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PEIMAMBHPYIOIIEE KHIIEYHOE KPOBOTEYEHHE
IIPH BOJIESHM BUJIJIEBPAHJIA U A3BE OABEJIA®YVA

MpKyTcKuil TocyTapcTBeHHBI METUIIMHCKUIA YHUBEPCHUTET ',
MpKyTCKUil HayJHBIA LEHTP XMUPYPIUM M TPABMATONOTHH 2, T. MPKYTCK,
Poccuiickas Penepanus

B ny6nukanuu onuchiBaeTcsl HabIIOAEHNE PELMIMBUPYIOLIETO aHEMU3UPYIOIIETO TUT€CTUBHOTO KPOBO-
TeUYeHUs] Y XeHIIUHbl 58 ser, cTpaaaoiueir 6ose3nblo Bunnedpanaa u pedunutom VIII dakropa. [MpuunHoit
reMopparuueckoro CMHApoMa oKaszajach COCyAMCTasi MajibdopMalius CTEHKU TOlIed KUIIKU — CUHApoM (0o-
ne3nb) JIbenadpya — OTHOCHMTENBHO pemKas TMaTOJOTUS KETyTOYHO-KMIIEYHOTO TPaKTa, COMPOBOXIAIOIIASCS
BBICOKOI JIeTaIbHOCTBIO. MICTOYHUK TeMopparuv — KpymHble U3BUTbIe apTepuu Oe3 MpU3HAKOB BackKyiauTa. He
HMCKJTIOYEHO, YTO 3TO BPOXIEHHBIN MOPOK Pa3BUTHUSI, MTOCKOJIbKY OH BCTpPEUYaeTcsl U B MJIaleHYECKOM BO3pacTe.
JlucranbHee IyoJeHOECIOHANBHOTO Iepexona 3Bl Jbenadya BcTpedaroTcst He Oojiee yeM B 1% HaOmoneHuiA.
YCTaHOBUTH MPUYMHY KPOBOTEUEHMS W JIOKAJIM3ALMI0 MCTOYHUKA BO3MOXHO, MCIIOJb3YS BHYTPUITPOCBETHYIO
KarncyJabHy0 U(MUJIKM) IBYXO0aJJIOHHYIO €I0HOCKOIMIO. B o0cyxxmaemMoM HaOMOAeHUM KPOBOTOYALIMI COCY yCTa-
HOBJIEH MPU CEJIEKTMBHOM KOHTPAaCTUPOBAHUM BEpXHEil OpbIKeeuHOil apTepuu — OOHapyXeHa 3KCTpaBasallusi
B TIPOCBET TMEPBOM METJIM TOIIEH KUIIKWA. DHIOBACKYJsIpHas OKKJIIO3Us OKa3ajach TEXHWYECKU HEBO3MOXHOIA.
[Mocne namaporoMuu BBITIONHEHA (DUOP0330(haroracTpoayoieHOSIOHOCKOIIHS ¢ MaHyaJIbHOM MHTPaabIOMUHATb-
Hoit accuctenuueir. B 30-35 cm ot cBsa3ku Tpeiinia oOHapyXeHbI ABa AedeKTa CIU3UCTON 000JI0UKM, 3aKPBIThIE
KpacHbIM TpoMOOM. BrimonHeHa pe3ekiys KUk B 2/3 1o A.B. MeabHKMKOBY. ['MCcTOIOTMYECKOE MCCTIeI0BaHUE
MOATBEPIMUIIO TUATHO3.

B mpencraBneHHOM HaOMIOICHUW CUTYAIIMIO YCYTyOMJIa CIOXHAs TeMaTojioTMYecKasi marojiorusi. MHTeH-
CHBHAs 3aMECTUTEJIbHAS TepaIus II03BoJIIa HopManu3oBaTh rmokazatenu VIII u Bumnebpanna ¢akropoB. Xupyp-
rMYecKoe BMEIIATeIbCTBO MPOBEAEHO 0€3 MOBBILIEHHOM KPOBOTOUYMBOCTH.

