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Pe3rome
HGHL [28.60TL - COIIOCTABJICHUC peHTFGHOJ'IOF NYCCKUX U MOp(I)OJ'IOFI/I‘{eCKI/IX I/I3M€HCHI/II71 B JICTKUX HpI/I

TaKUuX PEAKUX 336OJIeBaHI/IHX, KaK n€pBrUYIHast (I/I)Z[I/IOHaTI/IquKaH) JICrO4YHasA TMIepTCH3M, JICTOUYHAA BEHO-
OKKJIFO3MOHHAasA 6OJ'I€3HI>, JIETOYHBIN KaHHJ’IJ’ISIpHBIﬁ réMaHruomMaTo3s, BEAyIuM NpOABJICHUEM KOTOPBIX
SABWJIACH JICTOYHAs apTepHraJibHasA TUIICPTOHU.

Matepuan u METOIbI: IPOAHATN3UPOBAHBI PE3YIIBTATHI TPAIUITMOHHOTO PEHTTEHOJIOTHYECKOTO H

MOP(OJIOrHIECKOT0 UccieaoBaHui 78 60mbHBIX (49 skeHIIWH 1 29 MyK4uH (cpeaHuii Bo3pact 33+4,2
JIET).

PesysibTatr: peHTIeHONIOTHYECKHU BBISIBJICHO HECKOIBKO THUIIOB M3MEHEHHS JICTOYHOTO PHUCYHKa B BUJIE!
¢ Gy3HOro ero o0eIHeHUs; 00CTHCHHS TOJBKO Ha Nepudepru Mpu COXPAHSHUH €r0 B LICHTPAIbHBIX
OTZEeJax; CBOEOOPAa3HOTIO «XAa0TUYECKOr0» CTPOEHHE - METJINCTOCTh, CETYATOCTh B LICHTPAIbHBIX
OTJeNax, ¢ COXpaHeHUEM, HO HEKOTOPBIM 00eTHeHHEM, Ha niepudepuu. JIeroYHbIi CTBOI M HUCXOASIIAs
BETBb PaBOil JIETOYHOIT apTepuu ObUTH pacHIupeHbl. PazMepsl cep/iiia yMEpeHHO yBEIHUCHBI.
Wzpenka ierouHblii pUCYHOK HE OBUT U3MEHEH, OTCYTCTBOBAJIM U MPOSIBICHUS JIETOYHON apTepHaIbHOM

TUIEPTEH3UH, YTO 3aTPYAHAIO MPKU3HEHHYIO TUarHOCTUKY 3a00JIeBaHusI.
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Mopdonornyeckast BepupuKaIus IMarao3a oCyIecTBISIIACH 110 JaHHBIM ayTOTICHH: HATWYIHE KaK
M30BITKA TOHKOCTEHHBIX KaMJUIAPHO-BEHYJISIPHBIX COCY/IOB € UX Mpojudepanneil B CTEHKY BETBEH
JIETOYHBIX apTepuil M BeH, OPOHXHUOI U aTbBEOJ, TaK M YIACTKOB OOJIUTEPUPOBAHHBIX COCYJIOB C

HHeKCH(i)OpMHI:IM 501048 TpOM63M6OJ’II/I‘IeCKI/IM TUIIOM ITOPAKCHU.

Kniouesvie crosa: nepsuunas necounasn cunepmensus, 1e204Hblll pUCYHOK, Npoaugepayiust cocyoos,

MOp¢OJZOZLI’l€CKuZZ mun, 6eHO-OKK/JIIO3UOHHAA 6OJZ€3Hb, Ne20UHbLIL Kal’luJZJl}ZprIﬁ cemanaumanmaos.

Pulmonary arterial hypertension as a chief sign rows rare diseases

Tsallagova Z.S., Lazutkina V.K.
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Summary

Aim: comparative analysis of roentgenological and morphological symptomatologys of such rare medical
condition as primary idiopathic pulmonary hypertension, pulmonary vein-occlusion disease, pulmonary
capillary hemangiomatosis with the chief sign — pulmonary arterial hypertension.

Material and methods: x-ray and morphological data of 78 patients was analysed (49 female and 29 male;

mean age: 33+4,2)

Results: Several patterns of pulmonary vascularity changes were identified: patients had diffuse vascular
abnormalities (oligemia and rapidly tapering vessels); patients had only peripheral vascular abnormalities,
pulmonary vasculature pattern in the central lung zone was not modified; pulmonary peripheral
vasculature remained intact in cases with peculiar “chaotic” pattern in the form of reticulation and
looping. Pulmonary trunk and right descending branch of pulmonary artery dilation, moderate
cardiomegaly. The series cases were characterised by the absence of manifestations of pulmonary
vasculature and hypertension, which complicated life-time diagnosis of the condition. Morphological

verification of the diagnosis was based on autopsy findings: presence both, surplus of thin-walled
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capillary-sized vessels that proliferated the adventitia of pulmonary arteries and veins, bronchioles and

alveolus, and foci of the obliterated vessels with plexoform or tromboembolic types lesion.

Key words:  primary pulmonary hypertension, pulmonary vasculature, vessel proliferation,

morphological types, pulmonary vein-occlusion disease, pulmonary capillary hemangiomatosis
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BBenenue

