Poccuiickuin kapayonoruyeckuin xypHan N2 3 (95) | 2012

OCOBEHHOCTW AUATHOCTUKW JIEFTOYHON BEHO-OKK/1I03MOHHOW BOJIESHU

Kyk E.A. 1, KnpwnyeHko H. B.z, Msacoenosa C. E.1, MobennHckas TA'

OnucaHo HabnofieHne B TeYeHne [BYX NET NaLNEHTKM C BbICOKOI NEro4Homn runep-
TEH3Wel, Y KOTOPOW AMAarHOCTUPOBaHO peaKoe 3a60neBaHNe — NeroyHasi BEHO-
OKKJ/TI031OHHast 6one3Hb. Ha $OHe NeYeHns HU3KMMK [03amy NPEAHU30MI0HA B
coyeTaHum ¢ BapdapuHOM, KOpakcaHoM, KMCIopoaoTepanmeit, cocTosiHue 6ob-
HOM 0cTaeTcs cTabusbHbLIM.
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JlerouHast BeHO-OKKIt03MOHHas 00s1e3Hb (JIBOB) — penkoe
3a00JIeBaHNe HEYCTAHOBIEHHOI 3THUOJIOTUM, TP KOTOPOM pa3-
BUTHE U TIPOTpeccupoBaHue JerouyHoil runeprensuu (JII') ces-
3aHO C TTOPAXKEHNEM MEJTKUX JIETOYHBIX BEH W BEHYJI, B TOM YHCIIe
TpoMOOTHUYECKOTO XapakTepa. OmyoamkoBaHo okoio 200 omnuca-
HWIA CITyJaeB JIETOYHON BEHO-OKKIIIO3MOHHON 00Je3HN BO BCEM
mupe [1]. XapakTepHbIMU MOP(MOJOTUYECKUMHU TIpU3HAKaMU
9TOTO 3a00JIeBaHUsl SIBSIOTCS OPTaHW30BaHHBIE TPOMOOTHYE-
CKHME MacChl B MPOCBETE MEIKWX BEH W BEHYJ, TUIepTpobus
MBIIIIEYHOTO CJI0ST TPOKCUMATBHBIX BEH Y BTOPUYHASI TUTIEPTPO-
¢usa menun erouHsix aptepuon [2]. Panee JIBOB paccMmarpuBa-
JIach KakK TIOATUIT WIUOTATUYECKOU JIETOYHOW TUTIePTeH3UU.
B mocnenneit knaccudukammu JIT, cormacoBanHoit B Benern
B 2003 ., JIBOb u jerouynHblii KanmwIIsIpHBIII TeMaHTMOMAaTOo3
OBUTM OOBETMHEHBI B OIUH TIOATUTT KITMHUYIECKOTO KJ1acca JIerou-
HOW apTepuaabHOI TMIePTEH3UN Ha OCHOBAaHWY CXOIHBIX ITaTO-
MOP(}OTOTNIeCcKNX TPU3HAKOB, KIMHWUYECKON KapTuHbl. Omnu-
caHbl 4 MyTalluy reHa, Koaupytoriero petientop turma [ k mpote-
nHY KocTHoro mopgdoreHesa (BMPR?2) y 6onbhbix IBOB [3].

JIBOB nmeeT MHOTO OOIITNX MPOSIBJICHUI C MAMOIIATUIECKOI
JIT. Ho ectb u psn otamuwmii. [Tpu JIBOB BhIIe cooTHOMIeHME
MYXUYWH/>KeHIIIMH, Yallle MMeeTcs CBSI3b C KypeHUeM, HIKe Tap-
LMaTbHOE JaBJIeHNe KICIOPOaa B KPOBU B TIOKOE, Oosiee HU3KOe
HACBIIIEHUE KPOBU KUCIOPOIOM IOCe 6-MUHYTHOI XOMBOBI,
cHikeHue T dy3noHHON crtocobHoCcTH NeTkux. [1pn koMIibio-
TepHOI1 ToMorpacduu Bbicokoro paspemreHusi (KTBP) opranos
TpYIHOI KJIeTK! y 607bHBIX JIBODB BBIABIISICTCS LICHTPOIOOYJISIP-
HOE CHIDKEHUE MPO3PAYHOCTU T10 TUITy MAaTOBOTO CTEKJIa, Cell-
TaJIbHbIE JTMHUY, yBenniyeHne auMdoysnos. [1o maHHbIM uccie-
TOBaHMSI OPOHX0ATEBEOISIPHOTO JIaBaXka, OTMEYAIOTCsI TIPU3HAKA
OKKYJIBTHBIX aJTbBEOJISIPHBIX KPOBOUBTUSIHMUIA [2, 4—6].

