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[IpencraBieHo onucaHue KJIMHUYECKOTO CIydast XpOHMYECKOM TOCTIMOOIMYECKOM JIETOUHOM I~
nepreH3uu (XI1JII) moce nmepeHeceHHO TPOMOOIMOOIMHY JIETOUHOM apTepuu y MalMeHTa MOJIO-
JIOTO BO3pacTa ¢ BpoxKIeHHOI TpoMboduineii. [TokaszaHo Tsokenoe Mporpeccupyoliiee TeueHre 3a-
0oJieBaHUsI, 3aKOHUMBILIETOCS JIETaIbHBIM MCX0A0M. OGCYXIal0TCsI BOIPOCHI IMaTOreHe3a U IaTo-

mopdonornueckast kaptuHa XITJIT,

Karouegule croea: XxpoHudeckasi ocTaMOo0IMYecKas JerouyHasi rurepTeH3us, TpoM00IMOoIust Jie-

TOYHOI apTepuu, BpOXKIeHHAas: TPOMOODMIus.

XpoHMYecKass IOCTIMOOIMYEcKasT JIeTOU-
Has runeptensus (XIIJIT) — matonoruueckoe
COCTOSIHME, BbI3BAHHOE XPOHUYECKOIN OKKITIO-
3Ueil MU CTEHO30M JIETOYHOTO apTeprUaIbHOTO
pycia nocjie TpoM003MOO0INY JIETOUHBIX apTe-
puit (TOJIA), puBoasIIee K pa3BUTHIO XPO-
HUYECKOTO JIEroyHoro cepaua. Cuuraercs, 4To
XTITT gasnsetcs penkum ucxonom TOJIA. On-
HaKO, YYUTBIBAsI TO, YTO JIETOUYHAsT SMOOJIUS
yacToe 3a00jieBaHUE (€XKETrOTHO PEerucTpUpy-
10T 35—40 cayyaeB Ha 100000 yenosek), XITTJIT
Kak oTnajeHHoe ocioxkHeHue TOJIA sBasercs
aKTyaJIbHOI TIpo0JIeMOiT MeUIIMHEL. 1o maH-
HeiM FE. Dentali et al., XITJII, nnarHoctupo-
BaHHAsI NpU HaIMIUK neheKToB mepdy3un
MPU CUUHTUTPAPUH JIETKUX U TTOBBIIIICHUH CH-
CTOJIMYECKOTO MABJCHMS B JISTOYHOU apTepuu
(CIJIA) 6onee 40 MM DPT. CT. B MOKOe TpHU
norrep-axokapauorpaduun (JI9xoKI'), pas-
BUBaeTcs y 8,8% mauueHnTtoB. HanGosee yacto
oonbHble XITJIT kanyloTcst Ha OABIIIKY, CJa-
00CTh, TOJOBOKpYXEHHE, OO B TPYIHON
kietke. [Ipu 3HaUKTETLHOM MOBBILIEHUH 1aB-

Konmaxkmuas ungpopmayus: JlemumoBa Haranbs
AnekcannpoBHa, ntverdova@yandex.ru

JICHHUS B JIeTouHOM aptepuu (JIA) mossisieTcs
KallleJib, KpOBOXapKaHbe, IIMaHO3 KOXKHBIX M0~
KpoBOB. ¥ MHorux namueHntos ¢ XITJII, noka-
3aHHOM C TIOMOIIBIO aHTUOTpadUU WA CIIAH-
Turpadum JIETK1X, B aHaMHe3¢e He ObLI0 yKa3a-
HU1 Ha nepeHeceHHY10 paHee TOJIA. T1o naH-
HeIM M. Riedel et al., u3 76 manmeHTOB C
XIUIT 17% GoabHBIX He OTMEYaiyd BHE3aIHO
BO3HUKILIEH OJbIIIKU, O0ell B IPyAHOI KJIeT-
Ke, KpOBOXapKaHbsl, He CTpagav ITHEBMOHMCH
wi 1aeBpuToM. OCHOBHOI Kajloboi 00Jb-
HBIX MPU TAaKOM TE€YEHUM OOJIe3HU ObLIa TO-
CTCTIEHHO HapacTarollast ONbIIKa. TpyaTHOCTH
panHeit guarHoctuku XITJIT u3-3a HecneLu-
(brIecKUX CUMITOMOB, TTO3IHUE MPOSIBICHUS
0oJIe3HN Tocje 0eCCUMMOTOMHOTO Mepuoaa, B
TeYeHNe KOTOPOTO M3MEHEHUSI B COCYIMCTOM
CETH JIETKUX CTaHOBSITCS HEOOPAaTUMBIMHM, SIB-
JISIIOTCSI TIPUYMHAMU BBICOKO CMEPTHOCTU OT
XTUIT. Tak, mpu repcUCTUPYIOLIEH OKKITIO3UU
JIETOYHOT'O CTBOJIA M €T0 TJIaBHBIX BETBEH IIPO-
JOJDKUTEIbHOCTD KM3HU TALIMEHTOB HE Tpe-
BbIIIAET 3—4 JieT.

[MotenumanpbHBIMK (paKTOpaMU pHICKa pa3-
Butust XITJIT aBnsiioTcsa peuManBUPYIOLINT 1
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UW'!ZH II3 nnammm

UIMOIAaTUYECKUI XapakTep 3MO0Juu, 0OJIb-
1o nepdy3uoOHHbIN 1e(UIIUT, MOJIOI0I BO3-
pacT maluMeHTOB. BaxHy10 poJib TakKKe UrpaloT
HapylIeHMs] reMocTa3a u ¢puodpuHonusa. Be-
positHocTh pasutus XIIJIT yBenuuuBaeTcs
Mpu NoBbIlIeHUN YpoBHS (pakTopa VIII B kpo-
BU, HATMYUMU BOJYAHOUYHOTO aHTUKOATYJISTHTA
U TIOBBIIEHHBIX TUTPOB aHTUMOCHOIUMUI-
HBIX aHTUTEJ, a TAKXKe reTepO3UroTHON MyTa-
uuu B reHe dakropa V Jleitnena. K passuruto
XIUIT nocne mepeHeceHHoil TOJIA Takke
MOTYT TIpUBOAMUTH pa3IMYHble aHOMaJIUK
CTPYKTYphl (ubprHa. BnussHue rurnepromo-
LIUCTEeMHEMUHM, AedUIIMTa aHTUTPOMOWHA,
npoterHoB C u S Ha popmupoBanue XITJIT
HYXIaeTcsl B JaJIbHEHIIIEM U3ydeHUM.
ITatomopdonornueckum cybcTpatom
XIUIT sgBastoTcs TpomMOOIMOOJIBI, HE TOMA-
Beprivecs JIM3UCY, KOTOPbIE BHI3BIBAIOT 00-
CTPYKIIMIO apTepHil MaJIoTo Kpyra KpoBooOpa-
mweHusd (MKK) paznuyHOil cTereHu BbIpa-
>KEHHOCTHU, HO Yallie B cIydae MopaxkeHus: 60-
nee 40% cocynucroro pyciaa. Ilo MHEHMIO
B.C. CaBenbeBa u coaBT., 3a00JieBaHME HaU-
0oJiee YacTo pa3BUBAETCS Y MAIIMEHTOB C T10-
paxeHueM JIA KpynmHoro kajauodpa, y KOTOpbIX
5MOOJIUSI CBOEBPEMEHHO HE OUAarHOCTUPOBa-
JIach ¥ aKTUBHOE JICUCHHE €€ He TTPOBOIMIOCH.
'Y HEKOTOPHIX OOJIHHBIX TTOITABIIINE B JISTOYHOE
apTepuaIbHOE PYCIO SMOOJIBI TIPeBPaIIaloTCs
B opranusoBaHHble crycTku. [Tpu XITJIT nipo-
WCXOOUT PEMOICINPOBAHNE KaK KPYITHBIX,
TaK 1 Melnkux JIA. B mHTHMe cTBOJIAa U B BET-
Bsix JIA oOHapyxuBaeTcsl CKJIepo3 ¢ 00pa3oBa-
HUEM aTePOCKIIEPOTUIECKUX OJIAIICK, YacTo
CYKMBAOIINX IPOCBET. MHTUMA TpU 3TOM
MMeeT HECKOJBKO 3JIaCTUYECKUX MeMOpaH
(BM), mpupalommx el CIIOUCTOE CTPOEHUE.
Cocynmucrast CTEHKa VTOJIIAETCS TaKXke
BCJICACTBUE THUIEPTPODUN MBIIICYHBIX 3JIe-
MEHTOB, KOTOPBIE PA3ABUTAIOT 3JIACTUYECKUE
BOJIOKHA, a KOJUTaTr€HOBBIE BOJIOKHA MTPU 3TOM
YTOJIIAIOTCS U TTOABEPTaloTCs THaaInHO3Y. s
nnuteabHoro tedeHus XIIJIIT HambGomee xa-
paKkTepHa yMepeHHas AuiaTaluus apTepuos 1
MEJIKMX apTepuii ¢ mponudepaleit u cKiepo-
30M MHTUMBI, ICTOHYCHHEM MEIUU U Pa3BO-
JNokHeHUeM DM. B nuteparype nmeroTcs JaH-

