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Jie4eHue

XpoHwnyeckas noctambonuyeckas nerovHas runep-
TeH3us (XMAJIIM) — rpo3Hoe 1 nporHocTuyeckn Hebna-
ronpusITHOE OCITOXXHEHNE TPOMBO3IMBONUN NTEroYHOMN
aptepum (TOJIA). Kak n3secTtHo, ocTtpas cepaevHo-co-
cyaucTast He4oCTaTOMHOCTb M CMEPTb Pa3BUBAOTCS B
20-40 % cny4aeB B Te4EHME NEPBOrO Yaca C MOMEHTa
BO3HMKHOBEHUSI ocTpori TOJIA. Y BbKMBLUMX NaLUMEH-
TOB BCreACTBME akTUBaLMM MeCTHOro onbpurHonmaa, a
Takke nog BnmaHneMm nbpuHONUTUHECKON N aHTMKOa-
rynstHTHOW Tepanum NPOMCXoaMT NOSTHOE paccachiBa-
HVe 06pa3oBaBLLNXCS TPOMOOB U BOCCTaHOBIIEHME MPO-
xoammocTu cocynos [34]. [lo HeaaBHEro BpeMeHmu cUn-
Tanocb, 4to TOJIA He Bbi3blBaeT Kakmx-nmbo cepbes-
HbIX NOCNEeACTBUIA, eCni 6ONbHOW BbRKMI NOCNe Meaun-
KaMeHTO3HOro neyeHns. OgHako npoBegeHHOe MHOTO-
ueHTposoe uccnegosanue ICOPER [37], BkntovaBLuee
2454 naumeHTa ¢ gnarHosom TIJIA, HaxoamBLUMXCS
Ha neyeHuun B 52 ctaumoHapax, NPogeMOHCTPUpoBa-
10, YTO BEPOATHOCTb HEGNAroNpUATHOIO UCX0Aa BbICO-
Ka 1 B OTQaneHHoOM nepuoge nocne anusoga ocTpown
TONA. Tak, yepes 3 Mec nocrne NpoBeaeHHOro neve-
HWA neTanbHOCTb 60nbHbIX cocTaBuna 7,9 %. OcHoB-
HOW NPUYNHOW NEeTanbHOCTM B OTAANEHHOM nepuoae
nocne octpon TAJA asnanack cepaedHas HegocTa-
TovHocTb (CH) no npaBoxenygo4koBoMy Ty Berea-
cteue XM n hopmmpoBaHMa XPOHNYECKOrO Neroy-
Horo cepaua (XINC).

Honroe Bpemsa anarHosa XIMN3JI, kak TakoBoro, He
CyLLeCTBOBAsI0, XOTH NepBoe YNoOMUHaHWNE O Hel BCTpe-
Yyaetcs ewe B 1928 1., korga M. Ljungdahi onucan cny-
Yaln XPOHNYECKOM NOCTAIMOONNYECKON JTErOYHOM OKK-
n3uK, KoTopas aemnacb npudnHon passutus XJ1C n
rnbenv 6onbHONM B OTAANEHHbIN Nepuog,. Brisensiemblie
npu ayToncumn xapakTepHble U3MEHEHUS apTepuin Ma-
noro kpyra kposoobpatieHus (MKK) pacueHnBanm kak
nepBUYHbIV TPOMOO3 neroyHorn aptepum (J1A) ns-3a
NMOTHOrO cpaLlleHns TPOMOOB CO CTEHKON cocyaa.

Bnepsble o0 cBA3n nerovyHon runepteHsum (J1IN ¢
npepwectytowlen TAJTA 1 06 ambonnyeckom xapak-
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Tepe nopaxeHus ctany rosopuTb okono 20 neT Hasag,
3710 ObIIO CBSI3AHO C NOSIBIEHNEM HOBbIX, MPOrPEeCCUB-
HbIX AMArHOCTUYECKNX TEXHOMNOMMI, HOBbIX KOHLEMNLIMIA
B reMOCTa3MosI0rMm, OTKPbITUAX MHOrodpyHKLUMOHarnb-
HOCTW COCYANCTOro aHAoTenus. Toraa ke NOSABUIUCH
nepBble CO0bLLEHNS 06 YCMEeLHOM XMPYPrMyeckoMm re-
YeHumn XIMIJIT.

NameHnnnuce npeacrasnenns o XIMOJII kak o upes-
Bbl4aMHO peaKon, NOYTN Ka3yMCTUYECKOWN, NaTOSNOrMu.
Ecnwv BHavane roBopunu o 4actoTe ee BCTpe4yaeMocT
He 6onee 4yem B 0,19-0,27 % BCKpPbITUA, TO BO3MOX-
HOCTb €€ NPWXN3HEHHOW AMarHOCTUKMN CyLLECTBEHHO
YBENUYMIO AaHHbIN NokasaTenb. B HacToswee Bpems,
Mo AaHHbIM pasfnuyHbIX UccregoBaTtenen, yactora
XM3NI coctasnser 1-15 % [11, 14, 25, 35]. CobecTBEH-
HbI ONbIT HabnoaeHna 3a 185 naumeHTamu, nepeHec-
wumn TIJTA B aHaMHese, nokasarn, YTo XapakTepHble
KNUHUYECKME CUMMTOMbI M HapyLUEHUS reMOOUHAMUKU
ObInn gnarHocTUpoBaHbl y 32 NaumeHToB, YTO COCTaBn-
no 17,29 % ot obwero yncna obcnegosaHHbIX [2].

MaTomopdonorudeckmum cybectpatom XM asng-
I0TCA HENU3MPOBaHHbIE TPOMBO3MBObI (TI), KoTopble
BbI3blBatOT 06CTPyKUMio apTepuin MKK pasnuyHown cTe-
NeHW BbIPaXXEeHHOCTN.

Mo mHeHuto B.C. CaBenbesa 1 coaBTopos [9], B
BonblmnHcTBe cnyyaes XIM3J1I pa3BmBaeTcs y naum-
€HTOB ¢ nopaxeHuem J1A kpynHoro kanubpa, y KoTo-
pbIX aM60MMsA CBOEBPEMEHHO He AnarHoCTMpoBarnach,
1 aKTUBHOE NneveHune ee He nposoannock. O nepexoae
3aboneBaHnsA B XpPOHWYECKYIO CTaaWio rOBOPSAT Npu
COXpaHeHMN NOCTIMOONNYECKUX UBMEHEHUIA B NEroY-
HOM apTepuarnbHOM pycrie Yepe3 3 Mec C MOMeHTa
ambonun. BeposiTHOCTb HOpManM3aummy NEero4YHoro Kpo-
BooOpaLLeHnst M hyHKUMM NpaBbiX OTAENOB cepaLa B
nocrneaywowme cpokn MnHumanbHa. XMN3JIIT moxeT
ObITb CrieaCTBMEM Kak OHOKPATHON, TaK U peLMANBU-
pytowen TIJIA. MNocnegHun BapuaHT BCTpevaeTcs
yaie n 06bIYHO NpPMBOAUT K bonee cepbe3HbIM remMo-
AnHamundeckum nocnegcerenam [11, 35].
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B HacTosiLLee BpeMst HET eANHON TOYKM 3pEHUs Ha
npotiecc opMUPOBaAHUA XPOHUYECKOM OKKITHO3UK fe-
FOYHOro CTBOMA W €ro rMaBHbIX BETBEN Nocre nepeHe-
CeHHo TpoMboambonuu. MHorve aBTopbl obpallatoT
BHUMMaHWE Ha OTCYTCTBUE B aHAMHE3€e Taknx BONbHbIX
KIMHNYEeCKNX nprsHakoB maccmnsHon TOJA [12, 46].
3T0 ofHa 13 rnaBHbIX MPUYUH NNIOXOrO BbISABEHUS
XIM3MT. Mexay Tem n3BectHo, 4To maccusHas TIJ1A
MOXeT MpoTekaTb CyOKNMHMYECKN, 6e3 BbipaXkeHHOMN
cuMnToMaTrkn. MHorouMcneHHble uccrnenoBaHust yoe-
AnTenbHo nokasanu, 4to TAJTA KNMHUYECKN NpaBunb-
HO AMarHOCTUPYIOT NuLwb y 1/3 naumeHTos [12, 26, 52].

MocTambonuyeckue nopaXxeHns cocyamcToro pyc-
na nerkux siBNsitTCS NPUYUHON TSHXKENbIX reMoAMHaMM-
YeCcKux paccTponcTs u Boicokor J1I. B Hopme cocyaun-
cTasi ceTb Nerkmx obnagaeT 3HauyMTeNbHbIMU PE3EPB-
HbIMY BO3MOXHOCTAMMU 1 Oka3biBaeT B 8—10 pa3 MeHb-
LLiee CONpOTUBIIEHME NOTOKY KPOBM, YeM cocyabl 6orb-
woro Kkpyra kpooobpatieHus (BKK). brnarogaps oco-
GEHHOCTSIM CTPOEHUS NIEFOYHOIO COCYAUCTOro pycnay
3[,0POBbLIX NOAEN YBENUYEHNE CepaeYvHOoro Beidpoca
B 2—3 pa3a NpMBOAMT NLLb K HE3HAYUTENBHOMY MOBbI-
LUEHWNIO OaBIEeHNs1 B NIEro4HOM cTBore. B ycrnoBusix
XPOHMYECKOWN apTepuanbHom okkno3nm J1I senseTtcs
KOMMEHCaTOPHOW peakumen, HanpaBneHHoM Ha nogaep-
)aHue Xn3HeHHO Heobxoammoro o6bema kpoBoobpa-
WweHus [16, 22].

lnepteHaunsa MKK pa3BuBaeTcs He y Bcex 6onb-
HbIX CO CTeHo3amu v okknoansamm JIA. B 8 % cnyyaes
C NOCT3MOONMYECKNM NOPaXEHMEM COCYAOB NErkux
ypoBeHb AaBneHus B MKK B cocTosiHMM nokos Haxo-
OWTCA B Nnpegenax HopMbl. BennunHa aHrmorpaduyec-
KOro MHAEKCa B 3TON rpynne nauneHToB He NpeBbia-
eT 16 6annos. CTabunmsawmm nero4Horo kposoobpa-
LLIeHWs BNaronpuATCTBYHOT Takue hakTopbl, Kak yMeHb-
LWeHne obbemMa LMpKynupyoLLen KpoBU, HEU3MEHEH-
Hble PeoriorMyeckmne CBOMCTBA KPOBW, HOpMarbHbIN Ypo-
BEHb ANMUMMHALIMN HOPaApeHarnvHa B nerkmx u cbanam-
CMpOBaHHasi akTyBaLmMs 4enpPeCcCOPHbIX Ba30aKTUBHbIX
cuctem [11].

