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CrpyKTypHO- (I))’HKLI,VIOHanHbIe 0cob6eHHOCTH
BUCLIEPQNIbHOM COCYAMCTON CUCTEMBI Y NN

C AUCnNa3nen CoOeauHMTENbHOM TKAHMU:
KJIMHMYECKOE 3Ha4YeHMe, MOAXOoAbl K AUArHOCTUKE

| Opnosa Hatanbs MBaHoBHa — rnasHbIi Bpay, Ten. (3812) 31-17-00, e-mail: orlova@okd-center.ru

O6cnedosar 121 nayueHm c ducnnasueli coeduHumerbHol mkaHu. [posedeHa ynbmpa3sykosas donrnnepozpaghus abo0omuHarb-
HbIX cOCyd08 C OUEeHKOU 80pOMHOU 8eHbI, 8epXHel bpbixeedyHoU, cene3eHoYHoU U ne4eHoYHouU apmepud. Y nayueHmos ¢ ducnnasueu
coeduHUMenIbHOU MKaHU 8bISi8IeHbl CMPYKMYypPHble U3MeHeHuUss abdoMuHanbHOU cocyducmol cucmeMbl, HUSKUe 06beMHbIe CKOpO-

cmu Kpogomoka 6 rnocmmnpaHouasnbHOM repuoode.

KntoueBble cnoBa: ducrninia3us coeQuHUMernbHoU mKaHu, yribmpasgykoeas oonrnnepoepagusi abdoMuHarbHbIX cocyd0s.
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Structural and functional features of visceral vascular
system at persons with hereditary connective tissue
disorders: clinical value, approaches to diagnostics

| Orlova N.I. — chief doctor, tel. (3812) 31-17-00, e-mail: orlova@okd-center.ru

121 patients with hereditary connective tissue disorders were included in the research (The revised Ghent nosology for the Marfan
syndrome, 2010). The assessment of ultrasonic dopplerography of the abdominal vessels (vena portae, arteria hepatica communis,
arteria mesenterial superior and arteria splenica) were performed for the patients. By estimating the abdominal blood flow in persons
with hereditary connective tissue disorders more lower volume rates of a blood flow were recorded.

Key words: hereditary connective tissue disorders, ultrasonic dopplerography of the abdominal vessels.

HacneacreseHHble MOPdOdYHKLMOHANbHbIE HapyLLEHUS
COEAMHUTENBHON TKaHW, TPaaWUMOHHO obo3HavaeMble
KaK «aucnnasun coeamHuTenbHorn Tkanm» (ACT), wnpoko
pacnpocTpaHeHbl B nonynsuum [1]. OTamumTenbHOM 0co-
6EHHOCTbI0 COEANHUTENBHOTKAHHbLIX AUCMNA3ni ABMASIOT-
CS CUCTEMHOCTb MpoLecca, NporpeaneHTHoe TeueHue [2].
Mpu3HaKkM HapyLleHus nuLleBapeHus AOCTaTOYHO 4acTo
perncTpmpyroTcs y N1l C CUCTEMHbLIM BOBJSIEYEHWEM COe-
AVHVTENbHOM TKaHu [3]. HecMOTps Ha BbICOKYIO 4acToTy
1 MaHNMECTHOCTb, B HACTOsILLEE BPeMS OTCYTCTBYHOT AaH-
Hble O COCTOSAHUWM abaOMUHANBHOW reMOANHAMUKMU, BIUS-
HUW reMoAMHaMUyecKnx ocobeHHocTen Ha PyHKLUMOHasb-
HY0 aKTUBHOCTb NULLEBAPUTENBHON CUCTEMBI.

Llenb nccneqoBaHnst — OLUEHUTb CTPYKTYPHblE 0CO-
6eHHOCTN BUCLlEepanbHOW COCYAMCTOW CUCTEMbI U CO-
CTosiHMe abAOMMHANbLHON reMOAMHaAMUKKW Y NauMEHTOB
C AMCnnasunen coeanHUTENbHOM TKaHU.

Martepuan n metoabl

B OAHOMOMEHTHOEe CpaBHUTENbHOE WUCCNeaoBaHue
BKtOYEeH 121 nmaumeHT C gucnnasuen coeamHuUTENIbHOM

TKaHWN (63% >XeHWWH 1 37% MyX4UnH, CpeaHuin Bo3pacT
22,28+3,7 roga); 111 naumeHTtoB (83%) — c Heandde-
peHumpoBaHHon dgopmoii ACT, 10 — c cuHapoMHoi dop-
mMon (cmHapom MapdaHa — 7, Dnepca — JaHno — 3). Mo-
CTaHOBKa AMarHosa AMCniasvu COeAMHUTENbHOM TKaHu
NPOBOAMIOCE B COOTBETCTBMM C POCCMICKMMWN peKoMeH-
Aaumsamm BHOK (2009), Mentcknmu kputepuamm (2010).
pynny cpaBHeHus cocTaBunun 43 naumeHTa 6e3 ACT, co-
nocTtaBuMbIe Mo Moy U BO3pacTy.