HbI€ O TeHepaarM30BaHHOW AWJaTallMUd COCY-
JIOB, TOSIBJICHUM MHOXKECTBA aHACTOMO30B U
TIeKCU(OPMHBIX 00pa30BaHUil, a y OOJbHBIX
C JaBjJeHUEM B JIETOYHOM CTBOJe Oosee
100 MM PT. CT. BBISIBJISIOTCSI MPU3HAKN HEKPO-
TU3UPYIOLIETO apTepuuTa. TakKe UMeeT Mec-
To (pubOpO3 KANMUISIPOB, UX MepeKaanOpoBKa
u Hammure OM. CuuTaercs, UTO 3TU U3MEHE-
HUS B COYETaHUU C (UOPO30OM MBIIICUHOMN
000JIOUKM apTepuil U BeH (MUo3JacTOPuob-
pO3) XapakTepHbl mJs ¢a3bl COCYAUCTOU Je-
koMmreHcaluu rurnepreHsuu MKK. B mex-
aJIbBEOJISIPHBIX TIEPEropojikax U B IMPOCBETAX
anbBeos npu XITJIT HaGmopaercst pa3pacra-
HUE COeIMHUTEIbHON TKaHu. Hapsimy ¢ pe-
JIYKIKME COCYAMCTOro pycia, CBSI3aHHOM C
YMEHBIIIEHUEM TIPOCBETa U, B MOCJIEIYIOIIEM,
qyycjia COCYIOB 3a CUET IMPOrpeccUpyrolieit
(ubpo3HO#l TpaHchoOpMaLMKM JIETOUHON TKa-
HU, pe3yJbTaThl MOCIEIHUX WCCIeTOBaHUIA
CBUIIETEJILCTBYIOT B TIOJIb3Y MEXaHU3Ma pa3BU-
THSI, CBSI3AHHOTO C HapylleHWeM (YHKIIMO-
HaJIbHOW aKTUBHOCTU 3HIOTENMs, KaK U MpU
UIUOTIATUYECKON JIETOYHOUW TUIepTEeH3UU
(NJIAT). DHpotenuanpbHasd AUChHYHKUIMS 3a-
KJIIOUAeTCsT B TIEPBYIO OYepelb B UCTOIICHUN
MEIMATOPOB Ba30JWIATAIINU, TIPEXKIE BCETO
OKcHAa a30Ta, W TOBBIIMICHUU IPOAYKIINU
(akTOpOB Ba30KOHCTPUKIIMU, KOATYJISLUU U
(¢ubpuHoreHesa. B sHIOTEIMATBHBIX KJIETKAX
YBEJIMIMBACTCSI TIPOAYKIMS 3HOOTEIMHA-1,
CTUMYJIMPYIOIIETO TIpoudepannio IIagKo-
MBIIIICYHBIX KJIETOK COCYIOB, a Takke (hmo-
pO0JIACTOB M KJICTOK SIUTEIUS IBIXaTeTbHBIX
myteii. [lepecTpoiika cocyancToro pycia jier-
KHX C U3MEHeHNEeM (DyHKIIMOHATLHOM aKTUB-
HOCTU 3HIOTEIHAJTbHBIX KJIETOK CUMTACTCS
OIHUM U3 KJIFOUEBBIX MEXaHN3MOB HOBOOOpa-
30BaHMUs cOCynoB. BcremcTBme CHMXKEHUS
rep¢y3un JETKNX U YMEHBIIICHUS CEPACTHOTO
BBIOpOCA pa3BUBAETCS apTepUalbHAasl THUIIO-
kcemus. Tunoxkcuss cnocoOCTBYeT aKTUBALIMU
MMPOKOATYJISTHTHOTO 3BEHa IreMocTasza ITyTeM
MMOJaBJIEHUS CUCTEMbI (PMOPUHOIM3A U yCUJIe-
HUS 00pa30BaHUsI TKAHEBOTO (haKToOpa PocTa B
MOHOHYKJICApHBIX (harouuTax M TIJIaTKOMbI-
IIEYHBIX KJIETKAX, YTO TIPUBOIUT K TPOMOO3Y.
DubpUH U ero MPOAYKThI Jerpajaluy, Haxo-
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JSIIMECs B aJIbBEOJIPHOM U MHTEPCTUIIMATb-
HOM TIPOCTPAHCTBE, MECTHAsl MPOAYKTUBHAsK
peakisi TpOMOMHA CITOCOOHBI MOTEHIIMPO-
BaTh OCTPOE BOCTAJeHWE, YCUIUBas aire3uio
BOCITAJINTEIbHBIX W MMMYHOKOMITETEHTHBIX
KJIETOK M Hapyumas (yHKLUIO cypdakTaHTa,
YTO MPUBOAMT K TOTEPE JETOYHOMN (DyHKIIMMU.
Kpowme toro, dpubdpuH ctumynupyet npoude-
pauuio GuopoOJACTOB M TIaAKOMBILIEUHBIX
kinetok. GudpoOIACTHI, B CBOIO OYepenb, 00-
pasyIoT arperatsl ¢ GUOPUHOM, YTO aKTUBHUPY-
eT uX mpojucdepalnio U BbI3bIBACT YBeIMYe-
HUE MECTHOro KosutareHooOpaszoBaHus. Ilo-
cTerieHHO (DOpMUpPYETCsl BhIpaskeHHasl TIpeKa-
nusuisipHas runepreHsuss MKK. B niutepatype
WMEIOTCSI JaHHBIE, YTO CTETICHb MOBBIIICHUS
JaBJICHUSI U JIETOYHOI'O COCYIMCTOIO COIIPO-
TUBJICHUSI HAXOIUTCS B COOTBETCTBUU C MOP-
¢osornyeckoi MmepecTpornKkoil JerouHbIx co-
CY/IOB 1 KacaeTcss B OCHOBHOM apTepUaJbHOTO
pycna. CmepTh 601bHBIX XITJIT HacTymaer ot
CEepIACYHONM HEIOCTATOYHOCTH, PAa3BUBAIOIIEH-
cd B a3y KIMHMYECKON OeKOMIEHCAIluu
npekanuuisipHoi runepteHsun MKK. Eciu
TOJIA npeniiecTByIOT 3a00J€BaHUS JETKUX U
cepilia, TO BBIPAXEHHOCTHh MOBPEXICHUI
MHOKapma Oojiee 3HAYWTEIbHAsI, Odaxe IIpHU
HEOOJIBIION CTETICHN OKKIIFO3WH, TaK KakK I0-
BPEXICHUSI KAapAUOMUOILIMTOB HMMEIU MECTO
yXe B IpeasaMobonnueckuii nepuoa. Ypesmep-
Hasl Harpy3ka Ha MMOKap[I IPaBoOro KeJryaod-
ka (IT2K) ctumynupyeT COKpalleHue, MOIII-
HOCTh KOTOPOTO OKAa3bIBaeTCS BCE XKe HEmo-
CTaTOYHOM IsI OOeCIeYeHMST MesSITebHOCTH
CepAECYHOI MBI, YTO IPUBOIUT K HEOOpa-
THUMBIM KOHTPaKTYPHBIM ITOBPEXKICHUSIM Kap-
nuoMuoumnToB Kak I12K, Tak u JieBoro xeiny-
nmouka (JIZK). OT rmporpeccupyronieii 1eToITHO-
CepIeYHOil HEMTOCTATOYHOCTH YaCTO YMUPAIOT
JIIOAM MOJIOJOTO M CpeIHEero Bo3pacTa, He
cTpagaBiye a0 pa3Butus TOJIA HukakumMu
JIPYTUMU 3a00JI€BAHUSIMU.