Y BOMnbLIMHCTBA NALNEHTOB C OKKIMO3MOHHO-CTe-
HOTUYECKMMU N3MEHEHNSIMU KPYMHbBIX COCYA0B BbISIB-
naetca JlI. N'mnepTpodmpoBaHHbIN NpaBbI Xenygodek
(MK) moxxeT reHepupoBaTh BbICOKOE CUCTONNYECKOEe
AaBreHue, nHorga npeBbiWatoLee cucteMmHoe. Haps-
Ay C BbICOKMM cucTonmyecknm gasneHnem B MX npu
XM3JI umeeT MecTo BbICOKOE CONPOTUBIIEHNE COCY-
noB MKK. OCHOBHbIE MPUYUHBI 3TOr0 — COXpaHsaoLLa-
Acs nocTambonuyeckas 06CTPyKLUSA COCYAOB Nerkumx,
Ba30KOHCTPUKLUS, BTOPUYHBbIE MOPGONOrnyeckme nsme-
HeHusi nepudepryecKkmx NeroYHbIX CoOCya0B.

Mexay anusogom octpon TOJIA n passutmuem
X3 moxeT nponTn onpegeneHHbIn NPOMEXYTOK

BpemeHu. BO3HUKHOBEHME OAbILLKN NOCre NaTeHTHO-
ro 6eccMmMnTOMHOroO Nepmnoaa, kak npasuno, cange-
TENbCTBYET He 0 peumamsupytoem xapakrepe TOJIA,
a 0 pa3BuTUKM TpoMOBO3a in situ. Ycnosusimm ons pas-
BUTWUSI MECTHOIO TPOMB03a MOTYT ObITb CHUXEHNE KPO-
BOTOKa B AMCTalbHbIX y4acTKax aMOonmM3npoBaHHOro
cocyga nnbo apTepuuT, pa3BuBaoLLMIACS B Henopa-
XKEHHbIX apTepusax, NO4OOHLIN TOMY, KaKo UMeEeT Me-
cto npuv nepsudHon J1I". JaHHbIe naTodumamonornyec-
Kne o0cobBeHHOCTU OOBACHAKT NporpeccupoBaHue
XM3JI ¢ Te4eHnem BpeMeHn 1 HegocTaTtoqHoe 06-
paTHOe pa3BUTME NpoLiecca Nocre onepaumm TpomM63H-
naptepakromun (T33) [49].

BmecTe ¢ Tem, npu onepaTtMBHOM fie4eHnmn 6ornb-
HbiX ¢ X[ poccunckmmn nccnegosatenamu [8, 11]
He ObINo BISIBIIEHO CBEXUX TPOMBOTUYECKNX MACC Ha
OpraHn30BaHHbIX, NMOTHO CNasHHbLIX C COCYAMCTOM
CTEHKOWN, cTapbix 3MBonax, YTo NO3BONSAET YCOMHUTL-
Csl B TMNOTE3€e «NPOAOIHKEHHOro TpoMbo3ay. Mo ux
MHEHWIO, MYCKOBBIM MOMEHTOM B passutumn XM
aBnsaeTcs nonagadve B cocyabl MKK kpynHoro T3 ¢
ABNEeHAMM opraHnsaummn. bnarogaps mopdonoruyec-
KM 0COBEHHOCTSAM OH He noaBsepraeTca oparmeHTa-
umm B MK 1 uenrukom nonagaet B NerovHbIn CTBON, rae
dukcnpyeTcs Ha BrudpypKaunm Unm OKKI3npyeT ero
BeTBU. Co BpemeHeM T3 nNnoTHO cpacTtaeTcs Co CTeH-
KOW cocyfa v NOKPbIBaETCsl CNOeM HEOUHTUMBI. CTpyK-
TypHas nepecTpovika T, npogorkatLascs B Teye-
HMe MHOIMX MecsiLIEB, BeAeT K POPMMPOBaHMIO Coeau-
HUTENBbHOTKAHHBIX TSHXEN, Bnsawek n neperopodok B
neroYHbIX cocyaax, KoTopble B pa3fiMyHON CTEMNeHu
NPEensTCTBYIOT KPOBOTOKY.

Mopdonornyeckum cyoctpatom XIS saensieTcs
T3 ¢ ABNEHNAMM CoeaNHUTENBHOTKAHHOW TpaHcdopMa-
ummn. OpraHmsaumst BEHO3HOro Tpomoda B nMbpo3Hyto
TKaHb COMPOBOXAAETCA pa3pyLLUEHNEM MHTUMBI U UH-
dounsrpaumen megumn aptepmanbsHblx cocyqos [23]. Yka-
3aHHbI€ HapyLleHWsi MPMBOASAT K CTEHO3aM KPYMHbIX
apTepuarnbHbIX BETBEW U MNOMHOW OKKITH3UK KonnaTte-
panbHbIX COCYA0B, AaBasi aHrmorpadunyeckyto KapTm-
Hy «0byrneHHoro gepesa». B 20 % cnyvyaeB HM3Kui
KPOBOTOK B AMCTarnbHOM pycrie B pe3ynerate o6CTpyk-
LUn cermeHTapHbIX U cybcermeHTapHbIX BETBEW Npu-
BOAMT K BO3HVKHOBEHWIO CNamX-CMHApoma, nogobHo-
ro TOMy, KOTOpbI passuBaeTcsa npu nepsuyHomn JII n
npu cuHapome AnseHmeHrepa [36]. ObpasoBasLuMincs
B pe3ynbrate TPOMO MOXET OblTb XOPOLLIO BMU3yanuan-
poBaH Mpu aHrmorpapnyeckoM NCcrneaoBaHumn N KOM-
nbtoTepHoMn ToMmorpadun. Takum obpasom, MmexaHudec-
Koe yganeHue TpomMOOB 13 MOPaXXEHHbIX Y4aCTKOB fe-
FOYHbIX apTepuin (TPOMB3IKTOMMS), NPOBOAMBLLEECS
paHee B Ka4ecTBe MeToAa XUPYPrnvyeckoro nevyeHus
XM3NT, He MoxeT cuntaTbes acpdekTnBHbIM [19].
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PacnpocTtpaHeHue nerodHom o6CTpyKLmMmn 0BycrnoB-
nuBeaet BbipaxeHHocTb I npu XM3JTT B 6onbwumMHcTBE
cnyyaeB Npu JaHHOW NaTonorMm BeliBNAIOT 00CTPYK-
unto 6onee yem 40 % cocygucToro pycna. K nporpec-
cupoBaHuto JII npuoasaT peungusmpytoine TOJIA n
MECTHbI TPOMOO03, a Takke pemogenupoBaHne men-
KMX apTepuanbHbIX COCYL0B BHE 30H TPOMO03a, Nog00-
HO TaKOBbIM, KaKne BCTpeYatoTcs Npu nocTambonmyec-
kow J1I. daHHyto rmnoTesy NoaTBEPXKAAK0T criegyoLline
haKTbl: HU3Kas KOpPEnALMSA MeXy CTeneHbHo LieHTpanb-
HoW 06CTpyKUMM 1 cTeneHbto JTT7, foka3aHHOe nporpec-
cuposanwe JTT npu oTcyTcTBUMM peumansnpytoLlen TOJTA
[12], nepepacnpeaeneHue nero4Horo KPOBOTOKa rnocre
TO3 13 HenopaxeHHbIX obracTten k onepnpoBaHHbIM
30HaM u3-3a 6onee BbICOKOro CONPOTUBIIEHNS COCY0B
B HETpOMOUMpoBaHHbIX obnacTsx [30], BbisiBNeHue npu-
3HAKOB NTEr0YHON BacKynonaTum Npy rmcToNnorm4eckmx
nccnegoBaHusax B BUAeE rmnepTpodmm Meamm, yToriile-
HWUS1 UHTMMbI U NNEKCNEOPMHBIX NopaxxeHui [4, 48], nep-
cuctupytowas JT y 10 % naumeHTOB nocne NpoBeaeH-
How aHaapTepakTomun [49]. Mepcuctupyrowasa nocne-
onepaumoHHas JT moxeT ObITb 06ycroBneHa pa3suTu-
€M BacKyrnonaTum QUCTarnbHOro JIErO4YHOro apTepuars-
HOro pycna, KoTopasi pa3BMBaETCs B OKKITFO3MPOBaHHOM
cocyguctom pycne. laHHas runoTtesa bbina noareepx-
JeHa B 3KCMEPVMEHTE Ha XXUBOTHbIX NyTEM NEPEBSA3KN
opHow 13 J1A [48]. PasBuBLuasics nocToOCTpyKTMBHas
nerovHasi Backynonatusl npegcraensana cobown pa3su-
TUe NpeKkanuIApHbIX HPOHXOMNYNbMOHarbHBLIX COCYAU-
CTbIX aHACTOMO30B, PEMOAENMPOBAaHNE NErOYHbIX COCY-
00B 1 gucdyHKLMIO aHgoTenus [33].

Mpu gnuTensHOM TeyeHun 3aboneBaHns Nero4Ho-
apTepvanbHOe pycrno npeBpallaeTcs B CUCTEMY He
NPOCTO «PUKCMPOBAHHOIOY», @ MOCTOSIHHO YBENUYMBa-
tOLLIErocs COnpoTUBIIEHNS, NoaaepKaHme ahdeKTUBHO-
ro KPOBOTOKA B KOTOPOWN CTAHOBUTCS BO3MOXHbIM TOSb-
KO MyTem reHepauumn Bce Goree 1 6onee BbICOKOrO
hasneHnsi. BropuyHble Mopdonormieckme nsSMeHeHus
B JTErOYHbIX COCyAax, MpovcxoasaLimne nog BiMsHNem
rMnepTeH3NOHHOIo BO34ENCTBMS, B Havane 3abonesa-
HUSA noTeHumnanbHo obpaTtumel [38, 44]. Ha no3gHmnx
cTagmsax pasBmBaloTCs HeobpaTMMble OpraHu4eckne
nopaxeHnsa COCyAnCTOoro pycna nerkux [48].

B akcnepumeHTanbHbix Mmogensix XIM3JI Ha cu-
HbSIX, CYyTb KOTOPbIX COCTOsIA B O0CTPYKLMM nesor J1A,
ObINO NPOAEMOHCTPUPOBAHO NPOrPECCMBHOE YryuLle-
HWe nerovyHoro cocyamctoro conpotmenexust (JICC)
nocne pevMmnnaHTaumm nesou J1A, BoipaxatoLieecs B
Me[TEHHOWN perpeccun CTPYKTYPHbIX N (PyHKLMOHaNb-
HbIX HAPYLLEHWI, KOTOPbIE PA3BUINCH B NIEFOYHOM CO-
CyOMCTOM pycrie B TeYeHME CyLLLECTBOBABLUEN ULLe-
mMuu. NMogobHoe nporpeccusHoe ynydweHne JICC B
oTAaneHHbIn nepuog nocrie npoeseaeHna TO Habnto-

Aanun ny 6onbHbIx ¢ XM [44]. BoisBneHHbIe n3me-
HEeHWs MOTyT oTpakaTb perpecc aptepmonaTm, KoTo-
pasi pa3BMBaeTCS Kak B NOPaXXeHHbIX, Tak 1 B Henopa-
XEHHbIX cocyaax.

