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BN PE3IOME

Beepnenue. Hanbonee pacnpocTpaHeHHbIMKM HACNEACTBEHHBIMM KOArynonaTMsMK aBAsStOTCS reModunms n 6onesHs Bun-
nebpanaa. Hacto nos Mackom 3TMx 3060NeBAHMIt CKPLIBAIOTCS PEAKME HACNEACTBEHHbIE KOATYONATMM, B TOM YMCIE HA-
CNEACTBEHHbIMA COYETAHHbIN AepUuMT bakTopor cBepTbiBaHMs kposu V u VIII.

Llenb — onucats KnnHMYeCcKMe NPOSIBAEHMS, CAOXHOCTU AMATHOCTUKM M BBIBOPA reMOCTATUHECKOM TEePAnuM Npu XMpypru-
YEeCKMX BMELIATENbCTBAX Y BONbHOM C COYETAHHBIM AepruUMTOM PakTOpOB cBepTbiBaHKS Kposu V u VIII.

OcHoeHble cBepeHus. [peactasneHo knmnHuMyeckoe HabnoaeHne 3a HONbHOM HAOCNEACTBEHHBIM COYETAHHBIM AEPULUTOM
¢dakTopos ceeptoisanus kpoeu V 1 VIII. OnucaHbl sTMONOrUs, 4acToTa, NOKANM3ALMS U MHTEHCMBHOCTb FEMOPPArMYECKmX
nposenenuit. [TokasaHo, 4To Hanuune komopbuaHoro 3a60NeBAHUS 1 HEOBXOAMMOCTb XUPYPIrHYECKOTO BMELIATENLCTBA
TpebyloT B3AMMOAENCTBUS PA3MYHBIX CMELMATIUCTOB.

KnioueBble cnoBa: HacneacTBeHHbIE KOArynonaTim, CoHeTaHHbIN 4eduumnt dakTopos ceepTsuiaaHms kposu V u VI, samectutensHas remoctatmnieckas Tepa-
nus, aveepTukyn Llenkepa, moTouHo-NMWeBoaHbIN AMBEPTUKYI
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I ABSTRACT

Introduction. Among the most common congenital coagulopathies are haemophilia and Von Willebrand disease. These
ilinesses are often mimicked by orphan hereditary coagulopathies, including combined coagulation factor V and VIII defi-
ciency.

Aim — description of a clinical presentation, hampered diagnosis and choice of haemostatic therapy in a surgical patient with
combined blood coagulation factor V and VIII deficiency.

Main findings. We describe a clinical case of congenital combined factor V and VIl deficiency and detail the aetiology,
frequency, localisation and intensity of haemorrhages. Comorbidity and surgical indications are demonstrated to require
an inter-specialty medical involvement.

Keywords: hereditary coagulopathies, combined coagulation factor V and VIl deficiency, haemostatic replacement therapy, Zenker’s diverticulum, pharyn-

goesophageal diverticulum
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BBenenue
Haubonee
KOAryJonaTusiMM sIBJISIOTCs bosesns Bunnebpanpa u re-
modunus [1]. Couerannniit nedpunnr pakTopos cBepTHI-
sBanus kposu V (FV) u VIII (FVIII) orrocurcs x peaxum

HACJ/JeACTBEHHbBIM KOAryJolaTusiMm M HNMEET 3THUOJIOrm4de-

pacnpoCTpaHeHHbIMM HacJaeaACTBEHHbIMU

ckue ocobennocru [2, 3]. MosekynsapHble OCHOBBI TOrO
3abosieBaHUS CBS3aHbl HE C COYETAHMEM MYTAIIUH B re-
nax FV w FVIII, a ¢ nanuuauem nedexra B renax MCFD2
(multiple coagulation factor deficiency 2) wnn LIMANI
(lectin mannose binding protein 1) [4-7]. Ykazauusie
reHbl JIOKAJM30BaHbl Ha xpomocomax 2 u 18 coorsercr-
BEHHO M OTBETCTBEHHBI 32 CUHTE3 OEJIKOB, KOMIIJIEKC KO-
TOpbIX ObecreuynBaeT BHYTPHUKJETOUHBIH TpaHcnopt F'V
u FVIII or snponsnasmarrnueckoro peTukyiayma K amnma-
pary lonbmoxu. dedunnr stux Genkos npusoaut k 3a-
rpyauenuo nocryminenuss FV u FVIII us remarounuros