JIBOB xapakrtepusyercs HeOJaronpuUsITHBIM TPOTHO30M
1 BO3MOKHOCTBIO Pa3BUTHSI TSKEJIOTO OTeKa JIETKUX TIPY Ha3Ha-
YeHUU CrIebUIECKO IS JIETOYHO apTepuabHOM TUTIepTeH-
3UM MEANKAMEHTO3HOW Tepamuu. TpaHCTUTAaHTalUs JIeTKUX
SIBJISIETCS TIPY TAaHHOM 3a00JIeBaHUHM METOIOM BbIOOpa [1,2,5].
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YO - uicno abixatenbHbix ABuxeHnin, I0C — anekTpryeckas ock cepaua, MDA -
MMMYHODEPMEHTHbIN aHanu3, COJIA — cucTonMyeckoe AABNEHWE B JIErOYHOM
apTepun, OXEJT - dpopcupoBaHHas Xun3HeHHas eMKocTb nerkux, OPB1 - o6bem
$opcupoBaHHOro Bbloxa 3a nepsylo cekyHay, pO2 — napumanbHoe AaBieHue
KMcnopoaa B apTepuansHoii kpoeu, pCO2 — napuuanbHoe AaBieHre Yrnekucnoro
rasa B apTepuanbHoin kpoBu, SatO2 — HacblleHve (caTypauus) apTepuanbHoi
KpoBu kncnoponom, MCKT - mynsTucnupanbHasi KoMmbloTepHasi Tomorpadus,
OPBMW - ocTpas pecnupaTopHas BUpycHast MHDeKLmS.
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IIpuBoauM HaOMoneHHe MANMEeHTKH, cTpagaomeii TBOb

Bonbhag I11., 45 ner, moctynuia B MyJIbMOHOJIOTHYECKOE
otneneHue 29 nekabpst 2009 . ¢ xamobaMy Ha OABIIIKY CMe-
IIAaHHOTO XapaKTepa Mpu MUHUMAIbHOU (PU3MIeCcKoi Harpy3Ke.
[MosBnenue ompiiku otmedaeTr ¢ BecHbl 2009 . C aToro Xe
BpeMeHU HAOJTIOIATNCh IEPUOIUIECKHU TIOIBEMbI TEMTIEPATYPhI
tena mo GebpuiabHbIX Ludp. 3a 6 MecsueB IOXyzena
Ha 10 k. CocTostHre yxymmuiaoch ¢ 25 Hostops 2009 1. Ha dhoHe
OPBMU, ocCl0XHEHHOTO IBYXCTOPOHHUM THOWHBIM TaiiMOpH-
TOM, OCTpbIM OpoHxuToM. OTmeuanach Juxopagka mao 40°,
Kamesnb ¢ HeOONBIIUM KOJTUYECTBOM CIM3UCTONH MOKPOTHI,
pesko ycunmiach ofsiika. [IpoBoamnacsk aHTHOAKTepUaTbHAS
Tepanusl. TemmepaTypa Teina CHM3WIACHh A0 CyO(eOpHIbHBIX
uudp, HO COXpaHsUTach BhIPaKEHHAs! ONbIIIKA. B cBsi3u C BBISIB-
neHHOM, 1Mo maHHbIM OX0KI, BBICOKOIT JIeTOYHON TUTIepTEeH-
3Weil malreHTKa ObUTa HalpaB/ieHa B CTalloOHap.