HapyweHunsa B cucteme remocrtasa u guc-
(hyHKUMA 3HQOTENUA NPU XPOHUYECKOMN
NOCT3IMOONIMYECKOMN Nero4yHomn runep-
TEeH3Un

JlerouHas ambonus nnm Tpom60o3 in situ npn XM
ABMAIOTCH CNeACcTBUEM HapyLLEHWIN B Kackage TPOM-
©006pa3oBaHns, PYHKLUN 3HAOTENNS, TPOMOOLMTOB —
BCEX COCTaBNALLMX npouecca koarynsauun. Tpombo-
uuTapHble aHoManumn n BroxmMmmyeckne 0COBeHHOCTU
NPOKOArynsiHTHON CUCTEMbI CO3atl0T B FIEFOYHOM pycrie
ycrnoBus gns Tpomb6o3a. OgHako A0 KOHLA HESICHO, SIB-
NATCS M TPOMBO03 N ANCHYHKLUUS SHOOTENMS NPUYn-
Hou 6o cneacTBMeM NaTonornyeckoro npowecca [41].

Koarynsaums npoucxogmt Ha noBepxHOCTY Tpombo-
LMTOB W KNETOK 3HAOTENWA. BHYTPEHHWI 1 BHELLHWI My TU
KoarynsiumMm cxogaTcs ¢ ukcaumen akTMBMPOBaHHbIX
dakTopoB X 1V Ha NOBEPXHOCTU KNETOK SHAOTENUS UMK
TpoMOBOLMTOB C POPMUPOBAHNEM NPOTPOMOMHA3HOIO
komnrekca. [laHHbIn dhepMeHT NnpeBpaLLaeT LMpKynmpy-
IOLLMIM NPOTPOMOBUH B TPOMBMH. TPOMBUH OTBEYaET 3a
npespaLleHne pmnbpuHoreHa B pnbpuH c obpasoBaHu-
em pubpuHonentnga A. B Hopme npokoarynsHTHble
PYHKLUMM SHOOTENNANbHBIX KNETOK BblpaXeHbl B MUHU-
MarnbHOW CTeNeHU, B TO BPEMSI KaK UX aHTUKOArynsHT-
Hble 1 hmbpuHONUTUYECKNE CBONCTBA Npeobnaaator.
«300p0oBbINY 3HOOTENWIN MPOOYLIMPYET MHOXECTBO hak-
TOPOB CBepTbIBaHMWS, Takux Kak dpaktop Bunnebpanaa,
TkaHeBoW chakTop M dhakTop V, HO B HEGOSbLLOM Kornye-
CTBE W HEAKTUBHOM COCTOSIHUW. QHOOTENUN Takke npo-
OyumpyeT psaa AONONHUTENbHBIX (PaKTOPOB Koarynsumm,
BKItoYast dpaktop IX/Xa, dpaktop X, TPOMOUH 1, BO3MOXX-
HO, MBPUHOreH, 0OAHaKo B pe3ynbkrare NpoLLeccoB ca-
MOperynMpoBaHusi BHyTPUCOCYAMCTOro TpomGo3a He
npoucxoauT. [MaBHble (BeayLlme ) MeXaHU3Mbl aHTUKO-
arynsiLym BKovatoT nHakTMeaumio chaktopos lla, IXa n
Xa cuctemon renapuH-aHTUTpomouH lll, nHakTuBaumto
dakTopos Va u Vlla cucremon TpoM6oOMOLYNUH-TPOM-
BUH-NpoTenH-C-NpOTENH-S 1 yTHETEHME arperauym TpoM-
OOoLMTOB NPOCTALMKITMHOM 1 OKCMOOM a3oTa.

YcTaHOBNEHO, YTO BHYTPUCOCYAUCTast Koarynaums
SIBNSAETCS HEMPEPbLIBHBIM MPOLECCOM Y OOMbHbIX CO
Bcemu popmamu neroyHom Al Tak, ypoBeHb B KpOBU
pubpurHonenTuga A, KOTopbIi OTpakaeT akTUBHOCTb
TpOMOUHA, 3HAYUTENBHO YBENNYEH NPU JAHHOW NaTo-
noruu [20]. [Jo koHUa He SICHO, ABNSEeTCS N 3TO cneg-
CTBMEM FEHETUYECKUX HapyLUEHUA MO0 BTOPUYHON
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OVCYHKLIMEN KNETOK 9HAO0TENUS U TPOMOOLIMTOB BCnea-
cTBMe Tpombo3a.

YacToTa BbISIBMEHWs HacneaCTBEHHO 0BYCroBeH-
HbIX (DaKTOPOB pUCKa pa3BUTUS TPOMOO3a, TaKNX Kak
aHTUTPOMOWH lll, npoTtenH C, npoTenH S, dhakTopbl My-
Tauuun V nll, y 99 nauneHToB, ob6cnegoBaHHbIX MO No-
BoAy noctambonuyeckon JTT, n'y nuL, KOHTPONbHOW rpyn-
nbl He pa3nuyanacs [56]. IHTepecHo, 4To pacnpocTpa-
HEHHOCTb BCEX FrEHETUYECKNX (DaKTOPOB pUCKa TPOM-
603a, BbIsiBMNeHHbIX ¥ 147 naumenToB ¢ XIM3AJII, 6bina
BbiLLE, XOTS1 AOCTOBEPHO U HE OTNMYanachk OT 4YacToTbl
BbISIBNEHUS Y MWL, KOHTPOMNBHON rpynmbl. Takas H1U3kas
YacTtoTa BCTPE4aeMOCTN HacneaCTBEHHbIX (aKTOpPOB
Tpombodunum y naumnenTos ¢ XIMOJI 6bina gocraTou-
HO HeoXuaaHHoW, Tak Kak npuunHon XMIAJII asnsetcs
Tpom603. HanpoTug, y nauneHToB AaHHOWM rpynmbl OT-
Meyvarcsi BbICOKMI ypOBEHb aHTUAOCHONMNNOHBIX aH-
TUTEN U BONYAHOYHOIO aHTUKOAryIsiHTa, YTo CBUAETE b-
CTBYET O HANM4Mn ayTOMMMYHHOTO npoLecca 1 anc-
dyHKUMM aHgoTenus npu XIS [18].

Bo MHormx mccnenoBaHusix 6bino obHapyXeHo
yBENMYEHNE KOHLIEHTPaLMM B KPOBU MHIMBUTOpa aKTu-
BaToOpa nnasmunHoreHa-1 ¢ HeagekBaTHoM UOPUHONN-
TUYECKOW aKTUBHOCTBIO Nna3mMbl. Pesynsrarbl namepe-
HWS! YPOBHSI aKTMBaTOpa NiiasmMmHoreHa B KpoBu y 60rb-
HbIx ¢ X[M3J1I 6onee NpoTUBOPEUNBLI: HEKOTOPbLIE aB-
TOpbI COOOLLAOT O €ro yBenMyeHnm, Torga kak apyrue —
O CHWXeHWM B0 06 OTCYTCTBMM KakUX-Nnbo OTKIOHe-
HUKM oT HopMbl [39]. MccnegoBaTtenu genatoT BbIBOS,
YTO CHVKeHME PUOPUHONTUTNYECKON aKTUBHOCTW F1ErOM-
HOro 3HA0TENMS ObINIO BTOPUYHBLIM M pa3BMBaIioCch Kak
cnencTteue bonesHu.

AnarHocTnka XpoHn4ecKkom NnocTambo-
FINYECKOW J1Iero4yHOM rmnepTeH3um

OwnarHos XM3JII ycTtaHaBNMBaOT HA OCHOBaHUN
KNMMHUYECKON CUMMTOMATMKM — HanM4mm ogbILLKu, Npa-
BOXEIYA04YKOBOW HEQOCTAaTOYHOCTUN, CUHKOMNAmMbHbIX
3MN3040B U CTEHOKAPAUTUYECKNX Donel, cnpoBoLMpo-
BaHHbIX (PM3NYECKMMU Harpy3kamm, KpOBOXapKaHbs 1
Gonen B rpyaHon knetke. CyuiecTBeHHO obrerdatoT
MOCTaHOBKY AMarHo3a ykazaHusi Ha MpeaLlecTByoLLme
anu3ogbl Tpomboambonuu, KoTopble, Kak Npasuno, ob-
HapyXuBalT b6onee 4eM y NOMNOBMHbI MNALMEHTOB C
XIM3JT. NHorga B aHaMHe3e MpUCyTCTBYOT MHEBMOHUS
U NNEBPUT, KOTOPbIE TAKXKe SABNSTCA CNencTBuem
T3ONA [2, 4, 22, 35].

B nutepatype HeT eanHOro MHeHMs o Bo3pacTe
OonbHbIX ¢ JaHHbIM 3aboneBaHmeM. V. Houk u coas-
TOpbI NPV MOBEAEHUW ayTOMNCUI BbISIBNSNM NOCTAMBO0-
nuyeckne nopaxeHuna J1A kak y 15-neTtHmx nogpocT-
KOB, TaK 1 nauneHToB ctapuwe 80 net [9]. o gaHHbIM

B.I" Muwanosa n A.N. Ocagyero [7], cpeaHunin BO3-
pact 6onbHbix ¢ XIM3JII cocTaBun B cpegHeMm
(48,0+7,4) rona. No pesynbraram cob6CTBEHHbIX HabMto-
Aenun XM3NTI nmena mecto y 14 My>4mH u 18 xen-
LwmH B Bo3pacTte 38—74 net (B cpegHem (50,5+10,6) ro-
aa) [2]. Hamu Bbinun ctatucTnyeckn obpaboTaHbl Knu-
HUKO-aHaMHeCTUYecKne nokasatenu naumeHToB C
XM3JT, 4TO NO3BONUIO BLIABUTL CrieaytoLLmne Nnpeaunk-
TOpbl 3a60neBaHUs: PeELIMONBUPYHOLLIMIA XapaKkTep Teye-
Hus TOMNA, LaBHOCTL BEHO3HOM NaTonornm 6onee 6 ner,
TshkecTb ocTpon TIAJIA, oTaroweHHast HacneacTBeH-
HOCTb (pa3nuyHble hOpMbl BEHO3HOW HEAOCTAaTOYHOC-
TN y GN3KNX POACTBEHHMKOB), OTCYTCTBUE ANUTENBHO-
ro npuema (Unu HeperynsipHeIN NpMem) HenpsIMbIX aH-
TUKOArynsHToOB Nocre anu3oga oCcTpon amGonuu, 3ro-
ynotpebneHve ankoronem, n3bbiTouHasa Mmacca Tena, y
XEHLUUH — NpUeM nepoparbHbIX KOHTPaLUeNTUBOB U
KnuHunyeckne nposisnenuns TOJ1A B paHHMin nocnepo-
noBbIN nepuog [5].