Kurouesvie crosa: peyudusupyroujee KuuieuHoe Kkpogomeuerue, s136a Jveraghya, boaesnv Buinebpanoa, mesenme-
puoepaghus, pesekyus moukou Kuwku 6 2/3 no A.B. Meavnuxosy

The authors report the case of recurrent anematizing digestive bleeding in a 58-year-old woman who suffered
from von Willebrand disease (VWD) and factor VIII deficiency. The hemorrhagic syndrome arose from a vascular
malformation of the jejunum wall — Dieulafoy's Lesions, a relatively rare pathology of the gastrointestinal tract,
associated with high lethality. Convoluted arteries without signs of vasculitis were the contributor of hemorrhage. It
is not improbable that Dieulafoy's Lesions is a congenital malformation, since it develops in patients aged from 20
weeks to 94 years. Ulcers of the posterior wall of the upper third of the stomach was described. .. Such ulcers, located
distal to the duodenojejunal junction, occur in no more than 1% of case reports. Intraluminal capsule and/or two-
balloon jejunoscopy provides detection of the hemorrhage origin and localization. In the reported case, a bleeding
vessel was found by means of selective contrasting of the upper mesenteric artery, which detected extravasation
into the lumen of the first jejunum loop. Endovascular occlusion was technically impossible. After laparotomy
esophagogastroduodenoscopy with manual intraabdominal assistance was performed. Two defects of the mucous
membrane closed by a red blood clot appeared in 39-35 cm from the ligament of Treitz. Intestinal resection was
performed in 2/3 according to A.V. Melnikov. Histological examination verified the diagnosis. In the presented case
report, complex hematological pathology complicated the disease course. Intensive replacement therapy allowed
bringing the VIII and von Willebrand factors to normal levels. In consequence, the surgical intervention without
excessive bleeding.was performed.

Keywords: recurrent intestinal bleeding, Dielafua lesion, von Willebrand disease, mesenteriography, intestinal
resection
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Recurrent Gastrointestinal Bleeding from Dieulafoy’s Lesions in a Patient with von Willebrand Dis«ij@@@|

A.L. Panasyuk, E.G. Grigoryev

Hayunas HOBHM3HA CTAaTbU

N3yueHo TeyeHre reMopparnyeckoro CMHAPOMa MpY OTHOCUTENILHO PEIKOM TSDKEION XMPYPruuecKoi aToJoruy u
3aboneBaHur KpoBU. CHOpMYIUPOBaH Je4eOHO-AMarHOCTUYECKUI aITOPUTM MIPU PELIMAMBHOM aHEMU3UPYIOLIEM
KPOBOTEUEHUH, OCJIOXHMBIIEeM s13BY Ibenadya Ha (oHe OonesHu BuiieOpaHma: celeKTHBHAsI ME3EHTEPUKOrpa-
¢us, nadysua npenapatoB VIII m Buinebpanma dhakTopoB, JarmapoTOMusi, SHIOCKOIMYECKOE MCCIeI0BaHUE C
MaHyaJbHOM MHTpaabIOMUHAILHON aCCUCTEHILME!, SKOHOMHAs pe3eKLMs TOLIEH KUIIKUA C MCTOYHUKOM KPOBO-
TeueHus. [TocaenoBaresbHOE BBIMOJIHEHUE TUATHOCTUYECKUX M JiedeOHbIX Mpouenyp odecrneunno 3¢ eKTUBHbII
OKOHYATEJIbHBII TeMOCTa3.
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What this paper adds

The authors examined a case of hemorrhagic syndrome in relatively rare severe surgical pathology and blood disorders. A
therapeutic and diagnostic algorithm has been formulated for recurrent anemizing bleeding that complicated Dieulafoy’s
lesions against the background of von Willebrand disease: selective mesentericography, infusion of VIII forms and Willebrand
factors, laparotomy, endoscopic examination with manual intraabdominal assistance, jejunum-saving resection with a
source of bleeding. Consecutive realization of diagnostic and therapeutic procedures ensured effective final hemostasis.

