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Pesrome

IIpusooumcs 0030p coBpeMeHHbIX NPeOCMABIeHUll 0 YepeOPOBACKYIAPHBIX NPOSAGIEHUAX NePUOOUdecKoll 6onesHu
(I1Ib) u cobcmsennoe Kaunuueckoe HadnwdeHue. Hecmompsa na omuocumenvuyo peokochs HapyuleHUtl Mo3208020
Kp0og8oobpaujenus 6 cmpykmype Kiunuueckou geromenonozuu I1B, 00uHOCMb MHOUX NAMO2EHEMUYECKUX ACNEeKIMO8
pazeumus Smux 3a601e6aHUll YKa3vleaem Ha HeoOX00UMOCb 0emalbHo20 00C1e0068AHUL NAYUEHMO08 C NOOO3PEHU-
em na I1b. Ilomumo amoeo, Hedocmamounas UHPOPMUPOBAHHOCMb 8padell 00 AymMo8OCNAIUMENbHBIX 30001e8AHUSAX,
npedcmasumenem komopuvix u aeiiemcs I1b, oukmyem neobxooumocms exniouenus I1b 6 cnekmp oughgepenyuans-
HOU OUAZHOCMUKU ULEMUYECKO20 UHCYIIbINA, 8 MOM YUCTE C YYemoM HAYUOHAIbHbIX 0COOEHHOCMEI.
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Abstract

This article provides an overview of modern concepts of cerebrovascular manifestations of familial Mediterranean fever
(FMYV), also known as periodic disease, and describes own clinical observation. Despite the relative infrequency of
cerebrovascular accidents in the structure of the clinical phenomenology of FMV, common pathogenetic aspects of these
diseases indicate the need for a detailed examination of patients with suspected FMV. In addition, insufficient awareness

of physicians about autoinflammatory diseases (of which FMV is a prominent member) underlines the need to include
FMYV in the spectrum of differential diagnosis of ischemic stroke, including taking into account national characteristics.
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C pEeLEeCCUBHBIM MEXaHH3MOM HAacJIeZIOBaHUsS. Xapakx-
TEPHBIMHU NPOSBICHUSIMH 3TOTO 3a00JIEBaHUS SBIISIOTCS
CaMOKYIUPYIOIIasAcsa PeKyppeHTHas JUX0paIKka 1 MoJu-
CEPO3HUT, ACCOLMUPOBAHHBIHN C OOJIEBBIM CHHIAPOMOM [1].

BrepBeie B KadecTBe OTJENBHOTO CHHIpPOMA He-
n3BecTHOM otmonoruu IIb Obta ommcaHa B craThe
S. Siegal [2] B 1945 r. mox Ha3BaHHMEM «I00pOKaye-
CTBEHHBI MAPOKCHU3MAJIbHBIM MEPUTOHHUTY»; 3IECh K€
OBLTH OTMEUEHBI onpenestonue npusnaku [1b: mapok-
CU3MaJibHbIe OONM B >KMBOTE (MHOTAA HaNpaBIIsSIOIINE
Bpayell K JO)KHOMY JHarHo3y amnrneHIulnTa) U IpyaHoi
KJIETKe, MOBbIlIeHUE TeMieparypsl Tena 10 40 °C, Bbl-
pakeHHOE HEeIOMOTaHue, TOITHOTAa M PBOTA, JEUKOIH-
T03. IIpn 3TOM B TIEpHOABI BHE MPUCTYHA COXPAHAIOCH
MIPAKTUYECKH TIOJHOE 370POBbE MAIMEHTOB, KOTOPBIX
9TOT HEAyr MOopa)kall MPEHMYIIECTBEHHO B MOJOIOM
Bo3pacre. CBOE COBpPEMEHHOE aHIIIOSI3bIYHOE Ha3BaHUE
(familial Mediterranean fever) I1b momyunna B cepenu-
He 1950-x rT. Mo mpuYMHE Ype3BBHIYaiHO BBICOKOW pac-
MIPOCTPAHEHHOCTU cpeau HapopoB Cpenru3eMHOMOPbS
[3]. Haubonee uacto I1b BcTpeuaercs y eBpeeB-cedap-
noB, apMsiH (o 1-2:1000 HaceneHus), Typok u apaboB
[4].

Baxueiimum stanom B ucropuu [1b crano ucnomns-
30BaHME KOJMXHIIMHA B ee Tepanuu ¢ 1972 1. [5], koTopoe
JpaMaTHYeCKu U CyAbOOHOCHO OOJIEIYMIIO JKU3HB MHO-
rux nanureHToB. [{o atoro 6onee 50% manuentos ¢ [1b
morudany OT aMMIION103a, B HACTOSIILIEE BPEMSI €r0 PUCK
cocrapinseT MmeHee 1% Ha QoHe MOKNZHEHHOH Teparuu
KOJIXUITMHOM [6].

