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Stoma takedown after Hartmann’s procedure in a patient
with hemophilia A complicated with production
of inhibitor to FVIII (review and case report)
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One of the specific manifestations of hemophilia A is the spontaneous abdominal hematoma mimicking the clini-
cal picture of acute abdominal disease. The appearance of auto-antibodies to FVIII leads to a loss of response to
replacement hemostatic therapy and requires an individualized approach as well as highly sensitive laboratory
monitoring to reduce the risk of uncontrolled bleeding. The paper presents the case of multi-stage surgical treatment
of this complication.
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BBEOEHWE

Femodunns A — OfHO M3 Hanbonee 4acTo BCTpevalo-
WMXCA HAcNeACcTBEHHbIX 3a00/eBaHMUII CBEPTbIBaIOLLEI
CUCTEMbI KPOBMW C peLeccUBHbIM X-CLEenaeHHbIM TUNOM
HacnefoBaHusa. KnuHudeckue npossneHus remouaunm
A cBA3aHbl ¢ geduunTOM (haKkTopa CBEPTbIBAHWUSA KPOBM
VIII (FVIII), npuyMHOi KOTOPOro ABASETCA MyTaLus
reHa, kopupywowero FVIII (Xg28) [1, 2]. Taxectb 3a-
GonesaHus onpegenser creneHbio peduumta FVIIL.
Taxensle popmbl cocTaBnsioT 60-70% Bcex AMarHoCTu-
pOBaHHbIX ciy4yaeB remodunann. 0CO6EHHOCTbIO KUHM-
YeCKUX NPOSABNEHUN remopunumn A ABAAIOTCA CMOHTAH-
Hble KDOBOTEYEH WS, FeMapTPO3bl M reMaToMbl PA3ANYHbIX
nokanusaumit. CpefHAA NpPOAOMIKUTENbHOCTb KU3HM
npu remocunumn A go Hayana 1960-x rofoB coctasnana
nopsaka 30 net [2]. Pa3paboTka npenapatos, 3amella-
owmnx feduunTHbIA hakTop, u 3PdEKTUBHOI cTpaTernm
Tepanuu, N03BONWNA HE TONbKO YBENUYUTb MPOJOSIKM-
TENbHOCTb M YNYYLWUTb KAaYeCTBO XM3HWN NALMEHTOB, HO
W BBIMOMHATL NPU HEOOXOAMMOCTU XUPYPruyYecKkue BMe-
WaTenbCTBa NI0OON CTENEHU coxHocTh [2].
Femodunusa A oTHOCUTCA K opdaHHbIM 3aboneBaHu-
AM, ee pacnpocTpaHeHHOCTb oLeHnBaeTca Kak 1:10000
MYXCKOTo HaceneHus [3]. o 3Toit npuYnHe, KaK TakTu-
Ka NleYeHus HeOTNIOXKHBIX XUPYPruyeckux 3abonesanuii,
Tak M BO3MOXHOCTM MNAHOBOrO NleYeHus 3abonesaHmii,
TpeOyloWnX XUpYypPruieckoil NOMoLM y NaLUeHToB C re-
Mouanen HEeAOCTAaTOMHO M3BeCTHb. Bo3Hukalwowwme
y OONbHbIX remModuNnuell CNOHTAHHbIE WMAU UHAYLM-
pOBaHHbIE KPOBOTEYEHUs B OpIOLIHYIO MONOCTb W 3a-
OpIOWMHHOE NPOCTPAHCTBO Pa3HOOBpasHbl  CBOMMM
KIMHWYECKUMU NPOABNEHUAMWU U MOTYT UMWUTUPOBATb
pasnuyHble oCcTpble 3abofeBaHUs — anneHAULUT, Ku-
WeYyHyl0 HEeNpOXOAUMOCTb, XONELUUCTUT, MOYEUYHYI0 KO-
Auky. OwnboyHas [MArHOCTUKA, HECBOEBPEMEHHas
M HeAOoCTaToOYHas remocTaTMyeckas Tepanua B psafje
CNy4yaeB NPUBOLAT K arpecCUBHON XMPYPruyecKon Tak-
TUKe U AanbHedwWweMy YXYALWEHUI0 — CAaBNeHne U anc-
JI0Kalisi OpraHoB GPIOLLIHO NMONOCTH U 3a6PIOWNHHOTO
NPOCTPaHCTBa C nocnefylowmm HopMupoBaHueM Tak
Ha3bIBaeMOW NCEBAOOMYX0NN N NPOPLIBOM reMaToMbl
B CBOOOAIHYI0 BpIOLIHYI0 NONOCTb [4].