Beenenne

bone3np JIpenadya — OTHOCUTEIBHO peaKast
MPUYMHA KeJIyJTOYHO-KUIIEUYHBIX KPOBOTCUYEHUI
[1, 2]. B ux cTtpykrype oHa cocTaBisieT oT 1% mo
14% w HepeaKo MoMagaeT B pa3psii JUTECTUBHOTO
TeMOpPParnyecKoro CHHAPOMa C HeyCTaHOBJICHHOI
TIPUIMHON W JIOKAIU3aIeil KPOBOTOUYAIIETO COCY-
n1a [3]. JlerampHOCTE O0YCIOBJIEHA PELIMANBUPYIO-
IIIMM KPOBOTEUEHUEM, MAaCCUBHOI KpOBOIIOTEpeit
u mocturaet ot 9,6 o 80% [2].

Brepsoie B 1884 1. T. Gallard coob1umi o AByx
CITydasx CMEPTH MAIIUEHTOB OT KEIyIOYHOTO KPO-
BOTCUCHUS BCIICACTBUEC aHTUOMUCILIA3UU B Kapan-
ATLHOM OTHEJIE JKeJTyaKa, KOTOPYI0 OH 0003HAYMIT
KaK <«ITOICIV3NCTass MUJIMapHas aHeBpu3Ma» |1,
4, 5, 6]. Georges Dieulafoy B 1898 romy ommcain
3 HaOMOACHUSI AUTECTUBHOIO KPOBOTEUYCHMUS C
JIOKaNm3anueil MCTOYHWKA B TIPOKCUMAJTbHOM
oTHene Xenynka. Bce mammeHTs ymepan. B mHe
U3BSI3BJICHUST ObIJT OOHAPYXEH cocyl C IeeKTOM
ero creHku. Ilo mHeHuto JIpenacdya, mpuurHON
TTOBPEXACHUS apTepuy Oblla sS3BeHHas OOJIe3Hb
[4, 5, 6].

B nmuteparype BCTpeyaloTcs pa3lIMYHBIC CH-
HOHUMBI OITMCAHHON MAaTOJOTWH: 0OJIe3Hb, T0-
BpeXXIeHWE, Spo3usl, MaJbdopManys, cocyaucTas
ManbdopManmsi, cuaapoM Jwenadya. B anrmo-
S3bIYHBIX ITyOonukauusgx — Dieulafoy lesion [4,
7]. IIpu ruCTOIOTMYECKOM MCCICOIOBAHUM CTEHKU
XedynKa B 30He medeKTa CIM3UCTON OOONIOUKH
OOHApYKMBAIOTCS THIEPILIa3NPOBAHHBIC apTePUn
1 BEHBI TTOBBIIICHHONW M3BUTOCTH [§].

3aboseBaHre OMMCAHO B MJIAJIEHUYECKOM BO3-
pacTe, 94TO JaeT OCHOBAaHUE CUMTATh sI3BY [benmadya
BpoxaeHHOU maronorueit. Yame s3Ba [pemadya
BCTpevaeTcs y MyxXuuH [5, 7, 9]. OnucaHHas aB-
TOPOM MaJTh(hOpMaIIMS MOXKET BCTPEUaThCs BO BCEX
oTHeNaxX MUIIeBApUTEIbHOTO TpakKTa. JlucTaibHee
cBsi3ku Tpeitia BcTpedaeTcst He Oosee yeM B 1%
HabmoneHuii [1, 6, 7, 8, 9, 10, 11].

KomroueBBIM METOIOM DMATHOCTHKM 3aboJre-
BaHUS IBJISIETCS BHYTPUIIPOCBETHASI SHIOCKOIUS
(kamcynbHasi, NByXOalJloOHHAas), MOIOJHEHHAas
SHIOCKOIMYECKOM JOTIIEPOBCKOM YIIBTPacOHOTpa-
dwueit [1, 4, 6, 11].

HawnbGonee 3¢pGeKTUBHBIM METOIOM JICYCHUS
SIBJISIETCS DHIOCKOMWYECKOEe KIUMIIMHUPOBaHUE
KpoBoTovamiero cocyna. OmepaTuBHOE JieUeHUE
MOKAa3aHo B cliyyae ero Heymauu [1, 6, 11].

Heas. [IpogeMOHCTpHPOBATh CIOKHOCTH AMA-

THOCTUKU Y BO3MOXHOCTHM XUPYPTrUYeCcKOro jeye-
HUS 93BbI [benacdya Tollei KUIIKY y MalMeHTa ¢
Oose3Hbpl0 BusiedpaHma.