KnHHHYecKoe HabnoaeHHe

Bonbnoii I1I., 1970 rp., B uone 2006 r. B
Bo3spacTe 36 JieT nmepeHec TpoM0OO03 IIy0OKMUX
BEH MpaBoOil HUXKHENW KOHEYHOCTU. bonbHOIT
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HaxoIMWJCSI Ha CTallMOHApHOM JICYCHUM B
HUUN CIT um. H.B. CxinudocoBckoro, riae
MPOBOJAMJIACH TeMTapUHOTEPAIUs C TTOCIeIYI0-
MM Ha3HaueHueM BapdapuHa 5 MI/CYT.
MexnyHapoaHOe HOPMaJM30BaHHOE OTHO-
menue (MHO) GonbHOM KOHTpOJMpPOBAJ Ha
ypoBHe 2—3. 6 okTs10pst 2006 T. TTOSIBUIINCH 60~
JIM paclyparollero xapakrepa B MpaBoil HUX-
Hell KOHEUHOCTH, ONIYLIEHUE HEXBAaTKU BO3-
Jyxa IMpyu MUHUMaJIbHOM (DU3UUECKOU Harpy3-
Ke, TOJIOBOKPYKeHHUE, 00JIb B TPYIHOM KIIETKE,
KpoBoxapKaHbe. [laliieHT ObUT TOCTIUTAIU3H -
posaH B 'Kb No 1 mm. H.U. TNuporosa, rae
MpY  yJABTPa3ByKOBOM aHTMOCKAaHWPOBAHUM
(Y3AC) HMXHMX KOHEUYHOCTeH C LBETHBIM
JIOTITUIEPOBCKUM KapTUPOBAaHUEM BBISIBJIEH
OKKJIIO3UBHBI TpOMO TMpaBoil HapyXHOU
TOAB3IOIIHOM BeHbI. [IpM aHTMOMYJIBMOHO-
rpacduun (AIIl) — TpomMOOAIMOOIUS TIpaBoOil U
seBoil JIA, unaekc Mwuiepa 31 6amwt. Ilpu
peHTreHorpaduu OpraHoB TPYAHOM KIIETKU —
MPaBOCTOPOHHSISI HVXKHemoJeBasi UHOapKT-
Hasl MHEBMOHWS. Db TOCTaBJIeH AMArHO3:
“Tpom003 NTyOOKMX BEH MPaBOil HUXKHEN KO-
HeuyHocTH. OKKITIO3UBHBIN TPOMO TTpaBoil Ha-
PYXKHOUW TIOAB3IOIIHOW BeHBI. MaccuBHast
TOJIA. T1paBOCTOPOHHSISI HUKHEIOIeBasT UH-
dapkTHasg mHeBMOHMS. JlpIxaTenbHas HEmO-
crarouHocth (JAH) Il cremenn”. ITpoBomu-
JIach TPOMOOJIUTHYECKASI TEPAITHS C TIOCIICAY-
IOIIMM Ha3HAYeHUEM TellaprHa, a 3aTeM Bap-
dapuHa, aHTHMOaKTepHalbHas Tepanus C
TOJIOXKUTETBHBIM KITMHIYECKUM 3P hekToM —
YMEHBIIMIACh ONBIIIKA, HE 0€CTTIOKOVUIIH T'OJI0-
BOKpY:XKe€HHE, 00JIM B TPYIHOI KIIeTKE, KPOBO-
XapKaHbe, OMHAKO TIPU CUMHTUTpAdUU JIer-
knx oT 18.10.2006 . oTMeUaTnCh BHIpaKeHHbBIE
HapylieHusT Tepdy3un IpaBoro JETKOro II0
CTBOJIOBOMY THITY, JIEBOTO — IO CyOCerMeH-
tapHoMy Tumy. [Ipu 330daroractpomyoneHo-
ckormu (BIAC), ynsrpa3ByKOBOM HCCIIEHO-
BaHuu (Y3W) OplolHOIt TTOJI0CTH MaTOJOTUHI
He BbIsIBIEHO. Ilocie BBIMUCKKY OOJIbHOMN UyB-
CTBOBaJI Ce0S1 YyIOBJIETBOPUTEIBLHO, padOTal.
OppllIKa TOSBISIACH TIPU 3HAYUTEIbHOU (hu-
3uuecKoit Harpy3ke. B Teuenue 1,5 ner mocie
nepeHeceHHoit TOJIA mpuHuMan BapdapuH
noa koHTpojieM MHO (2—3). Takke 60JbHOI
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Puc. 1. AurnonyiabsMoHorpadust 6osbHoro 111.

B TEeUeHME IOJyroja Iocje IepeHeCeHHOM
TOJIA npuHuman Bepanamuia 80 Mr 3 pasa B
neHb, kapauker 20 Mr 2 pa3a B eHb, AeTpa-
nekc 500 mr 2 pa3a B 1eHb. bonbHOI He KypuJ,
MepUOINYECKU YITOTPEOISLT aaKoroib. CocTo-
sIHUE OOJIBHOTO YXYIALIUIOCh B CEPeIMHE CeH-
Ts0pst 2009 ., KOrma CHU3WJIACH IEPEHOCH-
MOCTbh (DM3NIECKOI HATPY3KU: ONBIIIIKA, PaHEee
OecriokouBIiast 00JIbHOTO MPU ObICTPOI XOIb-
0e, TTombeMe 10 JISCTHUIIE Ha 5-11 9Tax, B Te-
YyeHHe Mecslla TTOCTeIIeHHO HapacTajia U CO-
XpaHsJIach B COCTOSIHUM TIOKOs. Takske ITO-
SIBUJIACh CJIa0OCTh, CyXOli Kalllesib, cTaja mo-
BBILIATBbCS TeMmmepatypa Tejda g0 38°C.
27.10.2009 . 60JIbHOM OBLT TOCHUTAIU3UPO-
Ban B 'KB Ne 1 mm. H.W. ITuporosa ¢ mmono-
3peHueM Ha TOJIA. I1pu nocTymnieHun cocTo-
siHUe OOJIbHOTO Tsixkesoe. 2KajmoObl Ha Cyxoit
Kaliesib, 00Jib B TPYAHOU KJIETKE cieBa MpU
IyOOKOM BIOXE, ONBIIIKY B moKoe. OTMmeua-
JIach OJIETHOCTD KOXKHBIX TTOKPOBOB, aKPOLIMA-
HO3, Temriepatypa teja 38,5°C, yacTora apixa-
Hus (Y1) 28 B 1 MuH, B JTerKUX BBICTyIIMBa-
JIOCh XXECTKOE IBIXaHNe, 0CIabJICHHOE ¢ 00EHNX
CTOPOH, XPUIIBI HE BBICIYIINBAIUCh. TOHBI
cepala ObUIM TIPUIIYIIEHBI, PUTM IIPaBWIIb-
Hblii, akueHT II ToHa Han JIA. Yacrora cep-
neyHbix cokpaieHuii (HCC) 110 B 1 mun. Ile-
YeHb y Kpast pebepHoit nyru. KWBOT MITKHIA,
0e30ose3HeHHbI. [lpu obcnegoBaHuU: B
KJIMHUYECKOM aHau3e¢ KPOBU — IeMOIIOOUH
150 r/n, sputpouutsl 4,6 x 10'2/71, neikoru-

ol 16,9 x 10°/1, nanoukosimepHbie 8%, cer-
MeHTostaepHbie 61%, COD 6 MM/4; HachIIIe-
HIe apTepuatbHON KPOBH KUCIOPOIOM (Spo,)
MIpY JBIXaHUM aTMOC(EpHBIM Bo3myxoM 86%.
Ha DKI peructpupoBajcst CMUHYCOBBI PUTM,
BEPTUKAJIbHOE ITOJOXEHUE 3JIEKTPUUIECKOM
ocu cepaia (B0C), YHCC 140 B 1 muH, nepe-
rpy3ka Muokapaa [12K. buoxumuyeckuii aHa-
JIN3 KPOBU, OOIIWIA aHAJIU3 MOYU 03 OTKJIO-
HeHuit oT HopMbI. [Tpn Y3AC HUXKHMX KOHEY -
HOCTEI — XOpolllasi peKaHaIu3aLus TIyOOKUX
BEH IIPaBOM TOJIEHU, MOAKOJEHHOMU, MOBEPX-
HOCTHO#1 OeApeHHOI, 00lLIeit OeApEeHHOI, TTy-
Ookoii beapeHHoi BeH. HapyxkHasa u oOuias
MO/B3IOIIHAS BEHbI CIIpaBa, HVDKHSS T0Jiast
BeHa — npoxoauMbl. CieBa TyooKue U TMoj-
KOXHBIE BEHbI IPOXOAMMBI Ha BCEM IPOTSI-
xeHuu. [Ipu peHTreHOrpacuu OpraHoB IPy-
Hoit kietku orT 27.10.2009 r. oTMeuvanuch
npusHaku TOJIA npaBoro u JeBOTO JIETKUX C
SIBJICHUSAMU MHGAPKTHOW ITHEBMOHUM B
BEPXHEM 1 HUXKHEN I0JIE CIIpaBa U B SI3bIYKO-
BOM cerMeHTe cieBa. JIeroyHblii pUCYHOK C
00eux CTOpOH ycuJieH U oboramieH. KopHu
pacIIMpeHbl, MaJIOCTPYKTYpHBI, B JaTepalib-
HOM CHMHYCE CJIeBa HeOOJbIIIOE KOJIUYECTBO
xunpkoctu. [Tpu AT or 28.10.2006 . — TOJIA
00eux IaBHbIX U Bcex nojieBbix JIA. MHaeke
Munnepa 28—29 6asioB (puc. 1).

ITpu ADx0oKTI ot 28.10.2006 . oT™Meyaiach
JUJaTallMsl MPaBbIX KaMep cepilia: IpaBoe
npencepoue (ITIT) 5,6 x 4,5 cm, qguametp TTK
3,5 cm. JleBoe mpencepaue (JITT) 3,6 cm, Ko-
HeyHo-cuctonuueckuit pasmep (KCP) JI2K
3,4 cM, KOHEYHO-IMACTOIUYECKUI pazmep
(KOP) JIXX 5,4 cm. ®dpakuust Beiopoca (PB)
JIK 56%. HemocTtaTOYHOCTb TPMKYCIIMIATb-
Horo kiaanana Il crenenu, CJIJIA 48 MM pT. CT.
TonmmHa crenku 12K 5 mMm. Bo Bpems uccie-
JIOBAaHMSI OTMEYAJI0Ch ACMHXPOHHOE COKpaIlle-
HME MEXKeJYI0YKOBOI IePeropoaKHM.