B nepuonepaunoHHom nepuoge y 60bHbIX reModunneil
A ueneBoii 3afayeit reMoCTaTUYECKON Tepanuu aenaeTca
3amelleHune HepocTatowero FVIIT u nopggepxaHue npo-
KoarynaHTHoli aktuBHocTu FVIII Ha yposHe 80-100%,
YyTO [oCTWUraeTcs BBefeHMeM KoHueHTpata FVIII. Tem
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He MeHee, 4acToTa NOCNAeONepaLyOHHbBIX OCNOXHEHWN
remopparnyecKoro xapakrepa npu niaHoBbIX onepauu-
AX y 60nbHbIX remodunueit gocturaet 25-30% oT yuc-
112 BCEX MOC/NEOnepaunoHHbIX 0CioXHeHu [4]. Kpome
TOro, UCMONb30BaHWE COBPEMEHHbIX KOHLeHTPUPOBaH-
HbIX NpenapatoB (PaKTOPOB CBEPTbIBAHWUA MOXET Bbi3bl-
BaTb 06pa3oBaHue ayTo-aHTUTEN (MHTUOUTOpA) K FVIII,
4TO YTAXENsEeT TeyeHue 3aboneBaHUs U TpebyeT MHOTO
NpoTOKONa remocTatuyeckoi Tepanum [2]. BeipaboTka
uHrnéutopa Kk FVIII cBsizaHa c BBegeHeM 6obLINX 103
KoHueHTpata FVIII, co 3HauuTenbHON paHeBOW NOBEpPX-
HOCTbIO ¥ 6ONbLWUM 06BEMOM KPOBONOTEPYU W NPUBOLUT
K He3eKTUBHOCTM NMPOBOANMON 3aMeCTUTENbHON Te-
panuu 1 BO3HMKHOBEHWIO HEKOHTPOJIMPYEMOro KpOBO-
TeyeHUs. BonbHbIM MHTMOUTOPHOI hopMoit remoduanm
remMocTas ocyllecTBAAETCSA Npenapatamu, obnagaowmumm
WYHTUPYIOWMMKN MeXaHU3MaMK JeCTBUA — aHTUUHIU-
OuTOpHBIN KoarynaHTHbIA komnnekc (AMKK) u pekom-
OUHaHTHbI akTMBMpoBaHHbI FVII (rFVIIa). Mpu uH-
rMbUTOpHON (hopme remodUIMN KPOBOTEYEHUS 4acTO
npuoGpeTaloT HEKOHTPONMPYEMbI xapakTep, U obec-
neyeHue remocTasa ABNAETCA [OCTATOYHO CNOXHON 3a-
pauei [5, 6].

[ins apekBaTHOro Nofbopa CXxeMbl rEMOCTATUYECKOI Te-
panuu (Bo3bl M KPATHOCTU BBELEHUA NPenapaToB), a Tak-
€ KOHTPONA CUCTeMbl reMocTasa B peaibHblX Gu3no-
NOTUYECKUX YCNOBUAX HEOOXOAUMO [0 XMPYPrUYecKoro
BMeLaTeNbCTBA M HA MPOTAXEHWUM NepuonepaLyuoHHOro
nepuoaa OLeHMBaTb Pe3ynbTaTbl BCEX BO3MOXHbIX re-
MOCTa3MONOrMYECKUX TECTOB, KaK PYTUHHBIX (XpOHOMe-
TpUYeCcKMe nokKasaTenu, NPOKOArynfHTHAA aKTUBHOCTb
(haKTOpPOB CBEPTHIBAHMA), TaK U MHTETPANIbHOTO — TPOM-
6o3anactorpadms (T3r). NpumeHeHue metoankn T3l no-
3BONISIET B pEeXMMe peanbHOro BpeMeHU NpPOWU3BOAUTH
OLleHKY CUCTEMbI reMoCcTa3a 1 OTBET Ha 3aMeCTUTENbHYI0
reMoCTaTUyeCcKyto Tepanuio, YTo BefleT K CHUXEHUIO pu-
CKa remopparu4yeckux ocnoxHeHun [7].

[laHHaa cTaTba Ha NpuMepe KNMHUYECKOro Cnyyas Bbl-
NONMHEHUA PEKOHCTPYKTMBHOM oOnepauuu y nauueHTa
c remodunueit A, 0oCnoXxHuBLEeRCs BbIPabOTKOI UHIMOU-
Topa FVIII gemMOHCTpUpYeT BO3MOXHOCTb BbIMONHEHUA
0OLWMPHOTO XMPYPruYecKoro BMELaTeNbCcTBa U 0COOEH-
HOCTM TeYeHNs nepmonepaLMoHHOro nepuoaa.

Knunuueckoe HabnopeHune

NauueHt b., 43 net. [uarHo3 remocunua A, cpepHe-
TAXenas ¢opma. [imarHo3 remodunum ycTaHOBAEH
B paHHem peTcTBe. (emelHbll aHamHe3: remodunus
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y AefyWKM NO NUHWKM MaTepu. 3aboneBaHue npoTeka-
N0 C NOpa¥eHWeM OMOpHO-ABUraTeNbHOro annapara,
KPOBOU3NUAHUAMU B FONIEHOCTOMHBLIA U KONEHHbIN Cy-
cTaBbl (4acToTa remapTpo30B Ao 3—4 pas B rog). Kpome
TOro, B @aHaMHe3e reMaTtoMbl MAFKWUX TKaHei, rematypus.
Habniopancs no nosogy remodunum A c 2005 roaa,
nojyyan remMoCTaTMYeCKyl Tepanuio Naa3MaTtUyecKum
KoHUeHTpaToM (akTopa cBepTbiBaHusA kposu VIII B pe-
XUME «No TpeboBaHMION.

30.04.2020 r. rocnuTanu3upoBaH B 60bHULY r. MOCKBbI
C CMMNTOMaMM «OCTPOTrO XMBOTa». B 3KcTpeHHOM no-
pAAKe BbiNONHEHa nanapotomusa. Ha onepauuun BblsiB-
NeHa BHYTPUCTEHOYHAA rematoma AUCTaNbHOro OTAena
CUrMOBUHON M NPOKCUMANbHOrO OTAENa NPAMON KULI-
Ku. BbINnONHEHO ApeHWpoBaHWe rematombl, yWKUBaHUeE
[Eecepo3npoOBaHHbIX Y4YaCTKOB CUrMOBUAHON KULIKK.
KpoBonoTepst coctasuna 2000 mn, 6bina BbINOHEHA pe-
nHdy3ua annapatom Sell Saver. Ha TpeTbu cyTku nocne
onepauuu 6bina BbiiBAEHAa remaToMa CTEHKU NpsMOit
Knwku, cyxusatowas npoceet. C Lenbo ApeHnpoBaHus
reMatoMmbl Gbl10 BbINOJHEHO pacceyeHne CANU3UCTOI
0060/104KM NPAMON KUWKK Yepe3 peKkTockon. Ha cnepy-
folLMe CyTKM GONbHOI 6bIN BEINMUCAH.

