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llpedcmaeneno onucanue ycnewHo2o Xupypeuvecko2o Ae4eHus MAcCUBHOU 08YXCMOPOHHeU
peuudusupyouei. mpombosmobosuu neeouHoi apmepuu (¢ nopaxpcenuem 00eux 21A8HbIX, GepPXHe-
004€6bIX, HUICHED0AEBbIX U CPeOHed01e60U Ne20HHbIX apmepuil) y 004bHO20 MO0A00020 803paAcma
¢ HacaedcmeenHou mpomboghuaueti. Iloduepkusaemces, 4mo 603HUKHOBEHUE MPOMO0IMOOAUL N1€20UHOU
apmepuu (0c00eHHO NOBMOPHOIL) 8 MON0OOOM 803pacme HepeoKo CEA3AHO ¢ HANUMUEM 8DOICOCHH020 deghekma
ceepmuiearoweli cucmembvl kposu. [lpu smom éceeda onpasoan nouck NPUUUHb! MPoOMOOIMOOAUU Ne20HHOU
apmepuu, Komopas 6ausem HaA MAaKmuky OUHAMUYecKo20 HabatodeHus 00abHo20. CospemeHHbIll no0xo0,
Haauvue GblCOKOMEXHON0UUHO 000pY008AHHO20 ABMOMOOUALHO20 U ABUAUUOHHO20 MpPAHCNOpma,
6bICOKOKBANUPUUUPOBAHHOU 8DAYEOHO-CECIMPUHCKOU Opueadsl No360AAI0M 26AKYUPOEAMb NAyUeHma
¢ pezgugulelicss 0cmpol mpomoeoIMOoauell 1e204HOU apmepull ¢ GblCOKUM DUCKOM DAHHel cMmepmu u3
106020 peeuona Poccuu 6 cneyuanruzuposarroe newebHoe yupejycoenue 04 OKA3AHUA C80€8PeMEeHHOU
8bICOKOKBANUPUUUPOBAHHOU MeduyuHcKot nomowu. Ipu smom yoaemes dodumucs y0o6aemeopumensHo2o
Dpe3ynbmama neveHust, yMeHbUUms pUck paHHell cCMepmu U HUGeAUPO8AMs PUCK UHBAAUOUZAYUU NAYUEHNOB.

Kawuesoie caoea mpomboImbosus necouHol apmepuil, mpomoopuius, sm0043Kkmomus, Moa00ol
803pacm, KOMNbIOMepHO-moMozpaguueckas aveuozpagus, nep@ysuoHHas cuunmuepaus neekux,
axoKapouoepapus, 1e204Has unepmeH3us.

Lishchuk A.N., Esipov A.V., Koltunov A.N., Shklovskii B.L., Patsenko M.B., Dolgikh R.N., Prokhorchik N.N.,
Esion G.A., Brovko L.E., Karpenko 1.G., Shames A.B., Baksheev V.I.— Massive recurrent
thromboembolism of the pulmonary artery in young people. The description of successful surgical
treatment of massive bilateral recurrent pulmonary thromboembolism (with lesions of both major,
upper-lobar, lower-lobe and mid-lobe pulmonary arteries) in a young patients with hereditary
thrombophilia is described. It is emphasized that the onset of pulmonary embolism (especially repeated)
at a young age is often associated with the presence of a congenital defect in the blood coagulation
system. It is always justified to search for the cause of pulmonary embolism, which affects the tactics
of the patient’s dynamic observation. The modern approach, the availability of high-tech equipped
automobile and air transport, highly qualified medical and nursing team allows evacuating a patient
with acute acute pulmonary embolism with a high risk of early death from any region of Russia to
a specialized medical institution for the provision of timely highly qualified medical care. In this case,
it is possible to achieve a satisfactory result of treatment, to reduce the risk of early death and to level
out the risk of disability of patients.

Key words: thromboembolism of the pulmonary artery, thrombophyllia, embolectomy, young age,
computed tomographic angiography, perfusion lung scintigraphy, echocardiography, pulmonary hypertension.
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pomMOOIMOOAUS Ne20UHOU apmepul

(TOJIA) saBnsieTcss rpO3HBIM OCJIOXKHE-
HUEeM TpoM0o03a B BEHO3HOI cucTemMe opra-
Huszma. Mayuyenne TOJIA Ha NpOTSKEHUU
MHOTHX JIET paclIMPUIO Hallle TOHUMaHue
MPUYMH ee BO3ZHUKHOBeHHUs. B HacTtosiiee
BpeMsl OTpabOTaHbl aITOPUTMbI TUATHOCTH -
K1 U nuddepeHIraaIbHON TUArHOCTUKU
9TOro 3a00JIeBaHUsI, a TaKXKe CXeMbI Jieye-
Hus [20]. Ho mo-nipexxHemy TOJIA 3aHu-
MaeT 3-e MecTO cpeau MPUYUH BHE3aMHOMI
cMepTH (ITocsie OCTPOro KOPOHAPHOTO CHUH-
JIpoMa ¥ MO3roBOro mHcy/abTa) [16]. Jlerou-
HYI0 9MOOJIUIO PETUCTPUPYIOT €XKEroJHO C
yactoToit 100—200 Ha 100 000 yenosex [11,
18]. B nmeicTBUTENBHOCTU BCTPEYAEMOCTh
THJIA 3HauUNTENBHO BBILIE, T. K. BEHO3HBII
TpomM003 1 TOJIA 3auactyto nporekaror dec-
CUMMOTOMHO U TIPU XU3HU MallMEHTOB OHa
MUarHOCTUpYyeTCs TULIb B 25% ciaydaes [7].
Bonee toro, nnorna TOJIA MoxeT neOrOTH-
poBaTh BHE3AMHOM OCTaHOBKOM cepalia [29].