BropbiM BakHEHIIIMM (paKTOM SBUIIOCH OTIPEIeIIEHUE
reHa MEFV (MEditerranean FeVer), OTBEeTCTBEHHOTO
3a pa3BuTHe 00se3HH, B 1997 . 1ByMS HE3aBUCHUMBIMHU
rpynmaMu ueceienosareneit [7]. 3a 3TUM BCKope Mocie-
JIOBAJIO ONHCaHWe Koaupyemoro reHom MEFV Genka
[TUPUH/MAapEHOCTPUH, KOTOPBIA PETYIUpPYeT WHTEpIIeH-
kuH (MJ]) -1B-accoummnpoBanHble BOCTIATUTEIBHBIC pe-
aKIUM, UIPAIOIIie OCHOBHYIO poib B martoreHese I1b.
B HopMme mupuH BBICTyHaeT B KauecTBE HHTHOMTOpa
BOCTIAJICHUS], OJHAKO MYTALMs B 3TOM O€JIKe NPUBOAUT
K aKTHBAIlUU BPOXKJIECHHOTO MMMYHHUTETA ITOCPEICTBOM
Nod-1mo106HbIX pelenTopoB, YTO B JaJbHEHIIEM BEICT
K (hopmuposanuio uadrammacombl NLRP3. [Tocnenusst
aKTHBHPYET Kacmasy-1, pe3yJbTaToM Yero sBJsieTcs Mo-
BhIlieHHas cekperust MJI-1B, Bemyias K mpoaoKeHHO-
MYy BOCIAJICHUIO.

OCHOBHBIM MOMEHTOM KIMHUYECKOW JecTaduim3a-
uuu I1b u ee BaxxHOU uepTO ABIsAETCS pa3BUTHE BTO-
pudHOTO ammion1o3a Tuna AA. I JTaBHBIMH MUIIEHAMU
nopakeanss npu I1b-accounupoBanHOM amMHUIONI03€
SBIISIIOTCS TIOUKH U JKEJTYJOYHO-KUIIIEUHBIN TPaKT, MPH-
BOJISIILIME K TOSIBJICHUIO BHayaJle aCHMITOMHOW MpoTe-
WHYPHH, TIPOTPECCUPYIOIIECH BIIOCIEACTBUH 10 CTATUU
MOYEUYHON HEJIOCTaTOYHOCTH [4].

Bogieuenne HEpBHON CHUCTEMBI B MATOJIOTHYECKUN
npouecc npu I1b g0BonbHO penko, U CTeneHb ITOH ac-
COLIMAIMM B HACTOSIEE BPEeMs HE yTOYHEHA. AHANN3
0a3bl TaHHBIX 8864 MAIMEHTOB C YCTAHOBJICHHBIM JIU-
arno3om [1b w/mnm myranueir B rene MEFV BbisIBHI
Bcero 18 (0,2%) G0nbHBIX ¢ HEBPOJIOTMYECKUMHU HPOSIB-
neHusMu [8]. Y ceMH armeHToB U3 STOM KOTOPTHI OBLT
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MUAarHOCTHPOBaH uireMudecknii mHCynsT (MN); xapak-
TEpPHBIMH YEpTaMHU OKa3aJIUCh IPEIPACIIONOKEHHOCTh
K TOpPaXCHHUIO BepPTEOpaIbHO-0a3MIIIpHOTO OacceiiHa
M MOJIOIOW cpeqHMH BO3pacT aedroTa LepeOpoBacKy-
nspHOTO 3a00MeBanmus — 28,5 rona.

[Ipu cemeiiHON CcpeAU3EMHOMOPCKON JIUXOpaaKe
OTMCAHBI TaKWe HEBPOJOTHMYECKHE CHHIPOMBI, KaK 3a-
IHsIsT oOpatumas sHuedagonarus, IeMHEIMHUZUPYIO-
e cocrosiaust, U, TpoM003 1iepedpalibHbIX BEHO3HBIX
CHUHYCOB, ICEBAOOIYXO0Jb MO3ra, HEBPUT 3PUTEIBHOTIO
HEpPBAa, OCIIOKHEHHSI CHCTEMHBIX BAaCKYJIHWTOB, aCCOIH-
upoBannbix ¢ I1b (mypmypa Llenneitna—I'enoxa, y3ein-
KOBBIA MTOJIMAPTEPUUT, 00Ie3Hb bexuera u np.), pexyp-
peHTHBIN acenTuueckuit MeHUHruT [9]. Ilomumo sToro,
BOCHaNUTENbHbIA npouecc npu 116 MoxeT noBelLIaTh
PHUCK COCYIHCTBIX OCJIOKHEHMI: aTepocKiiepo3a, Kap-
JIUATBHOM TATOJIOTHH U CHCTEMHOTO aMUJION03a M3-3a
pasBUTHS dHAOTENUANbHON nucynkmu [10].