Ona anardHoctnkm XMOJNIT B HacTosllLee BpeMs
NCNONb3yT HEMHBa3UBHbIE N MHBA3MBHbIE ANArHoc-
TUYECKMEe MeToapb!.

YneTpa3BykoOBOE MCcreaoBaHme cepaua (axokap-
avorpacdusi) 1 BEHO3HbIX COCYAO0B (LIBETOBOE Jonmnne-
POBCKOE KapTMpOBaHue) ABnstoTca obsa3aTenbHbIMU
MeTo4amu AnarHoCTUKM n guddepeHLumansHon gnar-
HocTukun XM3JI. Hannune npusHakoB ocTpon n(unm)
XPOHWYECKOM NaToNorm B BUAE BEHO3HbIX TPOMOO30B,
nocTTpoMbodnebrTMiecKoro cMHapoMa B CUCTEME HUX-
HeW Moo BeHbI (pexxe — BEPXHEW Moo BEHbI), XpO-
HMYECKOW BEHO3HOW HE4OCTAaTOMHOCTU B CUCTEME MOA-
KOXHbIX BEH ABMAIOTCA Hanbonee cneumdunyeckumm
ONarHoCTU4ECKUMU NpU3HaKaMu, NO3BOSIAIOLLMMM rO-
BOPUTb O BEHO3HOW TPOMOO3IMBONUN Kak O Npu4mHe
XpoHudeckom I,

Oxokapgunorpadus, XoTs U He NO3BONSAET HEMNoC-
pPeACTBEHHO BU3yanu3npoBaTb TPOMOOTMYECKYHO OKK-
MO3MI0 NETOYHbIX apTepun, TEM HEe MeHee JaeT TOou-
HY10, MCYEPMbIBAOLLYHO MHAOPMALMIO O CTENEHW Bbl-
paxeHHocTn NI u ancyHkumn MXK. MNpusHakamum
XN3NT sasnstoTcsa rmneptpodusa u gunataums MK, guc-
KnHe3us mexokenyao4dkoBon neperopoaku (MXKI), Tpu-
KycnuaanbHas peryprutaums, gunarauus cteona J1A,
Avnartaums HYXKHEN Noron BeHbl C HEAOCTATOYHbIM Cra-
AeHnewm ee Ha Bgoxe [1, 28]. HekoTopble 13 axokapau-
orpadgudeckux npusHakos XM nonyyunu opurn-
HanbHble Ha3BaHus (npusHak McConnell, xapaktepu-
syowwmin cneuyundundeckyro knHetuky MXKI npu nepe-
rpy3ke MK gasneHnem [45], npnsHak 60/60 [42]. Moc-
negHun npegcraBnseT cobon OTHOLIEHNE BPEMEHU
yckopeHunsa kpoBoToka B cteosne JIA — AcT (60 mc n
MeHee) K BENMYMHe rpagueHTa gaBreHus Ha TPUKyc-
nuganbHOM knanaHe (60 MM pT. CT. n MeHee).
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BaxxHbIM audhdpepeHuUmnansHO-UarHoCTUYECKNM
NPU3HAKOM SIBMSIETCS COCTOSIHME NEBOro Xenyaoyka
(ITK), koTOpbIN, B OTNMYME OT €r0 COCTOSHUS NP NOCT-
kanunnspHown I npy MuTpansHOM CTEHO3e U 3aCTOM-
Hon CH Bcneactame natonorum «nesoro cepaua» (MBC,
OKMIM, I'b, MmnokapanTbl 1 gpyrue), coxpaHsieT Hop-
ManbHble pasMepsbl, N Aaxe HECKOSbKO YMEHbLUEH
n3-3a caasneHus gunatuposaHHbiM K. Kak npasuno,
npv OTCYTCTBUM KNMHMYeCKMX npossneHuin CH, cokpa-
TUTenbHasa yHkuuna JIK octaetca coxpaHHou [13].
MeTopg oonnnepaxokapanorpadun N03BONSET Konmye-
CTBEHHO onpeaenuTb CUCTONMYECKOe N cpeaHee NaB-
neHwve B J1A, cTeneHb BblipaXeHHOCTU TpUKycnnaanb-
HOW perypruTtaumu.

PagnoHyknmnaHoe nepdy3voHHOE CKaHNPOBaHWE,
K COXKarneHuto, N03BOSISAET NOCTaBUTb TOYHLIN AUarHo3
NYLWb MPU OKKMO3MOHHOM MOopaXkeHun cocyaoB. Me-
TO[ MMEET CyLLECTBEHHbIE AMarHOCTMYECKNE OrpaHu-
YeHUs B BbISIBIIEHUM NOCTAaMBONMYECKUX CTEHO30B Jle-
rOYHOro CTBOJIA W €ro rMaBHbIX BETBEW. BMecTe ¢ Tem,
C ero NoMoLLibHo BO3MOXHO andodpepeHumposatb XIMOJIT
oT nepeuyHon J1I, Npn KOTOPOW Ha ckaHorpammax 06-
Hapyxu1BatT Anddy3HOe «JIOCKYTHOE» HaKonneHme
paguodapmnpenapara no nepudepun nerkux. Pesynb-
TaTbl Nepdy3nOHHOTO CKAHUPOBAHWS NETKMX Aat0T BO3-
MOXHOCTb NPaBWIbHO NTaHMpPOBaTh NOBEAEHNE PEHT-
reHOKOHTPACTHOro uccrneaoBanus [46, 52]. «3onoTbim
cTaHgapTom» B Tonuyeckon gnarHoctuke XIM3AJT u
onpegeneHnn TSHXKECTU OKKIMO3MOHHOIO MOpaXKeHus
sBnsieTcs aHrnonyneMmoHorpadus (AllN). MeTog npo-
TuBOMoka3aH 60MbHBIM C AEKOMMNEHCMPOBaHHBIM JIEroY-
HbIM CepALEM.

WHTepnepTaums gaHHbix AT npu XM3JIT 6onee
3aTpyaHuUTENbHa No cpaBHeHUto ¢ ocTpon TAJIA. Bol-
[ensT 5 0CHOBHbIX aHrnorpadmMyecknx npusHakoB
3aboneBaHus: 1) Mellkoobpa3Hasa aedopmMaumns OgHOM
n3 BetBer J1A, koTopasi MOXKeT ObITb MPUHATA 3a NpU-
3HaK MOSTHOW areHe3un cocyfa — CMMMTOM «amnyTa-
Luuny», 2) nonepeyHasi UICHePYEHHOCTb apTepuarnbHbIX
cocynoB 06pa3oBaHNsIMU, HANMOMUHAOLWMMW XOPAbI,
3) HepaBHOMEpPHOCTb NPOCBETa apTeEpPUanbHOro cocy-
0a, 4) oTCyTCTBME HEMPEPLIBHOCTU CTEHKM cocyaa, 5) oT-
CYTCTBME CErMEHTapHbIX UMW JONEBbIX apTepuanbHbIX
BETBEN C NapeHXMMaTO3HbIMU AeheKTaMm B yKa3aHHbIX
obnactsax. ToyHocTb MeToaa B amarHoctuke XMOJT
MoBLILLIAETCH 32 CHET OAHOBPEMEHHOTIO BbINOSTHEHUS
nccnenoBaHuns B NpsiMoin 1 6OKOBON NPOEKLNAX — MOo-
nMnNo3nuMoHHas aHrmorpadwms [11, 22].

CnupanbHas komnbloTepHasa Tomorpadums (CKT)
BbICOKOIO pa3peLUeHnst MOXeT 0OHapyXmBaTb OOCTPYyK-
LMIO UM YMEHbLUEHWE NPOCBETA Cocyda MNo cpaBHe-
HWUIO C KOHTpraTeparnbHbIM CocyaoM. [JaHHbIA MeToq
XOPOLLIO BbISIBNSAET NPOKCMMAaribHble MOpaXKeHus, Toraa

Kak aucTanbHble OTAEMbI BU3yanu3npytoTcs HeJoCcTaTou-
HoO. Takmm o6pa3om, HopMmarnbHbIe pesynbraThl, NonyYeH-
Hble MmeTogom CKT, He NO3BONSAT NOMHOCTBLIO UCKITHO-
untb anarHo3 XM MNo3ntmneHbIM cBoncTBoM CKT siB-
NsieTcs BO3MOXHOCTb BbISBNIEHNS aTEPOMATO3HbIX Karb-
undmkatos B JIA, 4TO MOXET OTpULIATENBHO BMUATL HA
yCheLUHble Ucxoabl TPOMO3HAaPTEPIKTOMMUK [24].

OudbdbepeHumnansHbin anarHos XIS BcneacTtane
BEHO3HOW aMbonuu HeobxoaMMo NPOBOANTL C 3IMOO-
nMaMun Npu Apyrux natonormyeckux COCTOSAHUSX, Ta-
KMX Kak aHrmocapkoma J1A, ambonus onyxonesbiMu
Maccamu npu pake NoYku, LLMTOBUAHOM Xenesbl, Mo-
4YeBOro ny3bIps, andek. [Npn 3ToM AOCTaTOYHO MHGOP-
MaTMBHbI MCCe40BaHUS Ha OBHapY>XeHUe OHKOMapKe-
poB. CofepXnmoe napasutapHbIX KUCT Npuy UX yaane-
HuM moxeT nonagatb B HIMB n otcenBaTtbes B MKK. J1T
npu 6onesHun Takasicy nposisnsetcs npu All B Buge
aHeBpu3M J1A, B coveTaHum ¢ ux TpoMb6o30oM. [laHHble
N3MEHEHMS COMETAIOTCS C apTepunTom cocyoB BKK n
KOXXHO-MbILLEYHbIMW NopaxeHnamm. Gbpo3HbI Meau-
aCTUHUT MOXET BbI3biBaTh JIAIT M MMETb aHanornyHble
aHrmorpaduyeckue 1 KOMNLITEPHOTOMOrpadmyeckme
npusHakun. CyLecTBEHHOE OTNMYMNE €ro 3aknyaeTcs
B MOpa)KeHWM APYrMX OPraHoB, TaKMX Kak BEPXHSAA Mo-
nas BeHa, nuuieBos, Anadparma, Bo3BpaTHbIE HEPBbI
N NEroYHbIe BEHbI, C Pa3BUTUEM Kak npe-, Tak 1 NocT-
kanunnspHon JI [22].

