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Pesome

[To naHHBIM KIIMHUYECKOTO HaOJIOAEHUS MOAYEPKUBACTCSI BaXXHOCTh A depeHIInabHON TMarHOCTUKK TUTA JIETOYHON TMIEePTEeH3UU Y Malu-
€HTOB C TPOMOO30M BETBEA JIETOYHOI apTepUU C LIEJIbI0 YCTAHOBJICHMSI MPABUIILHOTO TUArHO3a W BEIOOpA TAKTUKH JICICHHS.

KiroueBbie c10Ba: JieroyHast TUTIEPTEH3UsI, TPOMOO3 JISTOYHOI apTepuu, TPOMOO3 in Situ, UANOTIATUIECKAs! IETOUHAas TUIIEPTeH3UsI, XPOHMYECKast
TPOMOO3IMOOIMYECKAs! JIETOYHAsI TUTIEPTEH3USI.
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Abstract

The current Russian guideline on diagnosis and treatment of pulmonary hypertension (PH) includes several diagnostic algorithms allowing diagno-
sis of PH and estimation of PH functional class in accordance to PH clinical classification; such approach is aimed the optimal management of the
patient. Authors of this publication described the clinical case of a female patients with idiopathic PH and probable secondary in situ thrombosis at
a large pulmonary artery branch. The correct diagnosis and the treatment choice require a detailed diagnostic work-up to assess PH type in the
patient with pulmonary artery thrombosis.
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Jlerounast runeprensus (JII) — ato rpymma 3abojieBa- cepAeUyHONM HEAOCTATOUHOCTH, B MTOTE ITPUBOMSIINX
HUI, XapaKTEepU3YIOLIMXCS MPOTPECCUPYIOIINM TOBbI- K MpeXIAeBpeMeHHOM ruden mamueHToB [1].

IIEHWEeM JIETOYHOTO COCYAUCTOTO COIPOTUBJIEHUS HuarHoctnaeckuM KputepueM JII SBisieTcs OBBIIIe-
(JICC) u nmaBnenus B jerouyHoii aprepuu (JJIA) ¢ mo- Hue cpenHero JJIA (JJIA,,) > 25 MM PT. CT. IO JAHHBIM
CIEAYIOIINM pa3BUTHEM TipaBoxkeaymoukoBoil (I12K)  karterepmsaruu nmpasbix otaenos cepaia (KITOC) B mokoe.
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OcHoBy maroreHe3a JII' cocraBisieT peMomeanpo-
BaHMUE JIETOYHOTO COCYIMCTOIO pycja, MPUBOASIICE
K YMEHBIICHUI0O CYMMapHOU IUTOIIAAM TOIEePEeYyHOro
ceyeHuss cocynoB u nosbimieHuto JICC. Mopdono-
rMyeckure M3MeHeHUs JIerouHbix aprepuit (JIA) paznuu-
Horo nuameTrpa (TpeuMYIIECTBEHHO MaJioro Kajuopa)
3aKJIIOYAIOTCSI B TUNEPIIAa3UM WHTUMBI, BbIpaXKeHHOM
runeprpodun Meauu, mpoaurdepanu aaBeHTUIINATb-
HOTO CJIOSI, JIOKAJIbHBIX MUKPOTPOMO03ax, BOCITAICHUS
pa3sIMYHON CTeneHW U TUIEKCU(POPMHOI apTepuoria-
tau [2]. OgHa U3 KIIOYEBBIX pOJieil B MporpeccupoBa-
Huu JIT' mprHaAaexXuT peayKIiun JerO4YHOrO COCYAUCTO-
IO pycia M oOJWTepally JIETOYHBIX COCYIOB 3a CYET
JIOKaJIbHBIX TpoM0030B JIA Majnoro kanuopa.

B cnyyae mpenpacmnoyio(keHHOCTH K TpoMOoTuyec-
KOMY MOPaKE€HUIO JIEFTOYHOTO COCYIUCTOro pyciia y ma-
mueHToB ¢ JII' TpeOyeTcst TIIaTeNbHBIN AuddepeHII-
aJIbHO-IMArHOCTUYECKUI MOUCK C LEIbI0 UCKIIIOUCHUS
BTOopruyHoro cdopmuponaHust JII' B cBSI3U ¢ mepeHeceH-
Hoit TpoMO0aMbonueit JIA (TOJIA).