B omnom wmccnemoBanuum [11] mpogemoHCTpupOBa-
HO MOBBIIICHWE CKOPOCTH LepeOpaibHOr0 KPOBOTOKA
MpU TPAaHCKPAHMAJIBHON pAoryeporpadpum y manueH-
ToB ¢ 1B, 94TO aBTOPHI CBA3BIBAIOT C JTOKIMHUYECKHU-
MU aTepOCKICPOTHUECKUMHU HM3MEeHEHHsIMH. C ydeTom
MOJIOZIOTO BO3pacTa mauueHToB (He crtapuie 40 ser)
3TO MOXKET CBHAETEIHCTBOBATH O POJIM ayTOBOCIIAJE-
HUS B MHUIMALUN LEepeOpOBACKYISAPHON MaTOJIOTUU
npu I1b.

CucremHoe Bocnanenue mnpu IIb saBaserca Takxke
(akTOpoM pHUCKa Pa3BHTHUS aTepPOCKIEpO3a, YTO IOJI-
TBEPXKAAETCS OAHOHANPABICHHBIMU N3MEHEHHSIMU OHO-
MapKepoOB Pa3IUYHbIX 3BEHHEB aT€POreHE3a: YTOJIIIEHNE
KOMIUIEKCa MHTUMa-MeIua, MOBBIIIEHNE YPOBHS BOCIa-
JUTENBHBIX OnomapkepoB (C-peakTHBHBIA OeloK, (Qu-
OpuHoreH, nunonporenH (a), UJI-17), sanorennansHas
JUCQYHKIMS (MOBBIICHWE YPOBHS aCUMMETPUYHOTO
JTUMETHIIAPTUHHUHA, YXYALIEHHE TapaMeTPOB KECTKOCTH
apTepUalbHOW CTEHKH), MPOTPOMOOTEHHOE COCTOSIHHE
(TOBBIIIEHHE YPOBHS HHTHOMTOpa aKTHBATOpa ILIa3MH-
HoreHa-1) [12]. ®ubpuHOTeH, OJJMH W3 BaYKHBIX BOCIIA-
JUTENBHBIX MapkepoB akTuBHOCTH I1b, sBisieTcs Takxke
Y TIPEIUKTOPOM HIIEMHUYECKUX WHCYIIBTOB B 001IeH To-
MYJISLIUH, B 0COOCHHOCTH Y MEHEe BO3PACTHBIX IMallUeH-
ToB [13].

VY manueHTOoB ¢ OCTPHIMHU HApYIIEHUSMH MO3TOBOTO
KpoBOOOpaIieHus: OTMevasics JOCTaTOYHO JUTHTEIbHBIN
nepuox BpeMeHu Mexny aedtorom [1b u Hauanom Te-
panuy KOJIXUIIMHOM (OKO0JI0 18 JIeT), ¥ B Te4eHne 3TOro
CpOKa HEKOHTPOJIUPYEMOE BOCIMAJEHHE BIIOJHE MOT-
JIO TIOCPEICTBOM MPOTPECCHUPOBAHUS JHIOTEINATHHON
JUCQYHKIIMM TPUBECTH K MHCYNbTY. PaHee yxke Oblia
MPOIGMOHCTPUPOBAHA 3HAYMMAs ACCOLMAIUS HATHYIHUS
rOMO3UroTHOM MyTtauuu M694V B rene MEFV ¢ nuc-
¢byukumeit sanorenns [14].

S. Luger u coasr. onuceiBarot ciydail I B cTBose
TOJIOBHOTO MO3Ta C pa3BUTHEM cuHApoMma BamienGep-
ra—3axapueHko y nanuenTta 34 ner c [1b [15]. ITpume-
9arelbHO, YTO HAPYIIEHHE MO3TOBOTO KpOBOOOpalie-
HUSl Pa3BMIIOCH CIYCTSl HECKOJIBKO JHEHW OT TUINYHON
«araku» IIb. Bonbloil apceHan NPOBENECHHBIX Jua-
THOCTUYECKUX MEPONPUATHI B 3TOM Cilydae IO03BO-
JIWJT aBTOpaM TPENOJI0KHUTh 1epeOpaTbHBIA BaCKYIIHT,
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accouuupoBaHHbiii ¢ [1b, B KauecTBE OCHOBHOIO 3THO-
JIOTHYECKOTO (haKTOpa MHCYIIBTA.