Kaxnbiii rog or TOJIA ymupaer 0,1%
HacejieHus 3eMHoro mapa. JleraabHOCTb
cpeau 0OJIbHBIX, HE MOJyYaBIIMX aHTUTPOM-
6oTryeckylo Tepanuio, coctaniuser 30—40%,
npu MaccuBHbIX TOJIA (Bctpeuaercs B <5%
OT BCEX CJy4yaeB OCTPOM JIErO4HON 3MO0O0-
nuu) — 6osee 50% maxe NMpu amaeKBaTHOM
tepanuu [10].

PenunuBupyitoliiee TeueHue 3abosieBa-
Hus Habmomaercs y 9,4—34,6% mnaiueH-
ToB ¢ TOJIA. Yucno peunauBoB y 1 60Jb-
HOI0 MOXKET COCTaBJsITb OT 2 mo 18—20,
npuyeM OOJIBIIMHCTBO M3 HUX HOCHUT Xa-
pakTep MUKpoaMbonuii [9]. Peunnus B Te-
yeHue rojaa nocie TOJIA y XeHIIMH BO3-
HUKaeT B 5,3% ciydaeB, y My>kunH — B 9,5%,
B Teuenue 3 jget — B 9,1 u 19,7% cootBeT-
CTBEHHO. Y MYXUMH UMeeTcs 2,2-KpaTHbIii
(y XeHIIMH — 1,8-KpaTHbIi) puUCK BO3pa-
CTaHMsI PELMAMBOB MOCTe «OeCHpUUYMH-
Hoii» TOJIA [15].

B cTpykType 3aboneBaHUil, OCTOXKHUB-
muxcst pasButueM TOJIA, HanbGOIbIIYIO
JIOJIIO COCTABJISIIOT 3/I0KAUECTBEHHbIE HOBO-
obpazoBanust (29,9%), cepaeuHo-cocyauc-
Teie (28,8%) u uepeOpoBacKyJIsIpHBIE
(26,6%) 3aboneBanus [7].

BwMmecte ¢ Tem nmponoskaeTcsl akTUBHOE
u3ydyeHue TpoMOobuIMM — Tpeapacrnoo-
JKEHHOCTU opraHu3dMma K (HOpMUPOBAHUIO
BHYTpUCOCYIUCThIX TpomOOB [8]. TTokaza-
HO, 4TO y 25—50% OOJBHBIX C GCHO3ZHbIMU
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mpomboamboruueckumu (BTD) ocnoxHeHU-
SIMU UCClefoBaHUe Ha TPOMOOMUINIO TOo-
MOTaeT BbISIBUTh ITATOJIOTUIO TeMocTasa [2].

ITaToreHeTMYeCKM OTPHIB BEHO3HOTO
TpoM0ba M 3aKymnmopka MM YacTW WJIM BCETO
pycia JIerOYHON apTepur BbI3bIBAET CIOXK-
HbII Kackaja reMOoJMHAMUYECKUX U PECIu-
paTOPHBIX PACCTPOMCTB C pa3HOOOpa3HOM
KJIMHAYECKON CUMITOMATUKOM U 3a4aCTYIO
paHHel cMepTbio B TeueHue 1-ro yaca oT
Hayvasia 3a00JieBaHUs. Y BBDKMBIIUX MaLM-
€HTOB MPOMCXOIUT CTAOUIM3ALIUS COCTOS-
HUSI, HO B MOCJEIYIOlEM HEPeaKo pa3BU-
BaeTCs MMOCTTPOMO0IMOOIMYECKAsT JIeTOUHast
runeprersus (B 0,5—15% ciy4aeB), KoTo-
past IPUBOAUT K YXYAILIEHUIO KaueCTBa XKU3-
HHU, a 3a4aCTyl0 K MHBaauau3auuu [5].

HopmMmanbHoe cocTosiHMe KPOBU B KPO-
BEHOCHOM pYycCJie 00eCIeUnBaeTCs AesITeNb-
HOCTBIO CBEPTHIBAIOIIIEH, aHTUCBEPTHIBAIO-
el 1 GUOPUHOIUTUYECKON CHUCTEM, KO-
TOpbIe HAXOASTCS B COCTOSIHUU AMHAMUYEC-
Koro paBHoBecusi. B Hopme MUKPOTPOMOBI
HemnpepbiBHO (GOPMUPYIOTCS U JIU3UPYIOT-
cs B KPOBEHOCHOI cucreMme. HapyieHue
CYILIECTBYIOLIETO PaBHOBECHUSI MEXAY MpPO-
KOAryJsIHTHOM U aHTUKOATyJSIHTHOM aKTUB-
HOCTBbIO B CTOPOHY IepBOH, IMoJaBieHuUe
(bubpuHoONIM3a MOTYT CTaTh MPUYMHOI MATO-
JIOTUYECKOT0 TPOMOOOOpa30BaHUSI.

Tpom003bl MOTYT MPOSIBISITHCSL B JIIO-
OOM Bo3pacTe, HaYMHasl ¢ AETCTBA U JI0 CTa-
poctu [1, 6]. B MmomonoM Bo3pacTe BEHO3-
HbIil TpoM003 u TOJIA BO3HUKAIOT MNpuU
BPOXKIEHHBIX KOAryJIomnaTusix, NaTojaoruyec-
KOM Te€YeHUU OEPeMEHHOCTH, MPU Ype3Mep-
HOM (u3nyeckoMm HampskeHuu (y CIOpT-
CMEHOB).