C 1enpo BBIOOpa TPAaBUIBHOM TaKTUKU BEACHUS
MalyeHTa B COBPEMEHHbBIE POCCUICKUE peKOMEHIAIIUN
MO AUarHocTuke u jeyeHuto JII' BKIIOYeHbI arOpUTMBbI,
Mo3BoJIsiIonMe yTouHuTh Hanuuue JIT u ee kjiace B coOT-
BETCTBUU C KIMHWYECKOM Kiaccudukamnueir. B HacTos -
11ee BPeMsI BbIIEJISIOTCSI HECKOJIbKO 3TAIlloB TMarHOCTH -
ku JIT (puc. 1).

Ha 1-M 3Tane 0co6eHHOCTU KIMHUYECKON KapTUHBI
3a00J1eBaHUsI, NaHHBIC (DM3MKAIBHOTO OOCJICIOBAHMUS,

|. Togo3peHue Ha Hanuume NI
* KMMHUYECKME CUMMTOMBI;
* (hu3mkanbHoe oberefoBaHme;
* NpOLeaypbl CKPUHWHTA;
* CNyyYaliHble HaxoaKu

Il. Bepudmkaums anarHosa T
o OKT;
* peHTreHorpacust OpraHoB rpyAHON KNeTky;
* TpaHcTopakanbHas AxoKT;
* remoanHamnyeckme nokasarenu: KNMOC, TecTbl Ha Ba3opeakTUBHOCTb

Y

YcTaHoBneHme knuHdeckoro knacca Jir:

. d)yHKLl,I/IOHal'IbeIe TerovHble TecThl;

* aHanua ra3oBoro cocTaBa apTepuanbHoil KpoBM;

* BEHTUNALMOHHO-NEPY3NOHHAS CLMHLArpadUs Nerkux;
* KOMMbloTEpHas TOMorpacus;

* MynbMOHOAHrorpacus

IV. OueHka JAT:
* TUN (@Hanu3bl KpoBY, MMMYHoMorus, TecT Ha BY, Y3W BHyTpeHHMX
OpraHoB);

* (hyHKUMOHanbHas crocobHocTb nerkux (6-MLLUT, kapavonynbmo-
HarnbHbII HAarpy304HbIN TECT — MMKOBOE NOTpebnerme Kucnopoaa,
aHaapobHbIi nopor)

Puc. 1. Dranbl IMarHOCTUKY JIETOYHOM TUTIEPTEH3UU

[Mpumeuanue: JII' — nerounas runeprensusi; OKI — snextpoxapaunorpacdus;
Ox0KTI — axokapanorpadust; KITOC — karerepusaliusi paBblx OTAEJIOB CEPILA;
JIAT — nerounas aprepuaibHas runeprensusi; BUY — Bupyc ummyHonedumra
yenoseka; Y3U — ymbprpasBykoBoe uccienoanue; 6-MIIT — 6-MUHYTHBII
LIarOBBIi TECT.