Ha6monenue M. Aghdashi u coaBr. [16] nokasbiBaeT
emre Ooyee paHHUH Ne0IOT 1epeOpPOBACKYISPHON MaTo-
smoruu — B 20 JIeT y mareHTa ¢ yCTaHOBJICHHBIM paHee
(c 17 met) quarHo3om I1b. B Teuenne 2 Hen. y manueHTa
oTMeUaIuch mpexosamue (1o 10 MUH) dMH30/bI JIEBO-
CTOPOHHETO reMunapesa u remurunecresuu. [lpu Heid-
poBusyamzaruu (MPT rojgoBHOrO Mo3ra) BBISBICHA
30Ha MIIEMUYECKOTO MTOBPEXKICHHUS B MPaBOil EpUBEH-
TPHUKYJISIPHOW 00JIACTH € pacpoCcTpaHEeHHEM Ha 0a3aib-
HbIE Aapa. B xone nooOcnenoBanus UCKIIIOYEHA Kapau-
aJIbHAasl IATOJIOTHS, TUCCEKIINS 1IepeOpaIbHbBIX apTepHi,
a TaKKe MaToJIOTHH, aCCOLIMMPOBAHHBIE C TIOBBILICHUEM
MPOTPOMOOTEHHOTO TMOTEHIMa a (B YaCTHOCTH, aHTH-
dbochonmunuaHbIl CUHAPOM, T'HIIEPrOMOLMCTCHHEMHUS
u T.1.). HeBponornuecknit NepUIUT K MOMEHTY BBITIH-
CKHM y NMalHeHTa perpeccupoBall MOJIHOCTHIO, Ha amOy-
JIATOPHOM JTare MalMeHTy ObUIM Ha3zHadeHbl MPEIHU-
30JI0H, Bap(hapHH, KOJIXUIUH — OOOCHOBaHHE BHIOOpa
AQHTUTPOMOOTHUYECKOH TEPaITK B 3TOM KOHKPETHOM CITy-
Yyae NpUBEICHO HE ObLIO.

WuTepec npesacrapiser u ciydaid coueTaHust 6oies-
Hu bexuera u I[1b (paHee mpomeMoOHCTpHpOBaHHAS ac-
coumarus [17]) y manuentku 52 jeT ¢ peuuaIuBUpyro-
LIMM aCENTUYECKHM MEHUHTUTOM, Y KOTOPOH pa3BUiIach
aTpaBMaTU4ecKas JUCCEKIUS IT03BOHOYHOI apTepuu
[18]. HecMOTpst HA 1OCTAaTOYHO Ka3yUCTUUECKUN XapaK-
Tep HaOmIoneHus, B yepene (HakTopoB, MOCITYKUBIIHX
NPUYMHON paccioeHus aprepuu, [1b, mo Bcelt BuanMo-
CTH, MOXKET 3aHHMaTh He TOCTIeIHee MECTO.

OcHoBoil s jgeuenusa I[1b u mo cell geHb ocTaeT-
Csl KOJIXUIIMH; €r0 PeryisipHOE TPUMEHEHHE MO3BOJISET
MpeAoTBpaIiaTh OOOCTPEHUs] W TONABISATH XPOHHYE-
ckoe Bocnasienne. OJTHUMH U3 OCHOBHBIX MEXaHHU3MOB
JEUCTBHSI ATOTO TpernapaTa SBJISIOTCS MHTHOUpOBaHUE
cunresa MJI-1B u WJI-6, nonamiieHue MOABHUKHOCTH
HeHpoTpopuiIoB (CHIKEHHE UX J1e)OpMUPYEeMOCTH
M DIIACTMYECKHUX CBOWCTB), @ TakXe JICaKTUBAIUS WH-
¢nammacombel NLRP3 [19]. Cuuraercsi, 4yTo BBIpaxeH-
HBIH aHTUMUTOTHYECKHI dPPEKT KOIXUIITHA MATOBEPO-
STEH IPH IPUEME HU3KUX 103 pernaparta. [ B3pocibIx
MAIMeHTOB HaYaJIbHOM T03UPOBKON KOJIXMUIIMHA SBIISIET-
cs 1-1,5 mr/cyT [20], Torma Kak MakCHMaJIbHOW PEKO-
MEHIOBAaHHOU CYTOYHOMU /10301 siBmsieTcst 3 Mr. Kakmpie
6 Mec. MPOBOAMTCS JTabopaTopHasi OIIEHKA Ha MPEAMET
BO3MOXXHOW TOKCHYHOCTH KOJXWIIMHA (B TEPBYIO Ode-
pelnb — JICHKONIEHUM), & TaKKe aKTUBHOCTH ayTOBOC-
MajeHus: OOMMH aHalu3 KPOBHU (YMCIIO JICHKOIUTOB,
COD), C-peakTuBHBIN 0ENOK, YPOBEHb CHIBOPOTOYHOI'O
ammionza A, comgepxanue 6eiaka B Mode (MCKIFOUEHHE
paHHell cTazuu noyeyHoro amuionnosa). [lpu neynos-
JIETBOPUTEIILHOM OTBETE Ha KOJXHUIIMH BO3MOXHO IPH-
MEHEHHE OTHOCHTEIBHOIO HOBOTO Kjlacca Mpernaparos,
ocHOBaHHBIX Ha aHTH-WJI-1-neiicTBun (kaHakmHYMao,
AHAKMHPA, PUWIOHALIETIT).