B KPOBOTOK M, COOTBETCTBEHHO, CHMIKEHHMIO aKTMBHOCTHU
FV u FVIII B nnasme. Knunnueckue nposisnenus aroro
3abosieBaHUSI TPE/ICTABJIEHbl PA3JUYHBIMU O UHTEHCHUB-
HOCTU U ucTouHUKYy kpoBorteueHusimu [8—11]. Hanbonee
YaCTBIMU SIBJISIIOTCSL KOSKHBIA FeMOPParuuecKuii CHHAPOM,
KPOBOTEYEHHU s U3 CJIUBUCTHIX 00OJIOYEK, MOCTTPABMATH-
YeCKMe, XUPYPruvecKue, AaKkyllepCKue KpPOBOTEYEHMS],
menopparuu [12, 13]. Tepanesrnueckas takTuka BeeHUs
GONBHBIX C HACJEACTBEHHBIM COYETAHHBIM nedUIUTOM
FV u FVIII sarpyanena B ¢BSI8M ¢ OTCYTCTBHEM KOHIIEHT-
paros FV [14, 15]. IToaromy onHoii us npobsaem sipaisietcs
[POBE[EHUE FeMOCTATUYECKON TEPANUU B CJIydae HaJM-
41l y GOJNbHBIX KOMOPOUHBIX 3ab0eBanuii, TpedyoImux
xupyprudeckoro sedenus [16-20].

Ilensr nacrosimeil paboThl — NpeACTaBUTH ONMUCAHUE

KIMHNYECKUNX HpOHBJ’IeHHfI, CJIO>KHOCTU JUATHOCTUKMH 3a-~
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boseBaHMS U BBIOOpPA F€MOCTATUYECKOM TEPAIIUY MIPU XH-
PYPru4ecKuX BMELIATENbCTBAX Y OOJBLHON C COYeTaHHBIM

nepuuurom FV u FVIIL

KJIUHIHIECKOE H(Zﬁ]ll()&el-lue

Boabnaa P, 68 ner, ¢ merckoro Bospacra ormeuasa
CHOHTaHHBIE JKXMMO3bl, 4YacTble HOCOBbIE KpOBOTEYe-
HUS$l, KPOBOTOYMBOCTD [€CEH, [AJIUTEJbHbIE KPOBOTEYEHMUS
nocse nopesoB. OneparuBHbIE BMEIIATENHCTBA B IOHOM
BO3pacTe COMPOBOXKAAJUCh MHTEHCUBHBIMU KPOBOTEYE-
Husmu: B 17 ner — osapuoskromus ciaesa, B 18 ger —
tToHsusakTomus, B 21 ron — akcrpakuusa 3yba. C same-
CTUTEJNbHOU U T€MOCTATUYECKOM 1LIeJIbI0 OCYIEeCTBJSIUCDH
tpancdysuu ceesxkeszamoposkennoit naasmer (C3I1), spu-
tTpouuTtHoii maccel. [1pu obcnenosanuu B Kuposckom na-
YYHO-MCCIIEOBATENBCKOM UHCTUTYTE FEMATOJOTUU U TIe-
peIMBaHMA KPOBM ObLI yCTaHOBJEH auartos «bBosesns
Bunnebpanna». B 24 ropga poast u nocneponossiii nepuog
OCJIOKHMJINCh KPOBOTEYEHUSIMU, Pa3BUTHEM OOIIMPHON
reMaToMbl IPOMEKHOCTH, YTO MOTPebOBAJO MHOTOKpAT-
HbIX TpaHcdysuil spurpountnoit macce, C3I1 u nnm-
TeJbHOro npebbiBaHus B cTantmonape. B 25 ner nanument-
Ke OblIa BbHIMOJHEHA OBAPUOIKTOMMSI CIpPaBa B CBA3U
C paspblBOM KMCThI U BHYTPUOPIOLIHBIM KPOBOTEYEHUEM.
Ilpu Tpancdysnsix KOMHNOHEHTOB KPOBH IMEPUOIUYECKU
OTMEYaJIMCh HE)KEeJATeJbHblE SIBJIEHUsI B BUJE KpPAIUB-
Hunbl, o3Hoba. CemeliHblii aHAMHE3 MO KPOBOTOYMBOCTH
y GosbHOI oTsirowen: umeer 4 cectpel u 2 Gpara, oAMH
13 KOTOPBIX yMEP OT OCTPOrO HAPYLIEHMU ST MO3TOBOIO KPO-
BoOOpalleHMs, a OJHA U3 CeCTep TaKyke CTPafaeT MOBbI-
IIEHHOM KPOBOTOYMUBOCTHIO.

