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[nasa 1

KpoBeHocHas
W UMEhaTHyeckas CUCTEMbI
KOXMH

KPOBEHOCHASl CACTEMA KOXW

KoxxHbIll MOKpPOB 4YesloBeKa MMeeT OOMIbHOE KPOBOCHAOXe-
Hue. KpoBeHOCHBIE COCYIbI HEOOXOMUMBI IS 00eCTIeYeHUST KOXH
JIOCTAaTOYHBIM KOJIMYECTBOM KUCIOPO/Ia U MUTATEeIbHbIX BEIIECTB,
MOAJIepXKaHUsI roMeocTasa U hyHKIIMU TKaHel, a TAaKXKe 11 yIOB-
JIETBOPEHUS MOBBIIIEHHBIX IOTPEOHOCTE! B MUTAHMU IIPU pas-
JIMYHbBIX [MATOJIOTMYECKMX COCTOSIHUSIX.

Koxa coctouT m3 Tpex oTmeioB: 1) smumepMmmc; 2) Aepma;
3) runojaepma, I TTOAKOXKHasl JKUpoBasi KjieTyatka. B cBoto oue-
penb, IepMa COCTOUT U3 MeNCKAeMOYHO20 Geujecmed, TIPeICTaB-
JICHHOTO BOJIOKHUCTO-COEIMHUTEIbHONM TKAaHbIO U aMOp(HBIM
BEILIECTBOM, U KAemouHbiX 34emeimos. KpOBEeHOCHBIE COCYIbI
pacriojiaraloTcsi B OCHOBHOM B IepMajibHOM 4acTh Koxu. Kpome
9TOTO, 37eCh HAXOMATCS aaHEKCATbHbIE CTPYKTYPHI (BOJIOCSHBIC
(honmuKymbI, cabHbIE U TIOTOBBIE XKeJIe3bl), TMMGbaTUIECKIe CO-
CY/IbI, MBIIIIIbI U HEPBHI.

HenocpencTBeHHBIMM MCTOYHUKAMU BacKYJISIpU3aLMU KOXU
SIBJISIFOTCSI TPU IPYIMIIbI apTepUii: KOXHbIE BETBU apTepUid, IIPO-
XOIsIIMe B MEXMBIIIEYHBIX (paclualbHbIX IIEePEropoaKax;
MBIILIEYHO-KOXHBIE U HATKOCTHO-KOXKHbBIE apTEPUHL.

KpoBeHocHast cuctema KOXHW pasieieHa Ha TJybokoe
¥ TIOBEPXHOCTHOE cocynmcThie crurereHus (puc. 1.1). Timyboxoe



KPOBEHOCHASI CUCTEMA KOXI1 o 7

onupepmmc

Coco4koBas
YyacTb AepMbl

[MoBepxHoOCTHOE
cocyaucToe
cnnetexHve

CeTyaTas yacTtb
Oepmbl

[ny6okoe
cocyauctoe
crinetexHve

MNopkoxHas
Xuposas
KnetyaTka

Puc. 1.1. CxematnyHoe H300paXkeHUE TMOBEPXHOCTHOTO U TIIyOOKOTO COCYIUCTOTO
CIUJIETEHUST KOXU



8 © [JIABA 1. KPOBEHOCHAS N TMM®ATUYECKAS CUCTEMbI KOXI

COCYIMCTOE CIIJIETeHNE JIEKUT Ha TpaHUIIe MeXIy AepMoii u runonepmoit. OHO
OCYIIECTBJISIET IUTAHUE TTOTOBBIX XeJie3 Y TTOBEPXHOCTHOTO CJI0SI TUTIOIEPMBI.
[ToBepXHOCTHOE COCYAMCTOE CIUIETEHWE O0pa3yeTcsi B TMOBEPXHOCTHBIX Ya-
CTSIX PETUKYJISIPHOM IEpMBI W, B CBOIO OYepe/ib, CHAOKAET COCOUYKOBYIO IEPMY
C TIOMOIIIBIO CUCTEMBI KaTMJUISIPHBIX TIETEJb, UMEIONIel KaHAeIsI0poITogo0Hoe
crpoeHue. Kaxnas kamuiisspHash TIeT/Is COCTOUT M3 BOCXOISIIEH apTepraib-
HO¥ M HUCXONSIIE BeHO3HOU BeTBeil. Cocynbl IepMallbHEIX COCOUYKOB TIPeI-
CTaBJIEeHbl TEPMUHATBHBIMUA apTepuojaMu, apTepUAIbHBIMU W BEHO3HBIMU
KaMmIISIpaMy ¥ TIOCTKAITWIISIPHBIMY BEHYJIaMHU € TIPe00IalaHeM TTOCTIeTHUX
(puc. 1.2). BHyTpu rrybOKOTO COCYAMCTOTO CIIETEHUS TIPOXOISAT MEJTKNE MbI-
IIeYHbIe apTepuu, KOTOPbIe JA0T HAyajao apTepuojiaM, KPOBOCHAOXKAIOIINM
TIOBEPXHOCTHOE COCYIMCTOE CIIeTeHne. BeHbI KOXU TIpeICTaBIeHbI YETHIPbMST
CIUIETEHUSIMU: TIEPBOE O0Pa3yloT BEHYJIBI HEMOCPEICTBEHHO TMOJ COCOYKAMU
(TTOBEpXHOCTHASI BEHO3HASI CETh); BTOPOE PACIoyiaraeTcsl B LIEHTPATbHOM 4acTh
JepMbl (CyOKammIIsIpHAsT BEHYJISIPHAST CETh); TPEThe — B PETUKYISIPHOU Jiep-
Me (rybokasi mepMajbHasi BEHO3Hasl CeTh); YETBEPTOe — Ha TPAHUIIE JIePMbI
U TIOJIKOXKHOM XXMPOBOU KJIETUYATKHU (TUTIOEPMaTbHbIE BEHO3HbBIE CIIJIETCHUS).
N3 yeTBepTOrO CTUIETEHUST BEHBI MPOXOSIT Yepe3 BCIO TUTIOAEPMY M COSIUHSI -
10TCsl B 00Jiee KpYITHbBIE.

