CJZIYYAN N3 NPAKTUKMN
|

KnuHnuyecknn cnyyan papmakoreHeTu4eCcKoro
TeCTUPOBaHWA ANA Bbl6opa NeyeHNA naymeHTa
C 06NNTEPUPYIOLLNM aTEPOCKIEPO30M
nocsie amnyTtayumn rosieHun

Monomapesa H. 10., Jlazapes B. B., Kowenes P. B., Mumbkoeckuti B. I,
Mumekoeckuti C. B., imnonosckas E. H., Kouemkoe A. B

(MedepanbHoe 20cyoapcmaeHHoe 6rooxemHoe yypexoeHue «DedeparnbHsili HayYHO-KAUHUYEeCKUl yeHmp MeoduyuHCKouU
peabunumauyuu u kypopmosozuu QedepasibHo20 MedUKo-buoo2u4ecko2o azeHmcmea», ConHeyHo20pck, Poccus
KnioueBble cnoBa: o6nutepupyoLwmii atTepockinepos; GapMakoreHeTUYECKOe TECTUPOBAHUE; BapdapyiH; pvBapoKkcabaH; Knonvuao-
rpen; aHTUKoarynAHTHaA Tepanna

Inga nuTupoBaHus:

Ionomapesa H. IO., JTazapes B. B., Komternes P. B., Mutpkosckmit B. I, Mutbkockmit C. B., Ammonbckas E. H., Kouetkos A. B. K-
HMYECKUIt CITy4art papMaKOreHeTHYeCKOro TeCTHPOBAHIA UL BBIOOPA JIedeHVsI MAllieHTa C 0O/IMTePHPYIOLIMM aTepOCK/IePO30M HOCTIe
amriryTauym ronenu. Gapmaxoeenemuxa u gapmaxoeeromura. 2021;(2):25-27. (In Russ). https://doi.org/10.37489/2588-0527-2021-2-25-27