IIpencraBiasieM onucaHue cOOCTBEHHOr0 HAaOJIIO-
AeHUsl MAlUEHTKH C MOATBEPKACHHBIM JuarHozoM I1b,
y KoTopoii pazsuiics 1.

[Nanuentka A. (apMsiHKa 1O HAaLIHMOHAJIBHOCTH),
51 roa, HaOmomanachk ¢ kanobaMu Ha HEYBEPEHHOCTD
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U IIaTKOCTh NMPHU X0Ab0e, HAPYIICHUE PEUH, «IIEPEKOCH
[IPaBO MOJIOBUHBI JIMLIA, CIA00CTh U OrpaHnYCHUE 00b-
eMa aKTUBHBIX JIBUKEHUH B MIPABBIX PyKe U HOTE, HEeCTa-
OMIBHOCTH (DOHA HACTPOCHHUS, OOLIYIO CIIabOCTb.

W3 anamHe3a n3BeCTHO, 4TO ¢ 12 JIeT ¢ MepruoanYIHO-
CTBIO B OIIMH Pa3 B TPU MecCslla OTMEYaia MOBBILICHUE
temnepatypsl Tena 10 39 °C u 0CTpyI0 «KUHKAITBHYIO»
00J1b B )KMBOTE JITTUTEILHOCTHIO OKOJIO 2—3 JIHEH, yMEHb-
IAIOILYIOCS IPU TPUEME HECTEPOUTHBIX BOCIIATUTEINb-
HBIX IpenaparoB. 3a HECKOJbKO THEH 10 JIMXOpaaKu
OTMedaja SMOIMOHAIBHYIO JJAOMIFHOCTD. B cBsi3M C Te-
HETUYECKUM MOATBEPKIEHUEM Yy IuieMaHHuKa [1b ator
JKe JMarHo3 OblI mocTaBieH manueHTke. C Bo3pacTa
41 roa Ha HEMOCTOSIHHOW OCHOBE HAYAT MTPUEM KOJIXUIIH-
Ha. B Hactosmee Bpems (¢ Bo3pacta 50 51eT) mpuHUMaeT
KoJIXUIMH B 1o3e 0,5 mr 2 pa3a B cyTku, Ha (OHE Yero
OTMETHJIa TIOJIOKUTEIbHYIO AMHAMUKY B BHJIE yMEHbB-
LIEHUs] YacTOThl M BBIPAKEHHOCTH BBILIEONNCAHHOIO
00JIeBOTO CHHIpOMA.

CepreuHo-coCynnucCThIN aHaMHe3 MAMEHTKH
OBUT OTATOINEH II0 YacTH apTePUAIBbHOM THIIEpPTEH-
3Ud — B BUJIE NEPUOANYECKOrO MOBBIMICHUS 0 LHUPP
180/100 MM pT. CT., OJHAKO TIOCTOSIHHO THIIOTEH3UBHYIO
TEpaIUIO HE MPUHUMAJIA.

CuMmnTomMaTnKa epeopoBaCKyIIPHOTO 3a00JIEBaHUS
pa3BUIach OCTPO — BO BpEMs MTOE3/IKHU B MAIIIMHE MallH-
€HTKa OTMETHJIa BHE3aITHOE TOSBIEHUE TepeKoca Tpa-
BOH MOJIOBUHBI JIUIIA, 3aMEUIEHUE PEUH, MIPU MOMBITKE
BBIWTH U3 MallIMHBI OOHAPYKUIIUCH IATKOCTH MPU XOJIb-
0€ 1 TOJIOBOKpYKEHHE. DTO COCTOSTHHE OBIJIO pacLiEHEHO
KaK THUTIEPTOHUYECKHH Kpu3 (apTepHajbHOE JaBIICHUE
cocraisiio 180/100 MM pT. €T.), pe3yabTraTsl HEHPOBU-
syanmzanuu (KT rogoBHOTO MO3ra) HE MOATBEPIMIN HA-
JMYME OCTPBIX UIIEMHUYECKUX M3MEHEHUH, U MalueHT-
K€ II0CJI€ COOTBETCTBYIOLIEH I'MIIOTEH3MBHOW Tepanuu
ObUTO HAa3HAYCHO aMOYIIaTOPHOE JICUCHHE.