bénbias yacTh KpOBOTOKA MOCTyMaeT K Hanbosiee MeTaboIMIecK aKTUB-
HBIM KOMITOHEHTaM KOXHU, 2 UMEHHO — K 3TMUACPMUCY, BOJOCSHBIM (hOJIIU-
KyJaM ¥ agHEeKCaJTbHBIM CTPYKTypaM. B TO BpeMs KakK JepMaibHbIe COCOYKU
OoraTo BacKy/ISIpU3MPOBAHbI, KATTUJUISIPBI HE MIPOHUKAIOT B AMUAEPMUC, OH TO-
JlydaeT muTaHue mytem nuddys3un.

Bacxkynsipuzanust Koxu xapakTepu3syeTcsi TonorpapuuecKuMu 0COOEHHO-
ctamu. Ha xoxe pa3rubarenbHO# MOBEPXHOCTH CyCTaBOB, JIAIOHEH 1 TTOOIIIB
UMEIOTCS BhIpaKEHHBIE MUAECPMAJIbHbIE PETUKYJSIPHbIE TPEOEIIKM, TaKkKe
3/eCh MPSIMbIe KaMUJUISIPHBIC TETJIU TEPEeXOIsT B YIJTUHEHHbIE TepMabHbIE
cocouku. Ha koxe xuBoTta (hopMUpOBaHUE PETUKYISIPHOTO Tpedenika u ma-
MWIUISIPHOW CeTH MeHee BbIpaxeHo. Popma MaMWIISIPHBIX MUKPOCOCYIOB
TOYHO OTPAXAET TPEXMEPHYIO CTPYKTYpPY TPEOEIIKOB, OOBIYHO C OMHOUW MU
JByMsI TIETJISIMU BHYTPU KaXIIOTO JePMaJbHOTO cOCcOouka. BHyTpeHHU nua-
MeTp MaNMWIJISIPHBIX COCYAOB COCTaBJsieT B cpeaHeM oT 5 o 10 mxMm. B ot-
JIN4ue OT UAEaTN3UPOBAHHON apXUTEKTYPHON MO COCYAUCTON CUCTEMbI
KOXWU, MUCCIENOBAHUS COCYIUCTOU mepdy3nun U UCCIENOBAHUS C TTOMOIIBIO
CBETOBOU (DTI0OPECIIEHTHOW MUKPOCKOIIUY BBISIBUIU JOBOJTHLHO HEMPEPHIB-
HYIO, WHOTJIAa HEPETYJISIPHYIO CETh B3aMMOCBSI3aHHBIX KPOBEHOCHBIX COCY-
JIOB KOXMU.

NmMyHoTHCTOXMMUYECKWE U TIeP(Y3MOHHBIE MCCIEIOBAHUST TTO3BOJISIIOT
MPEATNOJIOKUTh, UTO YACTO €AWHCTBEHHBII KPOBEHOCHBIN COCYIl B ME3€HXU-
MaJIbHOM COCOUYKE BOJIOCSTHOTO (hOJITUKYJIA TTPOUCXOIUT U3 TITYOOKOTO COCYIH-



KPOBEHOCHASI CUCTEMA KOXI1 ® 9

Puc. 1.2. BzaumHoe pacmoyiokxeHue apTepros (KpacHble), BeH (CMHMe) U JuMdaTnie-

CKUX COCYIOB (KENTble) COCYIUCTBIX CIIeTeHWi Koxu. COocouku IepMbl KPOBOCHAO0-

JKAIOTCST ¢ TOMOUIBIO CUCTEMBI KaMMJUISIPHBIX MeTeb, UMEIOIINUX KaHIeas10pornonooHoe

crpoeHue. Kaxnas kanusuisipHas et/ COCTOUT U3 BOCXOSIIEH apTepruaibHOi U HUC-
XOIS1IEN BEHO3HOW BETBU