O BpOXIEHHOI MPeapacnoJoKeHHOCTH
K TPOMOOIMOOIMYECKUM 3IM30[aM CBUJIE-
TEJTbCTBYIOT:

— pa3BUTHE HEOOBSICHUMOIO TpoMbOo3a
wiu TpoMO0o3MO0MK B Bo3pacte 10 40 ser;

— yKazaHMsl Ha TPOMOOTUYECKUE WU
TPOMOOAMOOIMUECKME BMU30AbI Y POI-
CTBEHHUKOB;

— peLUAMBUPOBAHUE MPOMO03a eny60-
xux éer (TI'B) unu TOJIA npu oTcyTcTBUU
BTOPUYHBIX (DaKTOpPOB pucka [4].

K nHacnenctBeHHBIM (akTopam pucka
TI'B u TOJIA oTHOCHT, Ipexk/e BCero, reHe-
TUYECKU JeTEPMUHUPOBAHHbIE OCOOEHHO-
CTHU CHCTEMbI TeMOocTa3a, Npeapacnoiara-
1IMe K TUIMEPKOAryJsiuu:
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— ne(UUUT aHTUTPOMOUHA;

— BpoXIeHHas runep@uopruHOreHeMus;

— myrauust ¢akropa V Leiden;

— TUIEProMOLMCTENHEMMUSI;

— aHTUTeJa K KapAUOJUMUHY;

— nedpunur nporerHa C;

— nedUIUT MMpOTerHa S;

— nepunuur dakropa XII;

— mytanus 20210A mpoTpoMOUHa;

— yBeJMYeHUe aKTUBHOCTU MHTUOUTO-
pa akTuBaropa Ila3MUHOreHa [4].

B Hacrosiee Bpemsi ompejaesieHue
OOJIBIIIMHCTBA U3 TEePeYMCIeHHbIX (haKTo-
POB B LIMPOKOI MPaKTUKE TOKa Majo I0C-
TYIHO, YTO, B CBOIO OYepPeb, OTPaHUYMBAET
BO3MOXKHOCTb CBOEBPEMEHHOI MAaTOTeHEeTH-
yecKoil MpoMUIaKTUKU CIIOHTAHHBIX BHYT-
PUCOCYIUCTBIX BEHO3HBIX TPOMOO30B U
THBJIA. Boinee Toro, Ku3Hb 60JILHOTO C BO3-
Hukuieit TOJIA Bceleno 3aBUCUT OT TakK-
TUKU OKa3aHUsl HEOTJIOKHON MOMOIIM Kak
Ha IOTOCTUTAJIBHOM (B T. Y. BO BpeMsI TpaHC-
MOPTUPOBKHU B CreLMaTU3UPOBAHHBIN CTa-
LIMOHAp), TaK M Ha TOCMUTAIbHOM 3Tamax
U MocJenyloleM IMHAMUUECKOM Habtoae-
HUU. XapaKTepeH CIeAYIOUIUil MTpUMep.

BoabHoii . 22 neT rocnuraau3upoBaH
B 9KCTPEHHOM TOPSIZIKE B TepareBTHYECKOe
oTIejeHue BoeHHOro rocnurais (r. OpeH-
Oypr) ¢ xkajnobamMy Ha BbIPAXKEHHYIO OJbIIII-
Ky B IIOKOE, CYyXOM KallleJib, 03HO0, 00JIu 3a
TPYAMHOI, BhIPaXKEHHYIO C1a00CTh. B Teue-
HUe 6 Mec CTaJl OTMEYaTh OABILIKY IIPU
MPUBBIYHBIX paHee (hM3UUYECKUX HArpy3Kax.
3a mTh IHe# 10 HACTOosIel ToCIuTaIn3a-
LIMM BO3HUKJIU MOAOOHbIE OLIYIIEHUS, KO-
TOpble KyMUPOBAJIUCH CAMOCTOSITEIbLHO B
teueHue 20 muH. [1pu nMocTymieHuu cocTo-
siHUe Tsikejoe. B oOleM aHanu3e KpoBuU
JeiikouTos 14,9x10°/1, TecThl HA MUOLJIO-
OMH M TPONOHUH OTpHULIATeNbHbIC. Daexm-
pokapouoepamma (DKI) — purMm cuHyco-
BbIil, yacmoma cepdeuHbviX COKpaujeHul
(YCC) 120 B MuHYyTY, Ieperpy3ka MmpaBbixX
otaenoB. Yepe3 7 mHell oT Hayajia 3aboje-
BaHUs B CBSI3U C MPOrPECCUPYIOLIUM YXYa-
LIEHWeM TiepeBeeH B O0JACTHYIO KIMHU-
yecKylto 6oabHuLy I. OpeHOypra. [TpoBonu-
nachk Tepanus remapuaoM (26000 ME/cyr),
aHTUOMOTUKAMU, aHTUarperantTamMu. Yepes
9 nHeil oT Hayana 3aboneBaHus (1-it roc-
MUTAIM3alMN) BbISIBJIEHbI MPU3HAKU PELIU-
IUBMpYIolero TpoM6o3a. [1o naHHBIM criu-
panbHOl Komnwvromeprou momoepaguu (KT)
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omnpenessics TpoMO03 MPaBoOro M JeBOTO
CTBOJIOB JIETOUHO# apTepuu. [IpaBocTOpoH-
HSIST HWDKHenoseBasi MHMapKT-MHEBMOHUSI.
Axokapduoepagus (DxoKI) — npasoe
npedcepdue (I1I1) — 49x59 mm (Hopma
1o 45x49 mm), npasotii sceaydouex (I12K) —
34 mm (HopMma 10 26 MM), JaBJeHUE B je-
eoynou apmepuu (JIA) 80 MM pT. CT., TpU-
kycnupanbHas peryprutauus 111 cT., ¢pak-
yus evtopoca (PB) — 57%. Yaempaszeykoeas
donnaepoepagus (Y3JAI') BeH HUXKHMX KO-
HEYHOCTe! 0e3 MaToJIOrnYecKnX U3MEHEHUIA.

