 MkMoOnb/n, kanwui
3,76 mmonb/n, Hatpuii 141,0 mmonb/n, C-peakTUBHbIN
6enok 32,8 mr/n, CK® 60,3 Mn/MUH.

Koarynorpamma. NTN 92 %, NB 13,1 cek, TB 16,1 cek,
AYTB 31,2 cek, pnbpuHoreH 4,65 r/n, D-aumep 13,55 mkr/
MJI.

BakTeprnonorn4yeckoe uccnenoBaHue KpOBU (TPUXK-
Obl) — pe3ynbTaTt OTpULaTesbHbIN.

MMmmyHoxumMmunyeckoe ncceneposanune: pANCA IgG no-
noxurteneHble, CANCA IgG nonoxutensHble, AT k gAHK
180 Ea/mn (Hopma <20 Ea/mn), AT BMK oTpuuatensHble,
AT (IgG+IgA+IgM) K KapaAMOAUMUHY NONIOXUTESNbHbIE, aH-
TUHYKJIEapHbIE aHTUTENA NOJIOXNTENbHbIE.

CnmpanbHaa KT rpyaHoir nosocTM C KOHTPacTMpO-
BaHMEM: NPU3HaKM 0OCTPYKTUBHOrO GPOHXMTA, YMEPEH-
HO BbIP@XEHHOr0 3aCTOMHOrO MOJHOKPOBUS B NErKMX,
OBYCTOPOHHUI rugpoTopakc. JinmdbaneHonatnsa cpeno-
CTeHns (napaTpaxeasnbHble, napaaopTalibHble Y3Mbl [0
1,6x1,9 cm), kapanommonatus, rugponepukapa. NHtep-
cTuumanbHoe 3aboneBaHne NErkmnx.

OxoKI'. CokpaTtutenbHasa CnocobHOCTb MuoKapaa
Heckonbko cHmxeHa (PB 51 %), munokapz JIXK B uenom
rMNOKMHEeTUYeH. YBenmMyeHne rnosocTein neBbiX OTOesoB

cepaua. N'mneptpodusa MXT1, mrokapa JIK n MXI Heon -
HOPOAHOW CTPYKTYPbI C y4aCTKaMu MOBbILUEHHOW 3XOreH-
HOCTU. CKNepoTu4eckne N3MeHEHNsT CTEHKU 1 KnanaHoB
aopThl, paclUMpEHME NPOCBETA a0PThl HA YPOBHE CUHYCOB
BanbcanbBbl, Bocxoasdiwero otaena. KoHrnomepart éno-
TUPYIOLWMX BEFrETALMIA HA CTBOPKaxX aopTasibHOro KianaHa
B CTaAMN OPraHn3aummn: COYETaHHbI a0PTasibHbIA MOPOK,
BblpaXXeHHass HeAOoCTAaTOYHOCTb KiarnaHa, ero CTEHO3.
drnbpo3 cTBOPOK MUTPaANbHOrO KianaHa, ¢nubépo3 CTBO-
POK 1 MoAKNanaHHbIX CTPYKTYP TPUKYCNUAANbHOrO Kna-
naHa. YmMepeHHass HefoCTaTOYHOCTb TPMKYCMUAAbHOMO
KnanaHa, AMcyHKUMS knanaHa fIerodHon aptepun. Jua-
ctonuyeckas auchyHkums JK. HesHaumTenbHoe Konuye-
CTBO CBOOOJHON XNOKOCTWN B MONIOCTU Nepukapaa.

Y3W opraHoB OpIOLIHON MONOCTU U NoYek: HebOob-
LIOE YBENIMYEHME MEYEHU U TFOJIOBKM MNOMXKENyA04HOMN
xenesbl. YTONWeHNne CTEHOK, MENKOAMCNepPCHas B3BECH
B XeN4yHOM rny3bipe. OnyLieHne noyvek, ToNWrHa napeH-
xumbl cripaea 19 mm, cnesa 22 cMm, cnou anbdepeHum-
PYIOTCS YETKO, MapeHx1MMa HEOAHOPOAHA; KOHKPEMEHTHI,
coneBsble KpUcTaibl 0 2 MM.

JynnekcHoe CkaHMpPOBaHME BEH HUXHUX KOHEYHO-
CTel: crnpaBa OKKIo3UpyoLWuii TpomO603 MeauanbHom
BEHbI, CypasibHbIX BeH, 3aaHel 60bluebepLoBOi BEHbI.
Heokknio3unpyowmin Tpom603 nepegHen 6epLoBOii BEHbI
¢ GprKCUpoBaHHbIMK TPOMBOMaccamMu.

BbIiBNEHbI CHUXEHWE MHEBMOTM3ALMN NEBOV rariMo-
POBOW Ma3yxu, NOCTUHCYbTHAA KMUCTa NIEBON TEMEHHOMN
nonu.