B Hacrosiiee Bpemsi KapIMOJIOTH Pa3IMYHBIX CTPaH YJEJSIOT MPUCTAJIbHOE BHUMaHHE
npobiemMe U3ydeHus JeroyHoi aprepuanbHoil runeprersun (JIADY). Dtum o0bsICHAETCS MHTEpEC
U K YeTblpeM MOp(OJOTHUYECKUM THIIAM TaKuWX 3a00JIeBaHUIl, KaK IUIEKCOTEHHAas JIErO4Has
aprepuonatusi (IJTA), peumauBupyromas sneroynas tpom03moOonus (PJIT), nmerounas BeHo-
OKKJTI03uOHHast Oone3nb (BOB) u nerounsni xamwuisipablii remanruomatos (JIKT), koTopsie
XapaKTEepU3yIOTCS OPAXKEHUEM MEJIKUX JIETOUYHBIX BEH U apTEPHUIl U CONPOBOKIAOTCS JIETOUYHOU
aprepuasibHoil runeprensuei [10,19]. Ilpy 3TOM HMX peHTreHoloruyeckas KapTHHAa BecbMa
CXO0Ka MEXIy cO00H, NpOSABISAETCS HECKOJIBKMMU OCHOBHBIMH THIIAMU U3MEHEHHUS JIETOYHOTO
pUCYHKa M HE 3aBHCUT OT uX maroMmopdonornueckux ¢opm. Panee Bce 5Tu 3ab0sieBaHUS
paccMmaTpuBanuch Kak (GopMbl mepBuuHON JerouHou runeprenzun (I1JII), HO HAa ocHOBaHHH
pemenuss MexayHaponHoro cummnosuyma B T.OBuaHe (@panums, 2003r.) mno HOBOH
KJaccu(UKaUM  BPOXKACHHBIX W NPHOOPETEHHBIX 3a00JIeBaHUIl, COMPOBOKIAAIOIIUXCS

IPOSIBIICHUSMU  JIETOYHOM  apTepUaIbHOM  TUIEPTEH3UH,  JIETOYHBIM  KalWJUISPHBIN
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reMaHruoMaTo3 M  BEHO-OKKJIIO3MOHHAas OOJIe3Hb PAcCMAaTPUBAIOTCS KaKk  OTJEJIbHbIE
Hozosornueckue popmer [10,13,14,16]. [lox «uCTUHHOI» UAMOTIATUYECKOW MEPBUYHON JIETOYHOMN
TATNIEPTEH3UEH TPUHATO TIOHMMATh JIMIIb PEIMAMBUAPYIONIYIO JIETOYHYIO TpOMOSMOOIMIO |
IUIEKCOTEHHYIO JIETOYHYI0 apTepUONaTHI0. ODTO HE CTOJNBKO CBSI3aHO C KJIMHUYECKUMU
NPOSIBICHUSIMU 3a00JIEBaHMM, KaK 3aKJIIOYAeTCsl B MX IPOrHO3E, a TaK K€ B pa3iIMYHbIX
MOJIX0JaX K TeparnuH MpH sIBICHUAX JierouHoi runeprensuu (JII).

N neHTuuHOCTh KIMHUKO-PEHTTEHOJOTHYECKON KapTUHBI ATHX 3a00JIeBaHUN 3aTpyAHSET
UX MEPBUYHYIO U MU PepeHIHaTbHYIO JHATHOCTHKY. JIMarH03 MOYKHO MTOCTaBUTh TOJIBKO TOT/IA,
KOIrJa TpU HAJUYMU JIETOYHOW THUIIEPTEH3MHM HE HAWJEHO JIPYruX NPUYUH AJIs TOBBIILIECHUS
JABIIEHUSI B MAaJOM Kpyre KpoBooOpameHus. Jlaxxe Ha TOCIEOHHUX CTaAWAX MPH3HAKH
3a0051eBaHUN MOTYT OBITH CITyTaHbl C JPYTMMH HO30JIOTMYECKUMHU (POpPMaMHU, MOpa)KarolIUMU
cepaue u jerkue. OxoHuaTenbHas BepuUUKAIMs AMArHo3a TpeOyeT MHUKPOCKOMHYECKOIO
UCCJIEIOBAHMSI TAPEHXUMBI JIETKUX.

JlnarHo3 J1IeroyHOM rUNEPTOHMM YCTAaHABIMBAETCS IPU KaTETEPU3ALMH MPABbIX OTEJIOB
cepua, Korja cpeiHee JaBJI€HHE B CTBOJIE JerouHol aprepun (JIA) npespiaeT 25 MM pT. CT. B
nokoe u 30 MM pT. CT. IIpU Harpy3Ke (HOpMaJIbHOE J1aBJICHUE 3aKJIIMHUBAHUS JIETOYHOUN apTepun
10 10-12 MM pT.CT.), @ TaKKe OTCYTCTBYIOT 3a00JI€BaHUSI, BTOPUYHO NPUBOMAIINE K PA3BUTHIO
JIETOYHOW THUMEPTEH3UH:  BPOXKICHHBIE M TPHOOPETCHHBIE TMOPOKM cepala - JIe(eKTh
MEXIPEICEPAHON WM  ME}XOKEIyIOYKOBOW TEPEeropo/ioK, CTEHO3 W/WIM HEJI0CTaTOYHOCTb
MHUTPAJIBHOTO KJalaHa; 3a00J1eBaHusl JIETKUX, TPOMOIMOOINH U IECTPYKIUH JIETOYHBIX apTEpHii;
KOJIJTAr€HO3bI U BACKYJIUTHI; OTCYTCTBYIOT (PaKTOPBl TOKCHYECKOTO BO3ICHCTBUSI.

IlepeliTu B OrJIaBJICHUE CTATBU >>>

eanb padoTbi



HCHBIO HaIei pa6OTI)I SABUIIOCH COIIOCTAaBJICHUEC PCHTICHOJIOTUYCCKUX U
MOp(bOJ'IOFI/I‘-ICCKI/IX W3MEHCHHMII B JICTKUX IIpru BbIIIC YKA3aHHBIX PCIAKUX 3360H€B3HI/I$[X,
BCAYIIUM IIPOABICHHUEM KOTOPBIX ABUJIACH JICTOYHAA apTCPpHAJIbHAA THIICPTOHUS.