B anamue3se xpornuueckuit sHmometpro3d. [lannenTka Kyput
B TeueHue 20 et B cpexHem 1o 10 curapet B cytku. [Tepopainb-
HBIX MIPOTUBO3aYaTOYHBIX TIPETapaToB He MpUHUMAama. AJep-
TUYecKux peakunii He 6but0. Co citoB 60MbHOI, okomo 20 et
Ha3aJ B TeYeHUe rofa Ha paboTe MMeJICst KOHTAKT C OepULTUEM.
B nanbHelinem Mpou3BOACTBEHHBIX BPEIHOCTEN He OBLIO.

[Mpu moctyruieHnun oOIee COCTOSTHUE CPEeNHel TSKeCTH.
Bec 58 k1, pocr 164 cm. KoxHble ToKpoBbI Oj1eaHbie. [lepude-
puyeckue nuMmdaTtrudeckrue Yy3Ibl He YBeIuWdeHbl. [lyibc
88 B MuHyty, putmuuHblii. AJl 100/70 MM pr.cT. [paHuib!
cepaiia B Tpenenax HOpMbI. TOHBI cepalia 3BYYHBIE, aKIEHT
M paclierjieHrue 2 ToHa Ha JJerodHoii aprepuu. Y1 20 B MUHYTY.
[MepkyTopHO Ham JETKUMU SICHBIN JIETOYHBIN 3BYK. JlbpIxaHue
JKECTKOe, XpUIOB HeT. KUBOT MSITrKuil, 0e3007e3HEHHbIN.
[Meyens u ceneseHka He yBenuueHbl. OTEKOB HET.

O6mmii aHaau3 kpoBu oT 21.12.2009: 3puTpoLUTHl —
2,3 T/n, remornooux — 103 r/71, TPOMOOIIUTHI — 487x103, Jeit-
kouuTel — 14,8 '/, 1onsle —1%, manoukosinepHbie —2%, cer-
MEHTOsIiepHble HeiTpohuiasl —74%, numbouutsr —18%,
MOHOLIUTH — 5%, COD — 30 MM/u.
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KIMHWUYECKNIA CNYYAI

AHanu3 Mouu 6e3 MaToJoruu.

TpexxpaTHOe rccIeqoBaHNE MOKPOTHI Ha KUCTIOTOYCTOMYM -
Bble MMKOOAKTEepUU: Pe3yJIbTaT OTPUIIATETbHBIN.

Hccnenosanne kpoBu meronoM MDA ra BUY 20.01.2010:
pe3ybTaT OTPUIIATETbHBIH.

OKTI 9.12.2009: 50C orknoneHa BrpaBo. CuHycoBas
taxukapaus 90 B munyty. HemonHast 6710kamga mpaBoit HOXKHU
nyuka [uca.

OxoKI 13.01.2010: gunstaums mpaBbIX KaMep cepalla: pa3-
Mep TMPpaBoOro Xeaymouka 2,7 cM, TMPaBOTO TpeAcepaus —
5,0 cm. TpukycnmmanbHas peryprutaius ¢ rpaareHToM 40 Mm
pr.ct.; CAJIA — 50 MM pr.cT. Pa3zmMep mosocTu JIeBOTO Xejy-
IOYKA THACTOIMYECKAIT — 4,6 cM, CUCTOIMYECKUA — 3,2 cM,
TOJIIIIMHA 3aIHe CTeHKN — 1.1 cM, MEXCKeTyT0YKOBOI Iepero-
ponku — 1,2 cM. MuTpasibHasi peryprutaius y3KiuM moTokom |
crenienn. Ppaxuust BeiOpoca 58%. [duacrommyeckas auchyH-
KIIUSI JIEBOTO XKeTyao4yka 1 Tuma.

Crmmpometpus 21.12.2009: HapymieHunit dbyHKINM BHEII-
Hero nbixaHust He BbisiBieHo (DXKEJT — 3200 mi, 95% ot nos-
xHoit; O®B1-2750 mi, 93% ot momkuoro; OP®B1/DXKEJ —
83,9%).