Figure 1. Diagnostic steps in pulmonary hypertension

3ameTku n3 NPaKTUKK

Pe3yNIBTAaThl CKPUHWHTA, a TAKXKE Pa3IMIHbIC IPU3HAKH,
yKasbIBawllue Ha Hanuuue y 6onbHoro JII' u BhIABICH-
Hble HeMpeIHaMEpPeHHO (CayvyaliHble HaXOIKH), MO3BO-
JISIIOT 3amoAo3puTh Haiuuue y nmauveHTta JII. Ha 2-m
aTamne poBoauTcs Bepudukamnus nuaraosa JII'. C atoit
LIeJIbI0 TIPOBOIATCS diekTpokapauorpadus (DKI),
pentreHorpadus (PT') opranos rpyaHoit kietku (OI'K),
TpaHcTopakayibHas axokapauorpadus (9xoKT'). C uenbio
OILICHKM TITOKa3aTesleil JIeTOYHON TeMOIMHAMUKHN BBI-
nonHsores: KITOC u tect Ha BazopeakTUBHOCTL. Ha
3-M sTane auarHoctuku JII' mpoBoasTCs Takue UHCTPY-
MEHTaJbHble METO/bl O0cienoBaHUs, Kak (PYHKIIMO-
HaJIbHBIC JICTOUHBIC TECTHI, aHAJIM3 Ta30BOTO COCTaBa
apTepuaIbHO KPOBU, BEHTUISILMOHHO-TEpdy3roHHAasT
CUMHTUTpadUs JIETKUX, KOMIIbIOTepHasi ToMorpadus
U aHruoInyJbMoHorpadus. Pe3ynbratel o0cienoBaHUs
MO3BOJISIIOT YCTAaHOBUTH KiaMHUYeckKuil kmacc JII. Ha
4-M aTare MPOBOAUTCS OLIEHKA JIETOYHOM apTepuab-
Hoil runepteHsuu (JIAT). Tun JIAT ycraHaBnuBaeTcs
Mo pe3yabTaTaM aHajlu30B KPOBU, UMMYHOJIOTHUYECKUX
HCCIICIOBAaHMUI, TeCTa Ha BUPYC UMMYHOIE(UIINTA YeJI0-
BeKa, YJIbTPa3BYKOBOIO MCCJIEHOBAHUS BHYTPEHHMX
opraHoB. Kpome Toro, onpeaensietcs GyHKIMOHATbHAS
CITOCOOHOCTh OGOJIBHBIX MO HAHHBIM C 6-MUHYTHOTO
IIarOBOTO TECTa, KapAUOITyJIbMOHAIBLHOTO HATPy309HO-
ro tecra (MMKOBOE MOTPeOJIeHUE KUCIOpOoaa, aHadpo0-
HBbIiT TOpor).

Knunuyeckoe HabnrodeHue

BonbHasg C. 64 ner B oktss6pe 2017 1. mocTynuia B OTAEJIEHUE JIEroy-
HOIl TUTNIepTeH3uu 1 3aboseBanuii cepaia PenepasbHOrO rocynapeT-
BEHHOIO OIOMKETHOrO yupexaeHus: «HalmoHaIbHbIi MeIUIUHCKHIA
WCCIIENOBATEIbCKUN 1IEHTP KapIuoJoruv» MUHHUCTEpCTBA 3IpaBO-
oxpaHeHus1 Poccuiickuiit @enepaliuu ¢ HampaBUTEIbHBIM TUATHO30M
XpoHuyeckast Tpomboamoonnueckas JIT (XTIJIT).

[pu nocTymieHny 6oIbHAsI IPETbBISIIA XKATOObI HA OIIYIIIEHNE
yAyllibsi, BOZHUKaOIIEe 0e3 CBsI3U ¢ (hU3UUYECKOil HAarpy3Koi, KOJIto-
e 60JTM B TPYIHOM KIIETKE, TIOBBIIIEHHYIO YTOMIISIEMOCTD U OOIITYIO
€1aboCTb.

W3 anamHe3a 3a00sieBaHUsT U3BECTHO, 4TO B 1986—1987 rr. maru-
€HTKa MepeHeciIa 5 KpaTKOBPEMEHHBIX 3MHM30[0B MOTEPU CO3HAHUS
npu Gbu3NYecKoil Harpyske, IO MOBOLY KOTOPBIX 3a MEIMLIMHCKOM
TOMOIIbIO He 00palanach.

B 1997 r. no nanubiM PI" OT'K o6parano Ha ce6st BHUMaHUE pac-
wurpeHue yerouHoit aprepuu (JIA) no 2,7 cm. Torma xe 1o 1aHHbIM
KITOC ormeuanoch mosbimeHue cucronndeckoro JAJIA (CIJIA) mo
62 MM pt. ct. B 1997 1. HavaTa Tepamusi aHTAarOHUCTAMU KaJIbLIUS
(aMJIOIUIIUH 5 MT B CYTKH).

Ipu nposeneHun DxoKI cryctst 10 aeT Tepanuu aHTaroHUCTaMu
KanbIust otMevanochk cHxkenue CAJIA no 35 MM pr. CT., pacimpeHmne
JIA no 4,0 cM, B obnact 6udypkauuu — 5,9 cM.