B orpen xoarynonaruit @I'BY «<HMULI remaronorun»
6onbHas ¢ guarnosom «Bosesnp Bunnebpanna» obparu-
aack B 2003 . ¢ uensio sxcrpakuuu 3y6a. [Ipu ob6cnenosa-
Huu obpamao Ha cebs BHUMaHMe He TOJbKO Y/JIMHEHUe
AKTUBUPOBAHHOI'O YACTUIHOIO TPOMOONIACTUHOBOTO Bpe-
menn (AYTB), Ho u cunskenne nporpombuna no Keuky:
AUYTB cocrasnsno 100 ¢ (mopma — 29-36 c), nporpom-
6un no Keuxky — 35 % (nopma — 70-130 %), bubpu-
noren — 3,3 r/n (mopma — 1,8-4,0 r/n), FVIII — 14 %
(mopma — 50-150 %), dpaxrop Bunnebpanma (FW) —
112 % (mopma — 50-150 %), arperanus TpombouuTos
¢ pucromunmaom — 98 % (mopma — 60-100 %). B 06-
memM aHasuse Kposu: remornobun — 139 r/n, TpombGo-
muter — 200 x 10%/mn, nefikorurer — 5,3 x 10%/n. Ilo nan-
HbIM OMOXMMUYECKOr0 UCCJIeJOBAHMU S CBIBOPOTKHU KPOBH,
nokasarenu ObLIM B Npejiesax HOPMAJbHBIX 3HAYEHUI.
Ceposnornueckoe ucciegoBaHmne BBISIBUIIO AaHTUTENA K BU-
pycy renatuta C. Takum obpasom, nannsie obceoBaHus
He MOATBepAMJIM AuarHod bosesuu Bunnebpanpa, a BbI-
SBJIEHHOEe yMeHblleHue nporpombuna no Ksuky norpe-
60BaJI0O NpOBeIeHUs] MOMOTHUTETIBHOrO 0bOCJe0BaAHUS.
Ilpu uccneposanuu akTUBHOCTU (PAKTOPOB CBEPTHIBAHU S
kpoBu aktuBHOcTh FV cocrasuna 6 %. Takum obpasom,
Ha OCHOBAHUM aHAMHECTUYEeCKUX (OTATrOIIEHHBLIH aHaM-
HE3 M0 KPOBOTOYMBOCTU C AETCTBA, CeMENHBbI aHAMHE3
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O KPOBOTOYMBOCTU) M J1aOOPATOPHBIX AAHHBIX ObLIT AU~
ArHOCTUPOBAH HACJEICTBEHHBIA codYeTaHHBbIH AedULUT
FV u FVIIIL. quaruos Gl noaTBep K /eH reHeTUuYecKUM
uccaenoBanuem. L'en HCDF2 nokanusoBan Ha KOPOTKOM
nueue 21-if xpomocomel u Braouaer 4 axzona. Ilpu cek-
BEHUPOBAHUU y OOJBHOUN ObliIa BBISIBJIEHA FOMO3UTOTHASI
Aesenus BcexX Kopupyoomux obaacreit rena MCFD2 (ok-
soubl 2, 3, 4). Ora e myTauus oOHapy>keHa y POAHOM ce-
CTPBbI 0ONBHOM, TAKIKE MMEIOIEN OTITOIEHHbBIIM aHAMHES
10 KPOBOTOYMBOCTH.