Haunbornee 4yacTo B KIMHMYECKOW NPaKTUKe NPUXOo-
avtea guddepeHuupoatb XMAJIT n BTopuyHyio JI
BCIEACTBUE XPOHNYECKNX OOCTPYKTUBHBIX 3ab0reBaHnn
nerkux (XO3IN), a Takke XM 1 nepsuyryto JT. Mpu
3TOM LIEHHYI0 MHOpMaUMo NPeacTaBnsalT AaHHbIe
aHamHe3a, nccnegoBaHne PyHKLMN BHELLHETO AblXaHus,
pe3ynbrarbl 4ONOMHUTENbHBIX MHCTPYMEHTaNbHbIX Me-
TOAOB UCCNEeO0BaHNs — YNBTPa3BYKOBOE aHTMOCKaHUPO-
BaHue, nepdy3noHHas cumHturpadoms nerkmx, Alrl, ka-
TeTepmnsaums npaebIX 0TAEN0B cepaua [2].

CneunanucTtbl, 3aHMMarLWmecsa npodnemon
XI3JT, ocoboe BHMMaHue obpallatoT Ha He4oCTaTou-
Hble 3HaHUs NpaKTU4eCKNX Bpayemn o JaHHOW NaTono-
rw, ykasbiBasi Ha TO, YTO ecnv 60MbHbIX 1 rocnuTanu-
3UpyIoT B nneyebHble yUpexXaeHns, TO yXKe Npu JeKOM-
neHcaumm cepaeyHon AesTeNbHOCTM 1 B OCHOBHOM B
TepaneBTUYECKNE OTAENEHUS.

o cux nop He paspaboTaHa YyeTkas cTpaTerys u
TakTMKa HabnogeHns 1 NeYeHns NaumeHToB, nepeHec-
wmx TOJ1A. Kak npaBuno, nony4nB COOTBETCTBYIOLLEE
rnieyeHune B crneumanmanpoBaHHOM CTaLMoHape v BbInu-
CaBLUUCb U3 HEro, NauMeHT nonagaeTt no4 Habntoae-
HWe y4aCcTKOBOIroO TepaneBTa, B JTyYLLIEM Criyyae — Kap-
anonora. EanHcTBEHHBIM 00LWEenpuHATLIM NabopaTop-
HbIM METOAOM KOHTPOSA 3a COCTOSIHUEM CUCTEMBI Fe-
MOCTasa siBnsieTcsa Koarynorpamma, a TouHee, onpe-
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AeneHve BenuynHbI NPOTPOMBMHOBOrO nHAekca. o ero
BENUYNHE Bpay-TepanesT cyauT 06 aaekBaTHOCTM 403bI
HenpsIMbIX aHTUKOArynsiHToB, KOTOpble 60NbHOM Haun-
HaeT NpMHUMaTb, eLle Byayyu B cTaLMoHape.

CobcTBEHHbIN ONbIT HAabntoaeHus 3a 185 6onbHbI-
MU, nepeHecwmmmn TONA, oeTanbHbIN aHanM3 Xxapak-
Tepa TeyeHunsa 3abonesaHns Nocne BbINMCKU N3 CTauu-
OHapa nokasar, 4YTo y 60oMbLUNMHCTBA U3 HUX B OTAArNEH-
HbI Nepuop pernctpuposanu ot 1 oo 4-5 peunaneos
3ambBonnn, KOTopble He HOCUIM MaCCMBHOIO XapaKTepa,
MMENu CTEPTYHO KINUHUYECKYIO CUMNTOMATUKY, U NO3TO-
MY H1 B O4HOM M3 Crny4aes He Oblnv CBOEBPEMEHHOTO
ONarHoCcTupoBaHbl 1 NponeYyeHsl. Takoe HenpepbIBHO
peumanBupytoLLiee N Hepacno3HaHHOE TeYEHNE BEHO3-
HOM TPOMBO3MBONNKN Mbl paccMaTpBaeM B Ka4ecTBe
peLuaroLLero haktopa BbICOKON HYacTOTbl Pa3BUTUS Y
3TUX NauneHToB xpoHuyeckon JIIN — no pesyneratam
cobcTBEHHOro HabnoaeHus, B 17,29 % cny4yaes.

K coxaneHuto, 40 HacTOosILLEro BpeMEHU He ObINo
NpoBeAEeHO KpynHOMacLUTabHbIX MCCrieqoBaHU, kaca-
IOLLIMXCS BOMPOCa ANarHOCTMKN, NeYeHns U npodunak-
Trkm XM3JT. 3T0 aABNsieTCst 0QHOM U3 NPUYNH HeAOCTa-
TOYHOWN MHHOPMMUPOBAHHOCTU N OTCYTCTBUS HACTOPO-
YKEHHOCTM NPaKTUYECKMX Bpadel B OTHOLLEHUN BEHO3-
How TpoMBoambonum BoobLue 1 XIMIAJII B YacTHOCTHL.

Mbl npegnaraem NpocTyLo 1 4OCTaTOYHO ahdek-
TMBHYIO, Ha Hall B3NS4, CXeMy ANArHOCTMYECKOro
novcka XIMOJT, koTopas MOXeT ObITb YCMELLHO UCMOMNb-
30BaHa Kak kapaunonoramu, Tak u Bpadyamu obLueknm-
Hu4eckoro npodmna Ha aTanax NOSMKIMHNYECKOTO U
cTaumoHapHoro obcrnegoBaHust naumeHTa (cxema). B
Hew nocnegoBaTesibHO OTOOpaXKeHbI KMntoveBble gnar-
HOCTUYECKNE NapaMeTpbl, Ha KOTopble He0bXxoaAMMO
obpawaTtb BHUMaHWe npu nogo3penun Ha XI9JIl, a
Takke oNTMMM3NPOBaH 0O bEM ANArHOCTUYECKMX UCCTIe-
noBaHuUi. MNMonoXxmntenbHbIM MOMEHTOM, Ha HaLl B3rnsa,
SIBNSAETCA TO, YTO BECb KOMIMIIEKC PACCMOTPEHHbBIX AN-
arHoCTUYECKUX MepPOoNpUSATUIA MOXET ObITb NPOBEAEH
eLle Ha NepBMYHOM aTarne obcreqoBaHus naumeHTa (B
NONUKIMHKKE, CTauuoHape obuero npoduns).

CoBpemeHHble noaxoAabl K nevYeHuto
Xnanr

MpaBoxenyaoykoBas He4OCTaTOYHOCTb, 06YCnoB-
NeHHas MexaHN4YeCckUM NpensaTCcTBUEM B NErOYHbIX CO-
cydax, Nroxo nogaaeTcs MeaMKaMeHTO3HON Koppek-
umm. MporHo3 y naumeHTos ¢ XMN3JI kpanHe Hebnaron-
pUSTHbIN. [py NepcuUcTUpyoLLLen OKKIH31K Nero4Horo
CTBOMAa W ero rrnaBHbIX BETBEN NPOAOIMKUTENBHOCTb
XWU3HW He npeBbilwaeT 3—4 net [9, 26]. YacTo oT npo-

rpeccupytoLLemn cepaeyHo-nero4yHomn HeoCcTaToOvHOC-
TV YMUPALOT NIOAM MOMOLOro 1 CpeHero Bo3pacTa, He
OTHAroLweHHble Ao pa3suTna TIJA HUKakuMuK Apyrumu
3aboneBaHusamun [16, 17].

B HacTosLLee BpeMsi 0OLLENPU3HAHHBIMM SIBNSOT-
CS1 TPV OCHOBHbIX HaNpaBieHNsi B NlIe4eHUM BONbHbIX C
XM3NM™: 1) nnkBuaaums aTMonornyeckoro akropa;
2) CHWXEeHWE Pe3NCTEHTHOCTU COCYAOB NErknX; CHMXe-
HWe npegHarpysky; 3) ynyJleHne yHKLMOHaNbHOro
COCTOSIHNS MpaBblX OTAENOB cepaLa.

B nepBom cny4ae Heobxoaumo npoeegeHne ac-
(hEKTMBHOIO U CBOEBPEMEHHOTO NeYeHMs 1 Npodmnak-
TUKN TpOoMBOdNedbuToB 1 TPOMB0O30B, MMNAHTALMMK
KaBa-punNeTPoOB, Xnpyprudeckoe yaaneHne TO ns3 JIAB
nepwog octpon TAJIA.

EOvHCTBEHHBbIM pagukansHbIM METOAOM FEYEHMUS
XMAJI Ha cerogHsALWHNA AeHb ABNSIETCA onepaumna T30
B YCIOBUSIX UCKYCCTBEHHOIO KpoBOOOpaLLeHust, KOTO-
pasi N03BONSIET MeXaHNYeckn ocBoboanTb JIA oT TpoM-
B©oTnyeckux macc n cHuauTb JICC, no kpanHen mepe,
Ha 50 % [7, 10, 31, 32]. BHyTpucocyancTbI nHTpaone-
PaLVOHHbBIN MaTepuan npeacTasnsieT cobon hmbpoaHyto
TKaHb, NNIOTHO CMAAHHY C UHTUMOW, KOTOPYHO HEBO3-
MOXHO yaanutb MeTogamm NpoCToN TPOMOIKTOMUU U
AvnaTaumen nopaxeHHoro cocyga. Bece 6onbLuee pas-
BMTME NONy4YaeT MeTon 3HOOCKONMUYECKON NTIEro4HON
T30 [24].

PaHHMMK ocrioxkHeHnAMM onepaumm TOJ aBnsitoT-
¢S penepdy3noHHbIV CUHAPOM C pa3BUTMEM OTeKa ner-
KMX, OCTpas NpaBoXesy4oykoBast HE4OCTaTOYHOCTb,
pa3pbIB COCyaa B MECTE onepauun, napanvd guadpar-
MaJlbHOIrO HepBa, rocnuTarnbHasi MTHEBMOHMS. PeTpom-
603 B 0bracTv NpoBeaeHns onepaumm, ¥ 0CoBeHHO Npu
OHOCTOPOHHEM MOPaXKeHWW, BCTpeYaeTcs peaKo. Yny4-
LLIEHNE COCTOSIHMSA MaLMeHTa NPoONCXoauT B Te4EeHne
HECKOJTbKMX MecsiLeB nocrie onepauun. T30 nokasaHa
npw nopakeHnn cTeomna v gonesbix BeTeen J1A. Pesynb-
TaTbl €e 3aMETHO XYXXe Npu ANCTanbHbIX MHOXECTBEH-
HbIX CTEHO3aX, Kora pa3BuBaloTCS NTErOYHbIE apTepu-
UTbl B HEMOPaXKeHHbIX yvacTtkax [7, 10, 25, 30].