YuuthiBas KIMHUYECKOE TeYeHUE 3a-
OosieBaHUsI, JaHHbIE 00CIeI0BaHNUsI, Y OO0JIb-
HOTO ObLI ONMpeneSeH BHICOKUI PUCK paH-
Heil cmeptH (Tabu. 1), uTo sIBUIOCH abco-
JIIOTHBIM TOKa3aHUEM K XUPYPIrMUYeCKOMY
JICUEHUI0O — TPOMODKTOMUHU U3 CUCTEMBbI
snerouHoi aprepuu [20]. OgHaKoO BBIIOJ-
HUTb JaHHBIA BUI OIepaliu B OOJbHUIIE
r. OpeHOypra He TPeaCTaBsIIOCh BO3MOX-
HBIM (OTCYTCTBUE HEOOXOIMMOTO 00OpY-
NIOBAHMST U MOJATOTOBJIEHHBIX CIeIMaTNC-
TOB). BbL10 MPUHATO pellieHue 2BAKyUpPO-
BaTh MallMEHTa BOEHHBIM aBUALIMOHHBIM
TpaHcriopToM B 3-ii LleHTpaibHbIl BOEH-
HbI KJIMHUYECKUN TOCHUTANb UM.
A.A.BUIIHEBCKOTO MJIsI XUPYPru4eCKoro
JIeYeHUs] U OKa3aHUs BBICOKOTEXHO-
JIOTUYHOU MEIULIMHCKOU MOMOLLM.

B xpaTuaiiiiue cpoku npu B3auMopaeii-
CTBUU CUJI BOEHHO-TPAHCIIOPTHOI aBUALIMU
1 MOOWJILHOH cCreluaJu3upoBaHHON Bpa-
4eOHO-CEeCTPUHCKOM OpUTraabl B COCTaBe BO-
€HHbIX Bpaueil, aHeCcTe310JI0ra-peaHuMaTo-
Jiora, KapAMOXUpypra U MeIuIMHCKOM cec-
Tpbl NaLueHT O0bu1 goctaieH B 3 LIBKT.

TpancnoptupoBka namnueHTa uz OKb
1o aspornopTa . OpeHOypra ocyliecTBIsIaCh
Ha peanumoOmie Fiat Ducato (Poccus) B
TeyeHue 25 MUH. ABUALIMOHHBII 3Tarn TpaHC-
MOPTUPOBKU [0 a’spornopra «HYKamoBCKU»
ocyiecTBisiics camosietom AH-72, nepeo6o-
DPYIOBAaHHBIM IS IEPEBO3KM OOJBLHBIX B CO-
CTOSIHUU 10001 creneHu TsokecTu. CaloH
camoJieTa ObUT 000pYIOBaH anmnapaTypoi 1ist
MOAICPXKAHUSI KU3HEAESITETbHOCTH MalleH-
Ta (anmapaT IS UCKYCCTBEHHON BEHTHU-
JISIUMK JIETKUX, 1edUuOpuIsiTop, Kapauo-
MOHUTOP, CUCTEMA 3KCTPaKOPHOpaabHOM
MeMOpaHHOI OKCUTeHAllMM B KOMILIEKTE
CO CTEPUJIbHBIM DPACXOIHBIM MaTepuajoM
TUTSI TIONKJIIOYEHUS K MalMeHTy u ap.). Bpe-
Ms noJjera coctaBuio 210 MuH.
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Tabauya 1
Puck panneii cmeptn y mamuenta 1. ¢ maccuBHoii TDJIA, mo nannem PESI* [20]
oxasarers [Monnas Bepens, AnantupoBaHHas BEpCHs,
Gasnbl Gl

Bo3spact 22 0

[Ton — MyX4uHBI 10 -

Pak 0 0
XpoHudeckas cepaedHasi HeJOCTaTOYHOCTh 0 0
XpoHmdeckue 3a00IeBaHUS JTETKUX 0 0

YacToTra cepeuHbIX COKpALIEHUH 20 1

(2110 B MunyTY)

Cucronyeckoe apTepranbHOe JaBICHHE 30 1

<100 MM pT. CT.

Yacrota npixanus >30 B MUHYTY 20 —
Temneparypa <36° 0 -
Hapymienne co3nanus 0 -

Caryparust kuciopona <90% 20 1

Bcero... 122 3

BBICOKHI PHCK CMEPTH 30-HEBHBIH PUCK CMEPTH
(4,0-11,4%) 10,9% (8,5-13,2%)

* PESI — Pulmonary embolism severity index (YynpolLIeHHbI MHAEKC TSKECTH JISTOYHOM 3MO0/I1N).

Ha Bcex aTanax TpaHCIIOPTUPOBKU OCY-
LIECTBISIICSI MOHUTOPUHT BUTAIbHBIX (DyH-
kuuii (OKT Bo II orBenenuu, YCC), HenH-
Ba3WBHOE M3MEPEHUE apTepPUATbHOTO IaB-
JIEHUSI, KOHTPOJIb CaTypalluu apTepuaJbHOI
KPOBU KHMCJIOPOIOM MYJIbCOKCUMETPUYEC-
kum Mmetonom — SpO,). Bo Bpemsa monera
MoKa3aTeJv FreMOJAMHAMUKY ObLIIA CTAOUIIb-
HbIMU, ypoBeHb AJI coctasstt 115—130/60—
80 MM pt. cT., HCC 64—88 B 1 MUHYTY, pUTM
cuHycoBbIii. Yacrora apixaHus: 18—28 B
MuHyTy. SpO, coctaBuia 92—95% Ha done
MOCTOSIHHOM MHCYb AU yBIaKHEHHO-
ro KMCI0po/a yepe3 Macky.