Ha cepbmble CyTKM nocne BbIMUCKM MOBTOPHO rOCMM-
TanM3NpoBaH B 3KCTPeHHOM nopsfake B ofHy u3 Kb
r.MOCKBbI B TAXENOM COCTOAHUU C KIMHWUYECKOW Kap-
TUHOI KMlWeyHOro KposoTeuyeHus. Mpu obcnegoBaHny
BbIABNIEH Pa3pblB CTEHKM NPAMON KULWKKW, HANPAXeHHas
MHULMPOBAHHAA reMaToMa Me30peKTanbHO KneTyar-
KW 1 OpbIXKeRKM CUrMOBMAHON KUWKK. B cpoyHoMm no-
psafke 12.05.2020 r. onepupoBaH. BeinonHeHa 06CTpyK-
TUBHAs pe3eKuMsa TONCTOW KUWKW C (HOPMUPOBAHUEM

KyNbTW NPAMOIA KULWKM U OLHOCTBONbHOW [eCLieH0CTO-
Mbl. PaHHMI nocneonepaunoHHbIN Nepuog OCIOXHUACA
pa3BuTUEM PacnpoCTPaHEHHOTO NMEePUTOHUTA, HecoCTo-
ATENBHOCTBIO KYNbTU MPAMOIA KULWKK, YTO NOTpeboBano
BLINOMHEHUS CEPUM MPOrPaMMHbIX CaHauuii GpIoWHO
nonoctn (16.05, 18.05 u 19.05.2020). MauueHT Ha-
Onofancs COBMECTHO C remMaTosioroM, NpoBOAMIACh 3a-
mectutensHas Tepanusa koHueHTpatom FVIII. CocTosaHue
nayueHTa cTabun3npoBanoch, NEPUTOHUT Pa3peLnncs.
OpHako B nocneonepauuoHHOM nepuofe cHopmupo-
BaNnacb TOTaNbHAaA NocieonepauuMoHHas BeHTpaNbHas
rpbixa.

Hanuune KonocTOMbl, TOTanbHOW BEHTPAnbHOW TPbIXK
6bln10 noBogoM obpalieHus nayueHta 8 ®rbY «HMULL
rematonorun» Mun3gpasa Poccun ¢ uenbio BbiNONHe-
HUA  PEKOHCTPYKTUBHOTO XWPYPruyeckoro neyeHus.
Mpu noctynneHun COCTOAHWE YAOBNETBOPUTENBHOE,
WHAeKC Mmacchl Tena 20 kr/m2. Mpu ocmoTpe obpalya-
N0 Ha cebs BHUMaHWe Hanuuue TOTaNbHOro AetekTta
nepegHeit GPIOWIHON CTEHKM OT MEYEBUHOTO OTPOCTKA
[0 N106Ka C MaKCMManbHbIM AMACTa30M MPAMbIX MbILIL,
XuBoTa Ao 12 cm. pbixeBoe BbiNAYMBAHWE pa3MepOM
15 x 10 cm copepxano NeTau TONCTON U TOHKOW KuLi-
Ku. B neBoit me3oractpansHoi obnactu copmmpoBaHa
OAHOCTBO/bHAA KONOCTOMA.

B aHanu3ax KpoBu BbiiBNeHa yMepeHHas aHemus (re-
Morno6uH: 93 r/n). Mpu nccnegoBaHun remocTasa ot-
MeyeHo yanuHenne AYTB 86,9 ¢ (Hopma 25,1-36,5 c);
CHUXeHMWe akTuBHocTH hakTopa VIII 4,6% (Hopma 50,0—
150,0%); npoTpombuHOBOro uHpgekca no Keuky 89%.
CornacHo pesysibTaTaMm npefonepaluMoHHOro obcnefo-
BaHua (MCKT opraHos 6ptowHoii nonoctu, MPT opraHos

PucyHok 1. MPT opearos manozo masa. Kyaemsa npamoli kuwku. Bocnanerue 8 npunezaruux meaxsx. ®ukcayus nemesb mos-
cmoll KUWKuU 8 Masom masy
Figure 1. MRI of the pelvic organs. Rectal stump. Inflammation in the adjacent tissues. Fixation of the loops of the colon in the
small pelvis
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Masoro Tasa) BblfiBNEHbl MPU3HAKU MACCUBHOMO Craey-
HOro npotecca.

C uenbio 0CMOTpa KyNbTY NPSMONA KULWKM OblNa BbINOAHE-
Ha pekTockonua. [InnHa kynbTn coctaBuna 7 cM. CteHkm
(hnKCUpoBaHbl, NpocBeT AethopMUPOBaH, MPOKCUMaNb-
Has yacTb cyxeHa (Puc. 1).

YuuTbIBaA TEXHUYECKYIO COXHOCTb ONEPaTUBHOrO BMe-
WaTeNbCTBA, TAXKENYIO COMYTCTBYIOLLYIO NaTONOTUIO, Bbl-
COKME PUCKM MHTPAONEPALMOHHBLIX OCNOXHEHWUN, Ois
pelleHns BONpoca O BO3MOXHOCTU PEKOHCTPYKTUBHOW
onepauun Obin NPOBEAEH KOHCUAWMYM, COBMECTHO CO
cneunanuctamm OrbY «HMUL, kononpokTonorum umexu
A.H. Peixxux» Mun3gpasa Poccuun. beino npuHsaTo pewe-
HME: C LeNbio YAy4YWeHUs KA4yecTBa XW3HU NaLWEHTa,
BbIMOJIHUTbL COYETAHHOE XUPYPrUYECcKOe BMeLaTeNbCTBO
B 06bEMe pPEeKOHCTPYKTUBHO-BOCCTAHOBMTENbHOW one-
pauuu ¢ GopMUpOBaHMEM KONIOPEKTaNbHOrO0 aHaCTOMO-
33 W repHMonnacTmku. Maunext Gbin NponHhOPMUPOBAH
0 PUCKAX XMPYPruyeckKoro BMELIATeNbCTBA U BO3MOXK-
HOM HapyweHun dhyHKLUN AepKaHUA CBA3AHHOM C HU3-
KWM KONOpeKTanbHbIM aHaCTOMO30M.