Kannnyeckuii ciayuai

[TammenTtka 58 jeT mocTynmuia 4yepe3 CYTKU
OT HayaJsia 3a00JIEBaHMS C XKajlobamMu Ha CcJ1abOoCTbh,
TOJIOBOKPYXEHUE, YACTBI CTYJI, KaJl C TPUMECHIO
kpoBu. HakaHyHe nmpuHuMaia napaueramo, «Te-
pacdiio» B CBSI3U C MPU3HAKAMU OCTPOI pecrupa-
TOpHOI BUpycHO# nHdekru. CTpagaeT 60J1e3HbI0
Bunnebpanna.

CocrogHue Tsokenoe. CozHaHue scHoe. Koxka
onenHas, BnaxHasi. [Tynsc 110 B MUHYTY, apTepu-
anbHOe paBieHne 80/60 MM pT. cT. 2KUBOT MSITKUIA,
Oe300Jie3HeHHBIN. Per rectum — Ha mepyaTke Kaj
TEMHO-BUILIHEBOTO 1IBETA.

B anammsax xpou: Hb 69 r/1, spuTpOLUTEI
1,9x10"2/n. Ilpu s30daropudporacTpoayone-
HOCKONIMA B OCMOTPEHHBIX OpraHax OObIYHOE
conepxumoe. Ilociie OUMCTUTENBHOU KIMU3MBI
npoBeneHa GUOPOKOJIOHOCKONUS — MaTOJOTUU He
00HapyxeHo. B 000104HOIi KMIIIKE — IIPUCTEHOY-
Hble HAJTOXXEeHMS KpoBU. OCMOTpeHa reMaToJIOTOM.
Cutyauusi paclieHeHa Kak 0oJjie3Hb Bunieopanma.
Hasnauens! nubekuuu VIII u Bunnedpanna dax-
TOpOB, Kproruia3Mbl. ['emoTpaHcdysust. CocTossHUE
CTabMIM3MPOBAIOCh. AHEMHUSI KOMIIEHCUPOBAaHA,
CaMOCTOSITEJIbHBIN CTYJI, KaJl KODUYHEBOTO 1IBETA.
®axrop VIII — 202%, Bunneopanma — 70%. Iepe-
BelleHa B TreMaToJIoTUYecKoe oTaeneHue. Yepes
TPY JHS BHOBb pa3BWJIaCh TUMIOTOHUS, MOSIBUJIACH
KpoBaBas auapesi. [1pogokeHbl reMoTpaHchy3usl,
3aMeCTUTENIbHAS TepaIisi OCHOBHOTO 3a00JIEBAHMS.
KpoBoTeueHue npoaorkanoch.

BrinosiHEHA celeKTMBHAs 1IeJIMakKo- U Me-
3eHTepukorpadgust (puc. 1). OO0HapyXeHBl T'i-
nepBackyasipusalus B OacceilHe TepBbIX ABYX
WHTECTUHAJbHBIX BETBEl BepXHEll OpbDKEeeYHOI
apTepuu W BKCTpaBa3alys B TPOCBET TOLIEW KHIII-
KU. BeInosiHEHHE SHI0BACKYISIPHOM OKKJTIO3UH 110
TEXHUYECKUM TPUUYMHAM HEBO3MOXHO.

BeinonHeHa cpearHHag ganapotoMusi. ToHKas
W TOJICTasl KHUILIKW 3aloJIHEHBI KpoBblo. [Ipu pe-
BU3MU B XeNyIKe U JBEHAILIATUTIEPCTHON KUIIKE
MaToj0ruu He ooHapyxeHo. [1o JaHHbBIEM aHTHO-
rpauu, BEPOSITHBIM MCTOUHMK KPOBOTEUEHMST —
HayaJabHbIA OTAEJ] TOLIEeW KHWILIKU. BblmosHeHa
330¢aropudporacTponyoneHOCIOHOCKONS ¢ Ma-
HyaJbHOI MHTpaabIOMUHAJIbHOI aCCUCTEHIIMEM.
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Kuireunoe kpoBoreueHue npu sizBe [benadya

Puc. 1. Me3entepukorpadus. I'uneppackyisipu3anusi HHTECTH-
HAJIbHBIX BETBEi M 3KCTpaBa3anus B TOULYI0 KMIIKY.