W3 asponopra «YKanoBCcKuii» MaldeHT
B TeueHue 45 MuH ObL1 AocTtasieH B 3 LIBKT
M. A.A.BUIIHEBCKOTO Ha peaHuMoOuIe
Fiat Ducato, ocHalleHHOM ISl TI€PEeBO3KU
TSDKEJIBIX 00JIbHBIX. O011Iee BpeMsl TPaHCIOP-
tupoBku coctaBwio 280 muH (4,7 4). Ot
MOMeEHTa 1-ii rocnuTaauM3aluy 10 Hayaja
onepauuu npouwio 11 gHer.

Ilpu nmocrynneHuun Ha 10-e cyTku
oT mepBoii rocnutaiuszauuu B 3 LIBKT

«Boenno-meduyunckuil scyprnan», 7°2017

uM. A.A.BullIHEBCKOro cOCTOsSIHME OOJIbHO-
ro TsKesoe, 00yCIOBJIEHHOE BbIPAXKEHHOM
cepaeuHoit (HK 2A, ®K III) u abixarenb-
Hoit HemocTtaTouHocThio (JIH-3), pa3BuB-
1Ieiicss OBYCTOPOHHEN MHMapKT-MHEBMO-
Huel. B nmpueMHOM OTHneneHuu rocnuranis
MALMEHTY BBIMOJHEHO 3KCTPEHHOE KOM-
MJIEKCHOE 00C/IeJOBaHUE.

ITo nannbiM DxoKI onpenensinach me-
perpyska u Iuc@yHKIIMs MPaBoro Xeayaod-
Ka (auiatauusi U meperpyska MpaBoro xe-
JIyIOYKa, TMOABUXHBIE 3XO-CUTHAJbl B Jie-
TOYHOU apTepuu, YTO HE UCKIIIOYAJIO HAJIU-
yue B Hel TpomOa, MOBBILLIEHUE CUCTOINYE-
CKOTO NaBJI€HUSI B JIETOUHOW apTepuu [0
75 MM PT. CT., HUIMYME HEAOCTAaTOYHOCTU
TPUKYCHUAAIBHOIO KJAlaHa C peryprura-
Huei 3-il CcT., mapajoKcajlbHOE IBMXEHUE
MeKKeTynoukoBoil neperopoaku). o naH-
HbiM KT-anruonynbmMoHorpaguu orpeae-
JISLTUCh TPOMOBI B CTBOJIE U TJIABHBIX BET-
BSIX JIETOYHOM apTepuu: B CTPYKType Ipo-
KCUMAJIbHBIX OTIEJIOB JIETOYHbIX apTepUid ¢
00erX CTOPOH BUAHBI MAaCCUBHbIE TPOMOO-
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TUYECKUE MACChl, BBITIOJHSIOUIME TTPAKTH-
YEeCKM BEChb MPOCBET JIEFOYHBIX apTEepUid.
JuameTp JIero4HOro creojia — 36 MM, Je-
TOYHBIX apTepuit — 26—27 MM, puc. 1.

IIpu Y3I' BeH HUXKHUX KOHEYHOCTEN,
Ta3a W HMXKHEW MOoJIoOi BeHbl TPOMOOB He
oOHapyxeHo. Bpemsi oOcienoBaHus malu-
€HTa OT MOMEHTa MOCTYIUIEHUSI B TOCIU-
Tajlb JO TPAHCIOPTUPOBKUA B peaHUMAlM-
OHHOE OT/IeJIEHUE COCTaBUJIO 43 MUH.

YuyutbiBasg HaJIMYME MACCUBHON TPOM-
005M00IMYECKO OOCTPYKIIUU JIETOYHOTO
pycJia, BBICOKUIA PUCK PAHHEN CMEPTH, He-
CTaOWJIbHOCTh FeMOJIMHAMUKHU, TPpeOOBaBILIei
WHOTPOIMHON MOAIEPXKKHU, ObLIO MPUHSATO
peueHue O XUPYPruuyeckuM JIEUEHUU —
TPOMOSKTOMUM U3 JIETOYHOU apTepuu.

Hoctyn K ceplily U JJIETOYHOI apTepuu
OCYUIECTBJISIM MOCPEACTBOM CPEIUHHOU
crepHoTomMuu. [1pu peBu3uu JeBoi jgeroy-
HOI apTepuu ONpelessiyiuCh CyOTOTaIbHOE
CYXXEHHUE TJIABHOM JIETOYHOM apTepuu, OK-
KJIIO3USI BEPXHEI0JEBOM UM HUXKHEIOJIEBOM
JeroyHoil aprepuu. Ilpu peBusuu mpaBoit
JIETOYHOU apTepuu ONPEeessiiuCh Cy>KeHue
[JIaBHO# nerouHoit aprepuu g0 80%, ok-
KJIIO3M$ BEPXHEI0JIEBOM JIETOYHOM apTepuu,
CyOTOTaNbHOE CYXXE€HUE CpEeIHEeA0eBOU
U HUXKHEIO0JIEBOM JIETOYHBIX apTEPUIA.