03.02.2021 nauueHT 6bI1 onepupoBaH. Xof onepa-
LMK: BbINOIHEHA TOTaNbHAs CPefWHHAsA NlanapoTomus.
OcTpbiM nyTem pasgeneHbl CMasHHbIe NETAW TONCTOM
W TOHKOW KWWKW. B 06nactu KynibTU NPAMOA KWLWKM
oGHapyxeH U fpeHupoBaH abcuecc (06bEMOM 5 mn);
MCTOYHUKOM abclecca SABNANCA CBUL, KyabTU MPAMOIl
KULKN.

C uenbio MOBMAN3ALMM KYNbTU NPAMON KULWKK CpefHue
NPAMOKMLIEYHbIE aPTEPUU U BeHbl BbiAeNeHbl U nepe-
ceyeHbl € nepeesskoit. KynbTs npsaMoit KUWKKM MOBUIK-
30BaHa A0 Ta30BOro AHAa. TpaHCaHaNbHO Ha 2 CM Bbille
3y6YaToN NMHWUKM Npou3BedeH LMPKYIApPHbIA pa3pes

CTEHKM NPAMOit KMWKKU. KynbTs NPsAMOil KNWKKM MOBUIN-
30BaHa W yaaneHa.

JleBblit OTAEN TONCTON KUWKN MOBMIN30BAH C NOMOLLbIO
annaparta Liga Sure ¢ nepeceyeHnem u nepeBs3Koi ne-
BOI1 060/104HO apTepPUM HUKHEN OpPbIXKEEYHOI BEHBI.
C nomowblo LMPKYNAPHOTO CLIMBAIOWEro annapaTa
chopMUpPOBaH HaflaHANbHbLIA KONOPEKTaNbHbIA aHACTO-
M03 6e3 HaTseHus. B npaBoit noaB3fowWHOM 06nacTu
chopMupoBaHa NpPeBEeHTUBHAA [BYXCTBOJbHASA WNEO-
ctoma no Torenboll. Cnepylowmm 3Tanom BbIMOJHEHA
repHUoniacTMka C cenapauuen 3afHUX KOMMNOHEHTOB
ceTyaTbiM NpoTe30M Symbotex ¢ YacTUUYHBIM pacnonoxe-
Huem sublay bridge. MpogomKxuTeNbHOCTL ONEpayun co-
ctaBuna 9 4yacos, cyMmapHas KposonoTepsa — 1100 mn.
3amecTuTeNbHAA remocTaTMyecKkas Tepanus B nepuone-
PaLMOHHOM Nepuoje OCYLLECTBAANACH MYTEM BHYTPUBEH-
HOrO BBEJIEHWA KOHLeHTpaTa pekombuHaHTHoro FVIIL.
LleneBoe 3HayeHue akTUBHOCTU feduLUUTHOrO akTopa
B nepuonepaLmoHHom nepuoge 6110 90-100%. Pacuet
OJHOKPATHOM J,03bl NPOBOAMACS NO hopmyne:

po3a (ME) = macca Tena (kr) x (Tpebyemas
aKTMBHOCTb — 6a3aNbHas akTUBHOCTL) x 0,5

C yyeToM BpeMeHM BbiBeLeHMA npenapar BBOAWUICA
2 pa3a B CyTKu.

B npegonepaunoHHom nepuoge (3a 30 MUH.) npou3sse-
peHo BeefeHue FVIII B po3e 3000 ME. locTurHyTa KOH-
ueHTpauumsa daktopa VIII — 94% (Puc. 2,3).

B 1-4 nocneonepaunoHHble CyTKM BBefeHue akTopa
VIII ocyuwectBnanoch Kaxpgble 12 4acoB B CyMMapHOi
cyToyHon go3se 6000 ME. [lanee po3a npenapara cokpa-
wanace, ¢ 6 no 13 cytkn BBOAMNOCL no 4000 ME/cyr.
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PucyHok 2. Mpagux T3 ompaxaem ucxodHoe cocmosiHue 2emocmasza 0o 88edeHus HaKmopa: BbIPAKEHHAS 2UNOKOA2yAAYUS

no ni1asmMeHHoMy 38eHy eemocma3sa

Figure 2. The TEG diagram demonstrates the initial state of hemostasis before the introduction of the factor: severe hypocoagula-

tion along the plasma link of hemostasis

OnbIT BEINONHEHMS PEKOHCTPYKTUBHOM Onepaumm —
HAAAHANLHOTO KONIOPEKTANLHOTO AHACTOMO3a Y 60MLHOrO
remodunmeit A, ocnoxHeHHoi BeipaboTkoit uHrubuTopa Kk FVIII
(0630p nMTEpaTYpBI C ONMCAHWEM KAMHUYECKOTO Cyyast)

Stoma takedown after Hartmann’s procedure in a patient
with hemophilia A complicated with production of
inhibitor to FVIII (review and case report)

133



134

OB3OP JINTEPATYPbI

REVIEW

JlabopaTopHbIii  KOHTPO/Nb  OCYWECTBAANM  €XEeHEB-
HO NpY NOMOLM CTAHAAPTHOTO KNOTUHIOBOrO METO.a
v Tpomboanactorpaduu. Mokasatens AYTB sapbuposan
ot 30 fo 50 cek. KnuHuyeckux npu3Hakos remopparu-
yeckoro cuHppoma He 6bino. C 1-x no 7-e cyTku nocne
onepauuu NpOBOAMNACh aHTMGaKTepuanbHasa Tepanus
uedonepasoH/cynbbakTam 4 r/cyT.; MeTPOHWUALA30N
1,5 r/cyr.