B mapre 2018 r. Goawbnas obparunace ¢ skanobamu
Ha HapylLIeHWe IVIOTAHUS, MONEPXUBAHME, Kallelb M IO-
3bIBBI HA PBOTY MOCJE MpUemMa nuiu. beuta obenenosana
B OI'BY <HMMWLI remaronorun» u I'bY3 «<HWW cxopoit
nomown um. H. B. Cxkaudocosckoro [I3M». Ilo nanusim
asodaroracrponyonenockonuu (DI'/IC) no sanue-nesoit
CTeHKe MUIIEBO/A, PS/IOM C €ro yCTheM, ObLI ObHapyKeH
AMBEPTUKYJI, ILyOUHON u nuamerpom (B cpenHeii ero 4a-
ctn) oxoso 3 cm. Bxon B muBepTuKys cocraBisii okosno
1,0 cm B nnamerpe. Comep>kMmoro B mpocBeTe AMBEPTH-
KyJa He ObLJIO, MPU3HAKOB BOCIHAJIEHUs] CJIM3UCTOH 060-
JIOUKU JHA AUBEPTUKYyJa He obHapyskeno. Ha nmepenneii
CTEHKe HVDKHEH TPEeTHU TeJla KeJLyAKa BU3yaIN3UPOBAJICS
[OJIMI HA IIMPOKOM OCHOBAaHWHM, AMAMETPOM M BBICOTON
1o 0,6 cm. [lannbie OI'/IC 6b111 conocraBumsl ¢ peaybra-
TAMU PEHTIEHOBCKOIO MCCJIEOBAHUS XKEJLY JOTHO-K MILIed-
HOrO TPakTa C KOHTpAcTUpoBaHWeM cysibdarom bGapust:
Ha ypOBHE CV—ThI 10 3aHeH CTEHKE IIOTKU ObLJI BbISIBJIEH
JVMBEPTUKYJ C YeTKMMM POBHBIMM KOHTYPaMHU M LIEHKOM
1o 1,0 cm B puamerpe. Ha yposne nuseprukysna nuiieson
6b11 cnasaen po 0,2—0,3 cm B fuameTpe U OTTECHEH KIie-
peau. Ha rpanuue tena n anrpansHoro orpena sxeryaka
ONPEAEISIIOCh OKPYTIJIOE IIPOCBETIIEHNE C YETKUMHM, POB-
upimu koutypamu 1o 0,8 cm B auamerpe. Takum oGpa-
3om, GObl1 ycranosseH auarnos: «/luseptuxyn Llenkepa.
IMonun rena sxemynkar.

s nanvueiimero seyeHus: 6OJbHOM C AByMS PEAKUMU
3ab0JIeBAHUSIMY HEOOXOAMMO OBLIO OTBETUTBH HA IIEJIBIU
PS4 BOIIPOCOB:

1. KakoBa aranmHOCTb ONEpATHBHOrO JIEYEHMST: OLHOMO-
MEHTHAs MJIU MOCJIEA0BATEIbHAS PE3EKIUS JUBEPTHUKYJIA
Y MOJIMIA C YYEeTOM BO3MOXKHOIO 3JI0KaY€CTBEHHOIO IIPO-
necca?

2. Kakoii BbIOpaTh crocob onepaTuBHOro Mocobusi: sH-
JIOCKOIMYECKOE UM OTKPBITOE BMEILATEIbCTBO?

3. B xakom MeAMLMHCKOM y4peXAEeHUU OINepPUpPOBATh
GosIbHYI0 C peAKoii maroorueil remocrasa’

4. Kakue remocrarnueckue npenaparsl BbIOpaTh, y4uu-
ThIBast OTCyTCTBUE npenaparos FV?

5. Kak nopobpars remocraTnyeckue CpeAcTBa, yIUTHI-
Basl MHAVBUIYAJIbHY MEPEHOCHUMOCTb M OTSIFOLIEHHBIN
aJIJIeproJIOrnvecKil anamues?

Pemenne atux npobiem TpeGoBaso B3aumopeHCTBUSs
PAa3IMYHBIX CHELUAJUCTOB, KIMHUYECKUX U JabopaTop-
HBIX CJyK0 U3 aByx meaunuHckux yupexaenuii (DI'BY