TpoMObI B JerouyHOil apTepuu ObLIUA
Pa3JIMYHON CTENEeHU MJIOTHOCTU U JTaBHOC-
11 (!). B HEKOTOPBIX apTepusiX TPOMOBI ObUTH
CpalleHbl CO CTEHKOW apTepuu, YTO CBUAE-
TeJIbCTBOBAIO 00 YX€ CYIIECTBOBABIIUX
snu3onax TOJIA. BeinoiaHeHa TpoMO3HI-
APTEePIKTOMUSI U3 CUCTEMBI JIETOYHOU ap-
Tepuu. DPGEeKTUBHOCTh BMELIATEIbCTBA
ONpEAeNsiiA MO MOJIYYEHUID OTYETIMBOTO

OOMJIBHOTO PETPOTPaTHOrO KPOBOTOKA MPHU
HarHeTaHWU KPOBHU B JIEBOE Mpeacepane Mpu
OKKJII03UpOBaHHOM aopte. [locae TpoMOaK-
TOMUU apTEPUOTOMHBIE Pa3pe3bl YIIUTHI He-
MPEPHIBHBIMU LIIBAMMU.

CepJeuHast AesITeIbHOCTb BOCCTAHOBH-
JIaCh CaMOCTOSITEJIbHO TIOC/IE CHSTUS 3aXKU-
Ma ¢ aopThl. Yepe3 6 4 OT OKOHYAHUSI OIle-
pauuu HavyaTa uHGY3Usl renapuHa B pac-
yeTHOI mo3e. CaTypalusi Kuciaopona Oblia
B mpenenax 95—98% mnpu 60% xuciaopona
BO BIbIXaeMOM cocTaBe Bozayxa. Ha BTo-
pble CyTKH TocJie omnepaluu 00J1bHON 9KC-
TYOMpOBaH, caTypaLus cocrasisuia 92—95%,
reMoaMHaMuKa Oblla CTAaOUIbHOI, HE Tpe-
OoBaBllIeil MHOTPOIHOI MOAIEPKKH, OT-
Meuajlach MocTreMopparmyeckasi aHeMust
(remorino6uH — 110 r/1, 1Mo OCTalbHBIM
J1a00paTOPHBIM ITOKA3aTeIsIM MalMeHT ObLT
KOMIIEHCHUPOBaH).

JrHamMuKa rokasartejieil KOMIJIEKCHO-
ro obcineaoBaHUsl TaHHOTO OOJBHOTO A0 U
rocJje orepaluu npuBeaeHa B Tad. 2.

IIpu DxoKTI'-uccnenoBaHuu Ha BTOpbIE
CYTKM TOCJIeOINepalioOHHOro meproja oT-
MeJyaJloCh YMEHbIIIEHUE pa3MepoB MPaBOro
JKeJynouKa, YMEHbIIeHUE Peryprutauuu
KPOBU Ha TPUKYCMUAAIBLHOM KJlanaHe, CHU-
KEHUE CUCTOJIMYECKOro aasjieHus B JIA no
45 MM pT. CT.

Yepes 7 cyr mocie onepauyyd OOJIbHOMY
ObLTO BBITIOJIHEHO KOHTPOJILHOE 00C/IeI0BAaHME:
OOLIEKIMHUYECKE aHau3bl KpoBu, DxoKT,
KT-anruonynsmoHorpadusi, nepgysuonras
cuuumuepaghus aeexux (ITCJI). Tlo maHHBIM
TCJT pepuuuT nepdy3unn JIETKUX COCTABUIT
51%: HapylleHue KaluUIIPHOTO KPOBOTOKA
B JIETKMIX O4aroBOro xapakrepa (puc. 2).

Puc. 1. KT-aarnonyiasMoHorpagdus 6onbHoro . 22 ner. CTtpenkaMu IOKa3aHo: cjieBa — MAaCCUBHBIE
TPOMOOTHUYECKUE MacCChl, BBIMOJHSIOLIMUE MPOCBET JErOYHBIX apTEepUil; crpaBa — paclUUpeHue
JIETOYHOTO CTBOJIA (10 36 MM) U JierouHoit aprepuu (10 26,8 MMm)
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IIpu oGcienoBaHUM KOAryJIsILIMOHHOM
CUCTeMbl Ha Haauuue moaumopduzmMa
y MalueHTa Oblla AUMAarHOCTUpOBaHA Ha-
CJeICTBEHHAas: TPOMOOMbUINS; TOMO3UTOT-
Hag MyTauus B reHe uHterpuHa ITGB2
(TpOoMOOLIMTAPHBIIA PELIENITOP K KOJUIareHy),
reTepo3nroTHasi MyTallusi B reHe MHTerpu-

JEYEBHO-IIPOOHIIAKTUYECKUE
BOIIPOCHI

Ha ITGB3 (TpomMGoLuMTapHBIl peLenTop
(ubpuHOTreHa), roMO3UroTHasT MyTallus
B reHe PAI 1 (aHTaroHUCT TKaHEBOTO
aKTHBAaTOpA IMJIa3MUHOTeHA), TeTePO3UTOTHASI
myTtauusi B reHe nuroxpoma CYP2C9,
romosuroTHass mytauus B reHe VKORCI —
cyobenuHMLbl BUTaMuHa K.

Tabauya 2

PesyabraThl HaOmoneHns 3a nanuenTom ¢ TOJIA BbICOKOro pmcka
JI0 ¥ TOCJe onepanud TPOMOIKTOMHHA

Tlo [Tocne onepauuu
Iloxazarens B —
[lepBble cyTkn Ilepen Bbinmckon

YCC, B MuHYyTY 120 110 71
Y/, B MuHyTY 30-32 30 16
CAI/OAN, MM pT. CT. 95/71 90/65 110/70
CIUTIA, MM pT. CT. 80 75 45
Carypanust xkucinopoaa, % 80-90 96-98 98
Pasmeps! [DK, cm 32 3,0 2,5
Pazmepsr 111, cm 4,9%x5,9 4,459 4,0x5,3
TPP, crenenn 3 2-3 2-3
DB, % 57 54 56
Tledurut nepdysun’, % 51%

* mo maHHBIM cuuHTHTpaduu jerkux; JAJl — auactonmyeckoe apTrepuaibHoe aamieHue; [12K —
npaBbiii kemynouek; [1IT — mpaBoe mpencepaue; CAJl — cucToinyecKoe apTepualbHOE JIaBlICHUE;
CIJIA — cucronuueckoe nasieHue B JIA; TPP — tpukycnimnanbhas peryprutanus; TOJIA — tpombo-
aMbosust sterouHoi aprepun; ®B — dpakuus Boiopoca; YCC — 4McI0 cepaeYHbIX COKpalleHUI;
Y/ — unciao ObIXaTeIbHBIX IBUKCHUIA.