MaumeHTaMm obenx rpynn nposeaeHa yAbTpasByKoO-
Bas gonnneporadus abaoMmHanbHbIX COCYAOB: BO-
pPOTHOWM BEHbI, BepxHel 6pbhKeeyHOW BeHbl, obuien
rneyeHoO4YHON, BepxHeln HBpbikeeyHor n ceneseHO4YHOon
apTepui HaToLWwakK 1 Nocse NULWEeBON Harpy3ku. Mccne-
AoBaHme (BOPOTHOWN BeHbI, 06Len Ne4eHOYHOW, BEpPX-
Hein 6pbhKeeyHOM U cene3eHOYHOW apTepuin) NpoBo-
AVMNOCb Ha yNbTpa3BYKOBOM ckaHepe Sonoace-8000
(Medison, HOxHas Kopesi) B pexunme cepoLiKasbHOI0
nsobpaxeHus (B-pexume) n c NOMOLLbIO LBETOBOMO
aonnnepa.
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Ta6bnuua 1.
[AvnaMeTp BUcCLiepa/ZibHbIX COCYA0B Y NaLMEeHTOB C AUCnAasunel coeanHUTENIbHON TKaHN
_ _ Cratucrtnyeckas
MaumenTtol ¢ ACT (n=121) MaumeHTtbl 6e3 ACT (n=43) 3HAUMMOCTb PasANUMil
lMoka3saTenb 0 0
P5 P5
- [25-75] A =B [25-75] z P
BB [nameTp, cM | 9,10 | 0,09 [8,09_'100,0] 9,78| 0,13 [9,891'8,0] -3,6 0,0003
4,2 4,5
OMA Avaverp, cm | 4,25 | 0,06 | 1,04 1 (4,45 0,08 (4,2°4.7] 2,2 0,0296
4,7 5,0
CA Avavetp, cv | 4,57 | 0,07 | ' o |485 0,11 (4.55,0] -1,9 0,0575
BEA fuamerp, cM | 5,47 | 0,07 | (g e o] [5:57 o1 (s ot ol -0,7 0,4994
Tabnuua 2.
OGBeMHblﬁ KPOBOTOK B BUCLlepaJibHbIX COCyAaX y NaLMEeHTOB C A"C"na3“eﬁ CoeAMHuTeﬂbHoﬁ TKaHM
Cratucrtuyeckas
MauneHTbl ¢ ACT (n=121) MauwneHTbl ¢ ACT (n=43) 3HAYMMOCTb
lMokazaTtenb pasnuuunmn
M SE | P25[25-75]| M SE 50 [25-75] z D
1332,0
BB V1 vol, e 1422,0 ]
v | 1351,67 | 40,97 | [1094,0- |1473,15|45,11| g%t ) 2,2 | 0,0314
1551,0]
1853,0
BB V2 vol, ~ 2149,0 )
/| 2001,16 | 63,07 | [1688,0- |2173,14|86,72| ;g7 05000 o 2,0 | 0,0443
2297,0]
OMA V V1 393,5
419,52 | 14,86 [327,0- | 446,39 | 19,05 | 424,0 [360,0521,0] | -1,5 | 0,1400
vol, Mn/MUH. 508,5]
480,5
ONAV2wvol, | 555409 | 22,73 | [425.0- | 612,07 | 20,10 | 591,5 [536,0689,0] | -3,4 | 0,0007
MJ1/MWH. 587.0]
466,0
CAVV1vol, | 48158 | 16,60 [367,0- | 503,91 | 22,86 | 494,0[442,0575,0] | -0,8 | 0,4470
MJ1/MUH. 585,0]
600,0
CAV2vol, | 595 00 | 24,71 [452,0- | 695,37 | 28,41 | 700,0 [591,0795,0] | -2,5 | 0,0143
MJ1/MUH. 709,0]
BBA V V1 vol /32,5
' 729,60 | 24,10 [570,0- | 812,50 |36,65| 777,5[695,0927,5]1 | -1,8 | 0,0663
MJ1/MUH. 851,0]
BBA V V2 vol 988,0
' 1067,52 | 39,09 [837,0- | 1230,4 | 75,30 |1136,5 [992,01465,0]| -2,1 | 0,0399
MJ1/MWH. 1272,0]