[lepeiiTu B orjiaBJIeHUE CTATBU >>>

MarepuaJbl 1 METOABI

[Ipoananu3upoBanbl  pe3yJabTaThl  TPAAMLMOHHOTO  PEHTIEHOJIOTMYECKOIO0 U
MOP(OJIOTHIECKOTO HCCIeq0BaHnN 78 00ibHBIX (49 )KeHIMH 1 29 MyXK4YHH, CPETHHIA BO3pacT
33+4,2 net). OOcnenoBaHUE BKIIOYAIO MOJUIO3UIIMOHHYIO PEHTTEHOTrpapuo0 OpraHoB IpyaHON
IOJIOCTU B UEThIpEX CTaHJAPTHBIX MPOEKLUMSIX C OINpeAesieHue pa3MepoB cepiaua —
KapJIMOTOPAKaIbHOTO MHJIEKCA U OTHOCHUTEIIFHOTO 00beMa CepAla, a TaK K€ TaKUX KPUTEPHUEB
THIIEPBOJIEMHH, Kak: yBennmdeHue koddduumenra Mypa; yBenuueHue MONepeyHrKa MpaBod |
JIEBOM BETBEW JIETOYHOM apTEepUM; PACIIMPEHHE MAaruCTPAIBbHBIX BETBEW JIETOYHOW apTEepHH.
Crenenp yriryOJeHHOCTH M JIETAILHOCTH HUCCIIEOBAHUS 3aBHCENa OT KOHKPETHOro ciydast. s
3 PEKTUBHON OIIEHKM PEHTTEHOBCKON KapTHHBI M300pa)KeHHs CepAla U JIETKUX COOII0NaIu
HEOOXOMMYIO CTaHIAPTH3AIMIO (U3UKO-TEXHUYECKUX YCIOBUA M METOAWYECKHX IPHUEMOB.
Mopdomnornueckas IUAarHOCTHKA OCHOBBIBATACh HA aHAJIM3€ MYHKIIMOHHOTO WJIM CEKIMOHHOTO
MaTepuana.

IlepeliTu B OrJIaBJICHUE CTATBU >>>

Pe3yabTartbl n 00Cy:KI1eHHe
Ilpu naexcoeennoti necounoti apmepuonamuu (IIJI4), yacrora KOTOPOW MO IaHHBIM
Pa3IMYHBIX aBTOPOB cocTaBisieT oT 28 1o 71% ot Beex cimyyae JII', OONEIOT MpenMyIeCTBEHHO
JUIa MOJIOJIOTO BO3pAcTa U yallle *KeHIUHbL. [Iporiecc HaunHaeTcs ¢ apTepuil MBIIIEYHOTO TUIIA U
apTepuoN JIETKUX ¥ TMPOSBISIETCS Pa3BUTHEM TUIEPTPOPHUH CpeaHel OOOJOYKH apTepwii U

MycKyJsipu3alysi (00pa3oBaHHe cpeHeN MBIIIEYHON 00onoukn) apreproi. C TedeHrneM BpeMEeH!



NPOUCXOMAT M3MEHEHHs Takke M B mHTUMe. CHavama BCIEACTBHE MposM(epanuy KIETOUHBIX
SJIEMEHTOB BO3HHKAET € Oo0paThMoe YTOJIIEHHWE, BCKOpE TNepexojsiiee B HEOOpaTHMBbIC
MU3MEHEHHS - KOHIIeHTprueckuid puodpo3 u pubpoanacros. Hapsmy ¢ koHmeHTpruecKuM Gpuopo3om
UHTUMBI, B PsAJIE CIIy4aeB IIOJHOCTBIO 3aKPBIBAIOIIEM IMPOCBET COCYJd, MOTYT OIPEHEIISITHCS
TUIEKCOTCHHBIE WM TIEKCU(OPMHBIE CTPYKTYPBI, JABIIME Ha3BAaHHUE STOMY MOPQOIOTHIECKOMY
tumy [1].

Peyuousupyrowas necounas mpombosmbonua (PJIT) Bctpedaercs B 20-51 % ciydaes
JIETOYHON TUIEPTEH3MM M XapaKTepHa sl MAlMEeHTOB OoJjiee CTApIIMX BO3PACTHBIX TPYyIII,
ONpEAEIAETCS ¢ OJMHAKOBOM 4YacTOTOM KaK y JKEHIIMH, Tak U y MyxuuH. llpm PJIT ocHoBHBIE
Mopdomornyeckue M3MEHEHUs] TaK )K€ CBSI3aHBI C OOCTPYKTHBHBIMH IOPAKCHUSIMH JIETOYHBIX
apTepuil MBIIIEYHOTO TUMa M apreprosn. Ho 3TH M3MeHeHus NpeAcTaBisitoT coOoil TpoMObl Ha
pa3IMYHBIX CTAIUsX OpraHu3alldd, 4YTO TOBOPUT O PELUAMBUPYIOLIEM XapakTepe JaHHOMN
naronoruu. [lnekcupopMHBIE U3MEHEHHS OTCYTCTBYIOT, OJHAKO HEKOTOPHIE OpraHM30BaHHBIC
TpOMOBI TPYIHO OTIMYUTH OT JAHHOTO BHJA WM3MEHEHWH. ['mneptpodusi cpemHeil 000I0YKH
apTepHid MBIIICYHOTO THTIA ABJISIETCS HAaOoIee BBIPAKEHHBIM BTOPUYHBIM MPOSIBIICHUEM OOJIE3HH,
XOTs cTeneHb ee MeHblne, yeM npu [UJIA. Tlpu peunauBupyromiel JIerouHoi TpoMO603MO0IuH
TaKoke HEe OOHApYXMBAIOTCSA MPONH(EpUpyIOIIUe aTbOBEOISAPHbIC KaNWUIIPhl, B TO BpeMsl Kak
HanOomee  4acToii  MOpP(OJIIOTMYECKON  HAXOIKOM  SBISAIOTCA  TPOMOOTHUYECKHE WU
MOCTTPOMOOTHYECKUE IOPAKEHUS] MEJKUX JIETOYHBIX apTepuil. B omimMume oT 4pe3BblYaiiHO
MHOT000pa3HOi MHUKPOCKONHMYECKOH KapTUHBI MEJIKHUX JIETOYHBIX apTepuil M3MEHEHHS
HNApeHXUMBbI JIETKHX IPAKTUYEeCKH OTCYTCTBYIOT, YTO SIBJIAETCS OMHMM M3 uddepeHaIbHo-
nuarnoctuueckux npusnakos [UIT [1].

Hepenxo pazmuuute PJIT u ITJIA ObiBaeT TpyaHO, TaK KaK Yy HEKOTOPBIX MAallMEHTOB
BCTPEUAIOTCS TUCTOJIOTHUECKHE MpPU3HAKU 00eux (opM, MOITOMY aMEPUKAHCKHUE IMaTOJOTH

oowemuumm PJIT u [UJIA B onHy rpymity, Ha3BaHHYIO IIEPBUYHOI JeroYHOM apTepronarueii [10].