ITpu KOMIIBIOTEPHOIT TOMOTpauu OPraHoOB
rpyaHoit mosocti ot 05.11.2009 1, BBIMONI-
HEHHOI MO IMporpaMMe 00bEMHOI0 CKaHUPO-
BaHUS C TOJIIMHON cpe3oB 0,9 MM ¢ BHYTpHU-
BEHHBIM OOJIIOCHBIM KOHTPACTHBIM YCUJICHU-
€M OMHMIIAKOM, BBISIBIEHa TPOMOO3MOOJIMS
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npaBoii BepxHenoeBoit JIA (IMOJHOCThIO OK-
KJTIO3UPYET TIPOCBET), TIPaBOI HUXKHEI0IEBOM
JIA 1 ee cermMeHTapHBIX BETBell, cerMeHTap-
HBIX BETBEU MpPaBOI CPEIHEIOJEBOU apTepUn
C YaCTUYHOM OKKJIIO3MENM, MHOXECTBECHHBIE
nH@apKThl 000MX JICTKMX, MPU3HAKU TIepe-
IPY3KHU MPaBbIX OTAETIOB CEeP/lia, TEBOCTOPOH-
Huit rugporopakce (120 cm?) (puc. 2).

bbLn noctaBiaeH auarHos: “PenuauBupyro-
mass TPOoMOOIMOOJMS JICTOYHOM apTepum.
XIUIT T crenenu. JIBYCTOPOHHSISI MOJUCET-
MeHTapHas WH(apKTHAsg ITHEBMOHUS, TsKe-
soe teueHue. JAH I crermenu. XpoHudeckoe
JIETOYHOE Cepille, CTamus CyOKOMIICHCAIIWH.
Henocratounocts kpoBooOpaiienus (HK)
ITA cramuu (III dyHKUMOHaANBHBINA Kjacc
(®K)). IMocrrpoMmboTHUecKasi 0oJie3Hb BEH
MpaBoil HIXKHeN KoHeuHocTr”. TIpoBoauIock
JIeYeHUe TerapyuHOM, aHTUOaKTepuabHast
(uedorakcum 2 1T 3 pasa B A€Hb BHYTPUMBI-
1IEYHO), KapauaabHasl (M30KeT BHYTPUBEHHO
KarneJbHO, BeparaMuil BHYTPUBEHHO CTPYMi-
HO), I€3UHTOKCUKAaIMOHHAas Tepanus. B cBs-
31 C COXPaHSIOIIMMUCS TpU3HAKaMU HH-
¢apKTHOI MTHEBMOHMU OOJIBLHOI ObLT TIepeBe-
JIeH B TepareBTUYECKOE OTAeJIeHUE, IIe Mpo-
JOJIKAJIOCh JIeueHue AHTUOMOTUKAMU
(okcami 1 1 4 paza B IeHb BHYTPUMBIIIICYHO,
TeHTaMMIIUH), OTXapKUBAIOIIUMU TIpernapara-
Mu (amOpokcos 30 Mr 3 pasa B IeHb), TUype-
tnKamu (bypocemun 40 Mr/cyT, BepOIIIUPOH
100 mr/cyT), OBIT Ha3HAUYCH BapdapuH 7,5 MT
1 pa3 B cyrku (MHO or 18.11.2009 r. 1,63),
mmntuaseM 90 mr 2 pasa B ngeHb. CocTosiHUE
OOJIPHOTO YIIYUINIJIOCh — HOPMAaJIM30Baiach
TeMrepaTypa Teja, Tepectaan OecrioOKOUTh
00JM B TPYIHOM KJIETKE, OJTHAKO COXPAHSUINCh
JKaJIOOBI Ha OMBIIIKY MPU MaJleHIneit pusmde-
CKoOil Harpyske, ciaboctb. [IpoiineHHas auc-
TaHILMS B TeCTe ¢ 6-MUHYTHOI X000, IIPO-
BegeHHOM 20.11.2009 r, cocraBuna 400 M,
onpIlIKa 1o Likaje bopra mocie Tecra 6 Oaj-
JioB. [1pw crimpoMeTpHy MTaTOJIOTUH HE BEISB-
sneHo. [lpu ToOYeUHON MYJIbCOKCHMMETPUU
cpenHee Spo, B mokoe 95%. Ha DKI or
18.11.2009 . BepTukanbHoe nojoxeHue 0C,
cunycoBblii put™M, YCC 75 B 1 muH. [IpusHa-

L
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Puc. 2. KommbiotepHass Ttomorpadusi opraHoB
TPYAHOU TTOJIOCTH TOTO e OOTBHOTO.

K1 Tieperpy3ku muokapaa [12K coxpaHsuiich
(puc. 3).

ITpu KOHTpOJBHOI peHTreHorpachun opra-
HOB TPYAHOM KIJIETKM, BBITIOJIHEHHOUW TMepen
Boinuckoii (20.11.2009 ), oTmeuanach moso-
KUTeNIbHAS TWHAMWKa, MPU3HAKA WH(pAPKT-
HOI TTHEBMOHUH perpeccrupoBaiu (puc. 4a).

ITpu OxoKTI ot 18.11.2009 r. AMHAMUKY He
otMmeuasioch. Ilpu Y3U OpromiHoi MoJ0CTH,
OI'IC natosnorus He BblsiBieHa. [1pu Beimuc-
K€ 13 CTallMoHapa ObUI pEKOMEHIOBAH MPUEM
BapgapuHa 7,5 Mr 1 pa3 B CyTKM TTOJ, KOHTPO-
gem MHO, nuntuazem 90 mr 2 pasa B IeHb C
TMOCJICAYIOIUM TMOBBIIIICHUEM J03bI, BEPOII-
nupoH 25 Mr 1 pa3 B IeHb, TUMTOTUA3UI, 25 MT
1 pa3 B cyTKU 4epe3 AeHb.

Yepes 1 Mec mmocie BEITTMCKA U3 CTAlIMOHA-
pa BHOBB YCWIMJIACh OJIBIIIIKA, CHU3WJIACH T1e-
PEHOCUMOCTh (DPU3NUYECKON HArpy3Ku, 6ecro-
KOWJI MYYUTEJNbHBIM Cyxoil Kamenab. [lpu
ocmoTtpe 30.12.2010 r.: KOXKHBII MTOKPOB OJie-
HBII; OTEKOB HET; B JIETKUX JbIXaHUE XECT-
Koe, 0ciabJieHO B HMXKHUMX OTHeNaX ¢ 00eux
CTOPOH, XpUITbl He BhICHyIIMBanuch. YJ1 25 B
1 mMuH. ToHBI cepalla MPUTIYIICHBI, PUTM
npaBuabHBINA. AK1ieHT 11 Tona Hag JIA. YCC
104 B 1 MmuH. AptepuasnibHoe nasneHue (AJl)
110/60 MM pr. cT. 2KMBOT MsITKuii, 6e3060e3-
HeHHbI. [ledeHb BbICTyITaeT Ha 1 cM U3-1of
Kpas pebepHoii ayru. HucTaHUMsI B TecTe
6-MuHYyTHOW X0abnObI 320 M. Opnplimka Io
mkane bopra mocie Tecrta 7 O6amnon. Ilpu
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Puc. 3. ODKIT Toro xe 60JIbHOTrO.

‘ (6) I ‘

Puc. 4. PeHtreHorpaMMbl OpraHoB TPYAHOW KJeTKU Toro ke O6ojbHoro ot 20.11.2009 r. (a) u or

15.02.2010 r. (0).

Ox0oKTI ot 30.12.2009 r.: pasmepsr I1IT 4,9 x
x 4,5 cm, JIIT 3,5 x 4,1 cm. ITo cpaBHeHHIO €
OxoKT ot 28.10.2009 . yBemuuImInch pazme-
po1 TTK: KCP 3,3 cm, KJIP 5,2 cm. KCP JI2K
1,9 cm, KIP JI2K 3,3 cm. @B JIXK 50%. Heno-
CTaTOYHOCTh TPUKYCIIUIAIHLHOTO KJIallaHa
111 crenenu. IpagueHT peryprutaliuy Ha TpU-

KycnuaagibHOM KiarnaHe 60 MM pT. cT. [laBie-
Hue B I1I1 wcxomst M3 pecnmMpaTOpHOIO WH-
neKca HMWXHeH TIOoJIoOl BEHBbI COCTaBJSIIO
10—15 MM pt. ct. Takum o6pazom, CIJIA co-
craBuio 70—75 MM pT. cT. OT™MEYanoch CHU-
xenne ®B ITK, m3amepeHHoro 1o dopmyiie
R.A. Levine u T.C. Gibson, 10 41%. Jlerounas
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peryprutaumsa | creneHu. TonammuHa CTEHKU
IT2K 5 mMm. Tosmuaa ctenku JIXK 1,15 em. Ha-
0J101aJI0Ch ACUHXPOHHOE COKpPAILlEHUE MEX-
JKEJIYIOYKOBOIW TIMEeperopoaku, cemnapamnus
JucTKOB Tiepukapaa 4 mm. [1pu obcnenoBaHnmn
Ha TIpeAMeT BPOXACHHOU TpoMOODUINU BbI-
SIBJIEH TTOJTMMOP®dU3M psiia TeHOB CBEPThIBAIO-
1Iel CUCTEMbI KPOBU: Fe€TePO3UTOTHbBIE Bapu-
aHTBl B TeHax MPOTPOMOMHA, METUJIEHTETpa-
ruapodoaTpeyKTa3bl, METHOHUHCHHTETA3bI
peayKTasbl, METUOHWHCUHTA3bl, KOATYJISLIM-
oHHoro (aktopa VII, TpoMOOIIUTAPHOTO I~
KompoTenHa 1B, TOMO3WUTOTHBIII BapWaHT B
reHE MHTErPUHA O.,. YPOBEHb FOMOLIMCTENHA
coctaBua 13,6 MMOJIb/J1, YTO COOTBETCTBOBA-
JIO JIETKOW CTEMEeHU TUIEPrOMOIIMCTENnHE-
MuU. AHTUTENA K pocdonunuaaM He BbISIB-
JICHBI, BOJTYAHOYHBIN aHTUKOATYJISHT OTpPH-
LIaTEJIbHBIA.