Puc. 2. Cuunturpacdus GonbHoro [. 22 ner. CineBa — IepenHe-3aaHsisl MO3MLIMS, CIpaBa —
3aHe-TepeaHss mo3uiusi. HapyllleHue KamumIsipHOTO KPOBOTOKA B JIETKUX OYaroBOTO XapakTepa:

B cermeHTax 1—4, 6, 10 npaBoro sierkoro u 3, 4, 6, 8
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IMponomxanach maToreHeTUYecKas Te-
panus (BapdapuH B 03¢ IS MOIAepKa-
HUS 11€J€BOr0 YPOBHSI MEXAYHApPOIHOTO
HOPMAaJIM3allMOHHOTO OTHOLLEHUS B Mpee-
nax 1,8—2; 6ucomnpoion — 5 mr 1 pa3 B cyT-
KU, 1eTPpUakKCOH — 2 T' B CYTKU) C IOJIO-
KUTENbHBIM 2 dexkTom. Ha 16-e cyTku moc-
Jie oriepaliuy 0OJbHOM B YIOBIETBOPUTEb-
HOM COCTOSIHMM ObLT TMepeBeNeH s Mpo-
JOJIKEHHUST BOCCTAHOBUTEJILHOTO JIEUEHUSI.

Oocyxaenne. Borpochkl 1TMarHOCTUKY U
JieyeHust MaccuBHoOi TOJIA Obld paccMOT-
PEeHbI HAMM B IpeabLaylLeii myoaukamuu |3].
OCOOEHHOCTSIMU JaHHOTO HaOJI0aeHUs
SIBUJIOCH Pa3BUTUE PELUMAUBUPYIOLLIEN Mac-
CUBHOIi nByXcTopoHHeit TOJIA (tpu 3mum-
30/1a) C JIBYXCTOPOHHEI MH(pAPKT-ITHEBMO-
Hueil, cepaedHoii HepocTatoyHocThio HK 2a,

OK III u apIxaTesbHOM HEAOCTATOUHOCTbIO
3 CT. y MOJIOZIOTO YeJoBeKa ¢ HaCIeACTBEeH-
HOiI1 TpoMOOpuIneii.

TpomGodpuIus OTHOCUTCS K Ipeapac-
nosnaratomum dakropam pazputusi TOJIA
[20], KoTOpYIO TPYAHO TMATHOCTUPOBATh, HO
0 KOTOPOi1 Hy>KHO JyMath, Korga TOJIA (oco-
OCHHO peLMIMBUPYOLIAs) «OeCIPUUMHHO»
pa3BMBAeTCsl y MOJIOJIOTO YesloBeKa 0e3 BTO-
PUYHBIX (haKTOPOB prcka. [‘eHeTuuecKoe Te-
CTUPOBaHME HA HAJIMYME MYyTallMil B CUCTe-
M€ romeocrasa IMO3BOJIIeT MOCTABUThL Ipa-
BWJIBHO JMAarHo3 ¢ MaTOreHeTHYeCKUX Mo-
3ULIMiA (TabJ1. 3), IPOBECTH JICUEHUE U HaMe-
TUTb MYTU TMHAMUYECKOTO HAOMIOAEHUSI.

TTpuuKHBI pEUMANBUPYIOLIETO TEUESHUS
TOBJIA neranbHO onucaHbl B 0030pe J.A.Heit
[17]. ABTOp moKa3zay, 4TO OOILIAasl MPOIOP-

Tabauya 3

Pe3ynbTaThl WCCIeI0BAaHASA HA TeHETHYECKMil MOIMMOP(H3IM KOATYIAIMOHHOM
CHCTeMbl Y MAMEHTA ¢ MACCHBHO# pelnuauBupyouieii apyxcroponneii THJIA

Myranus

Pesynbrar MyTamum

I'omo3uroTHas MyTaiys B reHe
unterpuxa ITGB2 —
TPOMOOIMTAPHOTO perenTopa
K KOJIJIareHy

ITpUBOAUT K yCUICHHIO arperanuy TpPOMOOLUTOB APYT K APYTY
U K SHJIOTEJIHIO, aTe3UH KJICTOK U Pa3BUTHIO BEHO3HOU
TpoMOosMOboTHIH [27]

TeTepo3uroTHast MyTalis B TeHE
unrerpuxa ITGB3 —
TPOMOOLUTAPHOTO PEeLEnTOpa
¢ubpuHOoTeHA

V3ameHeHne TpoMOOIUTAPHOTO penenTopa GuOpHHOTeHa
U U3MEHEHHE arperauuu TpoMoonuTos [27]

I'eteposurorHas MyTauus B reHe
muroxpoma CYP2C9

I'en yuacTByeT B MeTaboIM3Me psifia JEKapPCTBEHHBIX
MPEnapaToB B EYEHN U KOAUPYET METAOONU3M JIEKapCTB,
TaKMX Kak BapdapuH, IUKI0(peHaK, Jo3apran u ap. [28].
[MomuMophu3M reHa NpUBOAUT K Pa3BUTHIO MOOOYHBIX
neiicTBuit nekapcTB. Hanpumep, BapdapyuH 1 GeHUTOHH —
YMCHBIIICHHE METa0O0INYEeCKOI aKTHBHOCTH (3a CYET
TEHETHYIECKOTO MOMMMOP(HHI3Ma) WITH PA3BUTHE TOKCHIHOCTH
B HOPMaJIbHBIX TEPANEBTUUECKUX J103aX, BCICACTBUE
B3aMMOZAEHCTBUS APYT ¢ Apyrom [25]