Ecnn B 1984 . BO BCeEM MUpe HacuYMTbIBANoOCh
Bcero 85 nauneHToB, KOTOPbIM Oblina Npou3BeaeHa one-
paumst TOO u3 J1A ¢ nokasarenem nepuonepawmoHHOn
netanbHocTM okono 22 %, To k 2001 r. o6wee konu4ye-
CTBO JaHHbIX onepauun coctaensno 6onee 1500, ¢
nokasatenem netansHoctn 6-8 % (P. Fedullo, 2001).
P. Dartevelle n coaeTopbl (2004) coobLyatoT 0 275 one-
pauusax 3a nepuog 1996-2003 rr. ¢ neTanbHOCTbIO
10,9 % [25]. B Begywwmx Kapamoxmpypruyeckux Knm-
Hukax YkpauHbl B 2003 . Hacuntbisann 47 (B.I. Muwa-
nos, A.N. Ocagunii, 2004) [71n 9 (B.M. Togypos, 2005)
[10] ycnewHo npoBeAeHHbIX XMPYPruYecknx BMeLla-
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BonbHon, nepeHecwnn TIAJIA

v

MpepukTopbl pasuTtua XMN3ANT

— Mornogown n cpegHui BospacT — oo 40-45 net

— AnuTenbHbIA «BEHO3HbIY» aHaMHe3 (HanM4yne XpoHNYECKON BEHO3HON HeJOCTaTOMHOCTU HIDKHNX
KOHEYHOCTEN B TEYEHNE HECKOMbKMX NET)

— Monogble xeHwWwuHbI, nepeHeclume anmsog TAJA B nocnegHem TpumecTpe 6epeMeHHOCTU U B paHHUIA
nocnepoaoBbIf Nepuos,

— MNauuneHTbl ¢ HacNeACTBEHHOWM NPeapacnonoXeHHOCTHI0 K XPOHUYECKON BEHO3HOW HEAOCTATOYHOCTH
(Bapuko3Has 1 TpoMbodnebutnyeckas 6onesHb y Gnvkanumx poacTBEHHUKOB)

— ManonoaBwxHbIN 06pas n3Hu

— M3bbiTovHas macca Tena

— 3noynoTtpebneHve ankoronem

— lNprem nepoparnbHbIX FOPMOHAaNbHbIX KOHTPALLENTBOB

Knunnueckue BapuaHtbl XM

e T~

JleroyHbIn BapuaHT KapaunanbHbin BapuaHT

— ofblLKa, NPUCTYMbI yayLLbA, — ofblwka, 6onu 3a rpyanMHon, cBA3b

Gonu B rpyAHON KeTKe NiIeBpUTUYECKOro OAbILLKM 1 Bonew ¢ huanyeckon

xapakTtepa Harpyskou
— MNOBbILLEHNE TEMMEPATYpbI Tena N -

patyp CMeLaHHbI NapoKCM3MarbHbIe HapyLIeHNs puTma
— KpoBOXapKaHbe Ba — @aHTUaHMMHaNbHbIN 3PEKT HUTPATOB
puaHT
— oTcyTcTBME adhdhekTa OT M @aHTaroHUCTOB Kanbuus
NpOTMBOBOCMNANUTENBLHOW Tepanum
3aTsxHoe, peuuanBmpyoLLlee Te4eHne ¢
¢ OuddepenumposaTts ¢ VBC,
OudbbepeHumposats ¢ XO3J1, XpOHMYECKON MroKapaUTamu

NHEBMOHWEN, PaKOM Nerkoro

A

O6bekTuBHbIE KpuTepun XM

\ BonesHeHHOCTb HWXHEro Kpas
neyeHv Npu nanbnaumu

AkpoumaHos, brneaHocTb

KOXHbIX MOKPOBOB AkueHT Il ToHa cepaua Ha 1A
[MacTo3HOCTL UNK OTeKn
A 4 HWKHUX KOHEYHOCTE, ABMNEeHUs
Ounatauusa n nynscaums Bapukosa

APEeMHbIX BEH

\ Cucrtonunyeckmm Wwym B Todke BoTknHa
(TPMKycnuaanbHas HE[OCTAaTOYHOCTD)

OTcyTCTBVIe Nnpu3HakoB 6p0oncnasma, OCTpoOro
BOcCnaneHua npu ayckynbTaunun nerkmx

Cxema. [JuazHocmuyeckul nMoucK XpoHu4eckol sleeo4HOU aunepmeH3uu y 605bHbIX ¢ mpomboambonuel neeo4HOU apmepuu 8
aHamHe3e: obbekmusHble (A), nabopamopHbie u uHcmpymeHmarnbHblie Kpumepuu (b). XBH — xpoHu4yeckasi eeHo3Hasi Hedocma-
moy4Hocmsb; MNTOC — nocmmpombogrebumudeckuli CUHOPOM.
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JTabopaTopHble 1 MHCTpyMeHTanbHble kputepun XM 1

v

KnuHuyecknin aHanus
KPOBM — BO3MOXEH
3pUTPOLNTO3,
TpombouuToneHus,

BSI3KOCTU

OKT-otknoHeHne 30C Bnpaso,
CMeLLEeHNE NepexXoHON 30HbI BMEBO,
p-pulmonale, >xenyao4koBbie KOMMeK-
cbl TMna S1-Q3, oTpuuarteneHblie 3y6-
ubl T B oTBegeHusax V2-V3, brnokaga
npaBon HOXKWN ny4ka [nca

'

PeHTreHorpamma nerkmx —
yBenuuyeHne TeHn cepaua
BMpaBo 1 Knepeaw, BblibyxaHne
Ayru koHyca cteona JA,
cybnnespanbHbIi MHPUNLTpaT
(B cnyyae nHdapkT-

v

NMHEBMOHUN)

Arperatorpamma, Tpomboanacrorpamma, koarynorpamMma
noBbILLEHNe arperalum TpoMooumnToB, runepdundbpuHoreHe mus, Hannuue MA®

(dpnbpuHoreH B, 0 D-gumepa, pub pMHMOHOMEpPHbIE KOMMNEKChI + 3TaHOMOBbIN
W NpoTamMuHCyNbdaTHbIA TECTHI, J ATIIl, C, S-npoTenHoB,
{ akTBHOCTV ChMBPUHA3I)

Cnmporpacdus
6e3 naTornoruu

P v

Y3W BEH HUXHUX KOHEYHOCTEN:
BbISIBIIEHNE NPU3HAKOB OCTPOro
BEHO3HOro Tpomb0o3a,
aunarHocTuka NTOC
n Tsxkectn XBH

/Sxor(ap,qmorpacbvm n gonnneporpagus: \
— runeptpodumsa MK, gunaTtaums MK v MMM, TpukycnupansHas
HEeO0CTaTOMHOCTh
— v OB X, BbIiBNEeHNe peMoaenpoBaHms 1 30H TMNOKUHE3NU
munokapga Mx
— pacwupeHue HIMNB n lee KonnabupoBaHusl Ha BOOXE,

cpenHero gaenenus B J1IA > 19 mm pT. CT.,
HOpMarnbHbIe UNKU YMeHblUeHHble pa3mepsbl JDK, HopmansHas OB

K”)K, HopManbHbIi UM + MOC /

BeposaTtHocTb XIM3AJ BbICOKA
HoobcnenosaHune B cneumanmanpoBaHHOM

|
i

Kapanoxmpyprmieckom ctaunoHape
Pelwenne Bonpoca 06 onepaTtMBHOM Je4YeHnn

TenbcTB npu XM3JI. BMecTe ¢ TeM UCNONb30BaHNE pe-
KOHCTPYKTMBHbIX ONepaTMBHbIX BMELLATENbCTB He BCe-
raa BO3MOXHO, ¥ B YaCTHOCTU, MPU Hanm4inm Tpomoo-
30B menkux seteen JIA [7, 10].

Mpu XM3JIT NnpMMEHSIIOT TpaHCMaHTaLUMIO NTErKuX,
O[HAaKO KONMMYECTBO TakMxX onepauumn HamMmHOro Hmxe
yucrna TpaHcnnaHTaumi nevyeHn, NoYeKk unm cepaua.
Jlerkve, B 0TnM4me OT ApYrnx OpraHoB, TECHO KOHTakK-
TUPYIOT C BHELLHEN Cpeaion Yepes TpaxeobpoHxuarnb-
HOe OepeBo, NO3TOMY Nepecagka Nerknx ConpoBOX-
AaeTCs BbICOKMM NPOLIEHTOM pa3BUTUSA MHEBMOHUN B
AoHopckom nerkoM. Kputepum Beibopa peuunueHTta
AN nepecagku nerkmx cnegyrowme: Bo3pacTt MeHb-
we 55 neT, oTCYyTCTBME MEXaHNYECKON AblXaTeslbHOMN
He4oCTaTOYHOCTM, BbI3BaHHOW, HANpUMep, CKOMMO30M,
OTCYTCTBUE Napanuya gnadparmansHOro Hepsa, OH-
KOMormyeckoro npouecca n gpyrux Tskenoix 3abone-
BaHMN. TpyAHOCTM, C KOTOPbIMM CTarKMBAKOTCA Nocne

NpoBeAeHMs TaKOro poaa onepauumn, — 3TO BbICOKUN
nokasarternb nocneonepaumMoHHon cmepTHocTN — 20 %,
NOXW3HEHHAs MMMYHOCYMNPECCHS, MOBbILLEHHas Npea-
pacnosioXeHHOCTb K BakTepmnanbHbIM, BUPYCHBIM U
MMWKO3HbBIM NOPaKeHUAM, a Takke K POpPMMUPOBaHNIO
numconponudepaTnBHOro CUHAPOMA, CBA3AaHHOMO C
AnuTenbHbIM MPMEMOM MMMYHOCYNPECCOPOB, pa3Bu-
Tue BPOHXMONUTOB U AbIXaTeNbHOW HEAOCTAaTOYHOCTY.
3a nepuopg 1986—-2002 rt. B knnHMke Marie-Lannelogue
(PpaHums) [24] 6bina npoBeaeHa 101 onepaums no
TpaHcnnaHTaumm nerkux, B Tom yncne 18 —y 6onbHbIX
¢ XMN3Jr.

NmetoTcs eanHUYHbIE COOBLLEHUSI O MTPUMEHEHNM
MeToAa TpaHCcnioM1HansHow 6anoHHON aHrMonnacTu-
kv npu XM3JT [9]. MokazaHuem K HeMy CAYXWUT Hanu-
yme cTeHo3a MeMBpaHO3HOrO TUMa Ha YPOBHE rMaBHbIX
1 gonesbix JIA Npu OTCYTCTBUM TSXENbIX FeMOANHAMU-
Yyeckux paccTtpomncts B MKK. lremognHammyeckyto kop-
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PEKLIMIO XpOHMYeCcKoro nerovHoro cepgua npu XM3Nr
OCYLLECTBIAOT METOAOM TPAHCBEHO3HOWN KaTeTepHOM
apTepuocenTtocToMuun. [laHHas onepauus no3sonseT
OCYLLECTBUTb FeMOANHAMUYECKYHO [EKOMMNPECCUIO Npa-
BbIX OTAENOB cepALa npy M1mokapauansHou HegocTta-
TOYHOCTWU, pedppakTePHON K MEANKAMEHTO3HOWN Tepanuu.
MeToa aBnsieTca nannMaTuBHbLIM U €QUHCTBEHHO BO3-
MOXHbIM METOLOM XMPYPrMYECKOro neyvenns y 6onbs-
HbIX ¢ TepmuHanbHon JII, no3BonsawWMM NPOAnUTb
XN3Hb BONbHBIM 3@ CHET CHIDKEHWUS JABMEHMSA B Npa-
BbIX OTAeNax cepaua [23].