OnuncaHune nayueHTa

[TammenT M., 44 rona ¢ duaerozom: OOJIUTEPUPYIOIINIA aTePOCKIIEPO3 COCYIOB HIDKHIUX KOHEUHOCTEI; KPHUOTIIO-
OyTMHEMHWYECKUIA BAaCKYJIUT, accolmmpoBaHHbIi ¢ HCV nHdekImeir, BTopuaHbIi aHTUDOCHOIUITUIHBIN CHHIPOM
(ADC). B 2013 1. mo rmoBoAy TpoM003a apTepry OblJIa TPOBEIEHA aMITyTaLIMsI ITPAaBOIi TOJIEHN B BEpXHEN TpeTH, ycTa-
HoBJIeH KaBa-(puisrp. B 2019 1. B ¢BsI3M ¢ MpOTpecCUpyOIMMU OOISIMU 1 CJIA0OCTBIO B JIEBOI HOI'e, HApyIIEHUEM
(byHK1MY Ta30BbIX OPTaHOB — @bINOAHEHA CHUHAAbHAS aHeuoepaghus: AypaibHas apTepruoBeHO3Has (pUCTyaa B 061acTu
KOHYyca CIIMHHOTO MO3Ta, TIPOBEICHO ONePaTUBHOE BMEIIATEIBCTBO C Pa300IIeHHEeM apTepHOBEHO3HON (PUCTYITBI
Ha ypoBHe Ten Th8-Th9. ITocie onepauuu B KoaryjaorpaMme oTMedeHo: cHikeHrne MHO, moBbIlieHrE IpOTpOM-
OMHOBOTO MHIECKCA, YpOBHS (UOpHUHOTreHa 1 pe3koe (10 9643 Hr/mi) yBeamdeHue D-mumepa. [TanieHT TOCTOSTHHO
npuHUMan Bapdapuh, [TnaBukce, omHako aTepoTpoM603 miporpeccupoBai. B 2020 . mist onenku ADC B maboparto-
pun «PeBMoOTeCT» BBISIBIICH TTOBHIIIICHHBIN ypoBeHb BA+ 1 IG M antuten x B2-rmmkorpoTtenny. Koxncyssmuposan
peemamono2om: IPU3HAKOB 000CTPEHMS CUCTEMHOTO BaCKYJIUTa 1 OCHOBAHUIA [UTSI YCHIIEHUSI MMMYHOCYITPECCUBHOTO
JieYeHUsI He BBISIBIIEHO; 00JIM M OTEYHOCTD B JICBOI CTOIIE CBSI3aHBI C HelpomaTueil U MmopaXkeHUeM apTepyii JIeBOit
HUXKHEUM KOHEYHOCTU. Pexomendosaro: mpuémM BapdapruHa npoaokKuTh 6€3 u3MeHeHuit 2,5 MT o 2 T/CyT.; KOHTPOJIb
HMO (uieneBoii ypoBeHb OT 2 70 3); MOHUTOPUHT 0/X KPOBM U KOAryJiorpaMMbl; HEBPOJIOTUYECKOe 00CeIoBaHNE 1
JleyeHue; HaboaeHue cocyauctoro xupypra. Ha MCKT-aneuoepagpuu apmepuii Huxcnux koneunocmeii ¢ 2021 e.: co-
CTOSTHUE TIOCTIe aMITyTalliM TIPaBoOi TOJIeHN; TIPU3HAKM OKKI03un [1BA 1 ToIKoJIeHHOI apTeprH CIipaBa; OKKITIO3UST
TyOOKOI apTepun Gepa, cTeHo3bl 60—75 % MOAKOJICHHOM apTepuH ClieBa; OKKITIO3MOHHBIC M3MEHEHUS apTepHil
JIEBOI rojieHH (3a roJ B IMHAMUKE OTMEUEHO YBeJTMIeHIE CTeHO3a); ITOCTTPOMOOMIeONTUIECKII CUHIAPOM Miteode-
MOPaJIbHOTO OT/Ie/Ia MAarMCTPaTbHBIX BeH CIIpaBa; MoKa3aHa KOHCYJIBTAIUSI COCYINCTOTO XUpypra 1 o0cIeoBaHNe C
pelIeHrEeM BOIIPOCa O JAIbHENIIIEN aHTUKOATYJISTHTHOU TEparnuu.

Tvin BMeLwwaTenbCcTBa

JnurensHo npuHumMain Bapdapuh, [TnaBuke — 6e3 yuéTta MHIMBUIYaIbHOTO OTBETA HA Ha3HaYeHHbIe (hapMIIpe-
naparbl.

NMokasaHunA K nepcoHanusauyun

HenocraTtouHast 3¢hpeKTMBHOCTb aHTUTPOMOOTHUYECKOI Tepalnu, He0OX0AMMOCTb BbIOOpa Hanbosiee paliioHa b-
Hoii (papmakoTepanuu TpoM0603a 1 aTepoCcKIepo3a.
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Tun nepcoHanusaymn

MoJekysipHO-TeHeTUUECKOe CCIe0BaHue OMHOHYKICOTUIHBIX MoJMMopdu3MoB (single nucleotide polymorphism —
SNP) o ipodmisim taboparopun «JIutex»: «CBepThiBaHre KpoBi» — 16 SNP 1 «HyBeTBUTETEHOCTD K Bapdapumy» —
8 SNP u maHenu pucka cepaedHo-CoCyaucToi matonorun «3goposoe cepaie» — 80 SNP nadoparopun «leHOoMen».
buomamepuan: BenosHast Kposb ¢ K3-OJITA; MeTon reHOIMarHOCTUKU: ToiumepasHas 1ernHas peakius (RT-PCR)
reverse transcription polymerase chain reaction (BeIneneHue, aMIiipuKaiys, HapalyuBaHNE UCCISAYeMbIX TApreTHBIX
(pparMeHTOB reHOB, ACTEKIIMS TTOJYYeHHBIX PE3Y/IBTATOB; TPAKTOBKA MPOTOKOJIOB FeHOTUTTMPOBAHUSI BBISIBICHHBIX TTOJI -
MOPGHBIX BAPMAHTOB FEHOB HA OCHOBE JJAHHBIX METaaHAIU30B I10 I0Ka3aHHbBIM acCOLIMALIUSIM TEHOTHUITOB C IaTOTeHE30M
3a00J1eBaHU K 0OCOOEHHOCTSIMU (DApMaKOKUHETUKMU.