OnddepeHumranbHbii AMarHo3 MpPOBOAWIICH MexXAay
nepBuyHbIM - AHLIA-NO3UTMBHBLIM  BacKynnMToM, MpoTe-
KalLWMM MO TUMy MUKPOCKOMUYECKOro NoavaHrumta co
CBOWCTBEHHbIM €My MOPaxXeHneM NErkmx, noyvek, OCnox-
HEHHbIM BTOPUYHBIM ADPC ¢ nopaxeHnem cepaua, BKIO-
yas MUKPOBACKYNIIPHOE PYC/IO KanaHoB, OT/IOXEHUEM
Ha knanaHax aopTbl TPOMOOTMYECKMX Macc, ambonuein/
TPOMOO30M apTepuasibHbIX — MO3rOBbIX, JIErO4YHbIX (?) 1
BEHO3HbIX COCYZ0B NPaBO HUXHEN KOHEYHOCTU, C OQHOMN
CTOPOHbI, N MHPEKLUMNOHHBIM 3HAOKAPAUTOM C Heratms-
HOW remMOKYy/IbTYPOMN, BbI3BABLUMM MOPaXeHne aopTab-
HOro KfanaHa, MMMYHOJIOrMYECKME HapyLleHUs B BUOE
BacKynuTa, nopaxeHue nerkux, noyek, BTopuyHblii APC
C MHOXECTBEHHbIMU TPOMOOTUYECKUMU COCYAUCTLIMU
NPOoSIBIGHUAMU, C APYrON.

YuunTbiBas OTCyTCTBME B 0603PMMOM BPEMEHN A0 Ae-
6toTa 60M1Ee3HN rMNepTepMmnYeckoro anma3oaa, HeraTmB-
Hble AaHHblE MHOFOKPaTHOIroO UCCea0BaHNS KPOBU Ha re-
MOKY/bTYPY, OCTPOE Hayaso 3abosieBaHnsl C pa3BEPHYTOM
KapPTUHbI CUHXPOHHOIO MNOPaXeHust NErkux (KpoBoxap-
KaHbe), MOYEK C HeOOCTATOYHOCTbIO YHKLUUU, OTHOCU-
TenbHyl0 cTabunnaaumio npouecca Ha GoHe NMMYHOCY-
MPECCUBHOM Tepanum MeTunpenomMm u umknodpocdaHom,
a TaKkxke uckoyeHme 3abosieBaHnii, acCoLUMMPOBaHHbIX
¢ aHTnbMK, — Bepcus AHLA-NO3NTNBHOIO BackynmTa Kak
OCHOBHOW NpU4YMHblI 3a60neBaHns, BKOHAoLWero nopa-
XeHue cepaua, npeacraensetcs 6onee 060CHOBAHHON.

Mpwu onarHocTuke BHYTpPY rpynnsl CB-AHUA npegno-
yTeHune 6b110 oTaaHo MIA, yunTbiBas Hannyne remoppa-
rMYEeCKOro anbBeONNTa C KapTUHOW UHTEPCTULMAIBHOIO
nopaxeHus nérkmx (6es3 o4yaroB OECTPYKUUU JIErOYHOM
TKaHM) 1 paHo MaHudecTMpyioLlee, NporpeccupyoLlee
nopaxeHve novek [13].

BonbHOMy Ob1n10 NpoBeaeHo neveHne XCH, pekomeH-
[OBaH Npném Metunpea, umknopocdaHa, npuMeHeHne
HU3KOMOJIEKYNIAPHOIO renapuHa, MHULMMPOBaH NMpoLecc
onepaTrBHON KOPPEKLMM MOPOKA MO XN3HEHHbIM NoKasa-
HUAM.

O6GcyxpeHune. B HabnogeHun npenctaBfiieH Ba-
pUaHT nopaxeHua cepaua (B OCHOBHOM dHAoKapaa u
KnanaHHOro annapaTta): KOHLEeBOe YTOJLeHne, ynnoT-
HEHWEe aopTasibHbIX MNONYAYHUN, CKNEPOTUYECKME N3ME-
HEeHUs1 KnanaHoB aopTbl, GNUOBPO3 CTBOPOK MUTPASIbHOIO
knanaHa, ¢Gnbpo3 CTBOPOK M MNoAKnanaHHbIX CTPYKTYp
TPUKYCNNOANBHOIO KflanaHa, HaaMydme KOHrjiiomeparta
dnotupylowmx BereTauuii (HebakTepuasnbHblA TPOM-
03HAOKApPANT) Ha CTBOPKax aopTaNbHOrO knanaHa c
bopMMpoOBaHMEM COYETAHHOro aopTasibHOrO Nopoka —
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BblPaXXEHHOM HEQOCTATOYHOCTM KnanaHa U ero CTeHo3a
Yy MY>X4uHbl 38 NeT ¢ KNMHUYECKUMU 1 nabopaTopHbIMU
npusHakamm CB-AHLIA — akTMBHOro MuKpOCKonuye-
CKOro nosvapTepumnTa, NPOSIBUBLLErOCS PELUONBUPYIO-
LWKMM KPOBOXapKaHbeM, MOYEYHOW HeOoCTaTOYHOCTLIO,
nekomneHcaumein XCH Ha ¢poHe aopTanbHOro nopoka ¢
kKnnHukoh AAGC (OHMK, BEHO3HbI TPOMOO3, NPU3HAKN
JIErOYHOM rMNepTeH3UU, BO3SMOXHO, aCCOLMNPOBaHHbIE
C NEeroyYHbIMU MUKPO3IMOBOMaMnN, TPOMOOTUYECKUNIA 3H-
nokapauT). B pa3sutum 60blIMHCTBA TPOMOOTUYECKMX
OCNIOXHEHW, B NepBylo o4epeb TPOMOOTUYECKOrO 9H-
[okapauTa, UMen 3Ha4eHne He TONbKO BbICOKOAKTUBHBIN
VIMMYHOBOCHANUTENbHbIN NPOLECC, HO U Pa3BMBLLNIACS
Ha ero poHe ADC.