OueHuBanucb: amameTp cocyga (cMm), nuHenHas (V
meam, cM/c), obbemHas (V vol, Mn/MUH) CKOPOCTU Kpo-
BOTOKa no BeHaM; obvemHas (V vol, Mn/MUH) ckopocTb
KpOBOTOKa MO apTepuaM. MccneposaHne npoBOAWIIOCH
HaTtowak (V1 vol, Ma/mMnH) n yepes 30 MUHYT nocne nu-
wesor npobbl (V2 vol, MA/MWUH), CTaHAApPTU3MPOBAHHOM
no 6enkam (14 r), xupam (10 r) n yrneesogam (45 r) [4].
C uenbl YTOUHEHWUS CTPYKTYPHbIX OCOBeHHOoCTelr cocy-
00B OpIOLWHON NONOCTM MauueHTaM NpoBefAeHa MySbTU-

cnupanbHasi aHrmorpadms CocyaoB 6pHoLLIHOM NO0CTU Ha
MynbTUCAMpansHOM ToMorpade Aquilion-64 Toshiba.

BrvoMeTpuyeckmii aHanms oCyLecTBASACS C UCMOMb30-
BaHueM naketoB STATISTICA-6, BUOCTATUCTUKA, BO3-
MOXXHOCTel nporpammbl Microsoft Excel.

Pe3synbTaThl

JonnnepoBckoe KapTUpOBaHWE MO3BOSIMIO OLEHUTb
COCTOSIHME BUCLEepasbHbIX COCyaoB y naumweHTtos ¢ ACT,
nokasartenn 06beMHOro KPOBOTOKA MO BUCLIEPasibHbIM CO-

FTACTPO3HTEPOJIOIUA
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PucyHok 1.

N3BUTON XOA cene3eHOYHOW apTepum y naum-
€HTKM C Aucnniasuer CcoeauHUTENIbHOW TKaHMU
(Aquilion-64 Toshiba)

W/L:1200/300
ique 76.59mm MIP
Vessel 3

PucyHok 2.

CTeHO3 4YpeBHOro CTBoJ1a y nNauMeHTKU C Amc-
nnasuven coeguMHuTenbHoM TkaHu (Aquilion-64
Toshiba)

cydaMm, nocrtnpaHAavanbHble remognHammyeckue sddek-
Tbl. MNpn oueHke anameTpa cocyaos y naumeHTos ¢ ACT,
Mo CPaBHEHMIO C rPYNMON CpaBHEHWS, PerncTpmpoBannce
MeHbLUME AMaMeTpbl BOpPOTHOM BeHbl (p=0,0003), 06-
Wwen neyeHo4Hon aptepun (p=0,0296), c TeHAeHUMEN K
MEHbLUEMY AMaMeTpy cene3eHoYHom aptepum (p=0,0575)
(Tabn. 1).

HaTowak » nocne nuweBolr Harpysku y naumeHToB C
OCT peructpupoBanuce 6onee HM3KWe, YeM y naumeHToB
6e3 ACT obbeMHble CKOPOCTM KpOBOTOKa MO BOPOTHOM
BeHe (p=0,0314), TeHAeHUMS K MeHblieMy O6bEMHOMY
KPOBOTOKY MO BepxHen 6pbhkeeyHol apTepuu HaTowak
(p=0,0663). Mpoba c nuweBoM Harpy3kom MNO3BOSMNIA
BbISIBUTb JIATEHTHbIE U3MEHEHMUS: pa3nnumnsl B NOCTNpaH-
AnanbHOM nepuoge Mexay rpynnamu bbinn crtatuctmye-
CKW 3Hau4MMbl MO BCEM UCCeayeMbiM apTepusam (Tabn. 2).

[aHHble MynbTUCNUPanbHOM  KOMMbIOTEPHOM  aHrMo-
rpacdun No3BONNIN OLEHUTb AMAMETP aopTbl: Ha YpPOBHE
anadparmel y naumeHTtoB ¢ ACT-16,95+0,54 MM, y na-
LUMEeHTOB rpynnbl cpaBHeHnss — 20,75+0,37 (p<0,0000),
Ha ypoBHe AeneHust Ha oblume noAB3AOLUHbIE apTepun —
13,34+0,39 MM 1 16,36+0,27 MM B COOTBETCTBYHLLMX
rpynnax (p<0,001). Momumo sToro y 18 (14,9%) naumeH-
TOB pPErMCTpMpoBaNnCh pasHoobpasHble NIoKasibHbIE CTPYK-
TYPHbIE U3MEHEHWNS COCYA0B OPIOLLHON aopThl U UX BETBEWN:
aHoManmm oTxoxaeHust cocyaoB — 4 (3,3%); cTeHO3 cocy-
[oB ypeBHoro creona — 11 (9,1%) (pwuc. 1); rmnonnasus
cocynoB ypeBHoro creona — 12 (9,9%), natonornyeckas
n3BUTOCTb — 8 (6,6%) (pUnc. 2). Cpean CTeHO30B YPEBHOIO
CcTBONa B 5 criyyasx BbISiB/EHbI MPU3HAKU KOHLUEHTpUYe-
CKOro creHo3a ((hmbpoMyCKynsapHOM aucnnasum), y 6 — aKc-
TpaBa3sasibHash KOMMpeccusi YpeBHOro CTBOMIA MeamanbHON
HOXXKOM AnadparMbl Uin AyroobpasHomn CBA3KOWA.