N3meHeHNA nocne nepcoHanusaymn

B aHaIMTHYECKOM 3aKITIOYeHUY TIPU BBISBICHHBIX COYETAHHBIX TEHETUIECKI 00YCITOBIICHHBIX 0COOCHHOCTSIX
CHCTEeMBbI 'eMOCTa3a IMallMeHTa OTMEeUEeH PUCK TpoMOooOpasoBaHus: moaumMopdusmbl reHoB (rs1800190) FGB,
(rs2066865) FGG accounpoBaHbI ¢ pa3BUTHEM THIIEPHUOPUHOTEHEMUH U aTEPOCKIIEPO3a COCYIOB, YCTOMYMBOCTLIO
TpoM0Oa K (uOpUHOIU3Y (0COOEHHO B cCOUETaHUM C aHTU(DOCHONMUMUIHBIM CUHAPOMOM, MPU KYPEeHUHU, MpUéme
AJTKOTOJIsI, HEKOTOPHIX JIEKAPCTBEHHBIX TIPeIIapaToB, IIPY MTOBBIIIIEHHOM YPOBHE TOMOIIMCTeNHA, MHPEKIITMOHHBIX,
BOCIAJIUTENbHBIX Mpolieccax); (rs1799963) FII, (rs6427196) FV toMUHaHTHO acCOLMMPOBAHBI C YBEJTUYECHUEM
SKCIIPECCUH TeHa, ABIASICh BaXKHEUIIIMMHU (paKTOpaMM prcKa Pa3BUTHS M pELIMINBUPOBAHUS apTepUATbHBIX 1 Be-
HO3HBIX TpoM6030B. [loka3aHo ameKBaTHOE JeueHUe U MpopUIaKTUKa aHTUKOATYISTHTaMU: HU3KOMOJICKYJISIPHBII
rerapuH ¢ KOHTPOJIEM YPOBHS TPOMOOIIMTOB (HEOOXOINMO YIMTBIBATh PUCK Pa3BUTHS TeTlapUH-UHIYIINPOBAHHOMN
TpoMOouTONIeHNN). H1M3K0m030Bas alle THIICATUIIMIIOBAs KUCI0Ta, peKOMEeHIyeMast TTPY HaJTMINHY TaKNX BAPUAHTOB
TEeHOTUIIA, Y 9TOTO MalreHTa HeaddeKTuBHa u3-3a noauMopdusma (rs5918) rena ITGB3, koToprlii yBeauunBaeT
pHCK TpoMO00Opa3oBaHMs (MOBBIIIAST arpPeTalnio TPOMOOIIMTOB C pa3BUTHEM ayTOMMMYHHOTO BOCITaJIeHUS, aTe-
poTpomM0603a), OoIpeeIsieT pe3UCTEHTHOCTh K HEKOTOPBIM aHTHarperaHTaM (acIMpyH U TJIaBUKC); KPOME TOTO,
BapuaHT (rs1126643) ITGA2 noBeIIIaeT aare3nio TPOMOOIIMTOB K COCYANCTON CTEHKE,/aTePOCKIEPOTUUECKOM
OJISIIIKe, MX B3aMMOAeHCTBIE ¢ GUOPMHOM, arperalnio ¢ oopa3oBaHreM TpoMmba. B reueHnn peKoMeHI0BaHbI
aHTHarperanThl (TueHonupuauHEI 1/11/111 mokoneHuMs ), MPU SHAOBACKYIISIPHBIX BMEIIaTeIbCTBAX MOKa3aHbI
AHTUTPOMOOIIMTAPHBIE TIpeTiapaThl HOBOTO MOKOJIeHUS (O6JI0KaTopHl riuKomnporenHoB I1b/I11a), aHTarOHUCTHBI
penentopoB. CoyeTaHNEe HECKOJIBKUX TeTEPO3UTOTHBIX TTOTMMOP(PU3MOB B reHax, OEJIKOBBIE MTPOAYKTHI KOTOPHIX
YYaCTBYIOT BO B3aMMOCBSI3aHHBIX IIUKJIaX MeTaboam3Ma (poImeBOit KMCIOTHI, METHOHWHA, XOJIMHA, OeTanHa U TO-
moructerHa — (rs1801133) MTHFRI; (rs1801131) MTHFR2; (rs1805087) MTR; (rs1801394) MTRR; (rs1051266)
SLC19A1; (1s234706) CBS; (rs602662) FUT2, FADS1, npeapacrnoiaraet K HapyleHuo ooMeHa Goy1aToB (0COOEHHO
npu neduumnre ButaMuHoB B,, B¢, By, B,,, KypeHuu, npuéme ankorosist) ¢ pa3BUTUEM T'MIIEPrOMOLMCTEMHEMUN (Ha