OpHako cuTyanus Ha CIEAYIONIUI IeHb YXYALINIACH,
K MCXOJHOW HEBPOJIOTMYECKONW CUMITOMATHKE MPUCOE-
IUHWIACH CIa00CTh B TIpaBbIX pyke u Hore. [Ipu KT ro-
JIOBHOTO MO3Ta, MPOBEJIEHHON Ha 5-€ CyTKH OT pa3BUTHS
CUMITOMATHKH, BBIABICH HH(APKT B TIYOOKMX OTENax
JIEBOTO TMOyIIApHUs MO3ra.

B ocTpom mepuone marnueHTka ObUTa TOCTTUTAIH3H-
poOBaHa B TOPOACKYIO OOJBHHMILY, K HAM OHa 00paTHiiach
CITyCTSl HECKOJIbKO MecslieB. HeBponornueckuit craryc
MAIMEHTKH MIPHU MOCTYIUIEHUU TOIMYECKH COOTBETCTBO-
BaJ HEHPOBHU3yaIM3aIMOHHONW KapTHHE: CTIIaXXEHHOCTHh
NpaBoil HOCOTYOHOM CKJIaJKH, JerKas AU3apTpHsl, 1eBU-
aIys s3bIKa BIPABO, MPABOCTOPOHHMN remMumapes (Tpe-
HMYUIECTBEHHO — B PyKE) C HETpyObIM IMOBBIIICHHEM
MBIIIIEIHOTO TOHYCA, MaTOJOTHICCKUN pediiekc baduH-
CKOro crpaBa. Pesynbrarbl oOciieioBaHUSI MALMEHTKU
TIpEICTABICHEI B Ta0. 1.

Kak BuaHO M3 TabiMLbl, B aHajdM3aX KPOBH OIpe-
nensuiochk moBbeimenne COD, ypoBHS (GuOpHHOTEHA.
[lpu nyruiekcHOM CKaHUpPOBaHUM OpaxuouedarbHBIX
apTepuil BBISBIEH aTEPOCKIIEPO3 CO CTEHO30M IpaBoi
MOAKJIFOUUYHON apTepUU U JIEBOW BHYTPEHHEH COHHOU
apTepuH.

Panee ¢ uenpio BropuuHoit npodwmiaktukn MU na-
LUEHTKEe OblJI Ha3HA4YEH Ipenapar alueTHIICAIMIUIOBON
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Tadoaumma 1

Pesyabrarsl 00c/1e10BaHus NALIHEHTKH A.

HUccaenoBanue

Pedepencrbie 3Ha4YeHHs1 (17151 J1a00PaTOPHBIX

Pesyabrar ”
00c/ie10BaHMIT)

JlyniekcHOe CKaHUpOBaHHE
MarucTpajbHbIX apTEPHUil TOI0BbI
U IIeH

Atepockiepos. CTeHo3 npaBoii MOAKIIOUMYHON U JIEBOI BHYTpEHHEN coHHOM apTepuit 20-25%
COOTBETCTBEHHO

Oxokapauorpadus

He3HaunTenpHbIe aTepOCKICPOTHUECKHE H3MEHEHUS KOPHS U CTEHOK aopThl. [lonoctu cepana He
pacmupensl. TomnmrHa MHOKap/a JIEBOr0 JKelyJ04YKa — Ha BEpXHEl rpaHuiie HOpMbl. JIokanbHas

u robanpHas cucTosIMyecKkast (hyHKLH JISBOTO JKeITy104uKa He HapyIieHa. J{nactomudeckas 1ucyHKIUSL
JICBOTO XKeJyAo4uKa 1-ro Tnna (HapymeHne perakcanyn). MuTpaibHas HeA0CTaTOUYHOCTh |- cTeneHn.
TpukycnunanbHas HEIOCTATOYHOCTD |-ii crenenu. [Ipu3HaKkoB IerouHO rUMEePTEH3UN HE BBISIBICHO

Drnekrposuiedanorpadus

Peructpupyercst coxpaHHbIH KOPKOBBIN PUTM, JETKHE IPU3HAKY TTOBBIIICHHOTO BIUSHUSA CO CTOPOHBI
AKTUBHUPYIOLIMX CUCTEM CTBOJIOBOrO YpOBHs. OTUETIIMBOM JIOKAJILHOW MEUIEHHON aKTHBHOCTH
1 3MIIenTHGOPMHBIX 3HAKOB B (JOHE M IIPH (hYHKINOHAIBHBIX HATPy3KaX He BBIIBICHO

DubpuHoreH, /1 6,461 2,2-4,0
DubpuHOIUTHYECKAs! aKTHBHOCTH, % 19 14-16
Antutpom6un 11, % 91,9 71-115
AnryreH K ¢axkropy hoH 182 61,3-117,5
Bunnebpanna, %

Arperanus tTpomoouToB (%) moj 53 37-43
BIIMSIHUCM aJIpeHAIMHA

AAD 59 40-46
T'emorno6uH, r/n 112 130-160
Dpurpountsi, 102/ 4,0 3,9-4,7
TpomborwmTsl, 10°/51 249 150-320
COD, mm/a 52 2-15
CPB, mr/it 6,4 0,0-7,0

Hpumeuvanue: AI® — agenosungupocdar, COD — cropocts oceganus spurponutoB, CPb — C-peakTHBHEIN OenoK.