B  OompmmucTBe  cimydaeB  (89,1%)  peHtrenonormdeckas — kaprmaa  [LJIT
XapaKTeprU30BaJIaCh BapHaOEIbHOCTHI0 HW3MEHEHHWH JIETOYHOTO pPHCYHKa pa3HOH CTeNeHH
BBIPaKEHHOCTH.

Y 17 OonpHBIX — ONpPENEIsUIOCh JBYCTOPOHHEE, CHMMETPUYHOE MOBBILICHHUE
IIPO3PAYHOCTH JIETOYHBIX MOJIEH 3a CYET YACTUYHOTO WJIM IMOJHOI'O MCYE3HOBEHMSI COCYIUCTBIX
TeHel. 3aMEeTHO YMEHbIIEH KaauOp apTepHalIbHbIX COCYJI0B, OHU B BUJE Y3KUX TEHEH OTXOIMIN
OT pacUIMPEHHOM YacTH HUCXOJIIEH BETBU MpaBoil JierouyHoi aprepuu (JIA), mupuHa KoTopoi
coctanisuia 2,7+ 0,4 cm (Hopma — 10 1,6cM), MOATOMY «XBOCTOBas» 4YacTh KOpHs ObLIa PEe3KO
Cy)keHa. BeHbl Takke 3aMEeTHO yMEHbIIEHbl B auaMerpe. Y 2-X OOJbHBIX OTMEUYEHO
AQHEBPU3MATHUECKOE PACHIMPEHNE OOBI3BECTBICHHOIO IO KOHTYPY CTBOJIa U IpaBoi BeTBU JIA.
Ha 00630pHO#1 peHTreHorpaMMe Mo JIEBOMY KOHTYDPY CEpPAECYHO-COCYIUCTON TEHU 3HAUYUTEIBHO
BbIOyXanma 2-as myra, cooTBeTcTByromas crtBoiy JIA, koaddunment Mypa coctaBuin 39%
(mopma — 10 30%). CnenctBueM rumnepTpoduu MyTe OTTOKA MPABOTO >KETyI0YKa SBISUIOCH
yBenmmuenue 10 7,8x0,9cm  (Hopma He Oomee 5,0x0,5 cM) KOHyca IIErOYHOW apTepHH,
ONpEAENsAEMOr0 Ha MpaBOil KOCOM pPEHTITeHOrpaMMe IO MEpeAHEMY KOHTYpPY CEpAECUYHO-
cocynucToi TeHH. JIeBble OTIeNbl cepla He ObUIM YBEIMUYEHBI, OTHOCUTENIbHBIH 00beM cepala
(OC) pasusiicst 57549, 0 cm’/m” (Hopma 110 540 ov’/v?).

[TaTomopdomornyeckux  SKBUBAIEHTOM  OOCJHEHHUS  COCYJMCTOTO  PHCYHKa B
nepuQepruuecKux OTaeax JIETOUHBIX MOJIEH SIBUJIOCH CY>KEHHE MEJIKMX BETBEH JIETOUHBIX apTepHid
- apTepuo. DTO CBSI3aHO C YMEHBIIEHUEM UX IIPOCBETA U YTOJILIEHUEM CTEHKH.

Bropoii Bapuant wusMeHeHuit (24 OONBHBIX) - JIETOYHBIA PHUCYHOK O0O€IHEH
NPEUMYIIECTBEHHO Ha TepuQepuu, BETBICHUE COCYJIOB paBHOMEPHOE, KaauOp UX B CpPEeIHUX
OT/JeNaX He3HAUMTENIbHO YMEHbIIeH. B TpeTn HaOmoJeHuil B HUKHEH J10Jie MPaBOTO JIETKOTO
MMeEJl MECTO CHUMIITOM Iepenaja JuaMeTpa JIETOUHBIX apTepuil OT HIMPOKUX CETMEHTapHBIX B
cykeHHble cyOcermeHTapHble. [llupuHa npaBoil BEeTBU JIETOYHOH apTepuu yBenndeHa — 2,3cM+

0,2 cM, cuMOTOM «0OpYOJIEHHOCTH» KOPHS MEHEe BBIPaKEH, YeM B MpEbIAyLIel rpyme,



kodpumenT Mypa — 37%. B 2-x ciiydasx TeHb aHEBPHU3MATHYCCKU pacimupeHHor JIA
OTJIMYAJIaCh BBICOKOW HMHTEHCUBHOCTHIO, UYTO OBLIO OOYCJIOBJIEHO HAJWYHEM B €€ IPOCBETE
Tpomba. ['umeprpodus myTeit 0TTOKa MPaBOTO HKEITyA0UYKa BhIpakaaach YBEINICHUEM Pa3MEpPOB
KOHyca JierouHoil aprepum a0 6,3x 0,7cMm; pasmepsl cepainia HopmaiabHeie — OC- 501 +10,4
M/