CTOTO CIUICTEHUSI, TOT/IAa KaK I'ycTast COCYIMCTast CETh, OKPYsKaoIlasi BOJIOCSTHOM
(bommuKy1, — MpeuMyIECTBEHHO M3 MOBEPXHOCTHOrO. OTHOCUTEIBHO Mel-
KHUe cocyibl, OOHapyxkuBaecMbie B (pa3e TejoreHa (dasa MoKos), YIUITMHSIIOTCS
U yBeJIMuMBalTCA B (dase aHareHa (¢aza pocTa), a 3aTeM pacIpOCTPaAHSIIOTCS
K TUIIOAEPME BMECTE C PACTYLIUM BOJOCSHBIM (GoJIMKYI0oM. Bo Bpems dasbl
KaTareHa WHBOJIIOLIMSI BOJIOCSIHBIX (DOJUTMKYJIOB OOYCJIOBJIEHA perpeccuei
1epu(OUTMKYISAPHBIX KPOBEHOCHBIX COCYIOB M IOBBIIIEHHON CKOPOCTHIO
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arornro3a aHnoTenaabHbIX KieToK (DK). Crenens neprudomuKyIsspHOii Ba-
CKYJISIpM3allIM MOXET HampsMYIO BIMSTh Ha pa3Mep BOJOCSHBIX (hOJLTUKYJIOB.
Tak, aHareHOBbIe BOJIOCSHBIE (DOJITUKYIIBI MMEIOT OOWIBHYIO BacKyiIsipu3a-
umio. Cocynucrasi ceTb KOXM WTPAeT pojib B PETYJSIIIMU TeMIlepaTyphl Tela
Y apTepUaIbHOTO JaBJIeHUS. APTEPUOJIBI UMEIOT MPEKAIIISIPHBIE MbITIIEYHbBIE
c(rHKTEpHI, KOTOpBIE MPU COKPAIIEHUW HAIMPABIISIOT KPOBb YEPe3 apTepHo-
BEHO3HbIE aHACTOMO3bl HETIOCPEICTBEHHO B BEHYJIBI, MUHYS KallWJUISIPHbBIE
CeTu. ApPTEPMOBEHO3HbIE AHACTOMO3bI BCTPEUAIOTCS Ha KOHYMKAX IajIblIeB,
B HOTTEBOM JIOXKE, Ha KOXEe BBICTYMAIOIINX OTIAEIOB JUIa (HOC, TYOBI, YIITHBIE
PaKOBUWHBI), TOE OHU 00OPa3yIOT OCOOBIE CTPYKTYPHI — eromychbl (KIIyOOUKH),
unu kaybouxosvie measya. OHA NMEIOT aBTOHOMHYIO WHHEPBAIIUIO U KOHTPO-
JIUPYIOT TiepruhepuIecKrii KPOBOTOK TMOCPEACTBOM MOMAYJISIIINU YPOBHST MBbI-
IIEYHOTO COKPAIIEHMUS.

MCTOJIOrM4ECKOE CTPOEHUE
KPOBEHOCHbIX COCY10B KOXXW

I'icTonormyeckoe cTpoeHNEe KPOBEHOCHBIX COCYIOB CXOMHO, 3a MCKIIIOUE-
HUEM KamuJUISIPOB M HEKOTOPBIX BeH. B CTpoeHUU COCynMCTON CTEHKM BbIIE-
JISIIOT TPU O0O0JIOUKU:

1) BHYTpeHHI010 (funica intima);

2) cpenHIoI0 (tunica media);

3) HapyxHy10 (adventitia).

MHuTuMa (BHYTpeHHSS 000J04YKa) TPEACTaBIsIeT COO0OW HENpepbIBHBIN
BHYTPEHHMIT TOHKUIA MOHOCJION IUIOCKMX PK, OKPYKEHHBIX C BHEILIHEH CTO-
POHBI CIUJIOLIHON 0Oa3anbHOI MeMOpaHoi. Menust siBAsieTCs cpeaHeil 000-
JIOUKOU M COCTOUT U3 JABYX CIIOEB 21A0KOMbIUEUHbIX KAeMOK. AIBEHTULIMS,
OKpyxXalolliasi MeIUI0, COCTOUT U3 PbiXA0i COeOUHUMeNbHOU MKaHu, o0pa3yeT
HapYyKHYIO 3JIACTUYECKYIO TUIACTUHKY U B MEJIKUX MBIIIIEUHBIX apTepUsIX (HO He
B apTepMOJIax) YacTO COACPXKUT 3JIaCTUUECKME BOJIOKHA. MenKkue apTeproIbl
UMEIOT 3HIOTEINIA, OKPYKEHHBIN OTHMM CJIOEM TJIAAKOMBIIIEYHBIX KIIETOK.
Kanumisipel coctosT U3 ogHoro ciost 9K, HO TIpu 3TOM MOTYT UMETh BTOPOIA,
MHOTJA MPEPBhIBUCTBIA CI0M MEPUBACKYISIPHBIX KJIETOK, Ha3bIBAEMbIX Hepu-
yumamu, KOTOpbIe OKPYKEHBI Oa3aIbHOM MeMOpPaHOM, SIBJISTIOIICIACS TIPOHOJI-
KEHUEM 3HIO0TeNuaJbHOM 0a3anbHO MeMOpaHbl. DK 1 mepuuuThl 00pa3yoT
TJIOTHBIE MEXKJIETOUHbIE KOHTAKTHI. [locTKanmuiisipHble BEHYJIbI KPYITHEee Ka-
MUUISIPOB, HO UMEIOT TY K€ OCHOBHYIO CTPYKTYpy. CTeHKa MOCTKAMUJUISIPHBIX
BEHYJI JIMIIIEHA TJIaIKOMBIIIEYHBIX KJIETOK. Heboblle MbIeuHble BEHYJIHI,
B KOTOpBIE BITAJAIOT MTOCTKAMMMJUISIPHBIC BEHYJIbI, UMEIOT MHTUMY, COCTOSIIIYIO
U3 yraoneHHbIX DK, OKpY>XeHHbBIX CJI0eM MIaIKOMBIIIEYHbBIX KJIETOK TOIIII-
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HOI B OfHY WM 1Be KJIeTKHU. [109TOMy MblllleyHbIe BEHY/IbI TIOXOXW Ha Ma-
JIEHbKHE apTepUOJIbl, HO C TOpasno OoJiee IMMPOKUM ITPOCBEeTOM. BeHbI cocTosT
W3 SHIOTENSI, OKPY>KEHHOTO MBIIIIEYHOI 000JI0YKOU TOIIMHON B HECKOJIBKO
cnoeB. Kak mpaBuio, BHYTpeHHsSI 3/acTUyecKas IJIaCTMHKA TIpencTaBieHa
cna60. OOBIYHO MMEETCS TOJICTAsI COSAMHUTEIbHOTKAHHAS aIBEHTHUIIMS, a dJ1a-
CTUYECKHME BOJIOKHA OTCYTCTBYIOT. DjlacTU4YeCKasl TKaHb MTPUCYTCTBYET TOJIHKO
B OYE€Hb KPYITHBIX MBIIIIEUHBIX BEeHaX.