SHIOTENINI COCYIOB OKa3bIBaeT MPSIMOE IIMTOTOKCUYIECKOE ACHCTBIE, aKTUBUPYET CUCTEMY CBEPTHIBAHUS KPOBHU, B
T. 4. arperarnuio TpOMOOIINTOB, CITOCOOCTBYET pa3BUTHIO aTePOCKIIEPO3a, YBEININBast pUCK U apTepUabHBIX, U Be-
HO3HBIX TPOMOO30B B MOJIOZIOM Bo3pacTe). PeKoOMeHIOBaHO: B JOTIOJTHEHME K KOATYJIOJOTUMIECKIM HCCIIeIOBaHUSIM
MOHUTOPHUPOBATh YPOBEHb TOMOIIMCTENMHA KPOBU (HOpMa 10 6 MKMOJIb/JT), BUTAMUHOB Ipyniisl B (B9 — Hopma 7—
39,7 amonn/n; B12 — HOpMa 191—663 1IT/MJ1); TIpM TUTIEPTOMOIIMCTEMHEMHUH B JICUEHUH TTOKAa3aHO COUYEeTaHME
(omnaros u BuTaMuHOB rpynmbel B — metnndonarsl ¢ no6asneHreM akTUBHON (popMbl BuUTaMuHOB B,, B, 1 MmeTn-
kobanamuHa B, u Dccenumane-Popre H. [Monmumopdusm (1s1799762) rena SERPINE1 (PAI-1) acconimmpoBsa co
CHIDKEHMEM aKTUBHOCTH TPOMOOJIM3MCA M peKaHAIM3aII 00pa30BaBIINXCsS TPOMOOB, B JIeUeHUN pEKOMEHIOBAHBI
(pudpuHONMM3UH, aKTUBATOPHI (MOpUHOIM3a. BoisiBneHHbIN BapuaHT (rs1799810) PROC onpenensier pa3Butre
ayTOCOMHO-IOMHWHAHTHOI TpoMOod Iy BeaencTBue aedunnTa mporemHa C — 0CHOBHOTO (PU3MOJIOTHYECKOTO
AHTHKOATYJISTHTA (CYIIEeCTBYeT MHOTO (PaKTOPOB, B T. 4. M HETCHETHYECKMX, OMPEICIISIONMNX Ae(UIINT OCHOBHBIX
WHTHOMTOPOB TPOMOO03a, ITO3TOMY PEKOMEHIOBAHO B 6/X aHaIM3¢e KPOBU OIICHUTh YPOBeHb mpoTenHa C, IpoTenHa
S n arTrTpoMOuHa I11). [Tpu nx gedurTe Ha TPUEM HETIPSIMBIX aHTUKOATYJISTHTOB BO3MOXHO Pa3BUTHE HEKPO30B
KOXM U1 TI/K KJIETUYATKH, B JICUCHNH ITOKa3aHa MHPY3UsI (COOTBETCTBEHHO Ne(UIINTY) KOHIIeHTpaTa ripoterHa C 1in
AKTMBUPOBAHHOTO TIPOTeNHA S, WIM KOHIIeHTpaTta aHTuTpoMOmHa I11. «Penkmit» BapmanT (1s2108622) accommmpoBaH
co cHuxkeHneM aktuBHocTH CYP4F2, yto TpeOyeT 6osiee BBICOKUMX 103 BapdapuHa AJ1s1 JOCTUKEHUS TepareBTuye-
ckoro adekra, omHako (rs1799853)CYP2C9*2 accouunpoBaH ¢ yBeJIMdeHUEM B 2—3 pa3a prcKa KpOBOTECUCHMIA Ha
npuéM BbICOKUX 103 BapdapuHa (B 3—4 paza npu MHO>4) — nokazaHa 3aMeHa 3TOr0 aHTUKOAryJisiHTa. BoisiBiieH
BapuaHT (rs4149056) rena SLCO1B1, acconmnpoBaHHBIN C pUCKOM Pa3BUTUS MUOTIATUW Ha TMTPUEM CTaTUHOB, UYTO
TpebyeT KoHTpoIst ypoBHST KMK, mMpy MOBBIIIIEHN HEOOXOAWMO CHIKEHWE JO3bI WK BEIOOP CTaTUHA C IPYTHM
(bepMeHTOM IEeTOKCUKAIIMK, Ha3dHadeHne Tipermapata Kosnsum Q-10 (rst koToporo Ha ¢oHe MpuéMa CTaTUHOB
OTMEYeH ITPOTEKTUBHEIN 3 HEKT).
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OuHamuka