Pentrenorpamma opraHoB TpymnHoil kietku 24.12.2009:
B nerkux ¢ 06emx CTOPOH OIpPenensioTcsl paclpoCcTpaHeHHBIe
WHTEPCTULIMATbHBIE M3MEHEHUsI TI0 XOmy OpOHXOB, COCYIOB
B BUIE MEJIKOCeT4YaToil nedopMannu JIerOYHOTO PUCYHKA,
Ha ¢GOoHE KOTOPBIX BUIHBI HEUYETKO OYEepUCHHBIE OYaroBbIe
teHu. KopHu pacmmpensl, ManocTpykTypHbl. CHHYCHI CBO-
6omnHbl. CpenocteHne 6e3 0COOEHHOCTEI.

Cuunaturpacdus gerkux 20.01.2010: mpu3HaKoB TPOMOOIM-
001U JIETOYHOI apTepUM He BBISIBJICHO.

MynsTucnupanbHas KOMITbIOTepHas ToMorpadusi OpraHOB
rpynHoit kKietku B kKinHuke UBIMA 11.01.2010: Jlerkue pac-
npaBieHbl. JIerouHslii PUCYHOK YycuieH, AedopMUpoBaH
1Mo MeJjKoceTdyaTomMy Tuiry. Ha BceM TPOTSIKEHWM JIeTOYHBIX
TIOJIEN OTIPENEIISTIOTCST YYACTKY TMOBBIIIEHUS TITIOTHOCTH JIETOU -
HOI TKaH! 0€3 YeTKNX KOHTYPOB U TPAHUII, TI0 TUITY «MaTOBOTO
crexnar. [1o Bceil TOBepXHOCTH JIETKMX CTEHKHM CETMEHTApHBIX
1 cyOCeTMEHTApHBIX OPOHXOB YTOJIIEHBI, YIJIOTHEHHI, Aedop-
MUPOBAHBI, COMKEHBI MEXIY CO00M, KOHTYPHI UX 3a3yOpEHBI.
[IpaBas nerouHas aptepust 23 MM B IuamMeTpe, JieBass — 24 MM
B nrametpe. [1pocBeTHl Tpaxeu U TTaBHBIX OPOHXOB CBOOOTHEI.
B mneBpambHBIX TOMOCTSX XXUAKOCTH, Ta3a HE OTMPEIeIsIeTCs.
Cpenoctenue He cmeteHo. OmpenenseTcsl KOJTUYECTBEHHOE
yBeJIWUeHNe, He3HAYnTeIbHOe 10 pa3MepaM (1o 12 MM), Bcex
rpym iuMboy3noB cpenocteHus. [lepukap He yTONIIIEH.

®ubpodponxockomnus 26.01.2019: Tomocosasi 1menb mpa-
BUJILHON (hOPMBI, CKITaAKN POBHBIE. Tpaxesi CBOOOTHO MPOXO-
IMa, CIIM3UCTast TUTIEPEMUPOBAHA, COCYIUCTHIN PUCYHOK IO/~
yepkHyT. Kapuna octpasi. bponxu riaBHbIe, 101€Bble CBOOOTHO
TPOXOINMBI, CeTMEHTapHble TpociexuBaoTcs. Causucras
runiepeMupoBaHa. CeKpeT CBeTIbIi, CIU3UCTBIA. Bo Bpems
TIPOIIeIYPHI YITOPHBIN Kalllelh, OPOHXO-OJbBEOJISIPHBIN JIaBaxk
HE BBITTOJTHEH. 3akiTioueHue: NBYXCTOPOHHWU nuddy3HbIit
9HA0OPOHXUT.