[Ipu tperbem BapuaHTte (24 yen.) peHTI€HONIOIMYEeCKUE U3MEHEHUSI XapaKTepU30BaIKCh
CBOEOOPA3HOCTHIO U3MEHEHUM B BUJE «XAOTUYHOCTH» JIETOYHOI'O PUCYHKA, MPEUMYIIECTBEHHO
[EHTPAJIFHO PACIONIOKEHHOW, Mpeodiafalonieidl B HIDKHUX M CPEIHUX OTAeNax JIeTKHX.
[epudeprueckue oTnemNbl JETKUX OBLTH 00 THEHBI. 3HAYUTEIHHOE KOJTMYECTBO MHOKECTBEHHBIX
MEJKUX TMETIUCTBIX JieTaled MpuAaBajio JIETOYHOMY PHCYHKY XapakTep KOJIbLIEBHIHBIX
0o0pa3oBaHMil, COOTBETCTBYIOIINX, B OCHOBHOM, apTEpPUsIM, XOTs Takas >kK€ KapTHHA Morja ObITh
00yCIIOBIIEHa MPOIECCaMH YIUIOTHEHUSI IEPUOPOHXHATBHON U COOCTBEHHO MEXKYTOYHOH TKaHU
nerkoro. CrenoBaTeNbHO, aHATOMHUYECKHM CyOCTpaTOM HW3MEHEHHOTO JIETOYHOTO pPHCYHKa,
IIOMUMO COCYJIOB, MOTJIU SIBIISIThCS M3MEHEHHBIE Menkue Oponxu. B mnane nuddepenuunanbroit
JMArHOCTUKU OTIMYUTENBHBIM MPHU3HAKOM COCYIHCTOM CTPYKTYpPbl M3MEHEHHMH CIyXHJa Kak
YeTKOCTh KOHTYpOB TEHEW, Tak M HaJuuyue Ha UX (QOHE Yy4YacTKOB Ooyiee BBICOKOI
uHTeHcuBHOCTH. llupuna mnpaBoi nerounoit aprepum Obiia B mpenenax 2,0+ 0,5cm, y 3
NaIMEeHTOB KOPEHb OBbLI aHEBPU3MATHUYECKU DPACHIMPEH, @ BBICOKAs WHTCHCHUBHOCTH €r0 TEHU
HABOJMJIA HA MBICIb O HATHYUU TpoMOa B JerouHoi aprepuu. Kosddunment Mypa pasen 38%,
IYTH OTTOKA U3 MPaBOro kemynouka coctaBmin 6,0x 0,7cm. OC OblT HE yBEJNIUYEH - B CPETHEM
542+8,5 cM/M’ .

VY 8 GONbHBIX JIETOYHBIM PUCYHOK HE OBLI M3MEHEH M MPOCIEKHUBAJICS A0 IJIAIIEBOIO
cinos aerkux. IIpu ToM, 4TO IMameTp MpaBoil BETBU JIETOYHON apTepuu HE mpeBblmian 1,5 cM,
kodpduimenT Mypa Obu1 paBeH 32%, a TmyTh OTTOKAa U3 MPABOTO JKEIyJ0YKa COCTABHII-

6,0x0,5cMm. Pazmepsl cepania octaBainich Ha HOpMalbHbIX 3HaueHusx, OC= 419+3,2 eM /M



ComnocraBneHne MOPPOJOTHUECKUX U PEHTTCHOJIOTUIECKUX JaHHBIX BBISBUJIO, YTO TIPU
riekcorenHou ¢opme [1JIT" wame BecTpeuvancs 1 wnm 2 Tun usmenenuit (31,3 u 42,5 %). B Toxe
BpeMs JUIsI TpoMOdMOomMdeckoil opmMbl Hambosiee XapakTepHa «XaOTHYECKas MepecTpoiiKa
JeTOYHOTO prucyHKa 1o 3 tumy (53,9%).

Beno-okknosuonnas 6onesuv (BOB) OTHOCHTCS K OJHOMY M3 HamOoliee PEeaKUX
3a00JI€BaHUN CepJIeYHO-COCYIUCTON cucTeMbl. B nutepatype onucano He 6osee 100 ciyyaes
sToi marosioruu [3, 4]. B mocneaHee necsATUNIETHE BCIIEICTBHE arpeCCUBHOCTH TEUEHUS U
IUIOXOTO TIPOTHO3a OHA paccMaTpUBaeTCsl KaK OTAeNbHas Ho30Jormyeckas ¢opma.
3abosieBaHre HE MMEET HHU TOJOBOM, HA BO3PACTHOW 3aBUCHMOCTH M MOYKET BCTPEUATHCS KaK B
paHHeM jercTBe, Tak 1y i crapiue 40 sier. [lo kinHu4yeckoil U 3nekTpokapanorpaduyeckoi
KapTHHAM, a TaKXe 110 JaHHBIM KaTeTepu3aiun cepana BOb npaktnyeckn He OTIHYaeTcs OT

Jpyrux 3a00J€BaHUN C MPOSIBICHUSMHU apTePUAIbHON TUIIEPTEH3HH.

Hamm HaGnroeHus BKiroyanu 3 cirydasi, KOTOpbIe 3aKOHUMIIACH JIETATEHBIM UCXOJIOM.

XapakTepHbIM MOP(OIOTHYECKIM IPOSBICHUEM OOJIE3HH SBISUIACH IPOrPECCHPYIOMIast
00CTPYKLIMSI MEJKUX JIETOYHBIX BEH U OCOOCHHO BEHYJI, KOTOpasi BRIPAXKAIUCH Mposrdeparmei u
(¢uOpO30M MHTHMBI, @ TaK K€ HAIMYMEM IPU3HAKOB TPOMOOTHUYECKOro mopakeHus. Emie omgHum
Mop¢osornueckum nposiBienneM BOB siBuiach «aprepuanusaiiyishy JIETrOYHBIX BEH, KOTZIa MEXITy
HApY’)KHOI M BHYTpEHHEeW MeMOpaHaMy pa3BHBANACh MBIIIEUHas O0OJOYKA M JAHHBIE COCYIbI C
TPYJOM OTJIMYAIIKCh OT apTepuid. B oqHOM ciydae ObLIH MOpaXKeHbl TOJIBKO OoJiee KPYITHbIEC BEHBI, B
JIBYX JPYTHX — B MPOLIECC OBUIO BOBJICYEHO 3HAUUTEIILHOE KOJMUYECTBO PA3HOKAIMOEPHBIX COCYIOB.
Paznyanoch U COCTOSIHHE JITOUHBIX apTepril, I3MEHEHUsI B KOTOPBIX ObUTH MICHTUYHBI M3MEHEHHSAM
B BeHax. B JByX ciyuasx Hapsmy c runeptpoduei cpeaHeil 000J0YKHM B HEKOTOPBIX apTepHsX
OTMEUEH BBIPAKEHHBIH KOHIEHTPHUYECKUNA (UOpO3, TOTAa KaK B TPEThEM ClIyuae BBISBICHA JIMILb
runepTpodust Menun 0e3 U3MEHEeHHs! BHYTPEHHEH 000JI0YKH. XOTS B JIMTEPATYpe UMEIOTCS CBENICHHS O
TPOMOOTHYECKIX TIOPOKCHMSIX  apTepuii, B HAMX HAOMIOACHUSX CBEXHE TPOMOBI, a TaK Ke

JWIATAIIMOHHBIC U H.]'IeKCI/I(pOpMHLIe HU3MCHCHHA B apTCPUAX OTCYTCTBOBAJIN.