B 30 1 35 cM oT AyomeHOEIOHAJBHOIO Iepexona
oOHapyXeHBl ABa JedeKTa CIM3UCTONH O000J0UYKU
Ha MMPOTHBOOPBIKEEUHOM CTEHKE KUIIKHU 10 2 MM
B IMaMETpPe, 3aKPBITBIX PHIXJIBIM KPACHBIM HECMBI-
BaeMbIM TpoMOOM (puc. 2).

Ipn nnacdaHOCKONTMK CO CTOPOHBI CEPO3HOM
000JIOYKM BUIHA OOMJIBHAs COCYINCTasl CeTh, B
LIEHTpe KOTOpoii 3aTeMHeHue (TpomO) (puc. 3).

DT yY4acTKM MapKUPOBAHBI JINTAaTypaMU.
Jpyrx MCTOYHUKOB KPOBOTEUECHMS He HaMIeHO.
BrinonHeHa pesekuusl Tolledl KUMKW B 2/3 Mo
A.B. MenbHukoBy (puc. 4). OTMeueHa BbIpaKeH-
Hast KPOBOTOYMBOCTH TMOMCIM3KNCTOTO cios. Ha-
JIOXXEH OTHOPSIHBIN BHECITU3UCTBINA TIOB.

[MaTorucronornyeckoe 3aKiaOYeHUEe: B ITOJI-

Puc. 3. Inadpanockonus romeii knmku. Cunepsackyasipusamus
¢ TPOMOO30M.

594

Puc. 2. Wurpaonepannonnas uopoeroHockonus. Jledekrn
CJIM3HCTON 000JI0YKH MOKPBITHI PHIXJIIM KPACHBIM TPOMOOM.

CIM3KMCTOM CJIO€ CTCHKU TOHKOM KUIIKHU OTeK,
MaJib(hopMaLysI B BUIIe ITposiMepaliii pa3HOKaII-
OepHBIX COCYIOB, YaCTh M3 KOTOPHIX PE3KO PacCIlu-
PEHBI, U3BUTHI, BEHO3HOI'O U apTepUAIBHOIO THUIIA,
C HECKOJIbKO YTOJIIICHHOM CTEHKOM, Y4aCTKaMU T -
aJIMHO3a, B CIM3UCTOM U MOACIU3UCTOM 060JI04YKaX
0YaroBoe KpOBOM3JIMSIHUE C (PUOPUHOM, PEIKMMUI
JICMKOLIMTAMU; BOCIAIUTEIbHON WHOUILTPAIIUU
HeT (puc. 5). 3akioueHue: 6oe3Hb dbenadya.

ITocneonepalliOHHBII TIEpUO MPOTEKal 0e3
OCJIOKHEHUI. BpInmucaHa B yI0BIETBOPUTEIEHOM
COCTOSIHMM Ha 12-e CYTKU IoCjIe omepalldy Iof
HaOJIIoICHKE TeMaToJIora.

O6cy:knenue

Penkas nokanuzaiys, peliiauBUpyloliee aHe-
MU3HPYIOLee KPOBOTEUeHNE Ha (hOHE TeMaTOJIOT -
YeCKOM MaTOJIOTMH, OTPAaHMYEHHBIE BO3MOXHOCTH B
MMONOOHOM CUTYaIlMK 3HIOCKOIIOB LISl MCCIIeNoBa-
HUSA KeIyaKa ¥ 12-TIepCTHOM KUIIKKM O0YCIOBUIIN

Puc. 4. Ucceyennas crenka tomeil Kumku. [ledexTsl cam3u-
CTOi 000JI0YKH, 3aN0JHEHHbIE KPACHBIM TPOMOOM
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Puc. 5. Mukpockomus. Cocyaucras maiabgopmanusi, oTcyT-
cTBHe BOCHAIUTENbHON MHUIbTpanmmun. OKpacka reMaToKCH-
JIMH-303HHOM. YB. x40.