C y4eToM JaHHBIX KOMITBIOTEPHOI ToMOrpaduyt BOSHUKAIO
TOIO3peHNEe Ha WHTEePCTULIMATBHOE 3a0ojeBaHue JieTKux. st

Bepupukarmu auartosa 3.02.2010 mpoBeneHa BUIEOTOPAKOCKO-
M CJIeBa, TUTOCKOCTHAST PE3eKIINS SI3bIYKOBBIX cCerMeHTOB. [1pu
THCTOJIOTMYECKOM WCCIIEOBAHMUN TIPENapaToB JaHO 3aKiIiode-
HMe: U3MEHEHUST B JIETKOM COOTBETCTBYIOT (DUOPO3UpYIOIeMy
ampBeouTy. OMHAKO HEKOTOpbIe TMPU3HAKU MPOTUBOPEUMITN
nuarHo3y (GuOpO3UMPYIOIIETo aTbBEONUTA: OTCYTCTBUE XPUIIOB
TPU ayCKYJIBTAIllUU JIETKUX, BBICOKAs JIETOUHAS TUIIEPTEH3WS,
yBeJIMUeHE BHYTPUTPYIHBIX JTUMGDOY3I0B, HEU3MEHEHHbBIE
rmokasareny (GYHKIIMY BHEITHETO JbIXaHWs. YUUTBIBAas KOHTAKT
¢ OepuimeM B aHaMHe3e, BO3HUKAJIO TIOJ03peHNe Ha Oepuii-
mo3. [lanmeHTka Obljla HarpaBlieHa Ha KOHcyabrauuioo B PI'Y
«HWUUW nynemononorun» ®MBA Poccun.

B HUW nynbMOHOJIOrMU BBIMOJHEHO AOMOJHUTEIBbHOE
o0ciiefoBaHue.

UccnenoBanne ra3oBOTrO cocTaBa apTepuasbHON KPOBHU:
pCO,27,9 MM pr.CcT. (HOpMa 32—48 MM pT.CT.), p0267,9 MM DPT.CT.
(nopma 83—108 mMm pr.ct.), pH 7,476 (Hopma 7,35—7,45).

Tect ¢ 6-MUHYTHOI XOIBOOIA: SatO, ncxonHo 94%, B KOHILIE
tecta — 76%, nucranuus 425 M.

DLCO SB (muddysrnoHHass criocOOHOCTb JIETKUX — TpaH-
chep-pakTop Ha OCHOBaHUM Hu3ydyeHUs: repeHoca CO rmipu
OIHOKDPATHOM 3amepxXKe AbIXaHust) — 7,67 MJI/MUH/MM PT.CT.
(30,9% ot n0IKHOTO).

DLCO/VA (tpancdep-koabduiment) — 1,68 mir/MuH/MM
pr.cT./7 (33,2% OT HOJKHOTO).

OxoKI: mpu3Haku BBIpaKeHHOU JIETOYHOI TUIIEPTEH3UU.
CIJIA — 85 MM pr.ct. Jmngranysl MpaBbIX OTHCIOB Cepila
U CTBOJIA JIETOYHON apTepuu, TUIepTpodus MuOKap/a IpaBoro
xkenynouka. TpukycnunanbHas peryprutaumst [I—I11 crenenu,
nerouyHas peryprutauus [1—II1 crenenu. Hapyienue nuacro-
YecKoit PYyHKIMU JIEBOTO Xemymnouka 1 tuma. MurtpanbHas
peryprutanus | crernenu.

[ToBTOpHO TPOBENEHO TUCTOJIOTUYECKOE WCCIeNIOBaHMNE
TpenaparoB, MOJYYEHHBIX MPU OTKPBITOW OMOTICUU JIETKOTO:
aTbBEOJSIPHO-TEMOPPATUIECKUIT CUHIPOM, OYaroBHIN asibBe-
0J10-MaKkpodaraibHbIi ATbBEOJIUT.

24.06.2010 nosropHo BbimonHeHa MCKT ¢ KOHTpacTHBIM
ycwiieHueM B kimHuke MBIMA. 3axkmouenue: mudhy3HbIit
mHeBMOoG1Opo3. KT-nmpu3Haku 1eroyHOi TUTIEPTEH3NM.