Taxke B mepme HaxOmSTCSI @yaiesble KaemKu, KOTOPBIE OKPYXKalOT BcCe
MUWKPOCOCYIBl W OTIAESIOT WX OT Tpujiexalleil COeIWHUTETbHON TKaHWU.
ByaneBbie KJIeTKY TIPEACTaBIISIOT COOOM ITTMHHBIE TOHKUE KJIETKU C MUCTOHYEH -
HOI 1MTorIa3Moil u 6e3 6a3zanbHON MeMOpaHbl. OHU OOJIbIlIe HATTOMUHAIOT
GuOpPOOIIACTHI, YEM TTEPULIUTHI.

YJIbTPACTPYKTYPA KPOBEHOCHbIX COCYZ10B KOXW

[lepuUTH UTPAIOT BaXKHYIO POJIb B MOMIEPXKAHUU 3PETBIX KPOBEHOCHBIX
COCY/IOB, a MX OTcoennHeHne oT DK IpoumcxomuT Ha paHHUX 3Talax aHTU-
oreHesa (POCT HOBBIX KaNWJUISIPOB M3 paHee CYIIECTBOBABIINX KPOBEHOC-
HBIX COCYIOB). APTepHOJbl U BEHYJIbI TaK XK€, KaK M KallUISIPhl, OKPY>KEHBI
TepuIMTaMi. DTU KIETKM MOXHO BU3YaJIM3MPOBATh MyTeM OKpaIlBaHUS
Ha B-penernrop TpombouurapHoro ¢gakropa pocra (PDGFR-[3), xonmponTtnH-
cynbdar poreornukan-4 (CSPG4/NG?2 i HelipoH-TIMaIbHBIN aHTUTEH 2),
Q-aKTUH TJaIKWUX MBI 1 fecMUuH. CTeHKU OOJIbITMHCTBA apTepuoJl U Oojiee
KPYITHBIX BEHYJI U BEH COIEpXkaT COKPaTUTEIbHBIEC TIIAMKOMBIIIIEUHbIE KIETKH,
OKpYXXEHHbIEe 0a3aqbHOU MeMOpaHoOil. bazanbHble MeMOpaHBI COCYAOB CO-
nepxat koyiareH 1V, XV u XVIII tunos, 1aMuHUH, GUOPOHEKTUH U IPyTHE
0eJIKM BHEKJIETOUHOTO Marpukca. Ha yabTpacTpyKTypHOM YPOBHE COCYIM-
cteie DK xapakrepu3syloTcs HAJIMYMEM TUIOTHBIX KOHTAaKTOB MEXJYy COCETHU-
MM KJIETKaMHM M CIelIMaIu3UPOBAaHHBIMU OpTaHe/JlaMyd — TaJOYKOBUIHBIX
mesney Beiibens—Ilanade, KOTOpbHIE SIBJISTIOTCSI OCHOBHBIM UCTOUHUKOM (haKTOpa
cBepThIBaHMST KpoBU (poH BumneOpaHma, Takke M3BECTHOTO KaK aHTHUTIEH,
cBs3aHHbI ¢ pakTopoM VIII. TToMmumo dakTopa cBepThiBaHUSI KPOBU (hoH
Bunnebpanna, tenbua Beitbens—Ilanage comepxaT P-cenekTuH, aHTMOIO3-
TUH-2 1 2HAOoTeNnH-1. AkTuBanms DK MpoBoCMaTuTEeIbHBIMA TMTOKWUHAMUA
WY TIPOAHTUOTEHHBIMM (DaKTOpaMu JIETKO MPUBOIUT K TEPEMEIICHUIO ITUX
opraHesul K KJIETOYHOI MeMOpaHe C IMOCIenyIIuM YCUleHueM MeMOpaHHO
akcnpeccuun P-cenexTrHa M BRICBOOOXIEHMEM (DaKTopa CBEpTHIBAHUS KPOBU
¢oH BunnedbpaHna.

[pyrue xapakTepHbIe YIbTPACTPYKTYpPHbIE OCOOEHHOCTH SHIOTEMOIIM-
TOB BKJIIOYAIOT Kaseoas: (Meabyaifliiie WHBarnHAIIMKA TTIOBEPXHOCTH MeMOpa-
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HBI), NUHOYUMO3HbIE Ge3UKYAbl U 00pPA306aHUE 8E3UKYA08AKYOAAPHBIX OPeAHE.
LIupkyaupyromnime MaKpoMOJIeKYIbl TTePeCceKaloT IHAOTEIUI Yepe3 MPOMEXKYT-
k1 Mexay DK u TpaHCOHI0TeIUaIbHbIE KIETOYHBIE ITOPhI, HEKOTOPBIE U3 HUX
BO3HUKAIOT M3 BE3UKYJOBAKyOISIpHBIX opraHei. MeHectpannu DK — 3t0
YYacCTKM € TIPSIMBIM TIpWJIETAHMEM MX MeMOpaH 6e3 MpOMEXYTOYHON IIUTO-
IJIa3MBl, PEIKO HAOTIONAIOTCS B HOPMATbHOM KOXe, 32 MCKITIOUEHUEM aHTHO-
FeHHBIX NepUdOUIMKYJISIPHBIX KPOBEHOCHBIX COCYIOB BO BpeMsl (ha3bl pocTa
BoJIocsTHOTO (posutnkyina. OmHako (eHecTpupoBaHHble DK vacto Habiroma-
I0TCSI TIpU 3a00JIEBaHUSIX KOXM C BbIPAXKEHHBIM aHTMOT€HE30M M TMIIEPIIPO-
HULIAEMOCTBIO COCYIOB, BKJIIOYas rcopuas. Jass MMMYHOTMCTOXMMHMYECKOIO
okpatuBaHus DK KpOBEHOCHBIX COCYIOB UCIIOJIb3YIOTCS HECKOJIBLKO MapKe-
poB (Ta6a. 1.1).