PeHTreHoNnornyeckr JIerOYHbI PUCYHOK OBLT OOOTaIlleH, XapaKTePH30BAICS CETYATOCTHIO,
NETIUCTOCTBIO, TOHKOTPAOEKYyJSIPHOCTBIO. MecTaMu  BU3YyaIM3HPOBAINCH MEJKOOYAroBble TEHHU,
npociexuBaromuecs 10 nepudepun. Oomwme ux ObIJI0O HACTOIBKO 3HAYUTEIBHBIM, YTO HA TaKOM
¢doHe TeHH Oosiee KPYIHBIX COCYJOB, B CHJIy HM3BECTHBIX 3aKOHOMEPHOCTEH PEHTTEHOJIOTHYECKON
cymMMmarmu, He AM(pQepeHIMPOBAINCh. B HIDKHHMX OTIENax JIETOYHBIX IOJIEH MPOCIIEKUBAIIHCEH
U3MeHeHus, mofoOHble JmHUsAM Kepmu. Cremyer 3aMeTuTh, YTO TIPH TaKOW BBIPAKEHHOCTH
reMOJMHAMUYECKUX W3MEHEHUI KpYITHBIC JICTOYHBIC BEHBI HE OBLIM PACIIMPEHBL Y 2-X OONBHBIX
OTIPENIeNISIIOCH JIMHEHHOE YTOJIIIEHUE T10 X0y KOCTAILHON M MEKI0JIEBOH TUIEBPHI, 00YCIOBICHHOE
cyoreBpabHOM JMdocTazoM. CTpyKTypa KOpHEH JISTKHX COXpaHEHa, OHU ObUTH PACIIMpPEHBI 3a
CUeT CTBOJA JIETOYHOW apTepMl W €€ OCHOBHBIX BETBEH, B TO BpeMs KaK W3MEHCHHUH
cyOcerMeHTapHbBIX apTepuii He HaOmoaanock. Koaddument Mypa coorBeTcTBeHHO coctaBuit 36%,
38% u 40%. JlnameTp HUCXOAIIEH BETBU MPABOM JIETOYHOM apTtepuu kosedaics ot 1,6 no 2,0
cM. Hu B omHOM cioydyae HE OTMEYEHO TAKK€ paCUIMPEHUsI CYOCEIMEHTApHBIX apTEepuil.
Cucronnueckas eperpyska npaBoro eilyJ04Ka Ha MPaBbIX KOCBIX PEHTTCHOIPaMMaX BbIpaXKajlach
B TUNEPTPOGHU €T0 BBIXOJHOTO OTJIENa, pa3Mepbl KOToporo kojiedamick ot 6,5x1,0 mo 8,0x1,0 cm.
[Ipu stom kapmmo-topakanbHblii uHAEKC (KTY) He mnpeBblmian HOpManbHbIX 3HaueHUR - 50%.
OTHOCHTENBHBIN 00BEM Cep/Ia BapbUpOBaT OT 538 e’ AM? mo 580 v’ /m?. JleBble OTHENBI
cepala ObUTH HE M3MEHEHBI. Bo Bcex cilyyasx OTMEYalloch YBEITMUYCHHUE MPABOTO MPEACEpaus U, B
MEHBILIEH CTETICHH, TIPABOTO KETyI0UKa.

AHanM3 pPEHTreHOJIOTHYECKUX HM3MEHEHHH JIETOYHOrO PHUCYHKA TPU BEHO-OKKIIO3MOHHOM
00J1e3HM BecbMa 3aTpyAHUTENEeH. He mouIeKuT COMHEHHIO, YTO B OCHOBE CyOCTpaTa ONMCaHHBIX
M3MEHEHUH JIeXKaT TPOLIECCHI, KACAIOLTUECS KaK KPOBEHOCHBIX COCY/IOB, TAK M COOCTBEHHO MEXYTOYHOM
TKaHH JIETKOT'0, O YeM CBHIETENILCTBOBAJIO OTCYTCTBUE Y YACTH COCYAUCTBIX TEHEH YeTKOCTH KOHTYPOB,
PAaCLIEHEHHOE KaK IMEPUBACKYJIIPHBIN OTEK JIETOYHOM TKaHW. [Ipy 3TOM creayer MOMHHUTE O CXOJCTBE

PEHTTEHOBCKOTO N300paKEHHs! YIUIOTHEHHON MEXYTOYHOM TKaH! U PACILIMPEHHBIX MEJIKUX COCY/IOB.
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Ilo pentrenorpammam auddepeHimansaylo  quarHoctuky BOB  HeoOxommmo  ObuUTO
IPOBO/IUTH C MPOSBICHUSMU MUTPAJIBHOIO CTEHO3a, TAK KaK B TOM U B JIPYTOM CiIyyae MMEIOTCS
PCHTTEHOJIOTHUECKHIE TIPH3HAKU TOCTKAMWULIPHOH (DOPMBI JICTOYHON apTepHAIBLHON JIErOYHOMN
runepreH3un. OHAKO, €CIIM IyCKOBBIM MEXaHU3MOM B €€ Pa3BUTUM IPU MUTPAILHOM CTEHO3€E CITY KUT
YBEJIMUYEHHUE JIEBOTO TMPEJICEPANS, TO MPU BEHOOKKIIFO3MOHHOM OOJIE3HU - U3MEHEHHE BEH M BEHYJI.
Kax B Hammx HaOir0€HUAX, TaK U 1O JaHHBIM JuTepatypsl, npu BOb He oTmeueHo yBenuueHus
JIEBOTO MPEACEPUsl, YTO SBISJIOCH OJHUM W3 MAaTOTHOMOHMYHBIX IMPU3HAKOB BEHOOKKIIFO3HMOHHOM
00J1e3HM.