C yuétom (hapMaKOreHTUUYEeCKUX OCOOEHHOCTEl TeHOTUIIa TallMeHTa ObLIM MPOBEIeHbI 3aMEHbl — B aHTUKOA-
ryiasiHTHo# Tepanuu: Bapdapun Ha Kcapento (puBapokcabaH); B aHTMArperaHTHOM Tepanuu: aClIMPUH U TIJIaBUKC
3aMeHeHbl Ha TpeHTan (meHTokcubuuinH), DdhueHT (mpacyrpen); B Tepanuu craTuHaMu: Jiunprmap (aTopBacTaThH)
obL1 3aMeHEH Ha Jleckon (hayBacratuH). [Tocne usmeHeHust hapmakoTepanuu 3a npoiuegiie 10 MecsiueB yxyaie-
HUSI COCTOSIHUS MalMeHTa (1o JaHHBIM JYTJIEKCHOTO CKAaHMPOBAaHUSI COCYIOB H. K. U CYObeKTUBHO) — HE OTMEUEHO.

3aknyeHune

“epCOHaJ'[I/BI/IpOBaHHI)Iﬁ 1oaxon ¢ rCcHOTUIIMPOBAHUEM ITAalITMEHTA ITO3BOJISACT. TAPTE€THO MOHUTOPMUPOBATH PUCK
pa3sBUTHA TpOM603a 1 aT€pPOCKIICPO3a, IIPOBOANTH O6OCHOBaHHy}O KOPPEKLHNIO (bapMaKOTCpaHI/I (BbI60p nperapara
C HAUMCHBIINM PUCKOM Pa3BUTHA HEXKEIATCIbHBIX JICKAPCTBEHHBIX peaKHHﬁ), YTO MO3BOJISIET M30€XKaTh pPa3BUTUA
OCJ'[O)KHCHHﬁ, YBCJINYUTH KOMITJIACHTHOCTD 1 3(1)(1)€KTI/IBHOCTI) JICUHCHMUS.

Peakuin cnyyan CMHOBMaNbHOM CAapKOMbI JIEFKOro

CeHoepoesuy A. N.", lop6anb H. A.”, AHOpueHko U. U.?