JuarHo3s: “BpoxnaeHHast TpoMOopuius: re-
TEPO3UTOTHASI MyTalIMs B TeHAX IIPOTPOMOMHA,
METWJIEHTETparuapodoiaTpeayKTa3bl, METUO-
HUHCHUHTETAa3bl PeAyKTa3bl, MCTUOHUHCUHTA-
3bl, KoaryJasurmoHHoro gakrtopa VII, TpoM6o-
LIMTApHOTO TJIMKOIIPOTenHa 1b, TOMO3UTOTHO-
ro BapHaHTa B TeHe uHTerpuHa o,. XILII, e-
rounas rutieprensus (JIT) 11 crenenu, 111 OK.
XpOoHUYECKOE JIETOUHOE Cepille, CTamus CyOo-
kommeHcanmun. HK IIA cragum (111 ®K).
IMoctrpomboTHUecKasi 00JiIe3Hb IIPABO HIXK-
Hell KOHEUHOCTH .

IMammeHT mpomoiKan IipreM BapdapuHa
7,5 Mr (mocTurHYT ypoBeHb MHO 2—3), Bepo-
mrmpoH 50 mr 1 pa3 B geHb, muyBep 10 mr
2 pasa B HeZIeJTo, yBeIMIeHa 103a JUITHA3eMa
no 180 Mr yrpom, 90 Mr BeuepoM, aHTUOBHUT
1 TabyeTka 2 pa3a B ICHbD.

HecmoTpst Ha TpoBOAMMOE JIEUEHIE, COCTO-
sTHUEe OOJIbHOTO TIOCTEIIEHHO YXYIIIAJIoCh —
Oecrokouia OAbIIIKA TIpY MajieiIneil pusu-
YeCcKOI Harpyske, cJ1aboCTh, KallleJdb C BbIAC-
JICHUeM CBeTJoii MOKpoThl. [Ipm ocMoTpe B
amOynaTopHbIX ycinoBusax 15.02.2010 . cocro-
SHUEe cpenHel TskecTu. KOXKXHBIM MOKpPOB
onenubiii. OTeKoB HeT. B jerkux abixaHue
JKECTKOe, OCJabJieHO B HUXKHHUX OTHenax ¢
00eux CTOPOH, TaM € BBICIYIIMBAIOTCS €I1-
HUYHBIE BJIa’KHBIE MEJIKOITY3bIpYaThie XPUIIHI.

L
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YJI 25 B 1 muH. ToHbI cepalia MPUIIYIIEHBI,
PUTM TIpaBUJIbHBIN. CUCTONMYECKUI LIIyM HaJ,
MeYeBUIHBIM OTPOCTKOM. AKLIeHT I1 ToHa Haz
JIA. 4YCC 100 B 1 mun. Al 100/60 MM pT. cT.
KuBotr msarkuii, 6e30ose3HeHHbI. [leueHb
BBICTYMAaeT Ha | cM U3-T101 Kpasi pedepHOil ay-
ru. Ha OKI or 15.02.2010 . oTpuuareabHas
nuHamuka: DOC oTkJIoHeHa BripaBo, P-pul-
monale Bo II, III oTBemeHusix, meperpyska
MpaBOro XeayloukKa — JEeNpeccusi CerMeHTa
ST u orpuliaTesbHble 3y0Lbl T B OTBeIEHUSX
V1, V2, V3, III, aVE Ilpu pentreHorpaguu
opraHoB rpyaHoit kietku 15.02.2010 r. otMme-
yajach 3HAYMTENIbHAS OTpUIIaTeIbHAs TUHA-
MMKa: JIETOYHBII PUCYHOK B IPHKOPHEBBIX
OTJeNIax YCUIeH, B 9THX Xe 00J1acTsIX Ha0It0-
Janach yMepeHHas WHGWIbTpauusi. 3HauM-
TEJIbHO paclIMpeHbl KOPHU JIETKUX, OCOOEHHO
JIEBBI, XBOCTOBasI YaCTh ITOCJIETHETO HE BbI-
paxeHa. Cepjlie pacIIMpeHO B IMOMEPEYHUKE
U BIIPABO, U BIE€BO ((KUIKOCTH?) (puc. 40).

Ilpu Gecene ¢ 6OJbHBIM OTMEUYANOCh CHU-
JKEHHOE HAaCTPOEeHUE B BUJIE TPEBOTH, araTum,
TATOCTHOTO YyBCTBAa MojaBieHHOCTU. OT roc-
MUTATN3aMA OOJTbHON KaTerOpuieckKu OTKa-
3aJICH.

30.03.2010 ©. malMeHT MoCTYUI B peaHnMa-
nuoHHoe otnejieHue KB Ne 1 um. H.U. TTu-
poroBa B TsmKeJIoM cocTossHUM. Co CJI0B poi-
CTBEHHUKOB, 3a | MecC IO TOCIMTaIM3allin
HalreHTa O0eCIIOKOWIO OIIyIIeHNEe HEeXBAaTKU
BO3/IyXa, CyXOil KallleJlb, OTMEUAJINCh IIpH-
3HaKU JETIPECCUBHOTO PacCTpoiicTBa — OOJIb-
HOI OBUI pa3mpakWTeNieH, arpecCUBeH, 0e3-
pa3IMyeH K XW3HU, OTKA3bIBAJICS OT IIpreMa
JIEKapCTB, HavyaJj 3JI0YIIOTPEOIISITh aJIKOTOJIEM.
IIpu nmoctymnenun npu nposBeneHnn Y3AC
HIDKHUX KOHCYHOCTEH BBISIBIISIIICS TPOMOO3
rIyoOKMX BeH o0enx KoHeyHocteil. Ha ODKIT
oTMeyYajach BhIpaXkeHHas Ieperpy3Ka IpaBbixX
otnenoB cepaua. B cBasu ¢ Tsokenoit JAH
00JIbHOMY ObLIa TIpOBEACHA MHTYOAIIMsST Tpa-
XeM, WUCKYCCTBECHHAs BEHTWISILIMS JETKUX.
Havata aHTUKOAaryJasHTHasi, aHTHMOAKTepU-
aJibHasl Tepamus, IMPOBOAMIACh MHDY3US T0-
naMuHa ¢ 1eablo noswieHus A (A npu
nocryruieHuu 70/40 MM PT. CT.), OMHAKO Yepe3
6 4 1ocJjie MOCTYIUIEHUST O0JIbHOI CKOHYAJICS.
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KnnHuyeckuit mocMepTHBIN auarHo3s: “Tpom-
003 rIyOOKMX BeH 00eUX HUXHMX KOHEUHOC-
teir. Peumausupytomass TOJIA. JIBycTopoH-
Hs1s1 MH(apKTHAsI HUXKHEI0IeBasi THEBMOHUSI.
XITJIT IT creneHu. XpOHUYECKOE JIETOUHOE
cepaie, nekommneHcauusi”’. Ha BCKpbITUM
KJIMHUYECKUN OUarHo3 ObUT TMOATBEPXKIEH.
BoisiBieH TpoM003 r1yOOKMX BeH rojieHei, pe-
uuauBupytomas TOJIA neroyHoro crTBoia,
ITOJIEBBIX K cerMeHTapHbIX JIA, reMopparmnyec-
K€ WHOaAPKTHl JIETKUX Pa3JIMIHON CTENeHU
ITaBHOCTH, WH(AapKTHasT ITHEBMOHHUS, OTEK
JIETKMX, OTEK TOJIOBHOTO Mo3ra. Takxke OoTMe-
yascs nudby3HbI KapauoCKIEpo3, CTEHO3U -
PYIOIINIA aTepOCKIePO3 KOPOHAPHBIX apTepuii
11 crenenu (cteHos g0 40%).