TaﬁJmua 1.1. HMMYHOFHCTOXV[MM‘ICCKV[G MapKeEpbl, HMUCIOJb3YEMbBIC 4 OETCKIMH
KPOBCHOCHBIX 1 III/IM(I)aTI/I‘{eCK_I/IX COoCyaoB

Mapkep KpoBeHocHble cocyabl JiumchaTu4eckue cocyapl
CD31 (PECAM-1) = +
CD34 ++ -
®akTop hoH Bunnebpanga + -
PV-1 (PAL-E aHTuTeno) + -
VEGFR-3 - +
MogonnaxuH/D2-40 - ++
LIVE-1 - ++
Prox1 - ++

IIpumeuanue. CD (cluster of differentiation) — mapkep nuddepenunposku, PV-1 (Plasmalemma
vesicle protein 1) — 6es10K-1, acCOLIMMPOBAaHHBII ¢ My3bIpbkaMu Tu1a3mMoieMmbl, PAL-E
(Pathologische Anatomie Leiden-Endothelium) — riMkomnporenH, acCOLMUPOBAHHBIN € KaBEOJIOH,
VEGFR-3 — peuentop dakropa pocta sHmorenust cocynon-3, PECAM-1 — tpomboumTapHO-
SHIOTEIUaIbHAg MoJiekya anre3uu-1. Prox1 (Prospero homeobox protein 1) — romeo6okc 1,
cBsi3aHHBIM ¢ Prospero (Prox1)

B HopmanbHOII KOoXe 4YesioBeKa Haubosiee creurM@UUYHLIMU MapKepa-
MM KPOBEHOCHBIX COCYIOB SIBJISIOTCS (haKTOp CBepThIBaHUS KpoBU (OH
Bunneopanga, CD34 (cuanomMyliMH WM PELENTOp O-CeJIeKTUHA; MOJIeKyJa
anre3un) u PV-1; nmocnennuit pacnosHaetcss aHturenom PAL-E. JIBoitHoe
MMMYHOMIIIOOPECLIEHTHOE OKpalllMBaHMWE MapKepa IMaH3HI0TeIUaIbHbIX KJIe-
Tok CD31 (PECAM-1) muitoc crietiiUIHbINA 17151 SHAOTEIUS JIMMGpaTUIECKUX
cocynoB ruanypoHoBblil perentop LYVE-1 wau rmukonpoTreuH MoaoruiaHuH
(pacro3HaeTcsl IMPOKO MCIIOJAb3yeMbIM aHTUTea0M D2-40) Takke MO3BOJISI-
I0T CeJeKTUBHO BuM3yanusupoBaTh LYVE-I1-oTpunatenbHble (MId MOAOILIA-
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HUH-oTpuareabHbie) 1 CD31-monoXuTebHbIe KPOBEHOCHBIE COCYIBI KOXMU.
B pesynbrare KpOBEHOCHBIE COCYAbl MOXHO OTJIMYMUTH OT JIMM(MATUUECKUX
(puc. 1.3).

Puc. 1.3. Metonom (iroopeclieHTHOM MUKPOCKOITUMY BU3YaJIU3UPYIOTCSI KPOBEHOCHbBIE
cocybl, akcrpeccupytoiue (pakrop ¢poH Busiedpanna (kpacHeie), U TuM@aTuueckue
COCYIIbI, 9KCIIPECCUPYIOLINE TIMKOMPOTENH MOAOIIAaHUH (3eJIeHBIE)

NMM®ATUYECKAA CUCTEMA KOXH

Jlumcdatuueckast crucTeMa SIBISICTCSI COCTaBHOM YacCTblO COCYIMCTOM CH-
CTEMBI 4YeJIOBeKa, KOTOpas 110 CTPOCHMIO M (PYHKILIMU JOIOJIHSIET BEHO3HOE
pycno. JIumparnyeckass cucteMa BKJIIO4aeT B ceOsl MyTU TPaHCIIOPTUPOBKU
JuMbbl (TUMbaTUYeCKUe KauUISIpbl, COCYIbI, CTBOJIBI U IPOTOKM) U JUMa-
TUYECKUE Y3JIbl (BTOPUYHbIC TUMGbOUIHBIE OpraHbl). JIuMbaTtuueckas: cucrema
pa3BUBaeTCs IapajuleJIbHO ¢ KPOBEHOCHOM IOCPEICTBOM IIpoliecca, Ha3bIBa-
emMoro aumpanruoreHe3oM. JlumdaTuueckue Kanwuisipbl UTPaOT BaKHYIO
poJIb B MOMIEPXKAHUKM HOPMaJIbHOIO TKAHEBOIO IABJCHMS IyTeM OTBomda 00-
raroii 6eJaKoM JMM(}BI U3 BHEKJIETOUYHOro IpocTpaHcTBa. Ellle omHa BaxkHast
(byHKILIMST COCTOUT B MEPEHOCE MMMYHHBIX KJIETOK U3 KOXM B pEerMOHapHbIE
nuMmparrdeckue y3ibl. JIuMbaTryeckas cucTeMa Takke yJacTBYeT B MeTacTa-
TUYECKOM PaCIpPOCTPaHEHUU KOXHBIX 3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHMIA.