6.07.2010 KOHCYJIBTUPOBaHA PYKOBOAUTEIEM KIMHUYE-
ckoro otnena ®I'Y «<HUUW mynemononorun» ®MBA Poccun
I.M.H., ipodeccopom C. H. ABneeBbiM. BrickazaHo mpearosno-
KEHUEe O HATMYUU Pelikoil (hOpPMBI JIETOYHON TUMEePTeH3UU —
BEHO — OKKIJIIO3MOHHOW OOJIE3HW JIETKUX — Ha OCHOBaHWU
HMMEIOIIETOCS aTbBEOJIO-TEMOPPArniyecKoro CHHApOMa IO TaH-
HBIM OMOTICUY JIETKUX, TOTHOKpoBus BeH; KT-kapTuHst — cer-
TaJbHBIE JUHUU, IIEHTPUALIMHAPHBIE Y3eNKu, TuMdaneHomna-
TUSI, CHHIIPOM «MaTOBOTO CTeKJIa»; KpaiiHe HU3Kol nuddy3n-
OHHOI criocoOHocTH. He mcKimodeH BOCTIAIMTENbHBIN TeHe3
BEHO-OKKJTIO3MIOHHO 00JIe3HM JIeTKUX. PekoMeHmoBaHoO: Bap-
dapun rmox koutpoiaeM MHO (uens 1,5-2,0), kucimopomgorepa-
st B HOUHoe Bpems (1 Ji/MUH yepe3 HOCOBbIe KaHIOH), TIPeJi-
HU3050H 10 Mr B TeueHue 3 Mec, 3ampeT NMpruemMa apTepruabHbIX
Ba30WISITATOPOB.

C 9TOro BpeMeHM TMalMeHTKa DEeryaspHO HaOomaeTcs
B TOPOJCKOM ITyJIbMOHOJIOTUYECKOM OTaeleHuu T. KBaHOBO
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u B ®I'Y «HUU nynemononornn» ®MBA Poccun. B ouepen-
Holi pa3 ocMoTpeHa npodeccopom C.H. ABaeeBsiMm 10.10.2011.
[unarnos3: BeHo-okimo3noHHast 00Je3Hb, JIETOUHAsT apTepualib-
Has runepteHsust (knacc JIATT), dGyHKIIMOHANBHBIN Kiacc
NYHA III. 3a mepuon ¢ masg 2011 1. oTpuIaTeIbHON TMHAMUKI
HeT. OO0BeKTUBHO: B JieTkuX XpurnoB HeT, YCC — 72 B MUHYTY,
YT — 20 B MUHYTY. Sat02794%, rociie Xonb0bl — 84%. O®XKEJT —
3520 M 113,2%, ODB1-2690 M1, 101%. DLCO — 29%. DxoKT:
cuctomieckoe JJJTA — 95 mum pt.cT. PekomeHnoBaHO: TipeTHI30-
JIOH 5 Mr/cyTKH, BapdapuH — 1eaeBoe MHO 1,5—2.5, kopakcaH
7,5 mr 2 pasa B cyrku, ¢uynmynmia 600 Mr/CyTKu, KaJbLMii-
J3-Hukomen mo 1 Tabnerke 2 paza B CyTKM, oMerpason 20 mr
1 pa3 B CyTKU, KUCIIOPOJOTEPATTUSI B HOUHOE BPEMSI, KOMITbIOTEP-
Hast Tomorpacus jerkux u Busut B OI'Y «<HUU mynsmonomo-
run» ®MBA Poccuu B mapre 2012 1.
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Diagnostic specifics of pulmonary veno-occlusive disease
Zhuk E.A.", Kirichenko N.V.°, Myasoedova S.E.", Pobedinskaya T.A.", Vasilyeva V. P?

The authors present the two-year follow-up of a female patient with severe
pulmonary hypertension and a rare pathology — pulmonary veno-occlusive disease.
Due to the treatment with low-dose prednisolone, in combination with warfarin,
coraxan, and oxygen, the clinical status of the patient remains stable.
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