Ha 5-e cyTku nocne onepauuu Gbin BbinonHeH Y3N
KOHTPONb OPIOWHOM NONOCTU, CKOMIEHWIA XKUAKOCTU
B OpIOWHOIM NONOCTM U B 061aCTU NepefHeit 6pIoLWHOI
CTEHKU He 0OHapyKeHo.

Takum 06pa3om, nocneonepaLMoHHbIiA nepuog npoTeKan
rnagko. Ha 13 cyTKu naumeHT 6bi1 BbINUCAH B YAOBET-
BOPUTENbHOM COCTOSIHUM.

Mocne BLINUCKM NALMEHT MPOLJOMKUA FeMOCTAaTUYECKYIO
Tepanuio, Ha3Ha4yeHHyl0 Ha [AOroCnuTanbHOM 3Tane.
Ha 15-e cyTku (18.02.21) oTmeTun peskoe yXyAleHue
COCTOSIHUSA: XOIOAHBII NOT, pe3Kas cnabocCTb, yyalléHHoe
cepauebueHne. B nocneayiowme fBoe cyToK HapacTana
cnabocTb, NosABUAUCL GONM B XXMBOTE, OAHAKO 3a Me-
OWUMHCKOW nomollblo He obpawancs. B ®TBY «HMUL,
rematonorumn» MuHsgpasa Poccun obpatuncs 22.02.21,
Obl1 3KCTPEHHO rocnuTanuauposaH. Mpu noctynieHuu
KapTWHa OCTpOil nmocTremopparuyeckoit aHemun (cna-
6ocTb, ronosokpyxenue, YCC 180 yn/muH., Hb 59 r/n),
BCNeACTBME OCTPON MaccuBHoOW kposonoTepu. pu oc-
MOTpe 06palLano Ha cebs BHUMaHMe yBenuyeHue oobema
n acummetpus xusoTa. CornacHo pesynbtatam KT opra-
HOB OPIOLIHO NONOCTH B LEHTPabHbIX 0TAENaxX 6piow-
HOW MONOCTH, OT Kpas Me4yeBMLHOro OTPOCTKA O YPOB-
HA JIOHHOTO COYNEHEHUs, BLOMb GONLLIOrO CaNbHUKA,
onpepenanacb MacCMBHAs OrpaHWYeHHas remaToma,

HeromoreHHoit nnotHoctu (o1 22 HU po 75 HU), max no-
NnepeyHbIMW pa3Mepami Ha YpOBHE KPblIbeB NOJAB3A0LL-
HbIX KOcTen — [0 186,5 x 72 MM, BepTUKaNbHOW NpOTA-
XEHHOCTbI0 — 0K00 305 mMM. [leTau TOHKOW W TONCTOM
KWUWOK OTTeCHEHbI k3aam (Puc. 4).

Takum 006pa3oM, YCTAaHOBNEHO, YTO JIOKa/NM3aLus
KpOBOTeYeHUs — MpeAbploWNHHOE MPOCTPAHCTBO.
Hauarta remoctaTnyeckas Tepanus npenapatom FVIII.
OpHako, oTMeyeHa oTpuuaTeNbHas AUMHAMUKa OTBeTa
Ha NMPOBOAMMYIO Tepanuio, xapakTepusyemas yBenu-
yeHuem AYTB po 68 c (2,5 HOpMbI), TPU3HAKK TUNOKO-
arynaumu no aaHHeiM T3l M CHUXKEHMe KOHLeHTpauuu
FVIII go 6%. Bnepsbie Gbin 06HapyKeH MHIMOUTOP
k FVIII B TuTpe 4,3 BE (Puc. 5). B cBA3M C nepBUYHbIM
BbISIBJIEHWEM B CbIBOPOTKE KPOBM MaLMEHTa UHIMOM-
Topa k FVIII Hauyata Tepanua npenapatoMm C LWYHTK-
pYIOWMUM MeXaHU3MOM AeACTBUSA: PEKOMOUHAHTHBIM
aKTMBMPOBaHHbIM dakTop ceepTbiBaHus VII (rFVIIa)
120 mKr/kr kaxable 2 yaca. OfHaKo, N0 AaHHbIM TPOM-
6o3nactorpadun, OTMEYEHO OTCyTCTBUE 3dhdekTa
OT NPOBOAMMOII Tepanuu, B CBA3MU C YyeM Gbina npo-
u3BefeHa 3aMeHa KoHueHTpata rFVIIa Ha aHTUMHIK-
OMTOpHbLIA KoarynsaHTHbl komnnekc — AUKK B pose
150 E[l/Kr B CYTKM C MHTEPBANOM MEXAY BBELEHUAMN
Kaxpable 12 yacos. [locne nepsoro BBeAeHus npena-
pata OTMeYeHa BblpaXeHHAas NONOXWTenbHas fuHa-
MUKa B BU[E HOpManu3auuu nokasartenen kKoaryns-
LMOHHOro remocrasa. Ha pucyHke 2 npepacraBieHbl
TpomMG03nacTorpaMMbl,  AEMOHCTpUpYIOLME  OTBET
Ha nposogumyto Tepanuto rFVIIa u AUKK.