B 2012 r. mo gaHHBIM MYJbTUCIIMPAJIbHON KOMITbIOTEPHOI TOMO-
rpapuun (MCKT) nerkux ¢ aHruomyibMoHorpadueil B npaboit JIA
BBISIBJIEHBI TIPUCTEHOYHbIE TPOMOOTUYECKUE MACChl HA MPOTSKEHUU
32 MM, 10 14 MM B ceueHuu. B TeueHue 4 sieT manueHTKa MpUHUMAaIa
AHTUKOATYJISIHTHYIO Teparnuio BapdapuHOM (LieieBble 3HAUCHUST MEX-
JIyHApOJIHOTO HOpMayiM3oBaHHOro otHoueHus (MHO) — 2,0-3,0)
C TOCTIEAYIOLIeil OTMEHOI B CBSI3M C KPOBOTEUEHHEM M3 MOYEBOTO
my3bIpst Ha ¢oHe HeynosaeTBopuTesibHOro KoHTposis MHO. C utoHs
2017 r. npuHuMaina anukcabax B 1o3e 10 mr B cytku. B 2015 r. otmeue-
Ha nonbITka MHULMaLMK JIAT -cnieunduyeckoit repanuu cuiaeHadu-
JIOM, OITHAKO TIpernapaT ObUT OTMEHEH B CBSI3U C Pa3BUTHEM MTOOOYHBIX
3¢ dexToB (0TeKH rojieHeit u cTor).

ITo naHHBIM (HDU3MKATBHOTO OCMOTPA, COCTOSIHUE TMAIIMEHTKH Ha
MOMEHT TOCTYIUIEHUsI CpeiHell TsekecTH. KoXKHble TOKPOBBI YKCTHIE,
(uznonornyeckoil okpacku, JuMdaruyeckue y3abl Ha NaabIMpoBa-
JIUCh, BUTVUMOM MAaTOJOTUU KOCTHO-CYCTAaBHOM M MBILIIEUHOM CUCTEMBI
He oTMevyeHo. PopMa IpyaHOIl KJIETKM HOPMOCTEHUYECKasi, 06e MoJIo-

http:/ljournal.pulmonology.ru/pulm
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Puc. 2. Dnexrpokapauorpamma nauueHTku C.
Figure 2. An electrocardiogram of the patient C.

BUHBI TPYIHOI KJIETKM YYaCTBOBAIM B aKTe JbIXaHUSI PaBHOMEPHO,
Majbplauus TPyaHON KJeTku 0e300s1e3HEHHAas!, NMEPKYTOPHO OIpesie-
JISLIICST SICHBII JIETOUHBIH 3BYK. AYCKYTbTaTUBHO BBICTYIIUBATOCH BE3U-
KYJISIPHOE JIbIXaHUE, XPUTIOB He BbIsiBIeHO. [1pu obciaenoBaHuM opra-
HOB KPOBOOOPAIIIEHUSI PACIIIUPEHUSI TPAHUIL OTHOCUTELHOM TYTIOCTH
cepAlia He YCTaHOBJIEHO. AyCKYJIbTaTUBHO OIMPEAESUIUCH SICHbIE TOHBL
cepaua, akueHt II Tona Han JIA. PutMm cepaua npaBuiibHbIM, YacToTa
cepaeunbix cokpatneHuit (YCC) — 76 B MUHYTY, apTepHaIbHOE daBiie-
Hue — 110 / 70 mm pT. cT. [1pu oOciIe10BaHUM OPraHOB MULLIEBAPEHUST
U MOUEBBIICTUTEIbHON CHUCTEMBl MATOJIOTUYECKUE W3MEHEHUs He
BbIsIBJIEHBl. HepBHO-IcMXMYEeCKUit cTaTyc He W3MEHEH, (YHKLUs
OpraHOB YYBCTB COXPaHEHA.

[To naHHbBIM 1a00PATOPHBIX MCCAEIOBAHMIA, OOLIMIT aHAIU3 KPOBU
1 MouM — 0e3 MaToJIOrMYeckKnX U3MEHEHUIt; OCHOBHBIE MOKa3aTeln
OMOXMMUYECKOTO aHalu3a KPOBU — B TIpefiesiaXx peepeHCHBIX 3HaYe-
Huit. [1pu MonexyasipHo-reHeTuyeckoM uccienoBaHuu JJHK BoisiBie-
HBI c1a0ble TPOTPOMOOTUIECKUE MYTAIINH.