Jlecounwii kanunnsapueii eemaneuomamos (JIKI), onucanublii BrnepBboie B 1978 T.
C.Wagenvoort u coaBT. [3], Tak)e OTHOCUTCS K peIKuUM 3abosieBaHHEM. B nurepaTypHbIX
WCTOYHHKAX TpuBeneHo He Oomee 50 cmyuaes [3,5,12,17,18].  JIKI BcTtpeuaercs kak y JeTew,
TaK U MOKUJIBIX JIIOJIEH, MpeuMyIecTBeHHO B Bo3pacte 20-40 neT, ¢ 0AMHAKOBOM 4acTOTOMU
KaK y MYXXYUH, TaK W JKCHIIMH. BbBDKMBAEMOCTb IOCJHE TMOSBJICHHUS CHUMIITOMOB OO0JI€3HU
cocTaBisieT ot 1 1o 5 ner.

Hamm nHabmiofeHust OrpaHUYMBAINCh JIByMs CIy4asMH, 3aKOHUMBIIUMHUCS JIETAJIbHBIM
HCXO0M.

Ortuonoruss JIKI' HeuwsBecTHa. Psing aBTOpPOB OTHOCAT €ro K J0OpPOKa4eCTBEHHBIM
HEMETAaCTa3upPYIOLUMM COCYAUCTHIM HOBOOOpa30BaHUAM, MPHUBOJSALIMM K Pa3BUTHUIO BBICOKOU
JIETOYHON THUIEPTEH3MH, KOTOpas ONpeaessieT KIMHUYECKYI0 KapTUHY 3TOro 3adosneBanus [6,
7, 8,9].

OxoHuaTenbHass BepH(HKalMsi AUArHO3a TPeOyeT MUKPOCKOIMHYECKOTO HCCIIEIOBAHUS
NApEHXUMBbl JIETKMX C OKpAalIMBAHUM CEKLIMOHHOT'O JIETKOI'O PETUKYJIMHOM. XapaKTEPHBIM
Mopdonornueckum  npuszHakom JIKIT  sBusercs Hamuuume nuddy3zHoro  u30bITKA
TOHKOCTEHHBIX COCYJIOB, KOTOpPbIE HH(PUIBTPUPYIOT CTEHKHU MEJIKUX apTEepHil M BEH, a TaKKe
YTOJILAIOT CTEHKU aJIbBEOJI M MeXaJlbBeoJsipHOE npocTpaHcTBO [5]. Ommmuuem JIKT ot apyrux

3a200J1€BaHN, BBI3BIBAIOIINX YBEIMUYCHUE KAMMIUIIPOB KakK, HAPHUMEpP, HEKOTOPBIE BPOXKICHHbIE
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U IproOpeTeHHbIE TIOPOKHU CEePAIla WA BEHO-OKKIIO3UOHHAsS 00JIE€3Hb, ABISETCS HHOUIBTPALIHS
JIPYTUX JIETOYHBIX CTPYKTYp, BKJIIOYas CTEHKU OOJIBIIMX apTepUil U BEH, BHYTPHUIOJIbKOBBIE
neperopoaku u Opouxm [3]. Ilpm stom, mnpu JIK[ mpommdepanus xanmwuisipaMd B
npeJenax albBEOSIPHON NEPEropoKd U UHTEPCTULIMS POUCXOIUT TOJILIUHON B 2 CIIOSI KJIIETOK
[17], B To Bpems kak mpu BOB, ¢ubOpoze wim ckiepo3e MEITKHX BHYTPWICTOYHBIX BCH
OnpesensieTcsl ~ BTOpUYHAS  AWISTAlMS — KalWULIpOB M HET OYEBMJHBIX J0Ka3aTeNIbCTB
UHQUIBTPAIUN B APYTHE CTPYKTYPHI, a B aJIbBEOJISIPHBIX IMEPEropoaKkax oOHapyKMBaeTCs
TOJIbKO OJTMHAPHBIN CIION KamuJuIsipoB [2].

[Ipy neroyHoM KanmWUISIPHOM TE€MaHIMOMAaTO3€ KpaillHEe pelKo TaK K€ BCTPEYaeTCs
UHQOWIBTPAIUS KaIWUIBIpAaMH B TIEPUKAP]L, TUICBPY | JTUMQOY3IIbI cpenoctenus [12].

C.White [11] Beimenser nBa Ttuma JIKI': xaBepHO3HBIM, BCTpEUaOLIUIICS B JETCKOM
BO3pacTe U MPUBOJALIUMN K CMEPTHU OT F'€MOPpPAruy, U KanWUISIpHBINA, KOTOPBIN HaOIogaeTcs y
HOJPOCTKOB M B3POCIBIX MAI[IEHTOB U COMPOBOXKIAETCSI PA3BUTUEM JIETOYHOM THUIEPTEH3UU. Y
OOJNBHBIX C HESICHBIM aHAMHE30M M  HEHM3BECTHBIM 3a00JI€BaHUEM, CONPOBOKIAIOIIUMCS
JIETOYHOH TUNEPTOHUEH, IpH JIIOOOM €€ MPOSBICHUHM Ha PEHTTEHOTPaMME WM KOMITBIOTEPHOM
TOMOIPaMME OpPIaHOB I'PYJHOM KJIETKHU B BUJE MHTEPCTULMAIBHBIX W3MEHEHUN WM IUIEBPAIbHOTO
BBINOTA, HAMMYMS TMHUN Kepnu crenyer nymarh O JIETOYHOM KalWUISIPHOM FE€MaHTMOMaTO3€.

Jlerounas runeprensuss npu JIKI oOycnoBieHa, BUIMMO, LEIBIM PAIOM (HaKTOPOB:
"BTOPUYHBIM BEHOOKKJIIO3MOHHBIM (peHOMEHOM", SBISIONIMMCS pe3yJbTaTOM HHBA3UU
JIETOYHBIX BEH M apTepHil mponudepupyomuMy albBeOIIPHBIMU KaWUIIPaMH; MMOBTOPHBIMH
JIETOYHBIMU KPOBOTECYCHUSMH C TOCIEIYIOIIUM Pa3BUTHEM PYOLIOBOW TKaHHU; MPOrPECCHPYIOIIEH
obnuTeparyeil mpocBeTa JISTOYHBIX COCYJIOB BCIIEACTBUE TpoMOo3a [6].