JlumaTtryeckre cocyabl KOXU 00pa3yloT 1Ba TOPU30HTAIbHbBIX CIUICTCHUS
IOBEPXHOCTHOE U IiIybokoe. [loBepXHOCTHOE CIUIeTeHUE coOupaer JuMdy
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n3 JTUM(bATUIECKX KarWISIpOB U HAXOMUTCS B HETIOCPENCTBEHHOU Om30-
CTU OT MOBEPXHOCTHOTO KOXHOIO apTepUabHOTO CIUIETeHUS. BepTukaabHbie
JMM(bATUIECKHE COCYIbI COETUHSTIOT TOBEPXHOCTHOE CILIETEHUE C O0JIEe KPYyTI-
HBIMUA COOMpPATEIbHBIMU COCYIaMM B PETUKYJISIDHOU NE€pME U BEPXHEM CJIOE
runofepMsbl. [71ydokoe cruieteHre (popMupyeTcs 3a CUeT aHaCTOMO3UPYIOIIUX
MeXIy co00il MTMMGbATUUECKNX COCYIOB B MOAKOXHOW XUPOBOM KJIETYATKE.
3mech cocyabl comepxaTr KianaHbl, oOecreyrBarouiie OJHOHAIPaBIEHHbIN
TPAHCIIOPT XUAKOCTH.

JlumdbaTtnueckne kanmuuisipbl — HadaJbHOE 3BEHO JUMGbATUUECKOU CH-
crteMbl. OHU CJIeNO0 HAUMHAIOTCSI B COCOYKOBOM ciioe AepMbl. CTeHKa JUM-
(haTmyeckmx KamwuIIpOB COCTOUT W3 HempepbhiBHOTO ciost DK, nuireHa
CIUTOLITHOM 0a3anbHOl MeMOpaHbl W TEPUITUTOB. DHIOTEINOIUTH JTUMba-
TUYECKUX KATIWLISPOB KPYITHEE SHAOTEJIMOLMTOB KPOBEHOCHBIX KaITWJLIS-
poB. [lpu ckoruieHUM XUIKOCTH BOKPYT Kamwuisgpa DK mMoryr cMmemiarses
(aTOMY CITOCOOCTBYIOT aKTMHOIIOAOOHBIE MUKPOMWIAMEHTHI), MIETN MEXIY
KJIETKAMU YBEJIMYMBAIOTCS, U MEXKJIETOUHAS XUJIKOCTh IMTPOXOJUT B TIPOCBET
Kanmwuisipa.

Yepe3 mocTKaMmWLISApbl (OTAWYAIOTCS OT JUM(ATUIECKUX KaNWLISIPOB
HaJIMYMEM KJIanaHoB) JUM@aTUuecKre KamuUIsipbl TTOCTENEHHO Tepexo-
IAT B JuMdaTUdecKre CcOoCyabl Majoro, CpeIHero M KPYIMHOTO KajauOpoB.
Crenku muM@paTUIeCKNX COCYIOB MO CTPOSHUIO aHAJIIOTMYHBI BeHaM (MMEIOT
[JIAAKOMBIIIIEYHBIN U A BEHTULIMATIBHBIN CJIOU, a TAKXKE MHOTOUYUCIIEHHBIE KJla-
TaHBI), YTO OOBSICHSIETCST CXOAHBIMU YCIOBUSAMU JTUM(PO- U TEeMOIUHAMUKU.

ITo xomy numdarnyecknx coCyaoB pacroiaraorcs TuMbaTUIecKne y3bl.
[Mocne mpoxoxnenuss auMdbl depe3 aumdbaTUdecKue y3iabl JumdaTude-
CKHUI1 cocyn Ha3bIBaeTcs JUM(ATHIECKUM CTBOJIOM (TO eCTh JuMpaTuyecKue
CTBOJIBI — 3TO COCY/bI, Ha TYTU KOTOPBIX HET JUM(ATUYECKUX Y3JIOB).
Jlumdarnueckre Kamuisipbl OTCYTCTBYIOT B TAKMX CTPYKTYpax, KakK SMUIEP-
MMHC, BOJIOCHI, HOTTU U CJIU3UCTBIE 000I04KU. CTpyKTypa JuM@paTUIecKux
COCYIIOB KOXM MOXET 3HAYUTEJbHO BapbUPOBATHCS B 3aBUCUMOCTU OT CTPO-
€HUST KOXXU Ha KOHKPETHOM ydacTKe Teja. OmpenesieHHble 00acTu: MalbIlbl,
JIAIOHU U TIOJOIIIBbI, MOIIIOHKA W KPalHSIs TJIOTh — UMEIOT 00Jiee 0OMIbHYIO
JTUMdaTUIECKYIO CETh.

YJIbTPACTPYKTYPA IUM®ATUYHECKUX COCY10B KOXU

Jlo HemaBHETO BpeMEeHU MCCIIeIOBAaHUS TMM(PaTIIECKON CUCTEMBI CIEPKI-
BaJINCh M3-3a OTCYTCTBHS CITEIIM(UIECKIX MapKEePOB, HAICKHO OTIMYATOIIIX
mMmdatndeckne DK oT KIIETOK KPOBEHOCHBIX COCYIOB. DHIOTEIUABHBIN
Mmapkep PECAM-1 (TpoMOoOLMTapHO-3HAOTEINAIbHAS MOJIEKYIa anre3uu-1,
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CD31) skcmpeccupyetcst Kak DK KpOBEHOCHBIX COCYIOB, TaK M JUMQpaTH-
yeckuMu DK, XOTS B 11€JIOM YPOBHM IKCIIPECCUM B JIUM(PATUIECKUX COCY-
Jlax HIDKe.