Mo manubiM DKI — put™m cunycosblii, YCC — 65 B MHUHYTY,
OTKJIOHEHUE 3JIEKTPUIECKO Ocu cepjlia BieBo. biokana mepemnHeit
BETBM JIeBOi1 HOXKHU myuka ['mca. [IpusHaku meperpy3ku Muokapia
ITX (puc. 2).

Mo pesynbratam PI' OT'K — mpusnaku JIAT, koadduiment Mypa —
46 % (HopMasibHbIe 3HaueHust — 22—30 %). Pa3mepsl MpaBbIX OTACIOB
cepilia yBeMIYeHbI, aHeBPU3MATUIECKH paciiipeH cTBoi JIA, mpaBast
BeTBb JIA — 55 X 70 MM (HOpMasibHbIe 3HaYUeHUsT — 24 X 24 MM), JieBasi
BeTBb JIA — 37 MM (HopMalibHBIe 3HaueHUsT — < 24 MM) (puc. 3).

IMo nanubiM DxoKI, pasmepbl Bcex Kamep cepiila — B Mpeae-
JlaX HOPMaJIbHBIX 3HaUeHUi (JieBoe mpencepane — 2,8 ¢M; KOHEUHbII
MUACTOJIMYECKHIT pa3Mep JIEBOTO Xelymouka — 4,6 cM; Iuromanh

q{
H

Puc. 3. PentreHorpamMMa opraHoB rpyaHoii kieTku nauueHTku C.
Figure 3. Chest X-ray of the patient C.
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Puc. 4. Oxokapnuorpamma rnamueHTku C.
Figure 4. An echocardiogram of the patient C.

npaBoro mnpexacepausi — 15 cm?; nepeaHesaaHuit pasmep ITXK —
2,5 cm). OTMedeHo HeOoJbIlIOe yTodlieHue mnepenHeit cteHku TT2K
1o 0,6 cMm; pacmupenue ctBoia JIA — 1o 5,5 cM; npaBoii BeTBu JIA —
1o 3,7 cM; sieBoii BetBu JIA — 110 2,6 cM (puc. 4); nosbienne CIJIA —
110 37 MM PT. CT.

C uenbto uckIodeHus: nepeHeceHHoit TOJIA BbinmonaHeHa nepdy-
3UOHHAsI CLIMHTUTPAbUS JIETKUX, 110 Pe3yJIbTaTaM KOTOPOIi PU3HAKOB
04aroBbIX 1e¢eKTOB nepdy3nu U MPaBoOJIEBOTO IIIYHTA HE BBISBICHO.

Mo nanusiM MCKT anruonyjibMoHorpaduu MOATBEPKACHbI
HaJIMYMe yMEPEHHO BBIPAXKEHHOTO MPUCTEHOYHOTO TPOMOA TOMIIMHON
10 7 MM C KaJIbLIMHO30M IpaBoii r1aBHOI BeTBU JIA ¢ mepexoiom Ha
yCThe TIPAaBOl CPEIHENIONIEBOI BETBU, a TAKXkKe aHeBpu3Ma cTBoia JIA
u nipaBoii JIA, aHeBpu3MaTnyeckoe paciiupeHue jgesoii JIA (puc. 5).

ITo manubiM KITOC yTOuHEHBI TTOKa3aTesIu JISTOYHOW reMoIuHa-
MUKK — cuctoindeckoe AJIA — 39 mm pT. cT.; nnactonnyeckoe JJIA —
21 mm pr. cr.; JJTAep. — 27 MM pT. CT.; laBjieHue 3aKJIuHuBaHus JIA
(A3JIA) — 2 MM PT. CT.; cepaeuHbIit BeIopoc — 3,3 1 / muH; JICC —
606,1 uu X ¢ / ecm® (7,6 en. Byna) [pu npoBeneHun octpoii apma-
KOJIOTUIECKOW TPOOBLI C MIIOMPOCTOM ITONTBEPXKICHA COXpaHEHHas!
Ba30pEaKTUBHOCTD JIETOUHBIX COCYAOB (CM. TabJUILY).