Mocne poctumxenuna remoctaza AVKK B pose 4000 E[J
Ha 2, 4 N 6 CYTKW nauueHTy ObINM BbINOJIHEHO Ape-
HUpPOBaHWEe remaToMbl M pAj MPOrpamMMHbIX CaHauui

R K Angle MA PMA
min min deg mim
16,8 4.2 46,9 61,7 0,0
927 2—0 22 — 58 44 — 64

10 millimeters {

G EPL A CI LY30
dfsc ) mm U
8,1K 2,8 51,9 0,0 2,8
3,6K — 8,5K 0—15 -3—3 0—a

PucyHok 3. paguk T ompaxaem HOPMOKOG2YAALUIO NO BCEM 38eHbAM 2eMOCMa3a Yepe3 40 MUHym nocse 88e0eHuUs KOHYeH-
mpama gaxkmopa VIII, ymo ykassisaem Ha adeksamuyio no0obparHyio 0oy npenapama
Fugure 3. The TEG diagram reflects normocoagulation in all parts of hemostasis in 40 minutes after factor VIII concentrate injec-

tion, indicating an adequate matching dose of the drug

KOJIOMNPOKTOJIOTUS, Tom 21, N2 4, 2022

KOLOPROKTOLOGIA, vol. 21, N2 4, 2022



OB3OP JIUTEPATYPbI REVIEW

BOCXOAALLEN 060[04HON KULWKW U ABNEHUAMU KULLEYHO
HenpoxoaumocTu. [lpoBogunacb remocratuyeckas Te-
panus npenapaTtamy WyHTUPYIOLLEro TMNa: anTaKor-ab-
tha akTMBMpOBaHHbIN (120 Mr/kr kaxgple 2 yaca), AKK
(®3MBA 12000 Ep/c) nocneposatensHo. Ha 3tom tome
rematoma perpeccupoBana, MpoXofUMOCTb KWLWEYHUKA
BOCCTaHOB/EHa, Ha 11 feHb nauMeHT BbINWCAH JOMOW
C CaMOCTOATENIbHO KOHTPONIMPYEMbIM aKTOM JedeKaumuu.
C 25.06.2021 nauneHT oTMeTUN GOPMUPOBaHME CBULLA
Ha nepefHeit GPIOWHON CTEHKE B NPaBoil MOAB3AOW-
HOI1 06nacTi B 06nacTu pybua oT APEeHaXHOro npoKona
C oTfeNnseMblM rHOMHOrO xapakTtepa. lauueHT camocTo-
atenbHo npuuuman HMBC 3 pa3sa B feHb ¢ uenblo 0bes-
6onueanus. Focnutanusuposad B HMULL rematonoruu
30.06.21. [uarHocTupoBaH abclecc nepepHeit GproLu-
HoM cTeHkn. 01.07.2021 BbINONHEHA PeBU3UA CBULLE-
BOr0 X0a B NPaBoii NOAB3A0WHON 0671aCTH U BCKPbITUE
abcuecca B MesoractpanbHoit obnactu. BuisiBneHo oT-
TOPXXEHMe y4yacTKa CeTyaToro IHAOMPOTE3a B paHe Me-
3oractpanbHoii o6nactu. Hauata VAC-Tepanus, Ha coHe
yero nocneonepaLuMoHHas paHa 3axuna BTOPUYHBIM

PucyHok 4. KT opzaHos 6prowHol nonocmu. MaccusHas 2ema-
moma 6ptowHol nonocmu

Fugure 4. CT scan of the abdominal cavity organs. Massive he-
matoma of the abdominal cavity

¢ ycraHoskon VAC cuctemel. [ocneonepauuoHHbli ne-
puog, npoTekan 6e3 remopparuyecknx 0CNOXHEHU.

BTopoit 3Tan peKOHCTpYKUMM Obin BBHIMOJHEH YEpe3  HaTsXKEHUEM.

4 Mmecaua. 17.05.21 BbINOSIHEHA PEKOHCTPYKTUBHAA

onepauua: 3aKpbiThe uneoctombl. 13 mecTHoro goctyna

MccevyeHa MIEOCTOMa, Npu nomolwwm annapata EndoGIA OBCV)K,D,EHI/IE

cchopMMpPOBaAH aHTUNEPUCTANbTUYECKUI UNEeOo-uneoa-
HacToMo3 «bOOK-B-00Kk». MocneonepauuoHHblii nepuoa
OCNOXHUACA (OPMUPOBAHMEM reMaToMbl Ha YypoBHE
aHacTomMo3a, pa3mepammn ~ 64 x 34 x 31 MM 1 NNOCKON
reMaTtoMbl BOKPYr CNenoii KWWKKM, HayanbHbIX OTAENO0B

CTpaTtervs oKasaHus XUpypruyecKoil nomowu 6onbHbIM
remotunueint npu cneyuduUyecknx remopparnyeckux
nposBieHuax remoduanu (CNOHTaHHbIe KpoBOTeye-
HUS UM reMaToOMbl OpraHoB OPIOWHOM U NAeBpanbHoi
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PucyHok 5. JuHamuka akmusHocmu FVIII 8 cbiBOpomKe KpoBuU 8 0msem Ha 3aMecmumesibHy 2eMocmamuyecKyo mepanuto npe-
napamamu FVIII do u nocne sbipabomku uHeubumopa k FVIIT

Figure 5. Dynamics of FVIII activity in serum in response to hemostatic replacement therapy with FVIII preparations before and
after production of inhibitor to FVIIT
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nonocTeit) LONKHA ObITb PaLMOHANBHO KOHCEPBATUBHOI
[3,4].