O6cy)xaeHue

Y naumeHToB C AnCnnasunern coeanHNTEIbHOM TKaHW Bbl-
SIB/IEHbI CTPYKTYPHbIE U3MEHEHUS BUCLEPasibHON COoCyaum-
CTOM CUCTEeMbI, NpeacTaB/ieHHble MEHbLUMMU AMaMETPaMu
6pIOLLIHON aopTbl, COCYAOB YPEBHOrO CTBOJSA, BOPOTHOM
BeHbl. Y 9% 3aperncrtpupoBaHbl CTPYKTYPHbIE U3MEHEeHUS
cocyfoB 6plOLIHON aopTbl: aHOManun OTXOXAEHMUS, naTo-
fiornyeckasl U3BUTOCTb, FMMOMIasuMm, CTeHo3bl, 06ycnoB-
JNIeHHble KOHCTUTYLMOHAsIbHBbIMM 0COH6EHHOCTSAMM (3KCTpa-
Ba3asibHasi KOMMpeCccusi COCyAOB UYpPEBHOro CTBOMA)UAM
BPOXAEHHbIMM aHOManusMmn passutua (pmnbpomyckynsp-

Has aucnnasusa). Mo AaHHbIM NUTEpaTypbl, pacrnpocTpa-
HEeHHOCTb 6€CCMMNTOMHOrO CTeHO3a COCYAOB XKeyA0o4YHO-
KULWEYHOro TpakTta coctasnsieT oT 6 40 29% wn ysBenuuu-
BaeTCs C BO3pacToM. Y naumeHToB B Bo3pacte Ao 40 net
yacToTa CTeH030B He npeBblwaeT 6% [5]. CTpyKTypHble
V3MEHEHUS] BUCLIEPAsIbHOM COCYAWUCTOM CUCTEMbI Yy Mauu-
eHToB € ACT accouMmpyrtoTC CO CHWXXEHMEM OBbEMHbIX
CKOPOCTHbIX MapameTpoB. lNpoba C nuwieBol HarpysKkon
MO3BOJISIET BbISIBUTb JIATEHTHbIN agednunT abaoMmHanbHO-
ro KpoBOTOKa.

TpyAHOCTU AMArHOCTMKM NOpaXkeHus BUCLLepanbHbIX ap-
Tepuin 06ycnoBneHbl TeM, YTO HapyLeHns abaoMMHaNbHO-
ro KpOBOTOKAa MOMyT HE MMETb MaHUMECTHOM KIIMHNYECKOMN
KapTWHbI, BbICTyNas No4 Mackom pasnnyHbiX 3abonesaHuni
racTpoAyoAeHanbHOM 30Hbl, XXENYHOrO My3bIpsi, NOMKeNy-
[OYHON >xenesbl, KMLWeYHUKa. 3HaHWe aHaTOMMYEeCKUX u
dumsmnonornyecknx ocobeHHoCTen BUCLEpPasbHOM COCyaum-
CTOWN CUCTEMBbI Y NNL C ANCTIIA3NEN COEAMHUTENBHOM TKaHu
NO3BOMUT YMEHbLUWNTb YACTOTy AMAarHOCTUYECKUX OwMBOoK
npu Kypauumm JAaHHOW KaTeropum naumeHToB. B kaue-
CTBE CKPVMHWHIOBOrO MeTOAa@ AMArHOCTUKM CTPYKTYPHbIX
N dYHKLUMOHAMBHBIX WU3MEHEHWI BUCLEparibHOM cocyau-
CTOW CMUCTeMbI Y JIL, C AUCM/Ia3nel COeaNHUTENBHON TKaHu
cneayeT MCNonb3oBaTb MeToA Y/bTPa3ByKOBOM aomnnne-
porpacdmun. [ns yTOUHEHWS CTPYKTYPHbIX OCOB6eHHOCTel
cocynoB 6ploWwHON MonocTn (Npy HanuuuM nokasaHun no
aonnneporpadun) 4omkHa 6bITb peKkoMeHZoBaHa MyNbTU-
cnupanbHas aHruorpadus.
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