TPYAHOCTY IMAarHOCTUKMU U JieueHusI si3Bbl JIbenadya
Toliei KUk, ONTUMabHO UCIONIb30BaHUE B TIO-
JOOHBIX HAOJMIOAEHUSIX ABYX0AULIOHHOTO SHTEPOCKO-
Ta, KOTOPBIil TTO3BOJISIET YCTAHOBUTD JIOKAIM3ALIUIO0
HMCTOYHUKA M OOECIeUMBaeT HaJECXKHbI reMOCTas.
CeNleKTMBHOE KOHTPACTUPOBaHKME BepXHel OpbLKe-
€YHOI apTepuM MpU MPOJOIKAIIEMCS KPOBOTe-
YEHUM MO3BOJIUJIO YCTAHOBUTH B 00CYXKIaeMOM Ha-
OJIIOIEHUU JIOKAJIM3ALIMI0 UCTOYHMKA KPOBOTEUEHMSI
— TOLIYIO KUIIKY — Ha paccTosgHuu 25-30 cMm oT
JyoneHoeloHajlbHoro rnepexona. CynepcenekTrB-
Hasl 9HA0BACKYJISIpHasl OKKJIIO3UsI KpOBOToYallei
BETBM OKazaJlaCh TEXHUYECKU HEBO3MOXHON. B
3TOM CUTyallMd METOAOM BbIOOpA CTaja SKCTpeHHast
JnanaporoMusi. C yyeToM IaHHBIX aHTHorpapuu
WHTpaonepaloHHasi (puOpo3HTEPOCKONYs ¢ Ma-
HyaJIbHOM acCHUCTEHIIMEN CO CTOPOHBI OPIOIIHON
TMOJIOCTHU MO3BOJIMJIA OOHAPYXUTb (DUKCUPOBAHHBII
K CJIIM3UCTOI O0OJIOUKE CTYCTOK KPOBU — JIOKAJIM-
3alMI0 UCTOYHMKA KpoBoTeueHusl. MHGopmaliuio
JonoyiHwiIa auagaHockonusi. Ha 3ToM ocHoBaHUU
0e3 ZHTepPOTOMMU BBITIOJIHEHA CerMeHTapHas pe-
3eKLUSI TOLIEH KHUILKM, OCKOJIbKY IMpOILIMBaHUeE
KpPOBOTOYAIMX COCYIOB CO CTOPOHBI CIU3UCTOM
000JI0YKM HE MCKIIYaeT pelUIUB KPOBOTEUEHUSI
13-32 0OCOOEHHOCTE COCYIUCTBIX M3MEHEHUI TTpU
oose3nn JIpenadya.

3akaroueHue

Takum obGpa3oM, KJIIOYEBBIM METOAOM B TO-
MMAYEeCKON TUarHOCTUKE NCTOYHMKA KPOBOTEUEHUS
SIBUJIACh CEJIEKTUBHAST ME3eHTepHaTbHasT aHTUOTPa-
wust. Bo Bpemst MHTpaoepaliioOHHOM €FOHOCKOTTH
YCTaHOBJIEHA IPUYMHA U JIOKAJIM30BaH KPOBOTOYA-
U COCYII, YTO ITO3BOJIUJIO BHITIOTHUTD MTPEIIN3H -
OHHYIO Pe3eKIINI0 TOHKO! KHUIIIKWA ¢ aHACTOMO30M
B 2/3 mo A.B. MelbHUKOBY.

(I)l/lHaHCl/IPOBaHPle

DuHaHCOBOIM HNOOOCPKKM CO CTOPOHBLI KOMIIa-
HI/II‘/JI-HpOI/I3B0I[I/ITe)'IeI7I JICKapCTBCHHLIX ITPpE€I1apaToB
ABTOPLbI HE ITOJYyYaau.

KondaukT narepecon

ABTODBI 3asIBJISIIOT, YTO KOH(JIMKT MHTEPECOB
OTCYTCTBYET.

Coraacue

[ManueHT gan coriacue Ha ITyOJMKAIUIO CO-
OOIICHNUST M pa3MellleHre B MHTepHeTe MH(pOopMa-
LMK O XapaKTepe ero 3ab0jieBaHusI, IIPOBSICHHOM
JICUCHUH M €Tro pe3ysbTaTax ¢ HaydyHoil u o0pa3o-
BaTeJIbHOM LIEJISIMHU.
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