Pentrenonornueckue nposiBIeHUs 3a00J€BaHUsI HEOJHO3HAUHBI U SIBISIIOTCS NPUMEPOM
CJIO’KHOCTH MPHKU3HEHHON KJIMHUKO-MHCTPYMEHTAJIBHON TUArHOCTHKH JIETOYHOTO KAMJIISIPHOTO
reéMaHrMoMaTo3a, 0COOEHHO KOT/ia B KJIMHUYECKON KapTUHE Y MALMEHTOB OTCYTCTBYIOT MPU3HAKH

JIETOYHOM TMIIEPTEH3UU.
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[lo nuTepaTypHbIM CBEIEHUSM M OJHOMY HalleMy HaOJIOJEHHIO Ha PEHTI€HOTpaMMe
OpraHOB  IPyAHOM KJIETKM OTMEYAJIOCh YCHUJIEHME JIETOYHOTO pHCYHKa 3a  CYeT
MHTEPCTUIMATIBLHOIO KOMIIOHEHTA, IPEUMYILIECTBEHHO B CPEIHUX OTAENIaX JIETKUX, COCYIUCTBIN
PHUCYHOK TIPOCIICKUBAIICS 0 Tepudeprn, XapakTepru30BaJICs MATHUCTOCTEI0. CTBOJ JIETOYHOM
apTepud W HUCXOJSIAs BETBb MPaBOMl JIeroyHOW apTepuu He Oblu pacumpensl. Cepaie B
pa3mepax He yBenmueHo, KTU 35%. OtHocuTenbHbI 00beM cepama coctaBml 53545,9cm3/m2,
yro coBmagano ¢ naHHeiME White C.W. ¢ coast. [11], onmucaBmmx pexakwme cimydan JIKD c
OTCYTCTBHEM JIETOYHOW TUNIEPTEH3UH U TUIIEPTPO(UH MPABBIX OTAEIIOB CEPALIa.

B npyrom ciywyae 5erouHblii pUCYHOK Ha nepu@epuu JIErOYHbIX MoJied Obl1 00eqHEH,
JIero4Has apTepus M €€ MpaBas HUCXOJslIas BETBb aHEBpU3MaTHdecku pacuupenbl. Cepaue
YBEJIMUEHO B IIONEPEYHUKE, KapAHO-TOpaKalbHbI HMHIEKC cocTaBuil 61 %; 3HaUUTENBHO
BBICTYIIAJI CTBOJ JIETOYHOM aprepuu, unHiaekc Mypa - 57%. B KOCBIX HpPOEKUMSX BBISBICHO
YBEIIMYCHUE TPABOTO >KETyJ04YKa U MPAaBOTO NpEACEepAns, THIEePTpodus ImyTei OTTOKa KPOBH
IIPaBOro Xkeylyaodka gocturana 6.2x 0,8 cM; jeBble OTIENbI cep/la HE YBEIUYEHBI.

Komnbrotepnass tomorpadus Jerkux BbISIBUIIA MEIUACTUHAIBHYIO MM KOPHEBYIO
aJICHONIaTHIO, YBEIMUEHUE LIEHTPAIbHBIX JIETOYHBIX apTEepUi, IBYXCTOPOHHHUE CENTAJbHbBIE
JUHEHHBIE MW 0YaroBble 3aTEMHEHUsS, IEHTPOJOOYJSpHbIE OYaroBble MATHA, (HOKYCHBIC
MOJIsl B BUJIE «MATOBOI'O CTEKJIa» U OTCYTCTBUE stueucToCcTH [15].

ITocTanoBka BepU(UIMPOBAHHOIO IHArHO3a CTala BO3MOXKHOW TOJBHKO HA OCHOBAHHUHU
MHUKPOCKOIINYECKOT0 UCCIIE0BAHNS TAPEHXUMBI JIETKHX.

Takum oOpa3om, HECMOTps Ha HEOAHO3HAYHYIO PEHTTCHOJOTMYECKYI0 CEMHOTHUKY
3a00JI€BaHU, Cy[s MO HalleMy MaTepualy U JIMTEPAaTypHbIM CBEICHUSIM PEHTTEHOJIOTHYECKOe
UCCIIEJIOBAaHUE OPTaHOB I'PYIHOM KJIETKU MOPOHl SIBJISIIOCH HAauOoJee pe3yIbTaTUBHBIM HEHHBA3HUBHBIM
NPYKA3HEHHBIM  TUATHOCTUYECKMM MeTofoM. [ NEepBHYHOM JIETOYHOM MAMONATUYECKOU
THIEPTEH3UH, JITOYHOW BEHO-OKKJIIO3MOHHON 00JIe3HU U JIETOYHOTO KanWUIIPHOIO

réeMaHruomMaro3sa CBOMCTBEHHO MOBBIIICHUC JICTOYHO-COCYAUCTOTO COIPOTHUBJICHUS,
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BEJYILEro, B MOJABIISAIOIIEM YHCIIE CIy4YaeB, K Pa3BUTHIO, M3-3a HalIU4us Oapbepa Ha ypOBHE
MEJIKUX BETBEH JICTOYHOUN apTepuu, KapAHOMyJIbMOHAILHOTO CHHAPOMA - THIIEPTPOPUHN MPABBIX
OTJIEJIOB Cep/lla, HAIMYMIO LEHTPAIbHOTO apTEepPUabHOTO THUIIA CEPJIEYHOr0 3acTosl CO
3HAYUTEIIBHBIM ~ PaCHIMPEHUEM CTBOJA W KPYIHBIX BETBEH JIETOYHOW apTepuH, 170'¢
«00OpyOJICHHOCTH» HA YPOBHE CETMEHTAPHBIX BETBEH, OOCIHEHUIO JIETOYHOI'O pPHUCYHKA
(cocyaucTOoro KOMIOHEHTA) B JIATEPAIBHBIX OT/eIaX JETOYHBIX MOJIeH

OxoHuaTenbHasi BepuUKanusg OUar€Ho3a TPeOyeT MHUKPOCKOMHYECKOTO HCCIIECIOBAHMS
MapEeHXUMBI JICTKHX.
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