[lepen obHapy:xeHUEM CITeIU(GUIECKUX MapKepOB UIST BBISIBICHUS JIMM-
(haTmaeckmx cocynoB B KOXe MCITOIb30BaIA IBOMHOE okparmBaHue Ha CD31
U ciennuIecKnii MapKep KpOBEHOCHBIX cocynoB PV-1 (6enok-1, accotmmpo-
BaHHBIN C MTy3bIPbKAMM TIJIa3MOJIEMMBI, pacrio3HaBaeMblii aHTUTe oM PAL-E)
nnmu CD34. B Hactosiee BpeMs AeHTU(UITMPOBAHBI HECKOJIHKO MapKepoOB,
KOTOPBIE 2KCTIPECCUPYIOTCST TPEUMYIIECTBEHHO WM WCKITIOUUTEIBHO JTUM-
datnueckumu DK xoxu. VEGFR-3 (pememnrop ¢akropa pocta 3HIOTEITUS
cocymoB-3, Flt-4) sxcrmipeccupyeTcs Ha TUM(GaTHIECKIX COCYyIax B HOPMaJb-
HOI KOXe U CIIy>XUT perienTopoM st haktopoB ntuMmpanruoreneza VEGF-C
u VEGF-D29. IlononnanuH — TpaHCMEMOPaHHBIN TJIMKOTIPOTEUH, SIBJISIETCS
criennpuIecKuM MapKepoM KOXHBIX TUM(paTHIeCcKX cocynoB. AHTUTeN0 D2-
40 pacrio3HaeT MOAOTUTAHWH, HAJEXHO U CIelM(dUIEeCKN OKPAIINBAET JTUM-
(haTmueckue cocyabl B HOPMaJIBHOM M MOpaXKeHHOM Koxe denoBeka. Ciemyer
OTMETUTh, UYTO MOJOTUTAHWH WTPAeT BAXKHYIO POJb B paszneieHuu aumbaru-
YECKOW M KPOBEHOCHOW CHCTEeM, MHIYLIMPYS arperanuio TPOMOOIIMTOB Yepes
cBoii peuentop CLEC2 Ha TpomboiuTax; 3TO TIPEMSTCTBYET MPUTOKY KPOBU
B TUM(PaTUICCKYIO COCYIUCTYIO CUCTEMY.

I'marypoHaHOBBIH penenTop sHaoTe U TuMbatrdeckux cocynoB (LYVE-1),
romosior CD44, 611 naeHTUhUIIMPOBAH KakK criennbuIecKrii 0eJT0K KJIeTou-
HOI TToBepxHOCTU JTuMdaTrnueckux DK. XoTs HEKOTOphIe Crielinaiu3upoBaH-
Hble DK KpOBEHOCHBIX COCYJ0B, YU4acTBYIOIIME B MeTa0OJIM3Me THAaTypOHOBOM
KUCJIOTH (HampuMep, cuHyconnanabHbie DK B reueHn), Takke S3KCIIPECCUPYIOT
LYVE-1, ero skcnpeccus BbIcOKOCIIeUM(PUUHA 1151 TUM(PATUUECKUX COCYI0B
B OOJIBIIIMHCTBE OPraHOB, BKJIIOYast KOXy. B mmmdarnuecknx Kanusuisipax oT-
MevaeTcs 6osee cuiabHas akcrpeccusi LYVE-1, yem B 6ojiee KpyIHBIX cOOU-
paTeNbHBIX JUMdaTUIeckKnx cocynax. HekoTopbie Mapkepsl TUMbaTHIECKUX
cocynoB, HanipuMep VEGFR-3 u LYVE-1, Takxke MOTryT 3KCIpeccupoBaThCs
OTIEJIbHBIMU CYOITOITyJISIIUAMU JIEWKOLIMTOB, TAKUMM KaK Makpodaru, B 4acT-
HOCTH TIPUA BOCITAJIUTEIBHBIX COCTOSTHUSIX.

Bo BpeMst sMOpHOHANBbHOTO pa3BUTHUSI TOMEOOOKCHBIN TeH Prox ] (Prospero
homeobox protein 1) sBsieTcss caMbIM paHHUM MapKepoM JTuMGbaTHIeCKuX
9K. benok Proxl skcmpeccupyeTcss B MOBEPXHOCTHBIX JTUM@PaTUUYECKUX CO-
cymax BMecte ¢ VEGFR. ¥ B3pocnbIx ero cnienmduyeckass 3KCIIPECCHST MO -
nIepKuBaeTcs KOXHbIMU nuMdaTtnyeckumu DK. B Hacrtosmee Bpems Proxl
SIBJISIETCSI Haubosee cnelupuyeckuM MapkepoM auddepeHUMPOBKY JTuMda-
THUYECKUX COCYIOB B KOXKE BMECTE C TTOAOTIIIAaHMHOM.