B mukpormpemnaparax JIerKux 00JI5HOTO OTI-
penensiaach mnepekannbpoBka BeTBeil JIA B
BHUIe M3MEHECHMS MX IIPOCBETA 3a CUET HEpaB-
HOMEPHOTO YTOJIIIIEHUST COCYIUCTON CTEHKH B
CBSI3U C TUIepTpodueli NpoaoJbHO PaCoo-
JKEHHBIX MbILLIEYHBIX BOJIOKOH (puC. 5a cM. Ha
LIBETHOU BKJaaKe Ha c. 94), a Takxe yToJlle-
HUS KOJIJIATeHOBBIX BOJIOKOH C YACTUIHBIM TH-
aJTMHO30M (pHc. 50 CM. Ha LIBETHOM BKJIaJKe Ha
c. 94). OTMeyvaoch BBIPaXXEHHOE TOJTHOKPO-
B¢ MUKPOLUPKYJISITOPHOTO pyciia, TUIIePTPO-
U CTEHOK MEJIKUX apTepUil U BeH ¢ MYyJIBTH-
mkamnueit M, ¢bubpo3om MbIlIedHO 000-
JIOUKH (pHC. 5B CM. Ha IIBETHOM BKJIAAKE Ha
c. 94), 9To pacieHNBACTCSI KaK MU0O31aCcTO(hH-
0po3, XapaKTepHBII ISt (Da3bl COCYIUCTOM Ae-
KOMITCHCALINM TIPU TUIIEPTEH3UN MHUKPOILIMP-
KYJISITOPHOTO pyciia. B MexXambBeoIsIpHBIX TIe-
peropoaKax BEISIBICHO pa3pacTaHNe COSIMHM-
TeJIbHOU TKaHU KaK IPU3HAK ITHEBMOCKIIEPO3a
(puc. 5r cM. Ha LIBETHOM BKJIagKe Ha c. 94).
B nerounbix BeHaX OoOHaApy:KE€HO pa3pacTaHue
CYOMHTHUMAJIBHOTO CJIOSI C OYAaroBBIM YTOJIIIIE-
HHE€M UHTHUMbI. MbIILIEUHBII CJI0I BEH UCTOH-
yeH, DM ¢dparmMeHTUpOBaHAa, UMEET TITyOOKMe
3arajcHMsI, B KOTOPHIX YYaCTBYIOT BCE CJIOU
CTEHKH, YTO CBMUIETEILCTBYET HE O TOHMYEC-
KOM €€ COKpallleH!HU, a O TTACCUBHOI MmepeKa-
JIMOPOBKE COCYIOB B YCJIOBHUSIX PEAYKIIUU
KPOBOTOKA IO JIETOYHBIM BeHaM. B ripocBeTax
BeTBell JIA pu MUKPOCKOIMMYECKOM HCCIIe-
JIOBAaHUY OOHAPYXKEHBI PUCTEHOUHBIE TPOM-

OBbI C IBJICHUSIMM OPraHM3allH, 3HAYUTEIHHO
CY’KMBaIOIINE MPOCBET COCYIOB (PUC. 51 CM.
Ha IIBETHOM BKJadgKe Ha c. 94), KaK HCXOI
MpeniiecTBoBaBIleil TpoM00IMOOINU, a TaK-
2Ke TPOMO03MOOJIBI ¢ MPU3HAKAMU aceNTUYeC-
KOro Ju3uca, UMMeIue AaBHOCTh He OoJjiee
1—2 cyT, KaKk MpU3HAK PEeLUIAUBUPYIOLICH
TpoMOO3MOOIMKN (puc. 5¢ CM. Ha LBETHOI
BKJIaake Ha c. 94). I1pu ucciaenoBaHUM MHO-
Kap/a BBISIBJIEH OT€K €ro CTPOMBbI, ITOJTHOKPO-
BUE MUKPOLUPKYJSITOPHOIO pycia (MeaKo-
OYaroBbIli KapIMOCKJIEPO3) M O4YaroBble MO-
BpEXXAEHUS KapJAMOMUOLUTOB (pUC. 53K CM. Ha
LIBETHOM BKJIaAKe Ha c. 94).

[Ipu moasgpu3allMOHHOM MUKPOCKOIUPO-
BaHUM U TUCTOXMMUYECKOU OKpacke MUOKap-
Jla BBISIBJIEHBI OYaroBble MOBPEXIECHUS Kap-
JTMOMMOIIUTOB B BHUIE KOHTPAKTYpHBIX TIO-
BpexaeHuil | crermeHu (ycuieHrne aHU30TPO-
nuu A-THUCKOB 0e3 ykopoueHus1 T-IUCKOB),
I crenenu (ycwieHre aHU3OTPOINIUU U COJU-
XKeHue A-IUCKOB, yKopoueHue T-AucKoB) U
III creneHu (HaJMuMe AHU3OTPOMHBIX KOH-
[JIOMEPATOB) MPU HATUYUU OYArOB IIbIOYATO-
ro pacnaga MUODUOPUILT (MCYE3HOBEHUE MO-
MEePEYHO MCUYEPUYEHHOCTU, MHOXKECTBEHHbIE
[JIBIOKW aHU30TPOMHOU cybctaHuuu). [lpu
CPaBHUTEJIBHOU XapaKTepPUCTUKE CTPYKTYp-
HbIX U3MeHeHuit Muokapaa JIZK u IT2K BbIsiB-
JICHO, YTO MHOXKCCTBEHHBIC KOHTPAKTypHBIC
nospexaeHus [—II creneHu npenMyIiLecTBeH -
HO TipeacTaBieHbl B cteHKe [12K, a ouaroBrele
HeoOpaTUMBIC TTOBPEKICHUS KapIHOMUOIIM-
ToB (KOHTpakTyphl Il crermeHn u rIpIOYATHIA
pacman MuoGuOpUUI) Oojice BBIPAXKEHBI B
crenke JIZK (puc. 53 cM. Ha IIBETHOM BKJIaIKe
Ha c. 94), npu 3TOM HanboJee YacTo MOBPEXK-
JIEHHbIE KapAMOMUOLIUTHI PACHOJArAJIUCh BO-
KPYT MEJIKMX apTepuii Ha (hbOHE IepPUBACKY-
JIIPHOTO OTeKa. BoJIbIiast IIoab MoBpexIe-
Hust Muokappaa I[12K siBisieTcs cieacTBueM yBe-
nuueHus pasieHusi B MKK u orpaxkaer
OCTPBIN XapaKTep OKKIIO3UU JIETOUHBIX COCY-
JIOB MPU peUUIUBUPYIOLIEH TPOMOOIMOOIUN.
[Ipeobraganre HeOOPATUMBIX TTOBPEXKICHUI B
JIEBBIX OT/IEJIaX Cep/ilia CBS3aHO C CUCTEMHBIMU
aJIbTePHATUBHBIMU BO3ACHCTBUSIMM (TUIIOKCE-
MM U TUTIEPKATeXOJaMUHEMMUST).
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IMpencraBaeHHBIN KIMHUYECKUI TIpUMEp
JIEMOHCTPUPYET TsKeJIoe IPOorpeccupyloiee
teueHue XI1JII' y MoJjiogoro namumeHTa ¢ Bpox-
neHHoit TpomOodunueit. [TpuuuHbl Gopmu-
poBanus XIUIT y 601bHOrO CBSI3aHbI ¢ 60Jb-
UM O00BEMOM TOpaXKeHUs JIETOUHOTO COCY-
JIUCTOTO pycia (TpoM003MO0IMsI TPaBoOi U Jie-
BOI TmaBHBIX JIA, mHIekc Mmmiepa 31 6aimn),
HEIOCTAaTOUHOI 3(P(PEeKTUBHOCTHIO TPOMOO-
JINTUYECKON Tepanuu (Mpv CUMHTUTpadhUr
JIETKUX, BBIMOJHEHHOU yepe3 10 nHeit mocie
BBEICHUSI CTPENTOKMHA3bI, OTMEUYAINCh BBI-
paXeHHbIe HapylleHUsl nepdy3uud IpaBoOro
JIETKOTO TIO CTBOJIOBOMY THITY, JIEBOTO — TIO
cybcermMeHTapHOMY THUMY). boibliyio poiib B
nporpeccupoBanuu JII' ceirpasa peuuanuBu-
pytoiast TOJIA. B cBoro ouepenb, peliuaiBu-
pyomuii TpoM003 Tayookmx BeH M TOJIA,
BO3MOXHO, SIBUWIMCH CJEACTBUEM COYETAaHHOM
TpOoMOODWINN.