"~ @edepasnbHoe 20cydapcmeeHHoe 6100xemHoe yupexoeHue «LjeHmpaneHas KnuHuYeckas 6016HUYA C NOAUKAUHUKOU»
YnpaeneHus 0enamu lNpe3udeHma Poccutickoti ®edepayuu, Mocksa, Poccus
2 —[ocy0apcmeeHHOe asmoHOMHoe yupexoeHue 30pasooxpaHeHus Mockosckoli obnacmu «KnuHckas obnacmHas 6o1eHUYa»,
KnuH, Poccusa
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OnuncaHune naymeHTa

[Tamuentka K., 21 ron. B utoie 2021 roma mpu npoxoxaeHNM Mpo@ocMoTpa ¢ IOMOIIBIO (pyrrooporpaduil BLISIBJICHO
oOpa3oBaHue MpaBoil MOJIOBMHBI IpyaHoi KieTku. Ha mocnenyroiem PKT opraHoB rpyaHo# Kj1eTKH ObLI0 0OHApYKeHO
y3710BOe 00pa3oBaHUE B HUXKHEN J10JIe TTpaBoro JIErkoro pasmepamu 10,2x7,5x9,5 cM ¢ YETKUMU KPYITHOOYTPUCTBIMU
KOHTypaMM, MPU 3TOM MSTKOTKAHHBIM KOMIIOHEHT OITyXOJIM XOPOIIO HakaruBaa KoHTpacT. [Tpu TiiatesbHOM 00-
cJIeIoBaHUU MalMEeHTKH JOMOJHUTEIbHBIX HOBOOOpA30BaHU B APYTUX OpPraHax U CUCTeMax He 0OHapyKeHO.

Tvin BMeLwwaTenbCcTBa

B okTs16pe 2021 1. BbINOTHEHA cpeHsist 1003KToMUSI. COrJlacHO T’MCTOIOTMYeCKOMY 3aKTI0OUEHUIO, OITYXO0JIb ObLIa
paclieHeHa Kak Helipodubdbpoma ¢ KaabLIMHO30M 0€3 MOP(hOIOrMUEeCKUX MPU3HAKOB 3710KAU€CTBEHHOCTH.

lNMoka3zaHunA K nepcoHannsaymm

JlaHHBIN AUATHO3 SIBJISIETCS AOCTaTOYHO PEAKUM U1 HOBOOOPA30BaHUIA, PACTIONOXEHHBIX B JIETKKX, K TOMY XK€ OH
ellg pexke BOZHUKAET y MallMEHTOB MOJIoA0ro Bo3pacTa. C yuéTom 3TuX (hakToB, a TAKKe TOr0, YTO TUCTOJIOTUYECKOE
3aKJII0YEHNE ObLIO BHIIAHO BPauOM-IIaTOJIOTOAaHATOMOM, UMEIOIIM HEeOOJIBIIION OITBIT PA0OTHI C OHKOJIOTMYECKIM
MaTeprajioM, ObIJIO TIPUHSITO PeIIeHUE OTIPaBUTh TMCTOJIOTUYECKMIA MaTepurajl Ha IIepecMOTp B LIEHTP ITaToMopdo-
JIOTUU ¥ MOJIeKyJIsspHO-reHeTndeckoit auarHoctnku MGI'bY «1UKB ¢ nomuknmnuukoit» YI1 P®, . Mockssl. [1pn
MepecMOTPe TMCTOJIOTMUECKUX MPEernapaToB, B KOTOPBIX OMMMCAHO T0OpOKaueCTBEHHOE HOBOOOpa3oBaHUE, B KAUeCTBE
aJIbTepHATMBHOIO JMAarHo3a ObLIM PACCMOTPEHBI 3JI0KAYECTBEHHbBIE OITYXOJIH, IJIs1 KOTOPBIX BO3MOXKHA JTOKAIU3aL s
B JIETKOM, 2 UMEHHO coJiuTapHasl (puOpo3Hasi OIyXoJib, CApKOMaTOUAHAs BEPETEHOKJIETOUHAsI ME30TEIMOMa, a TAKXKe
cruHoBHAaJbHas capkoma. C 11ej1bio Bepu(UKaLMK OITyXOI1 ObUIO IMPOBEAEHO UMMYHOTMCTOXMMHUYECKOE UCCIIeA0Ba-
HUe ¢ antuTenaMu Synaptophysin, Ki67, Vimentin, S100, CD34, SMA, Desmin, CD99, AE1/AE3 (panCK). Peakius
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