Bo3moxHOCTU MeankaMmeHTo3Horo neveHust XIasr
HeBEeNUKN U UMEIT CUMMTOMaTUYeCKUn XapakTep. Yc-
NOXHSAET NevyeHne ToT hakT, YTO NepBble CUMMTOMbI MO-
ABNAOTCS YXKe B pa3BepHyTOM cTagun 3abonesanHus,
korga B cocynax MKK, Hapsigy ¢ obpatumbimu, yxe
pa3BuBaloTCs HeobpaTMble nopaxeHusi. OTcyTcTBMe
YeTKOW cTpaTernv BegeHus 6onbHbIX Nocrne ann3oga
nepeHeceHHon TOJA sensieTcs elwe OAHMM Hemaro-
Ba>XHbIM MOMEHTOM 3ano34ason guarHocTuku 3abone-
BaHus. CTpaTerns MegmkameHTo3Horo neveHns XIMoaJir
nogobHa ToR, YTO MCMONb3YOT AN NIeYeHUsA NepBuY-
Hou J1I", nockonbKy naTomMopdonornyeckme N3MeHeHns
B apTepuax MKK npu gaHHbIX naTonornax B0 MHOromM
naeHTn4Hbl [3, 4, 18, 39].

Mpu Nogo3peHnn Ha pa3BUTUE CBEXETO «MPOoJor-
YKEHHOro» Tpomb03a UCNonb3yT TPOMBONUTUYECKNE
npenapatbl. CocTosHMe Tpombodunun, kak Hacneg-
CTBEHHO 00YyCNOBMEHHON Y YacTu nauneHToB ¢ TAJTA,
TaK ¥ XpOHNYECKN NOAAEPXKMBAEMOW BCeACTBME Ha-
nuuna XBH 1 nameHeHns ycrosui KpOBOTOKA B Nopa-
XKEHHbIX y4acTKax JIerovHbIX COCyaoB, AUKTYET Heob-
XOAMMOCTb B MOCTOSIHHOM Ha3Ha4YeHuW NpenapaTos 13
rPynMbl HENPSMbIX aHTUKOAryfnsiHTOB M je3arperaHToB.
OnTumManbHbIM SBNAETCA ANUTENbHBIV NpyeM Bapda-
puHa ¢ yBennyennem MHO (mexxayHapogHoro Hopma-
NN30BaHHOro oTHoLeHus ) B 1,3—1,5 pasa. 31o Heckonb-
KO HWKE OOLLENPUHATBIX HOPM ANt TeYEHNsT OCTPON
TOJIA v ocTporo BeHo3Horo Tpombosa (MHO=2(3)), Ho
BMECTe C TEM ABMSeTCH ONTMManbHbIM 4515 MUHUMAa-
nM3aunn pucka pa3BuTUst remopparmyeckux oCroxHe-
HUI 1 NpeaoTBpaLleHns TpoM06030B. [1o HacTosALWEero
BPEMEHMW €ANHCTBEHHbIM, LUMPOKO NPUMEHSIBLUMMCS He-
NPSIMbIM aHTUKOArynsHTom saBnsncs sapdapuH. B ka-
YecTBe anbTepHaTMBbLI EMY NPU HENEPEHOCUMOCTU Npe-
napaTa v pucke KpoBOTEYEHUI Npeanaranu Ucnonb3o-
BaTb HebonblUMe A03bl CTAaH4APTHOrO renapuHa (4o
15000—20000 E[] B cyTkM), C NOBbILLEHNEM aKTUBMPO-
BaHHOI0 YaCTUYHOro TPOMBOMMACTUHOBOrO BPEMEHM B
1,7-1,5 pasa no cpaBHeHWIO C HOPMOW. [lononHUTeNb-
HbIM apryMeHTOM B MOMb3y renapyHoTepanum ctana ak-
crepumMeHTarnbHO Aoka3aHHasa CrnocobHOCTbL Npenapa-
Ta yMeHbLUaTb rmnepTpoduio cpeaHer obonoyku J1A,

passuBatoLtytoca npu XM (N. Caplice u coaBr.,
1994).

HedpakumoHnpoBaHHbIM renapuH He Hallen LWu-
pokoro npumeHeHus B Tepanuu XIN3J1I™ B cBA3M € ps-
[OM Heyno6CTB Npy ero UCNosb30BaHUN, TPYAHOCTS-
MU KOHTPOMS 3@ KOHLLEHTpaLMEN U HanM4nem Lenoro
psaa nobo4HbIX 3hdEKTOB NpU ANUTENBHOM BBEAEHUN
(kpoBOTEYEHUS, TPOMOOLIMTONEHNS, OCTEONOPO3). B Ha-
crosiee Bpems B riedeHmmn XMIAJI ycnewHo npume-
HSIIOT HU3KOMOIeKynsipHble renapuHel (HMIT), He BbI3bI-
BaloLLMe cepbe3HbIX OCMOXHEHUN Aaxe Npu AnuTenb-
Hom npumeHeHun. B.H. BeneHkos, U.E. Yazosa (1999)
pekoMeHayoT KypcoBoe HazHadeHne HMI™ Ha dooHe no-
CTOSIHHOIO NPUMEHEHWS aHTAaroHUCTOB Kanbuusi. B Te-
YeHune NepBOro Mecsua pauMoHanbHO NPUMEHSITL Ne-
YyebHble 0O3bI NpenapaTta, CoCTaBMnAoLLMe NPUMEPHO
15000 UAXa IC 2 pasa B cyTku, B nocneayoLLlem cne-
OYyeT NepenTn Ha MeHbluMe — npodunakTudeckune
no3bl — 7500 UAXa IC 1-2 pasa B cyTku. lMogo6Has
cxema HasHayveHunss HMI™ no3BonseT [obutbca xopo-
LLIEro KIMHUYeCcKoro agpdpekTa 1 B TO XXe BpeMsi n3ode-
aTb cepbe3HbIX MOB0YHLIX 3chdekToB [3].

MpegnaratoT Takke UCNONb3oBaTh Ae3arperaHThbl
B neyeHnmn 6onbHbIx ¢ XIMOMT. ACnupuH B CyTOYHON
nose 100 Mr HasHa4aloT nocrie Kypca rnevyeHus npo-
ctamangmHamu (M) n HMI'. JleyeHne acnMpuHomM mo-
XXET NPOAOIPKATLCA ANUTENBHO, B COMETAHMM C aHTaro-
HUCTaMM Kanbuusi.

LLInpoko NpUMEHSAIOT aHTaroHUCTbI kanbums (AK),
YTO, OOHAKO, CYLLIECTBEHHO HE BNMSET Ha NPOAOIHKN-
TEeNbHOCTb XXM3HW NaumeHToB [9]. HegoctaTkoM AaHHON
rpynnbl NpenapaToB sIBNSETCSA X CNOCOOHOCTL Bbi3bl-
BaTb CUCTEMHYIO MMMOTOHMIO, HE NMO3BOJISAIOLLYHO MpU-
MEHSTb aeKBaTHbIE A03bl NSt AOCTUXEHNSI OCHOBHON
uenu — Basogunartupytowlen Tepanum npn XN —
CHWXeHNs faBneHus B cucteme J1A 1 noBbILLEeHUS cep-
[e4vHoro Beldpoca 6e3 3Ha4YMMOM CUCTEMHON TMMoTO-
HuK. Mogo6HbIN 3hPEKT MOXKET ObITb AOCTUTHYT NPU-
MepHo y vyeTBepTu naumeHToB (N. Galie u coasr., 1995;
S. Rich, 1995). TakTnka Ha3Ha4yeHWs1 NpenaparToB u3
rpynnbl AK 3akntoyaeTcsa B « TUTPOBaHUM» 4O3bl Npe-
napaTta, HaunHas ¢ HebonNbLUNX 4O3NPOBOK U C NOCTE-
NeHHbIM JOBEAEHNEM A0 MaKCUMarbHO NEPEHOCUMON.
Kputepmem HasHavyeHus nepopassHoro npuema AK sie-
naeTcs CHWXeHue cpeaHero gasneHus B J1A n neroy-
HOro0 COCYAMNCTOro COMPOTMBIIEHUS NPU NPOBESEHUN
oCTpoW Npobbl, No KpanHen mepe, Ha 20 % [3].

Ocobas pornb B neveHun XM npuHagnexut I
Mepsbim I, npegnoxeHHbIM Ans nedexus NI 6bin
nr E,-Mre,. B Havane 80-x ro4os npoLusioro seka
€ro cTanu NPUMeHsITb Ansi NPoBeAeHMs «OCTPON» Mpo-
Obl C Uenbto onpeaeneHnsi YyBCTBUTENBHOCTM K Ba30-
avnataTtopam. C cepeauHbl 80-x roaoB NpOLUoro Beka
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npenapart cTan yxe ncnonb3osatbcs Angd tepanum JI.
HAoctouHcTteom NIE, aBnsieTcs To, uto 90 % npenapa-
Ta UHaKTUBUPYETCS B NErKMUX U NPY BHYTPUBEHHOM BBE-
aeHuun noctynaet B BKK B MUHMMansHOM KonuyecTse,
He BblI3blBasi 3aMETHOW CUCTEMHOM runoToHnn. Kpome
TOro, Npenapar 06nagaeT BolpaXXeHHbIM aHTUarperaH-
THbIM JEMNCTBUEM, YTO NO3BOMNSAET UCMONb30BaTh €ro
Takxke ONSA KOPPEKUUN HapyLleHWn remocTtasa npu
XN

B nocnenHee Bpemsa anga nevenusa XMN3J u gpy-
rux dpopm J1I npumeHAIOT apyron npenapar u3 rpyn-
nbl NI — npoctauuknux (Mr,). UccnenosaHue naum-
€HTOB c Tshkenon copmon XIMIAJ nokasano, 4To onu-
TenbHOEe Has3Ha4YeHne NPoCcTaLMKIIMHA 40 onepaumm
T3O3 ymeHblwaet JICC n ynyyliaeT pesynesTraTthbl neye-
Hua [50]. ABTOpbI yTBEPXAAtoT, YTO Tepanunsa npocTta-
LUMKITMHOM MOXET He TONbKo 0becneunTs Annartauuio
NEeroYHbIX COCY0B, HO Takxe MHIMbnpoBaTb NPONU-
depaumio u pemogenMpoBaHue MenkmMx cocynos. He-
KOTOpble aBTOPbI Ha3biBatoT Tepanuio M7 «MocToM» K
TpaHcnnaHTaumm nerkux (S. Rich, 1995). nsa Tepa-
nun J1IT nCNonNb3yoT BHYTPUBEHHbLIA NPOCTaLUKINH —
3MoNpPoOCTEHON, CTabUNbHbIV aHanor NpocTauuknnHa
AJ1s1 NOOKOXXHOIO BBEAEHUSI — TPENPOCTUHUIT [55], Ge-
panpocT HaTpus per os [15], a Takke MHransuMOHHbIN
unonpoct [29]. CoobLatoT 0 BO3MOXHOM COYETAHHOM
npumeHeHumn M n AK [3].