VY nanmeHTa ObLTA BBISIBICHBI TETEPO3UTOT-
HbI€ MyTallUM B TeHaX MPOTPOMOMHA, METU-
JIeHTeTparuapodoIaTpeyKra3bl, METUOHUH-
CUHTETa3bl PEAyKTa3bl, METUOHUHCUHTA3HI,
KoaryasauuoHHoro ¢dakrtopa VII, TpomboLu-
TapHOTO TJIMKOIpOTenHa |b, roOMO3UTOTHOTO
BApUAHTA B T€HE MHTETPUHA O,. [10 MaHHBIM
JINTepaTyphl, OIpeaesieHue MyTalluii B TeHe
npoTpoMOUHa 1 Hanuuue dhakropa V Jleiinena
MTOBBIIIACT PUCK PEUMINBUPYIOIIETO TPOMOO-
3a ryookux BeH U TOJIA. PaznuuHbie Bapu-
AHTBl BPOXIEHHOW TpoMOodwiuu BCTpeda-
JOTCSI HEYaCcTO, OMHAKO IIPH MX HAJTUINUH, OCO-
OEHHO B COYETAaHMM C IPYrMMHU QakTopaMu
pucka TpoM0o3a M1yoOKMX BeH (IJUTEIbHbIN
ITOCTEJIbHBIN PEXXUM, OHKOJIOTMYECKHE 3a00-
JIeBaHMSI, BbIpak€HHasi COKpaTUTEIbHAS TMC-
(yHK1IMST MMOKapa, claBjieHUe BEH raMapTo-
MOIA, OITyXOJIbIO 1 AP.), BEPOSATHOCTb BOZHUK-
HOBEHUSI BEHO3HOIH TpombOo3MOoauu (BTD)
pe3Ko yBeauyuBaeTcsl. PekoMeHmoBaHO TIpo-
BOIUTH OOCJIEeIOBaHNWE HA HaJIWIME TPOMOO-
bunuu y MosiofasIx 00JbHBIX, B CIyJasix, Koraa
HEe YCTaHOBJIEHBI (DAKTOPHI, HETIOCPENICTBEHHO
CIIPOBOIIMPOBABIIIME TPOMOO3, TP BO3HUK-
HoBeHUu BT Ha poHe nmpueMa nepopanbHbIX

L
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KOHTpPalLleNTUBOB, TOPMOHAJIbHOI 3aMeCTU-
TeJbHOUW Tepanmuu WIM OepeMEHHOCTH, MpU
peLauBUPYIOLIMX TpoM0Oo3ax. CBoeBpeMeH-
HOE TILIATEJIbHOE FeMOCTa3MOJOTMYECKoe 00-
ciiegoBaHue 0OJbHBIX HA MpeaIMeT TpoMOopu-
JIUM HEOoOXOAMMO ISl OIpeaesieHus] TPOomo-
JKUTEJbHOCTU aHTUKOATyJsIHTHOU Tepanuu
nocie nepporo anuzona BTHO. Tak, npu nep-
BoM anu3oae BTD u Hanuuuu TpomOoduanii
(neduLUT aHTUTpOMOMHA WU MpoTeuHoB C,
S, mytauus pakTopa V JleitneHa, myrauusi re-
Ha npoTtpomOuHa 20210, BBICOKUI ypOBEHb
dakropa VIII — 6onee 90% oT HOPMAJILHOTO)
JICUeHWEe AHTUKOATYJISTHTAaMM HOJDKHO IIPO-
JI0JKAThCsl He MeHee 6—12 Mec, XenaTreabHO
NOXW3HeHHO. [loXW3HEeHHOe Ha3HauYeHWe
TePOPATbHBIX aHTUKOATYISTHTOB PEKOMEHIO-
BaHO TMALIMECHTAM C HECKOJIbKUMM 3TM301aMU1
BTO. B paccmarpuBaeMOM KJIMHUYECKOM
clydyae aHaJIu3 Ha OIpe/ie/ieHre HacaeACTBEH-
HOI TIpeapacItooXeHHOCTH K TpoMbo3aM y
naunreHTa ObUT TIPOBEACH TOJBKO TOCIIE BTO-
poro snu3ona BTO, korna yxe chopMmupona-
nack XITJIT, xoTs moka3aHUs K €ro BBITIOJIHE-
HUIO (MOJIOIOM BO3pacT, MANOIIATHICCKII Xa-
paxkTep TpoM003a) UMEJUCH €llle MPU TEPBOM
smm3one TOJIA.

CrenyeT 0OpaTuTh BHUMaHME Ha (haKT I10-
sBieHus1 npuszHakoB JII' mocie 6eccuMnToM-
HOTO TIeprOoa, IIPOIOJIKABIICTOCS B TEUCHNUE
2 net. B aTroT mepuoa 00abHOTO OecIoKomIa
OIBIIIKA MIPY 3HAYNUTEILHOU (DM3MIECKO Ha-
rpy3Ke, KOTOPOil IMallieHT He MpuaaBal 3Ha-
YeHMS U He HaOogaics y Bpadeit. Manudec-
Taus KIMHAYECKUX CUMIITOMOB ITPOM30IILIa
nocie peuuausa TOJIA, Korga B TeueHUE Me-
CsI11a CHU3WIACH TIEPEHOCUMOCTh (PM3MICCKOM
Harpy3Ku, W Mepem MOCTYIUIEHNEM B CTalllo-
Hap OMBIIIKA COXPaHSIACh B COCTOSTHUH IIO-
Kos1. ITo3xe mosiBUIUCH XKaao0bl, YKa3blBarO-
IMe Ha pa3BUTHE MH(PAPKTHONH MHEBMOHWU
(karenb, MOBBIIICHUE TEMIIEPATyphl Teja 10
38°C, 601b B TpyIHOI KJIETKE CJIeBa TIPU TIIy-
6okoM Broxe). [To maHHBIM JTUTEpPATYpHI, TO-
SIBJICHUE OJBIIIKUA I10CJIe OSCCMMIITOMHOIO
rnepuoaa, MHOTIA JUISIIErocsl ToaaMu, MOXeT
OBITH CBSI3aHO HE TOJIBKO C PELUINBUPYIOIICH
TOBJIA, HO U ¢ pa3BUTUEM JIOKAJTBHOTO TPOM-
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003a, a TaKXKe C I3BMEHEHUSIMU B JIESTOYHOM ap-
TepuaJlbHOM pYycCje, MOMOOHBIMU TaKOBBIM
npu UJIAIL. B paccmaTpuBaeMoM KJIMHUYEC-
KOM MpuMepe TpU aHaau3e MUKpOIpenapa-
TOB JIETOYHOM TKaHU HapsiLy C SIBACHUSIMU
ocTpoii ambonun JIA oTMeudanach TMIIEPTPO-
U CTEHOK MEJKUX apTepuil U apTepuosl ¢
paclIMpeHreM MpocBeTa COCyIO0B, IMpoude-
palus U CKJIepo3 UHTUMbI, PEAYKIIUS Karu-
JISPHOTO PYCJIa JIETKUX, BBISIBIISUTUCH OPTaHM-
30BaHHbIE TPOMOBI B pocBeTe JIA, uyTo cBUE-
TEJLCTBYET O UTUTECJIEHOM TEUCHUM OOJIC3HU.
EnnHCTBEHHBIM CITOCOOOM TIPEIOTBPATUTH
XIUIT' uau MUHUMU3UPOBATh OTHAJCHHbIE
reMoarHaMuyeckue nociaeactsust TOJIA cuy-
KT aIeKBaTHOE BOCCTAHOBJICHHE ITPOXOIM-
MOCTHM JIETOYHOTO apTepuajbHOTO pycja B
OCTpOM Iepuoje 3adoeBaHus. [TauueHTaM ¢
BBICOKMM PUCKOM, ITOCTYITAIOIINM B CTaIllO-
Hap B COCTOSTHMY III0KA WJIM CTOMKOI apTeph-
aJTbHOI TMITOTEH3MH, KOTJa BEPOSTHOCTD JIe-
TaJbHOTO ucxona B TeyeHue 30 cyT mocre
TOJIA npesbiiraer 15%, nokazaHo mpoBe/e-
HUE TPOMOOJUTUYECKOU Tepanuu. TpomOo-
JIM3UC MOXKHO TaK3Ke MCITOJIB30BaTh Y OOJIBHBIX
¢ HopMaJibHBIM A/l mipu BeicoKoit cterenu JIT'
(CIJTA >50 MM pT. CT.) M HAIMYUM TTIPU3HAKOB
muchyakaum 12K mo ganabeiM DxoKI mmm
pe3yibraTaM KOMIIBIOTEPHON TOMOTpacduu.
J1OTIOJTHUTETHBIM apTYMEHTOM B ITOJIb3Y BBE-
IeHUS TPOMOOJIUTHUKA MOTYT CIIYKHUTh IIPH-
3HakM moBpexaeHus I[12K (TToBBIIEHHBII
ypoBeHb TportoHnHa T wmm I). TpomOomuTm-
yeckas Tepamusi Hambojee 3(pQPeKTUBHA B
nepsble 48 4 mtocne passutus TOJIA, ogHako
OHa MOXET OBITh YCTICIITHOM 1 Y TeX OOJBbHBIX,
Yy KOTOPBIX epBble cuMITOMBI TOJIA mTOosIBI-
JIUCh 3a 6—14 qHEl 10 YyCTaHOBJIEHUS JUArHO-
3a. B mpeacTaBieHHOM KIMHUYECKOM ITpUMeE-
pe MalueHTy ObLIa TpOBEJACHAa TPOMOOIUTH-
gyecKas Tepanus B 1-e CyTKU IoCIIe TTOSIBICHUS
ONBIIIKM, OOJIell B TPYOHOM KIJIETKE, KPOBO-
XapKaHbs, 0OqHaKO 3 (GEeKTUBHOCTh pernepdy-
3MOHHOI Teparuny, HECMOTPSI Ha YMEHbIIICHUE
OIBIIIKM, ObLIa HEAOCTATOUHOM COTJIacHO
naHHBIM ciuHTUTpadun. OTcyreTBre 3 dek-
Ta MocJje MPoBeACHUSI TPOMOOTIUTUYECKOM Te-
panuu (coxpaHenue aucynkuuu 2K u re-