OcTpo BO3HMKLWAsA CNOHTAHHAs reMaToMa GpioLLHOI No-
NIOCTU MM 330PIOWMHHOTO NPOCTPAHCTBA Y NALMEHTOB,
cTpafatowux remotdununeil, sBnseTca Hambonee YacTbiM
OC/I0XHEHMEM, C KOTOPbIM npuxoauntca anddepeHumpo-
BaTb 3a00/1€BaHMSA, TpEOyIOLLME HEOTNOXKHOI onepaLuu.
B yacTHOCTH, reMaTOMbl CTEHKM U/WUAN BPbIXKEAKYM KULLIKK
NPOABAAIOTCA KNMHUYECKON KAapTUHON AWHAMUYECKOIA
KULEYHON HenpoxoaumocTu. MeTogom Bribopa B Auar-
HOCTMKe remaToMbl SIBAAETCA YNbTPa3BYKOBOE UCCre-
posaHue (Y3W) u marHuTHO-pe3oHaHcHas Tomorpadus
MPT. B cnoxHbix cuTyauuax BO3MOXHO NpoBegeHue
LMarHoCTUYeckon nanapockonuu [4]. B uccnegosanum,
NpPefCTaBAAIOUEM ONBIT IedeH st 366 6ONbHBIX reMmotu-
nueil, BbINO NOKa3aHo, YTO BBEJEHWE NpenapaToB 3a-
MeCTUTENbHOW remocTaTMyeckoli Tepannuu n noagepixa-
HME aKTMBHOCTW HepocTawolero GakTopa CBepTbIBaHUSA
Ha ypoBHe 80-100% sABnseTcs pewakowwnm HakTopom
Bbi3gopoBneHuna. Knuuuueckuit adekt npossnsercs
YMEHbLUEHNEM PAa3MEPOB reMaToOMbl U BOCCTAHOBAEHUEM
MOTOPUKM KULWKK. XMPYPruyecKne BMeLaTeNbCTBa B Ta-
KUX Cyyqasx NUlb YTAXKENANM COCTOSHWE NaLMeHTOB
W ABAAANCH (AKTOPaMW pUCKa BO3HUKHOBEHUSA remop-
parnyecKnx 0CNOXHEHWI, cnaeyHoit 60e3HU BpIOWHO
nonoctu, (GOpPMUPOBAHUA TPbIX NepefHei OPIOWHOI
cTeHKU [4].

Mpu Hanuuuu KomopOMAHOK naTonoruu (3KCTPeHHo-
O 1 NNAHOBOFO XapaKTepa) Yy MalWeHTOB, CTPafaloLnx
remounueii, onepauunm [OMKHbI ObITb BbINOJHEHS
B NojHOM obbeme [4, 8]. PeKOHCTpyKTUBHblE onepa-
LMW Ha TONCTON KUILKE OTHOCATCA K CIOXHbIM XWUpyp-
rMYECKUM BMeLIaTeNbCTBaM, LieSib KOTOPbIX — U30aBUTb
nayueHta ot ctombl. Lnpokoe ucnonb3oBaHue cuu-
BAIOLWMX annapaToB COOTBETCTBYIOWErO fMaMeTpa no-
3BonseT GopMUpOBaTL YNbTPAHWU3KME aHACTOMO3bl (Ha
VYPOBHE Ta30BOr0 [Ha) M BbINOJHATL PEKOHCTPYKLMIO
TOJICTON KWLWKW NPWU KOPOTKON KynbTe NPAMONA KULKK.
OpHako Takue onepauuu CBs3aHbl CO 3HAYUTENbHbIM
PUCKOM WHTPa- U MOCNEONEepaLMOHHbIX OCIOXHEHNI,
4acToTa pa3BUTMA KOTOPbIX B 3HAYUTENbHO Mepe yBe-
nMYMBaeTCA NpM Koarynonatuax. Yactota HecocTos-
TENIbHOCTU HU3KUX KONOPEKTasbHbIX aHAaCTOMO30B OCTa-
€TCs BbICOKON U focTuraet 17% [9].

lpynna uccneposateneii Tekkis P. u coasT. npoaHanu-
3UpoBanu onbIT (OPMUPOBAHUA KOJOAHANbHbLIX aHa-
CTOMO30B Ha Gonblioi BbiGopke nauueHToB (N = 71).
HecoctoaTenbHoCTb aHactomo3a oTmedyeHa B 8,5%
(N = 6) cnyyaes, copMMpOBaHMe remaToMbl/CepoMbi
manoro Taza — B 7% (N = 5) cny4aes [10]. CrouT oT-
MeTWUTb, YTO MPU KOArynonatusx, B TOM Yucne npu re-
MOGUAMAX, YAcTOTa OCNOXHEHWI, aCCOLMMPOBAHHBIX
C PUCKaMM PacxoxgeHUs aHaCTOMO30B, B 3HAYUTENbHOIA
CTENEeHU YBENNYMUBAETCS, UTO aKTyanusupyet npobnemy
HaNOXeHUA pa3rpy304HbIX CTOM. [IpeBeHTMBHAA CTOMa