IMpwy BbICOKOW aKTUBHOCTW PEHWH-aHMMOTEH3NH-arb-
OOCTEPOHOBOW CUCTEMBI NMOKa3aHbl MHIMOUTOPbI aHMMO-
TeH3nHnpespawatoero dpepmenTa [9]. B komnnekc
KOHCepBaTUBHOM Tepanumn 06a3aTenibHO JOIMKHbI BXO-
OWNTb CpeacTBa, HOpManuayLue reMocTas 1 peorio-
T KPOBM.

CepaeuHbie rmukosungpl (ClN) y nauneHToB ¢ cumn-
Tomamu CH npu XIM3J1I Ha3Ha4aoT C OCTOPOXKHOCTLHO.
CI mano BnusOT Ha TaxuKapauio Npy AaHHOM reHese
CH, TaK kak npyynHamMun ee BO3HMKHOBEHWS B 3Ha4U-
TENbHON Mepe ABMNSATCS HapyLLIEHHas BEHTUNALNS 1
rmnokcemusi. C 3TOM TOUKM 3peHNs oLeHKa 3dhpekTnB-
HocTu genctBus CIT no ypexxeHuto 4acToTbl CoKpalle-
HUW ceppua He onpaBgaHa. bpagnkapgusa B coveta-
HUW C TMMOKCUEN MOXKET MPUBECTU K ObICTPON U HEKOH-
TpONUpyemon rmmko3vaHoON MHTOKCHKaumn. HeogHos-
HayHo BT CI™ 1 Ha xapakTep HanomnHeHus cepaua.
Ha coHe ux npuema nponcxoauT yrydlleHvue anacro-
nunyeckoro HanonHeHus MXK. MNpu 3Tom napagokcans-
Ho aBmxyLwwaacsa MXKT1 ewe 6onee yxyglwaeTt Hanors-
HeHwue B anactony JDK, oTpuuaTtensHO BNNAS Ha LIEHT-
panbHyto remogMHamMuky. Tem He MeHee, KpaTKoBpe-
MeHHoe ncnonb3oBaHue CIT Ha dhoHe ann3onos 060-
ctpenna CH npu XMN3JT MmoxeT ObIThb LienecoobpasHbIM.

MoueroHHble NpenapaTbl MCNOMb3YHT BO BCEX CIy-
Yyasax pa3suTtusa CH, nx adodpektmBHOCTL 00ycnoeneHa

CMOCOBHOCTHLI0 YMEHbLUATh OAbILLKY 3a CYET HOpMa-
nmMsauumn cogepKaHns XXnaKkocTu B nerkmx. [loza moye-
FOHHbIX MOABUpPaeTCa « TUTPOBAHNEMY, NOA KOHTPONEM
cuctemHoro Al. MecTto kucnopofa B NpoaoSBKUTENb-
How Tepanuu 6bino onpeneneHo Tarpy u Celli. B 06-
LeMm, cerogHsa cunTatoT, uTo Tepanus J1I Takum megum-
KaMeHTOM, KaK KUCrnopop, NokasaHa TOmnbKo Toraa, Kor-
[a pa3BuBaeTCcs rmnokcemMus ¢ napLumanbHbIM faBrne-
Huem kucrnopoaa meHee 60(55) Mm pT. CT. nNn Nokasa-
Tenamm HacblLLeHus kucnopogom mexee 93(90) % [3].

KntoueBas ponb AUCAhYHKLMN COCYANCTOrO 3HO0-
Tenuna B popmuposarHum XIM3JIT n gpyrux copm JII
cnocobcTBOBana Nnoncky HOBbIX HANpPaBIeHU Tepanes-
TUYECKOM Koppekummn 3aboneBanmst. [JokazaHo, YTO Xpo-
HMYeckoe HapyLLeHVe obpa3oBaHmMs TakMx Ba30aKTUB-
HbIX MeANaTopPOB, Kak OKCUA a3oTa U NPOCTALMKITUH,
Hapsiay C NPOSIOHIMPOBAHHOWM YPE3MEPHO 3KCNPeCcCH-
el Ba3OKOHCTPUKTOPOB — 3HaoTenuHa 1 (3T-1) He Tonb-
KO BNUSIET Ha TOHYC COCYAO0B, HO 1 CNOCOOCTBYET Bac-
KynspHon TpaHcdopmaumu [6].

B nocnegHue rogbl 4nsa nevenns runepteHanmn MKK
CTanu NpUMeEHNATb aHTaroHNCTbI peuenTopoB OT. Hece-
NeKTMBHbIN BriokaTop peuentopoB AT 6Go3eHTaH npwu
npueme BHYTPb, HApsay C NONOXUTENbHbLIM BIIMSIHUEM
Ha CoKpaTUTENbHY OYHKLMIO MUOKapAa KenyA04KoB,
nNpuBOaUI K 4OCTOBEPHOMY yMeHbLUeHuto J1I. boseH-
TaH 6bIn ogobpeH PapmkommTeToM CLUA ans neveHuns
naumenTos c J1T 1, IV dyHkumoHansHoro knacca (PK)
no NYHA,; B no3e 125 mr gBaxapl B CyTKU MCNONb3YIOT
B CLLUA ¢ 2001, B EBpone — c 2002 r. [54]. Npenapat
MOTyT NPUMEHSTb B KOMOMHaUUM ¢ npenapaTamun u3
rpynnol M. B MHOrOLEeHTPOBOM 4BOWNHOM CIIENOM KOH-
Tponupyemom uccriegoanun HEAT 6bino gokasaHo,
YTO NpY NPMMEHEHNM CENEKTUBHOTO GnokaTopa peLen-
TopoB JT Tnna A — gapuceHTaHa y 157 naumeHToB ¢
JTT, o6ycnoenenHon CH Il ©K, adhchbeKkTMBHO CHKanoch
naenenne B MKK [43]. Ncnonb3oBaHne npu XIM3ANT
OpYrnX CEeneKTMBHbIX aHTaroHncToB A-peuientopoB OT —
CUTaKCeHTaHa 1 aMbpu3eHTaHa — B HacTosLLee BPEMS
Haxo4uTCs Ha cTagumn ndyyenus [51].

Cpeav nepcnekT1BHbIX HAanpaBneHU B fieYeHnm
XIM3JT, kak ogHow 13 cpopm JIAT, MOXHO BbIAENUTL
NCMONb30BaHUe ANUTENbHOW MHransUMOoHHOM Tepanmm
OKCMAOM a30Ta, Ba3oamnaTupyoLwmin 3odekT KoTopo-
ro 6b1n yCTaHOBMEH B HEBOMbLIMX UCCNESOBAHNSX U
TpebyeT ganbHenwero ndyyeHus [21], a Takke npume-
HeHue L-aprMHuHa, cybcTpaTa Ans cMHTeTasbl okeuaa
a30Ta, C Lenbto CHMKeHUs aaenenus B J1A 1 nosblLe-
HWS TONepaHTHOCTY K randecknm Harpyskam [50].

Kak n3sectHo, okcug aszoTa SBnsieTCcsl S3HAOrE€HHbIM
3HOOTENMe3aBMCMbIM Basoaunatatopom. OH okasbl-
BaeT penakcupyrowiee 4enCcTBME Ha rMagKkyro MycKy-
nartypy cocygoB nyTem CTUMynAUUn pacTBOPUMOWM Iy-
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aHMNaTUMKNasbl U NOBbILLEHHOW BbIPpabOTKN BHYTPUKIIE-
TOYHOrO LIMKITUYHOTO ryaHo3nHMoHodocdaTta (CGMP).
MepcneKkTuBHBIM NpeaCcTaBNSETCs UCMONb30BaHWe npe-
naparos, Bnvsatowmnx Ha cGMP-onocpeoBaHHyto ne-
roYHyH0 BazogunaTaumio nyTem MHMOMpoBaHNs pacna-
na cGMP 5-m Tinom chocdoamacrepasbl. BasogunaTu-
pyroLLMM 3 EKTOM NPY NPOBEAEHMM OCTPON hapma-
Korornyeckown npobbl obnagaet cungeHadmn — uHrun-
6uTtop 5-ro Tna docdoamactepasbl. CoobatoTt 0b yc-
NeLHOM KOMBMHMPOBAHHOM MCNObL30BaHMM Npenapa-
Ta Cc nHransuuamu unonpocrta [47]. BeayTcsa uccneno-
BaHWUS MO U3y4eHWIo LienecoobpasHOCTM NCNoNb30Ba-
HUA Npu neyveHuu runepteHsun MKK Ba3oakTMBHOro
WHTECTUHANbHOMO NENTUAA U CENEKTUBHBIX NHIMOUTO-
poB 0bpaTHOro 3axearta cepoToHuHa [27, 40]. B 3aknto-
YeHue crnegyeT OTMETUTDL, YTo Npobnema XA sens-
€TCA aKTyanbHOW U HaXoOAUTCS Ha CTaguun N3yYeHus.
BoamoxHocTb xupyprudeckoro neveHnst XMaJr, nosso-
NSIOLLETO YIyYLLIMTb KA4ECTBO XXU3HW MaLMEHTOB 1 Npo-
rHo3 3aboneBaHns, ANKTYeT HEOOXOAMMOCTb pa3BUTKSA
HOBbIX MOOXOAOB K PaHHeW OUarHOCTMKE BEHO3HOW
Tpomboambonun n XIM3JI, paspaboTkm eanHom cTpa-
Termm BeJeHUs NaUMEHTOB B OTAANEHHbIV Nepuog noc-
ne octport TAJA, 60MNbHbIX C XPOHUYECKON BEHO3HOW
naToriornen, oNnTUMmM3aLimm niedebHO-NPOUIaKTUHECKNX
MEpONPUATUI y AaHHOW KaTeropum 60MbHbIX.
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Modern approaches to diagnosis and treatment of chronic postthromboembolic pulmonary hypertension

0.Ya. Babak, E.O. Krakhmalova

The article presents contemporary data regarding etiopathogenetic mechanisms of chronic thromboembolic
pulmonary hypertension (CTEPH), clinical symptoms, diagnosis and differential diagnosis. Influence of surgical
and medical treatment on course of the disease is reviewed. The original algorithm of CTEPH diagnosis in

patients after acute pulmonary embolism is presented.