Tpu Hanuumm y naumeHTKu couetanus JIT' u pom6o3a JIA norpe-
6oBanack nuddepeHnmanbHas nuarnocruka Mexnay XTOJIT u tpom-
0030M in situ Ha hoHe uanonarnyeckoit JII' (UJIT).

CormacHo HanuvoHanbHBIMU ~ KJIMHWUYECKUM PEKOMEHIAIIM-
siM, nuarHoctuueckumu kputepusimu XTOJD sasasiioress JJIA,.
> 25 MM pt. c1. o ganueiM KITOC; I3JIA < 15 mm pr. cr.; JICC
>2 EJl. no Byny (Bce reMoaMHaMMUYECKUE MapaMeTpbl MOJKHBI W3-
MEepSIThCS B TTIOKOE); HAJTMUMEe XPOHUYECKUX / OPraHM30BaHHBIX TPOM-
60B / 5M0010B B JIA 351acTH4ecKoro tura (JISrOYHbIM CTBOJI, JI0JIEBBIC,

Puc. 5. MynbTucnupaibHas KOMITbIOTEpHO-TOMOTpaduieckast aHrmo-
nmyibMoHorpamma naiueHTku C. CTpenkoil yKa3aH MPUCTEHOUYHBIN
TpoMO

Figure 5. A CT angiopulmonogram of the patient C. A parietal throm-
bus is shown by an arrow.
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Tabauua

Pezyavmamut ocmpoii hapmaroaoecuneckoi

npo6vt nauyuenmxu C.

Table

Results of an acute pharmacological test in the patient C.

lNokasaTenu nero4yHo| reMoAMHaMMKM ‘ [lo npo6bI ‘ Mocne npoGbl
CONA, MM pr. cT. 39 28
[NA;;, MM pT. CT. 27 17
CepaeyHblit BbIGpOC, N/ MUH 33 4,2

Mpumeyanne: CLINA - cuctonnyeckoe AaBnetue B nerouolt aprepun; ANA, - cpeaee aas-
NeHUe B NETOYHON apTepuy.

cerMeHTapHble, cyocerMeHTapHbie JIA); 3 dekTuBHas aHTUKOAry-
JISIHTHAsI Tepanusi Ha MPOTSKEHUU 2> 3 Mec. B TepareBTUYECKUX 103aX.

Ipu aHanM3e aHAMHECTUYECKMX NAHHBIX U PE3YJIbTaTOB MPOBE-
TIEHHOTO 00CIeOBaHMSI OTCYTCTBUE JAaHHBIX 3a TiepeHeceHHy1o TOJIA
B COYETaHUM C pe3yjibTaTaMu JIAOOPATOPHOIO U MHCTPYMEHTAIBHOTO
obOcnenoBaHus (OTCYTCTBHE (DAKTOPOB pHCKA, ACCOIMUPOBAHHBIX
¢ XTOJIT, a Takke o4aroBbiX AeheKTOB nepdy3uu Mo JaHHBIM repdy-
3UOHHOW CIIMHTUTPA(GUU JIETKUX) TTO3BOJIIIO UCKITIOUUTD y ITAllUEHT-
ku XTOJIT.

Kpome Toro, yuuThiBas AeOIOT 3a00jeBaHUsI C CUHKOMAJIbHbBIX
COCTOSTHUIT B Bo3pacTe 34 JeT, ITuTeIbHOe TOOPOKaYeCTBEHHOE TeUe-
HMe 3a0oseBaHusl Ha OHEe Teparuu aHTarOHUCTaMU KaJlbLMsl, COXpa-
HEHHYIO Ba30peakTUBHOCTH JIA, TONTBEPXKIEHHYIO TOIOXUTEIHHOMN
oCTpoit hapmakosiornyeckoi npo6oii, JII' y mauuMeHTKu mpeacTaB-
JISIETCSl MIUOTIATHYECKOIA.