KOJIOMNPOKTOJIOTUS, Tom 21, N2 4, 2022

He npepoTBpallaeT pa3BUTUE HECOCTOATENbHOCTU, HO
CHUXaeT BbIPaXXEHHOCTb OCNOXHEHWN, K KOTOPbIM OHa
NPUBOAMT, @ TaKXKe CHUKAET YacToTy HeobxoauMmo-
CTW NOBTOPHOTO OMepaTMBHOrO BMewaTtensctea [11].
B meTaaHanu3e, BbINOHEHHOM Fpynnoi uccnegosarenei
Gavriilidis P. u coasT. B 2018 rogy npu cpaBHUTENbHO
OLeHKe NPeBEHTUBHON NeTNeBOi KONO- U MNeoCTOMUH,
OblI0 NPOJEMOHCTPUPOBAHO MeHbLUEe KOJMYECTBO CO-
ObITWiA, CBA3AHHbLIX C PaHEBbIMU MHGEKLUAMU U noche-
onepauuoHHbIMK rpbixamu (p < 0,001). Mpu uneocto-
MWW 3HAYUTENbHO PeXe BCTPeYanoch BbinajeHne CToMbl
(p < 0,001), 4TO BEMOHCTPUPYET HEKOTOPble MpenuMmy-
WecTBa NpPUMEHEHUs UNeOCTOMUU Nepef KOAoCToMUeN
y NauMeHTOB C NAaTONOrMel CBepTbIBAIOWeH CUCTEMBI,
OfiHaKO ybeauTeNbHbIX [OKAa3aTeNbCTB MPEBOCXOACTBA
OfIHO/ Npoueaypbl Haa Apyroi B 06Lieil COBOKYMHOCTU
nayMeHTOB B MeTaaHanu3e BbisiBNEHO He 6bino [12].

0aHUM U3 Hanbonee cepbe3HbX OCTOXHEHMI Nocneone-
paLMOHHOTO nNepuoaa y 6onbHbIX remoduneit sBnseT-
sl BO3HUKHOBEHUE UHTUOUTOpa K FVIII, 4T0 Hanpsmyio
CBA3aHHO C 0OBEMOM U TPABMATUYHOCTbIO ONEPATUBHO-
ro BMeWaTeNnbCTBa, a TakxKe MHTEHCUBHOW 3aMecTuTeNb-
HOW remocTaTUyecko Tepanuen KoHueHTpatamm FVIIL.
MosiBNeHMe UHIMOUTOPA NPUBOAUT K HEIDEKTUBHOCTH
remoCcTaTM4yeckon Tepanuun U pa3BUTUIO HEKOHTPONU-
pyeMmbix NoCneonepaumuoHHbIX KpoBoTeyeHuir [5, 13].
Takue nauueHTbl TpebytoT cneunduyeckoro, UHAUBU-
[YanbHOro MNOAXOAa K NPOBEAEHUI0 3aMeCTUTeNbHON
remoctatuyeckon Tepanun. Koppekuus cucremsl remo-
cTasa wyHTupyowmmu npenapatamu (rFVIIa n AUKK)
no3sonseT 3(h(HeKTMBHO CNPaBUTLCA C KPOBOTEUEHNEM
npu YCI0BUM afleKBaTHOrO 1ab0paToOpHOro KOHTpons [6,
14, 15]. Hanbonee 3HaYMMbIM TECTOM 15 1ABGOPATOPHO-
ro KOHTPONS CUCTEMbI FeMOoCTa3a Npu reMmopuiny, B Tom
Yucne accouMMpOBAHHOW C MHIMOUTOPOM K dakTopy
VIIL, sensetcs TpombGoanactorpadus (TIT). Metoguka
T3l no3BonAeT COBOKYMHO aHanM3MpOBaTh BCE 3BEHbA
CBepTbIBaloWei cUCTEMbI KPOBM (MNa3MeHHOe, TPOMOO-
uuTapHoe U cuctemy GubpUHONM3a) B pexume peab-
HOrO BPEMEHW 1 B KOPOTKWE CPOKM NPOM3BOAMUTL OLEH-
Ky 3thheKTMBHOCTY, NPOBOAMUMON remocTaTuyeckn [7,
16]. Tak, rpynnoit uccnegosateneit Fisher C. u coasr.
Obla NPOAEMOHCTPUPOBAHA BbICOKAS YYBCTBUTENbHOCTb
Tpombo3anactorpaduu (T3l) B fUarHocTuKe remopparu-
YeCKMUX COCTOAHMII U OTBETa Ha MPOBOAMMYIO Tepanuio
y NalMeHTa C 0BWHPHBIM KPOBOTEYEHUEM, BTOPUYHbIM
no OTHOWeHUI K npuobpeteHHOMy MHrMOUTOpPY FVIIL.
ConoctaBMMO C KIMHUYECKUM CNy4aeMm, OMUCAHHbIM
B HacToALel cTaTbe, NpumeHeHne metoamku T3l no3so-
AWUNO B KpaTyalwmne CPOKM MOAMDULMPOBATL Tepanuio
c obecneyeHnem afeKBaTHOrO reMocTasa Ha hoHe npo-
BOAWMON LWYHTUPYIOLei Tepanuu, Y4To B 3HAYNTENbHOW
Mepe NpWBENO K MWUHWUMU3ALWUM PUCKOB NETanbHOro
MCxofa OT KPOBOTEYEHMA B NOCNeOnepaLyoHHOM mne-
puoge [17]. Tpynna oTeyecTBeHHbIX WCCieAoBaTenei
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lanctaH . ¢ coaBT. NoaTBEpAMIa Heocnopumble npe-
umyllecTBa npumeHeHus metoguku T3, aBnsawowweiics
OfHOW U3 HauGonee MPUHATHIX METOLOB MOHUTOPUHTA
Tepanuu rFVIIa y nauMeHToB ¢ MHIUMOUTOPHOM opMOi
remouanm, KOTOpbIA NO3BONAET He TONbKO MOHUTOPY-
poBaTh TEpanuio WyHTUPYIOWMMK NpenapaTamu, HO Tak-
e BbIABAATb PE3UCTEHTHOCTb K OLLHOMY U3 HUX, CNOCO6-
CTBYA CBOEBPEMEHHON MOAMMUKALMMN reMoCTaTUYeCcKo
Tepanuu [18].
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