MOJIMHAMMUYeCKass HeCTaOMIBHOCTh) HaOJIo-
naetcst y 8% 06onbHBIX ¢ MaccuBHO TOJIA.
Hanuuue opraHn3oBaHHBIX TPOMOOB B
[JIaBHBIX, TOJIEBBIX /UM TMPOKCUMAIbHOM
oTaene cerMeHTapHbIX JIA, JerouHoe cocyau-
ctoe comnporusieHue 6osee 300 auH/c/cM—>,
YXYALIEHUE TEMOAUHAMUYECKUX MTapaMeTPOB,
MPOIOPILIMOHAJIbHOE HapyllIeHUIo mnepdy3uu
JIA, oTcyTCTBHE 3HAYMMBIX COITYTCTBYIOLLIMX
3a00JIeBaHMIi CITyKaT IMMOKa3aHUEM K XUPYpPru-
yeckoMmy jgedeHuo XITJIT. TpomOaHaapTepak-
tomus (TDD) uz JIA gBisieTcs METOIOM Bbl-
Oopa Mnpu Je4eHUU OOJIbHBIX C TOM TSKEJIOoM
natonorueit. Iloxumaoil Bo3pacT OOJbHBIX,
BbIpaKEHHAasT MPaBOXKETyI0YKOBas cepuedHast
HEJI0CTaTOYHOCTh YBEJIMUMBAIOT TMepUoIiepa-
LIMOHHYIO JIETAJIbHOCTh, OTHAKO HE MCKJTIoYa-
10T BOBMOXHOCTB TTpoBeneHust TOD. B HacTo-
sIiee BpeMsl ypoBeHb CMEPTHOCTH B IICHTpAX,
CITeIMAIM3UPYIOIINXCS Ha JIEUEHUN OOJIBHBIX
XIUIT, cuusuics u cocrasisier 4—7%. 3a py-
O6exoMm okojio 50% mnauMeHTOB, MMEIOLIUX
cumnTomsbl JIT, nedaT TOJbKO MeIUKaMEHTO3-
HO M3-3a HAJIMYUS Y HUX TTOPAKEHUST TUCTAITb-
Horo pycna JIA 1 comyTcTBylOIIMX 3a00JieBa-
Huii. B PO, yauTsiBast Majioe KOJIMYECTBO 1IEH-
TPOB, CICHMATM3UPYIOIINXCSI Ha 00CiIeaoBa-
HuU u JiedeHuu oonbHbIX XTI, onepatrBHOE
JICYCHNE STOM ITaTOJOTUHU IIPOBOAUTCS PEIKO.
I1pu 3TOM 10 KOHIIA HE pa3paboTaHa MeauKa-
meHTo3Has Tepanust XI1JII, HeT equHBIX anro-
pUTMOB JieueHUs. He BRI3BIBaCT COMHEHUS HE-
00XOIMMOCTD [UTUTEIFHOM aHTUKOATYITHTHOM
Tepanmuy (OOBIYHO TIPUMEHSIIOTCSI aHTarOHMC-
Thl BuTamMuHa K) ¢ 1enpro mpemoTBpaIieHus
petmauBa TOJIA u Tpomboo6pa3oBanus B JIA,
apTeprojiaX 1 MUKPOIIUPKYISITOPHOM PYyCIIe.
YauTeiBas cXOXMe M3MEHEHUs B TUCTAJIb-
Hbix JIA y 6onbHbix XITJIT u MJIAI, a Takxke
HEKOTOpbIE O0IIe MEeXaHW3MbI ITaToreHe3a
STHUX MATOJOTUYECKUX COCTOSTHUM, Y OOJBHBIX
XITJT uccnenyercst a(ppeKTUBHOCTD TMpeTa-
paToB, yXe IPUMEHSIEMBIX JISI JICYEHUS
WJIAT: aHTaroHucTOB PELIENITOPOB SHIOTEIN-
Ha-1 (0o3eHTaH), UHTMOUTOPOB ochoausc-
Tepas3bl-5 (cungeHadusl) U IPOCTAHOUIOB
(2MOIPOCTEHO, UIOIPOCT U TPEIPOCTUHI).
[IpoBeneHHbIE 1O HACTOSIILIETO BPEMEHM HC-
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CJIeIOBaHUSI TIO0 M3YYCHUIO HCIIOJIb30BaHUS
9TUX JeKapcTBeHHbIX cpeacTB rnpu XILJIT He-
MHOTOYHMCJICHHBl M BKJIIOYAIOT HEOOJIBIIIOE
KOJIMYECTBO MALIMEHTOB C HeOoIlepadeabHOI
wiu pesuayanbHoii JIT.

B mnpencraBieHHOM KJIMHMYECKOM Ciydae
€IMHCTBEHHBIM 3(D@MEKTUBHBIM METOAOM Jie-
yeHus Morja ObITh TOD m3 JIA. IIpoBoanmast
AHTMKOATYJISTHTHAST TepaItisl oKa3azach Head-
(ekTUBHOI B MIaHe NPOMUIAKTUKU (haTalb-
Hoil peunnusupytoiein TAJIA, nociyXuBiei
MPUYUHON cMepTu OoJibHOro. JleueHre aHTa-
TOHUCTAaMU MEJICHHBIX KaJbIIMEBbIX KaHAIOB
He MpeaoTBpaTUiIo mporpeccupoBanus JIT.

Tsokenoe TedeHme OOJIE3HM, BBHICOKHUE II0-
Kazateau cmepTHocTh 60sbHbIX XITJIT 0byc-
JIOBJIMBAIOT 3HAYUMOCTb 00513aTeJIbHOI OLIEH-
k1 pucka BTD y Bcex rocnuTanu3upoBaHHbIX
60abHBIX ¢ TOJIA, HEOOXOAUMOCTb paHHEro
BoisiBieHUs JII' y OOJbHBIX, MepeHecIInX
THBJIA, n HabMOIEeHUS 3TUX TTAIIUEHTOB B AV~
HaMUKe.
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Pathogenesis and Pathomorphology of Chronic Postembolic Pulmonary Hypertension
A.A. Klimenko, A.P. Raksha, N.A. Demidova, and N.A. Shostak

We describe clinical case of chronic postembolic pulmonary hypertension after pulmonary embolism in young
patient with congenital thrombophilia. Severe clinical course resulted in fatal outcome. We discuss some issues of
pathogenesis and pathomorphology of chronic postembolic pulmonary hypertension.

Key words: chronic postembolic pulmonary hypertension, pulmonary embolism, congenital thrombophilia.
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Pucynkn & cratbe I.10. Tuporosoii, A.H. Topdumkens, C.A. Ilbmikima
“ Hemnpasusnasi arsoctika uoposa mnpu xpormueckoii HCV-nudpexm”

(0)

Puc. 3. buonrar meueHM
6ompHOU WM. XpoHuueckuii
reratut C, HeakTUBHBIN, UTA
mo Knodell 2 6amnma, FO cra-
nus ¢pubposa mo Metavir. a —
OKpacKa TeMaTOKCUJIUHOM M
303uHOM, %200, 6 — okpacka
o Ban-Iuzony, x200.

Puc. 4. buonrar neyeHu 60J1b-
Hoii 1. Liluppo3 neyeHu B uc-
xone XI'C, neaktusHbiii, UTA
- no Knodell 3 6amra, F4 cra-
nus ¢ubposa mo Metavir. a —
OKpacKa TeMaTOKCUJIUHOM M
303uHOM, X100, 6 — okpacka
o Ban-Iuzony, x100, BUgHBI
JIOXKHBIE TOJTBKHU.

Puc. 5. JlanHHble MUKPOCKOTIMY TOTO e OOJIbHOTO. a — TUMepTPOMUST MBIIIIEYHBIX BOJIOKOH CTEHKU BETBU
JIA. Okpacka reMaTOKCHJIMHOM M 203MHOM. X200, 6 — niponudepalivss MHTUMbI U KOJUTareHU3alusl CTeH -
ku BeTBU JIA. OKkpacka TeMaTOKCWIMHOM U 303WHOM. X200, B — MOJTHOKPOBUE MUKPOIUPKYISITOPHOTO
pycia, runepTpodusi CTEHOK MeIKUX apTepuil. OKpacka reMaTOKCUIMHOM U 203uHOM. X200, T — pa3pac-
TaHWe COENUHUTETHLHON TKAaHW B MeXalbBEOJSIPHBIX Tieperopoakax. Okpacka mo Bau-Tuzony. x200, o —
OpPraHM30BaHHBIN TTPUCTEHOYHBIN TPoMO B mpocBeTe BeTBU JIA. OKxpacka TreMaTOKCWIMHOM W D03MHOM.
%200, e — TpoMb603M6O0J1 B TipocBeTe JIA. OKpacka reMaTOKCHJIMHOM U 303UHOM. X200, 3k — oyaroBble MO-
BpexaeHust muokapaa JIZK. Okpacka reMaToKCUIMHOM 1 203MHOM. X200, 3 — IMTOJITHOKPOBUE COCYIOB MUO-
Kapza 1 oyaroBble MoBpexneHus: kKaparuoMuonuTo JIZK. Okpacka mo Pero. x200.
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