Takum obpaszom, 6obHOI C. MOCTaBIEH CIACAYIOIIUN TUAarHO3:
NIT (dbyukumonaneHblii kiaacce II mo kiaccudukanum BeceMupHoit
OopraHu3aluu 31paBooxpaHeHus ). AHeBpu3Ma cTtBojia JIA u mpaBoit
JIA. Tpom603 npaBoii JIA.

BosibHOiT peKOMEeHI0BaHO MPOIOKUTH AaHTUKOATYJISTHTHYIO Tepa-
MUIO, a TAaKXKe MPUEeM aHTarOHUCTOB Kalblivsl (AMJIOAUTUH) B OTTUT-
poBaHHOI1 03¢ 10 10 MI B CYyTKM.

WJIT" — penkoe 3a0oeBaHUE HEU3BECTHOU 3TUOJIO-
U1, XapaKTepU3yIoIIeecsT BRIPaKEHHBIM TTOBBIIIICHUEM
JICC u J1JTA, yacTo mporpeccupyonnM TeueHeM C pas-
BUTHEM JekomneHcarmu 12K, 9To saBisieTcst IpuInHoOn
MPEXAEBPEMEHHOI CMEPTU MallUEeHTOB [2].

WJIT" otHOCUTCSI K criopaguyeckKuM 3a00JIeBaHUSIM.
[lo snuaeMMoOIIOrHYECKUM AaHHBIM, PacIpOCTpaHEH-
Hoctb MJIT coctaBnsier 5,9 cinyvast Ha 1 MJIH HacesleHuUs
[3]. TTo manHBIM Poccuiickoro HallMOHAJIbLHOTO PETU-
ctpa 6obHBIX JIT', y 43,8 % Bcex 3aperucTpupOBaHHBIX
nmauueHToB nuarHoctuponaHa UJIT [4].

B nHacrosiiiee Bpems marorene3 MJIIT paccmatpuBa-
€TCsT KaK MHOTOTPAaHHBIH TIpo1iecc, B KOTOPOM HauOOJIb-

TNeroyHble apTepum JlerouHble apTepum
Marnoro avameTpa BonbLLoro AnameTpa

CyxxeHue n obnutepauns AHeBpU3MaTUYECKOE paciunpeHHe
MerKinX apTepuit TIETOYHOTO CTBOMA

3amenneHne nNpUCTEHOYHOTO
KpOBOTOKa ¥ CTa3 KpoBu

Y

> M <—{ PoHosble v npea-
pacrnonaratoLme

thakTopb!

CHwXeHWe CKopoCTH KpOBOTOKA

OHpoTenuansHas
ANCPYHKLMS

Puc. 6. MexaHusmbl hopMUPOBaHUsI TPOMOO30B JIETOYHOI apTepuu in
Sity PA3TMYHOM JTOKATU3AIUH Y TIAITUCHTOB C MINOTIATUIECKOM JIeTOU-
HOI1 runepreH3uei

Figure 6. Mechanisms of in situ pulmonary artery thrombosis in patients
with idiopathic pulmonary hypertention

3ameTku n3 NPaKTUKK

1Iree 3HaYCHNE MMEeT Ba30KOHCTPUKIIUS Y PEMOIEINPO-
BaHUE JIETOYHBIX COCYIOB Ha (hoHE AUCHYHKIIUU IHIO-
tenusi. OCHOBHBIMU MaTO(GU3UOJIOTUYECKUMU (DEHO-
MeHaMM 3a00jieBaHUSI SBASIOTCS Ba30KOHCTPUKIIMS,
PEIyKIISI JISTOYHOTO COCYIMCTOTO pyclia, CHUKCHHE
9JIACTUYHOCTHU JIETOYHBIX COCYIOB, MX OOJMTEepalus
BCJIEZICTBUE TPOMOO3a in situ M Tpoaudepaluu riaaKko-
MBIIIEYHBIX KJIETOK [2].