OToenbHO cnegyet OTMETUTb HaM4Me B MPUBEAEH-
HOM cnyyae MIA psga npu3HakoB NaTtonorum ceppua
1 cocynoB, OOLWMX C APYyrMMM BackynMtamy 13 rpynmbl
AHLIA-NO3UTUBHBIX. OTO MOBPEXAEHME MMOKapaa, Bbl-
NMOTHOM nepukapauT, MHOXECTBEHHOCTb MOPaXeHUs
KnanaHoB (yToslieHue, Gubpo3 CTBOPOK), pasBUTUE WX
HeoOCTaTOYHOCTU, AnnaTauus kamep cepaua, GopmMmpo-
BaHWe CepAeyHON HeAOCTAaTOYHOCTN — MPU3HaKK, BCTPe-
yaroLimecs, B TOM 4yucne, npu rpaHynemarose BereHepa
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Ky6aHCcKkui rocyAQpCTBEHHbIM MEAULLUHCKUI YHUBepcuTeT, KpacHoaap,
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MODERN IDEAS ABOUT THE ETIOLOGY AND PATHOGENESIS
OF HEREDITARY HEMORRHAGIC TELANGIECTASIA

Kade A. Kh., Poliakov P. P., Zanin S. A., Zanina E. S.

Kuban State Medical University, Krasnodar, Russian Federation

HacTosuwas paboTta npencraBnseT cobo HappaTUBHbIN 00630p NUTEPaTypPbl, MOCBSALLEHHbIA 3TUONOMMK U NaToreHesy Ha-
CNneAcTBEHHOW remopparmnm4eckon TeneaHrnaktasnm (bonesHm Ocnepa — Pangio — Bebepa). PaccMoTpeHbl reHeTnka, GpopMbl
3aboneBaHus, GU3MONOrMyeckas pPoslb CUrHANBLHOIrO NYTU TPAHCAYKLMM TpaHchopMUpyoLLero daktopa pocta-B, nocnea-
CTBUS ranjioHefo0CcTaTOYHOCTN Kay3aTUBHbIX reHoB eng, alk1, madh4 (oucdyHkums TpomOoumTapHbiX ¢GakTopoB pocTa B,
HapyLUeHUs MexaHOTpaHCAYKUWM, aaresnn, NpusiedyeHns MypasbHbIX KneTok, pasobueHne NO-cuHTasbl, rmnepnponykums
aKTUBHbIX GOPM KMCNOPOoaa) 1 BO3MOXHbIE MEXaHU3Mbl PA3BUTUSA XapaKTEPHbIX COCYANCTbIX 4eDEKTOB C MO3ULUU TMMOTESbI
«MHOXECTBEHHbIX YAAPOB» (BO3MOXHAs coMaTnyeckas yTpara retTepo3mroTHOCTU, BocrnaseHne, rmnepdyHKLmMs cocyancTo-
aHpoTenmanbHoro dakropa pocra).

Knto4yeBble cioBa: Hac/1eACTBEHHAs reMopparnyeckasl TeseaHrnakTasus, TpaHchopmMupyoLmii pakTop pocta-B, aHa0-
[JIMH, TNNoTe3a «MHOXECTBEHHbIX YaapoB»

This paper is a narrative review of the literature on the etiology and pathogenesis of hereditary hemorrhagic telangiecta-
sia (Osler — Rendu — Weber disease). We describe the genetics, forms of the disease, the physiological role of the signal path-
way of transduction of transforming growth factor-f, the consequences of haplon-sufficiency of causative genes eng, alk1,
madh4 (dysfunction of platelet growth factors B, disorders of mechanotransduction, adhesion, involvement of mural cells,
dissociation of NO-synthase, hyperproduction of reactive oxygen species) and possible mechanisms of development of cha-
racteristic vascular defects with positions of the hypothesis of «<multiple-hit» (possible somatic loss of heterozygosity, inflam-
mation, hyperfunction of vascular endothelial growth factor).

Keywords: hereditary hemorrhagic telangiectasia, transforming growth factor-f, endoglin, multiple-hit hypothesis
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