ToMo3uroTHast MyTaIlusl B TCHE
CcyObeAMHUIBI | KOMIUTEKCa
ITMOKCU/I-PEIYKTa3bl — BATAMHUHA
K VKORC1- cyObeanHuIbI
BuTamuHa K

[To3BossteT onpenenuTh YyBCTBUTEIBHOCTD K Bap(hapuHy.
[puBomuT K 1epUIUTY aKTHBUPOBAHHOTO BUuTaMuHa K,
3aMeJICHHUIO CBEPTHIBAHNS KPOBH U PA3BUTHIO KPOBOTCUCHUS
JTasKe TIPU OOBIYHBIX TEPANICBTHUYCCKUX J03aX BaphapuHa.
Bonee toro, uccnenosanue, nposeaennoe Bo Opaunnuu [21],
MOKA3aJI0 CBS3b TOMMMOp(H3Ma B JaHHOM T'eHE C PICKOM
pa3BuTHA TpOMO03MOOINU

I'omo3uroTHas MyTanys B reHe
cepnHa PAI 1 [SERPINEL] -
AQHTarOHUCTa TKAaHEBOI'O
aKTUBATOPA IIA3MUHOTEHA

CHMIXaeT akTUBHOCTH BCEil MPOTUBOCBEPTHIBAIOIIEH CHCTEMBI,
ocnabisieT GUOPUHOMUTHIESCKYIO AKTHBHOCTD KIICTOK.
[Mossimenne PAI 1 — puck pa3Butust TpoM6030B

u arepockieposa [30]
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LIUsI MalMeHToB ¢ Bo3BpaTHoii BTD (mmoay-
YalolUX aHTUKOATYJSTHTHYIO Teparuio)
coctanisieT 2% B TeyeHue 2 Henm, 6,4% 3a
3 mec u 8% 3a 6 mec [17]. [Ipu aTOoM Ha-
pylLIeHHE CUCTEMbI '€éMOCTa3a MIrpaeT OIHY
U3 BaxkHeumx poseit. Tak, rmokazaHo, 4TO
MOBBILIEHHBIN YpoBeHb D-mumepa Bo Bpemst
WU TIOCNIe TIPeKpaIIeHUsT aHTUKOATyJIsTHT-
HOW TepaIriy CBUIETEIbCTBYET O MOBBIIICH-
HOM pucKe pa3BuTusi moBTopHoit TOJIA [13].
B TO e BpeMsi HEKOTOpbIe aBTOPbI CUMTA-
0T, YTO €AMHUYHBIM TPOMOODUINYECKUIL
nedekT uMeeT HU3KYIO MPOTHOCTUYECKYIO
IIEHHOCTh M aHTUKOATYJISTHTHOE BO3MIeii-
cTBHMe, OasupyemMoe Ha TecTe Ha TpoMOo-
(unmio, He IPUBOAUT K YMEHBIIEHUIO TI0-
BropHoii BTD [12, 19]. Tem He MeHee moka-
3aHO, YTO TPOMOOGhUINYECKNEe U3MEHEHUS
[26], BBICOKMII ypOBeHb B IJ1a3Me KPOBHU
dakropa VIII accoumupyoTcsi ¢ MOBbIILIEH-
HBIM PHUCKOM DPELUAUBUPYIOIIEH TpoMOO-
SMOOJIMM Y TTALIMEHTOB C TIEPBUYHON MIANO-
natuyeckoit BT [14] .

D-nuMep umeeT BBICOKYIO OTpULIATENb-
HyI0 TMpeacKasaTebHyI0 LEHHOCTb AJIsl T0-
BTOpHBIX BTD® mpu orkaze or tepanuu
OpaJIbHBIMU aHTUKoaryisiHtamu [24]. Myra-
uust daxkropa JleiimeHa U MPOTPOMOUH
G20210A — u3BecTHBIC MPEABECTHUKHU Tep-
Boro snu3ona BTD — urparmot BaxkHyIO poJib
B pa3Butuu nosropHoii BTO [22]. Bonee Toro,
HeTaBHO ObLIO MOKa3aHO, YTO PUCK TTOBTOP-
Hbix BTO nMeeTcst 1 y malMeHTOB C TeHETH-
YeCKMMHU HapYLIEHUSIMA €CTeCTBEHHBIX aH-
TUKOAryJssHTOB (TipoteuH S, npoteuH C, uiun
aHTUTpPOMOMH) [23]. T1pu 3TOM pHCK MMOBTOP-
Hoii BT Ha ¢oHe ieueHust BapdhapruHOM TIPU
TpoMboduIMM He BodpacTaet [19].
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Haxomnel, cieayetr oco6eHHO moayepK-
HYTb, YTO TTPY BEICOKOM PUCKE paHHEH cMep-
™ (uHpekc PESI — xnacc IV = 106—125
6aiioB, puck = 4 — 11,4%; y 6oabHoTO JI.
unaekc PESI = 122 6anna), korma TpoM60-
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(xmacc I, ypoBens mokaszatenbHoctu C). He-
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KO CBSI3aHO C HAJIMUYMEM BPOXIEHHOTO Je-
¢ekTa cBepThIBaOLIeii cucTeMbl KpoBu. [1pu
9TOM BCerJa ompaBdaH MOUCK MPUYMHBI
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MUYECKOTO HabJ0IeHUsT OOJBHOTO.
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