Diagnostic findings of patient A.

Table 1

Tests

Results Reference values (for laboratory exainations)

Duplex ultrasonography screening of
head and neck major vessels

Atherosclerosis. Stenosis of the right subclavian and left internal carotid arteries 20—25% respectively

ECHO Slight atherosclerotic changes in the aortic root and walls of the aorta. Heart cavities are not dilated. The
thickness of the myocardium of the left ventricle is at the upper limit of normal. Local and global systolic
function of the left ventricle is not impaired. Type 1 left ventricular diastolic dysfunction (dysfunction of
relaxation). 1st degree of mitral insufficiency. 1st degree of tricuspid insufficiency. No signs of pulmonary
hypertension

EEG

Intact cortical rhythm, slight signs of increased influence of the activating systems on the stem level are
registered. No distinct local slow activity and epileptiform signs in the background and during functional
stress

Fibrinogen, g/l 6.461 2.2-4.0
Fibrinolytic activity, % 19 14-16
Antithrombin II1, % 91.9 71-115
von Willebrand factor antigen, % 182 61.3-117.5
Platelet aggregation (%) in response 53 3743
to adrenaline

ADP 59 4046
Haemoglobin, g/l 112 130-160
Absolute RBC level, 10 '%/1 4.0 3.9-4.7
Relative PLT count, 10%/1 249 150-320
ESR, mm/h 52 2-15
CRP, mg/l 6.4 0.0-7.0

Note: ADP— adenosine diphosphate, ESR — erythrocyte sedimentation reaction, CRP — C-reactive protein.

KHCJIOTHI, OIHAKO IIPU aHAJIN3E arperanun TpoMOOLUTOB
¢ pasubiMu uHAYKTOpaMu (Al® u agpenannH) oTMede-
HO TOBBIIICHUE YPOBHS arperanyy B OTIMYUE OT OXKH-
JAEMOTO €ro CHIDKEHHSI OTHOCHTENBHO pedepeHCHBIX
3HaueHuH. C yueToM yKa3aHHBIX H3MEHEHHUH NallueHTKa
OBLI epeBeicHa Ha IPYTroi aHTUTPOMOOLIUTapHBIH Mpe-
napar — kionuuorpein. JluHamudeckoe HaOmoneHHE

(depe3 2 roma) mokaszano MOJOKUTEIBHBIA AP(HEKT OT
CMEHBI TepaIUU: OTCYTCTBUE MMOBTOPHBIX UIIEMHYECKUX
11epeOpOBACKYIISIPHBIX COOBITHIA, a TaK)Ke aJeKBaTHOE
CHW)KCHUE YPOBHS arperamuu TPOMOOIIUTOB II0J[ BJIU-
saneM aapeHanuHa (22%) u AP (mo 14%). [lomumo
3TOTO, OTMEYCHO M CHIDKEHHE YPOBHS (uOpHHOreHa
110 3,46 1/1.
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

Oo6cy:xxaenue. llepeOpoBacKyssipHble TPOSBICHUS
[1b sABRsAIOTCS JOCTATOUHO PENKOM MaTOJIOTUEH, HECMO-
Tps Ha OOIIHOCTh MHOTHX MAaTOT€HETUYECKUX aCIEKTOB.
Peanmzarnust HapymieHHid MO3rOBOTO KpPOBOOOpAIEHUs
Y 9TUX MAIMEeHTOB MTPOUCXOANT B MEPBYIO OUEepENb U3-3a
ne0rTa ¥ IPOTrPECCUPOBAHHS COOTBETCTBYIOIIEH COCY-
JUCTON MaToJoTUU (HAampuMep, aTepockiieposa). B Ha-
LIEM CIy4Yae TAKXKe OTMEYAECTCS NOCTATOYHO IO3THEE
Ha3HAUEHHUE MATOTeHETHYECKOW Tepamuy KOJIXHUIITHOM
(cmrycts 28 net mocne Hayana cumntoMoB [16), aro mo-
JKET KOCBEHHO CBUETEIHCTBOBATH O POJIM XPOHUYECKO-
0 BOCHAJECHMUSI B MOTCHLUUPOBAHUM JOKIMHUYECKOTO
1epeOpOBACKYIISIPHOTO PACCTPONCTBA.