ITo maHHBIM MHOTOYHMCIICHHBIX UCCIICIOBAHMI TTOKa-
3aHO, uTO Y 00abHBIX MJIT" oTMeuaroTcsl 3HaYUTETbHBIE
HapyllleHUs KaK B IJa3MeHHOM, TaK U B TPOMOOLIMTap-
HOM 3BEHbsIX reMocTasa. B HacTosiee Bpems Jo0Ka3aHo,
YTO TPOMOOIIUTHI MMEIOT BaXKHOE 3HAUYCHUE B BBICBO-
0OXIEHNUM Ba30aKTUBHBIX BEIIECTB, KOTOPbIC IPUBO-
IISIT K BA30OKOHCTPUKIIMU (TPOMOOKCaH A,, CEpOTOHUH)
U TpomMbooOpa3oBaHuo. KpoMe TOro, 3HAYUTETbHBIN
BKJIaI B HapylleHWE OajlaHCa TaKWX Ba30aKTUBHBIX
BEIIECTB, KaK TPOMOOKcaH Aj;, OKCHUI a30Ta, MpocTa-
uukiauH npu WMJIIT BHOCUT MOBBIIIEHUE arperauuu
TpomOouuToB [5]. ¥V 60oabHbIXx WUJITT 0OTMEUeHO TOBBI-
IIeHWEe YPOBHS KOMILJIEKCAa TPOMOWH-aHTUTPOMOWH,
¢ubpuHOTreHa, MPOTPOMOMHOBOTO OTHOIIEHUS, a TaK-
xe dparMmeHTa «1 + 2», obpasylolierocs Mnpu MnpesBpa-
IIEHWU TPOTpOMOMHA B TpoMOuH [6]. HapymreHue
cuctembl remocrtasa y nauuveHtoB ¢ MJIIT takxke otpa-
XKaeTcsd B CHMXEHUM 3HayeHMU aHTUTpoMmOuHa III
u niporeuna C [7].

Mexanusmbl GhopMUpOBaHUS TPOMOO30B in situ
y nauueHToB ¢ MJIT" paznnyaroTcss B 3aBUCUMOCTU OT UX
Jokamuzaunu (puc. 6). CyxkeHue U obiuTepands Me-
KHMX apTepuii, a TakXKe CHUXXEHUE CKOPOCTU KPOBOTOKA
B HUX B COYETAHUU C DHAOTEIUAIbHOU IUCHYHKUUENH
MIPUBOISIT K Pa3BUTHUIO 1 TIPOTPECCUPOBAHUIO TPOMOOTH -
yeckoro mnopaxeHus JIA majoro auamerpa. OTH TaTo-
¢dusnonornyeckre Mmpolecchl, HanboJiee XapaKTepHbIe
umeHHo 111 T, npuBoas K 3HAUUMTEIbHOMY MOBBILIE-
Huto JICC, 9BIIIOTCS OMHUM U3 KITIOYEBBIX (haKTOPOB
MpOrpeccupoBaHMsI 3a00J1eBaHNS.

3aknioueHue

dopMupoBaHKe TPOMOO30B in situ B KpymHbIX JIA mpo-
WCXOINT TIPH HATMINA NX aHEBPU3MATUIECKOTO PACIIIM-
perus. [IpucTeHOYHBI KPOBOTOK B OOJIACTH aHEBPU3-
MBI 3aMeIJisieTCsI, BO3HUKACT CTa3 KPOBH, YTO IIPHU
Haanduu (POHOBBLIX (PAKTOPOB — HaINpuMep, MyTalluii,
TpeipacIioaralonmx K Tpom603aM, CriocoocTBYeT (hop-
MU POBaHMIO TPOMOA B 00JIaCTH aHEBPU3MEL.

[To maHHBIM TIPUBEIEHHOTO KIMHUYECKOTO HAOJIIO-
JIEeHUsI TTPOJEMOHCTPUPOBaHA BO3MOXKHOCTH (hOPMUPO-
BaHUSI BTOPUYHOTO TPOMOO3a in sifu KpyImHOi BeTBU JIA
y nmauueHTku ¢ MJIT. TlokazaHo, 4TO OCHOBY ITOCTaHOB-
KJ IIPaBUJIBHOTO TMAarHO3a U BHIOOPA MTaTOreHETUYECKO-
ro JICYEHUSI COCTABJISIeT TLIATEIbHBINA AuddepeHIInaTb-
HO-IIMarHOCTUYECKUIA TTOUCK C 1IeJTbI0 YTOUHEHUs TUIIA
JIT y mauueHTOB ¢ TpoMOO30M BeTBel JIA.
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