3a mocjenHue ABa IECSITUJIETHS ObLIO OOHApPY>KEHO HECKOJbKO MOJEKYI,
KOTOPbIE€ PETYJIMPYIOT POCT U (DYHKLMIO JUMGbaTUYECKUX cocynoB. B yacTHo-
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CTH, ObUTM UIEHTU(UIIMPOBAHbI IBA HOBBIX YJieHa ceMeiicTBa (haKTOpOB aHTH-
oreHeza VEGF, xoTopble OT/IMYaAlOTCSI CBOEH CITOCOOHOCTBIO CTUMYJIMPOBATH
mmmdanrroreHe3, — VEGF-C u VEGF-D. OHn akKTUBUPYIOT PEleITOPHYIO
tuposuHkuHazy VEGFR-3 (Flt-4) na nmumdbarnueckux DK u mocne mpote-
OJINTUYECKOTO pacHierieHuss — pelenTopHyio TupodunkuHazy VEGFR-2,
KOTOpasi KCIIPECCUPYETCS Ha KPOBEHOCHBIX cOCcylax U JUM(MATUIECKOM SH-
nortenun. TpaHCTeHHBIE MBILIHU C LieJIeHAapaBJIeHHOM CBepXaKcIpeccueit 11bo
VEGF-C, u6o VEGF-D B koxke XxapakTeprn30BaJMCh TUTIEPTUIA3Heil KOKHBIX
JUM@ATAYECKUX COCYIOB, TOTAA KaK KPYITHBIX aHOMAJIUi KPOBEHOCHBIX COCY-
IIoB oOHapyxXeHo He O0b10. Haobopot, 6;1okama kak VEGF-C, Tak u VEGF-D
TpaHCTeHHOI Tunepakcnpeccueir pactreopumoro VEGFR-3 B Koxxe npuBoaut
K OTCYTCTBUIO KOXXHOI TUM(PaTUIECKOU CUCTEMBI U K Pa3BUTHUIO JTUMDeTeMbl
(TmaToylornuyeckoe HaKOTUIEHWE OOoraToil OelKOM JKWUAKOCTH B WHTEPCTUIIM-
aJTbHOM TIPOCTPAHCTBe). Takke ObUIM MAESHTU(MUWIIMPOBAHBI TOTIOTHUTETHLHbBIE
dakropel nmumdanrnoreresa, Bkiouas VEGF-A, anrmomostmH-1, bFGEF,
HGF u cpunrosun-1-docdar.

HAPYLUEHUE ®YHKLUN TUM®OATUYECKON CUCTEMbI

Hapymenne dyHkumm muMbaTndeckoil CUCTEMbI MPUBOIUT K Pa3BUTHIO
psna 3abojieBaHUI, TIPeXIe BCeTo K JuM@eneMe C COIyTCTBYIOIIMM Hapy-
IIeHNeM UMMYHHOI (hYHKIIMW, HApYIICHUIO 3aXKUBJIEHUST paH U (PUOPO3HBIM
n3MeHeHusIM. ['eTepo3uroTHele MHAKTUBUPYIOIINE MUCCEHC-MYyTallMu TeHa,
konupymotiero VEGFR-3, Obutn 00HapyXeHbI B CEMbsIX, TTOPAKEHHBIX TMep-
BUYHOU JmMdeneMoii (0oe3Hb MMIIpos), KOTopast XapaKTepH3yeTcsT Xpo-
HUYECKMM OTEeKOM KOHeuHocTteil. [Ipu cuHmpome numMdbenemMbl-IucTUXna3a
by muMdaTnIecKux COCyloB HapylIaeTcsl W3-3a MyTalluii, BIUSIOIINX
Ha (yHkumio daxkropa tpaHckpurnuuu FOXC2, a myranum B TeHe ¢akTopa
tpaHckpurimu SOX18 yiexxaT B OCHOBE PelieCCMBHBIX M TIOMUHAHTHBIX (DopM
CUHApOMA TUIOTPUXO3—IuMdeaeMa—TeleaHTUIKTa3uu. JlomoTHUTEeIbHbIE
TeHHBbIE MYTAllMM, CBSI3aHHBIC C JTUMGbATUIECKUMU aHOMAIUSIMU, BKITIOYAIOT
CCBEI nnmu FAT4 (cunnpom Xennekama), GJC2 (HacienctBeHHas tumdee-
Mma), PTPN11 (cunnpom Hynan) u GATA?2 (niepBuuHast tuMdenemMa ¢ MUeso-
IHCIIIa3ueil — CMHIpOM DMbeprepa).

BaXxHO OTMETUTH, YTO MHAYLIMPOBAHHBIN OMYX0JIbIO TUM(AHTHOTEHES3 CITO-
COOCTBYET METAaCTa3MPOBAHUIO B CTOPOKEBbBIE JIMMMATUUECKNE Y3JIbl U CHIKA-
€T OOIIYI0 BKMBAEMOCTh YeJIOBeKa MPU MeJaHOMax M OOJIBIIIOM KOJUYECTBE
kapuuHoMm. Hakonen, HapyiieHre GyHKIMKA JUMOATUUYECKUX COCYIOB ObLIO
BBISIBJICHO TIPM XPOHUYECKOM BOCMAJIEHWM, a aKTUBaIus (GyHKIIUKU JumMdba-
TUYECKMX COCY/IOB IOKaszajia MHOTOOOEIIAIoNIe Pe3yabTaThl MPU JIeUeHUU
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XPOHMUYECKUX BOCTIAJUTENIbHBIX 3a00JIeBaHUM, BKITIOYAsT 9KCIIEPUMEHTAIbLHOE
BOCITaJIEHUE KOXU U apTPUT.

HenaBHuii mporpecc B M3Yy4eHWM MOJEKYISIPHBIX MEXaHU3MOB, KOTOpPBIE
KOHTPOJIMPYIOT Pa3BUTHE M (DYHKIIMU KPOBEHOCHBIX M JMM(paTUIECKNX CO-
CyIOB, MPUBEJT K MOHMMAHMIO MMATOTeHE3a COCYIMCTHIX 3a00JIeBaHUI KOXU
Y K Pa3BUTHIO HOBBIX TEPANEBTUIECKUX CTPATETUI UX JIEUSHUS.
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