Haubonee BepoATHBIM STHOJIOTHYECKUM (PAKTOPOM
pazButus M y manyeHTKy SBWIOCH COYETAHUE HEJle-
YEHOM apTepHalbHOM TUIEPTOHUM U aTepOCKIepo3a
MarucTpajibHbIX apTepuil TOJOBBI, TUArHOCTHPOBAH-
Hoil panee I1b. Bonpoc o konkpernoit ponu I1b B pa3z-
BUTUHU MHCYJBTA y ONMUCHIBAEMON MAIMEHTKH OCTAeTCs
He JI0 KOHIIa PelIeHHBIM — Bo3pacT aedrorta (51 rom)
B LIEJIOM COOTBETCTBYET MOBO3PACTHBIM ITOKAa3aTeIsIM
3aboneBaemocty B P®. B mpuBeneHHBIX BhIIe HAOIIO-
JICHUSIX WHOCTPAHHBIX aBTOPOB BO3pacT MAIMEHTOB
Obu1 3HaUMTENbHO HIKe. C apyroii cTopounsl, pons I1b
MIPOCTIEKMUBACTCS IO OTKJIOHEHUSAM JTaOOPaTOPHBIX TO-
Kazareyel, JOEeMOHCTPUPYIOIIMX MPOBOCHAIUTEIBLHOE
cocrostHue KpoBH: yckopenue COD, runepdudpunore-
HEMUS — MapKephl 2y TOBOCIIATUTEILHBIX 3200I€BaHNH.

WHuTepecHb! JaHHbIE 10 YCUIICHHUIO aKTUBAIIUH TPOM-
6oruToB y maruentoB ¢ I1b [21] — onucanHbIi K-
HUYECKUM Cciaydall WIIIOCTPUPYET BBICOKHUN YPOBEHBb
arperanuu TpOMOOIIUTOB, Jake Ha (oHE MpreMa aHTH-
arperanTHoi Tepanuu. [lanHoe HaOmMIOIeHNE MTO3BOJISET
KOCBEHHO TPEIIONIOKUTE POJIb ayTOBOCTIAICHUS B (hop-
MHUpPOBaHUHN (eHOMEHA ACTIMPHHOPE3UCTEHTHOCTH, OJI-
HaKoO JJi JI€TaJbHOTO YTOYHEHUS ATOW B3aMMOCBA3U
TpeOyIoTCs MPUIIETHHBIC HCCIEA0BaHUs. XOPOIINA aH-
THarperanTHed d(p¢dekT Ha (oHe CMEHBI Teparuy MO-
JKET CBUJIETEIbCTBOBATh, B TOM YHCJIE, O BO3MOXHOCTH
KOMITEHCAIIMH TPOTPOMOOTEHHOTO COCTOSIHHSI KPOBH
y nanueHToB ¢ [1b, a Takke 000CHOBBIBAET HEOOXO/IU-
MOCTb HCCJIEIOBaHUSI arperallMoOHHBIX XapaKTEPUCTHUK
TPOMOOITUTOB B 3TOH KaTeropuu OOIHHBIX.

He no xoHUa ICHO W 3HAYEHHE MATOT€HETHUUECKOU
tepanuu 11b B KapInoBacKyISPHBIX OCIOKHEHUSIX: TaK,
M0 JIaHHBIM MeTaaHaiau3a [22], KOJIXWUIMH B HHU3KHX
7103aX MOXET ObITh d(pdexTrBeH B npodpunaktuke MU
y HalEeHTOB C aTE€POCKICPO30M PA3IUUYHBIX JIOKAJIH-
3anuii. PaccMoTpeHue Hamero KiIMHUYECKOrOo Cirydast
B ATOM KIJIIOYE MO3BOJSET MPEANONI0KUTE BO3MOKHYIO
HEJIOCTAaTOYHYI0 KOPPEKIMI0 OCHOBHOTO 3a00JIeBaHUS
(ITB) KOMXHMIIMHOM, CIIEJCTBUEM YEro MOIVIO SIBUTHCS
pa3BUTHE HAPYIICHUS MO3TOBOTO KPOBOOOPAIICHMS.

3akrouenne. [IpencraBieHHbI peKkuil cirydail ac-
conuauuu [1b u N noguepkuBaer sTuonaroreHeTuye-
CKoe MHOrooOpasue 1epeOpOBacKyJISPHON MaTOJIOTHH,
a TaKkKe HeoOXOMMOCTh BKItoueHus 116 B criektp nud-
(epeHIManbHON TUAarHOCTUKM WHCYJBTA Y MOJIOIBIX
MAIMEHTOB C Y9€TOM HAIIMOHAIBEHOW MPUHAIEKHOCTH.

KonpuukT uHTepecoB. ABTOpHI 3asBIAIOT 00 OT-
CYTCTBUU KOH(IINKTA HHTEPECOB.
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®uHaHcupoBaHue. lccienoBaHue He UMEIIO CIIOH-
COPCKOM TOAJIEPIKKH.
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