«HMMULL remaronornn» u I'bBY3 HUW ckopoit nomo-
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wu um. H.B. Ckaudocosckoro» [I3M). Beuio pemeno
BBINIOJIHUTD TEPBBIA OTAIl ONEPATHUBHOrO JedeHus (9HA0-
CKONMYECKAas! MOJTUIMIKTOMUS C MOCJEAYIOUUM UCTOJIO-
rMYECKUM MCCJIEAOBAHUEM) B XMPYPrUYECKOM OTAEJIEHUN
OI'byY HMMULL remaronorun». B npeponepanuonnom
nepuojie MOKa3aTead KOaryJorpaMmMbl ObUIM  CJeyo-
wumu: AHTB — 92 ¢, nporpombun no Keuky — 32 %,
FV — 6 %, FVIII — 6 %. B kauecTtBe 3amecTuTenbHOM
NpoUIAKTUYECKOH Tepanuu OCYILIECTBJIEHA TpaHcdy-
sus C3I1 o6bemom 540 ma (6 ma/kr maccel Tena) u BBe-
nen nuiazmaruveckuit konuentpar FVIII (plasma-derived
FVIII — pdFVIII) — 2000 ME (22 ME/kr maccs Tena),
KOTOPBIM TPEAIIECTBOBAJIA MPEMEANKALUS TJIIOKOKOPTH-
KocrepouaHbiMu ropmonamu. llocse mposenenHoOl Te-
MocTaTu4ecKoi Tepanuu K Havauy onepanuu AYTB co-
kparusock 10 46 ¢, nporpombun no Ksuky ysennmunics
1o 53 %, aktusnocts FV cocrasuna 20 %, FVIII — 80 %.
B nocseonepannoHHom mnepuosie eKeJHEBHO OCYIIECTB-
asnucek tTpancdysun C3I1 obbemom 250 ma u BBenenus
pdFVIII B nose 1000 ME, urto nossoauno moppmepsu-
Batb akTuBHOCTb 'V He menee 156 %, a FVIII — B npe-
Aesax CyOHOPMAJIBHBIX 3HAYEHWMH. YIUTBIBAsi OTSTOLIEH-
HBI TPaHCQYSUOHHBIM U aJJIeProJIornYecKuii aHaMHE3
6osbHOI, OOHapy’keHHe AHTUJEHKOLMTAPHBIX AHTUTEJ
¢ yacroroit pearnpoanus 30 % U BBIPa)KEHHOCTBIO pe-
akuu +2 B TMMEOIUTOTOKCUYECKOM TECTe, C IIeJIbIO Mpe-
NOTBPALIEHUS AJUIEPTMYECKUX PEAKIIUH, HCIOIb30BAIN
TOJIBKO TJIa3My, TIOJLyYEHHYI0 METOAOM adepesa OT AOHO-
POB-My>KYMH. YKasaHHasl Tepanusi MO3BOJUIA IOAAEP-

skate AUTB B npenenax 50 ¢, nporpombun no Ksuky —
50 %, FV — 17 %, FVIII — 43 %. Opnako na 4-e cytkwu,

HECMOTPSI Ha NMPEMEAMKALMNIO TVIIOKOKOPTUKOCTEPOUAHBI-
MU rOpMOHamMu, y OOJBHON BOSHUKJIA PEAKLMsS HAa TPAHC-
¢ysuro C3I1 B Bune 0sHoba, Goseit B mosicHuuHOIM 001a-
CTH Y B HUKHUX KOHeuHocTsX. [lanbHeiimue Tpancdysun
C3I1 6buin ormenensl, npogosskena tepanus pdFVIII
B noze 1000 ME. 'emocrarnueckas tepanus 6bl1a 3aKoH-
4yeHa Ha 8-e CyTKM NOCJIe MHBA3UBHOIO BMELLATEJbCTBA.
Bosbnas 6bina Beimucana us cranuonapa Ha 10-e CyTKH,
nokasarenu remocrasda cocraasan: AHTB — 77 ¢, npo-
tpombun no Keuxy — 41 %, FV — 5 %, FVIII — 21 %
(puc. 1). Tlo pesynpraram rucTOJOrMYECKOro MCCJIENO-
BaHMs, Mopdosiornyeckas KapTUHa Obl1a XapaKTepHa
s opmMupylolerocs TMOJUNA CAUBUCTONH HKETYoKa
C YMEPEHHO BBIPAXKEHHBIM XPOHMUYECKUM BOCIAJIEHUEM.
Ha Bropom arane onepaTuBHOro BMelIaTe bCTBa ObliIa
BBINIOJIHEHA IepopaJibHasi 9HAOCKONMYecKass Kpukoda-
puHromuoromus: (HOACIM3UCTAsT KPUKOPAPUHIOMHUOTO-
mus ¢ ssodaropusepruxynocromueit). Onepanus Gbiia
npousBefieHa B OT/AEJEHUU HEOTJIOXKHOW Topakoabno-
munaabnoit xupyprun I'BY3 «HMW ckopoit momown
um. H.B. Cxknndocosckoro [I3M». Ilpenonepannonnas
noaroroBka sakitodasnack B tpaHcpysun C3I1 B 06b-
eme 850 ma (10 ma/kr maccer rtena) 3a cytkm u 3a 1 uac
no onepauuu u seeaenun 3000 ME pdFVIII (35 ME/kr
maccol Tesa). K nHauany onepauuu nokasarenu KoaryJio-
rpammbl 6bn caepytomumu: AUYTB — 45 ¢, nporpom-
6un no Ksuky — 52 %. Oransl onepauunu npeacTaBieHbl
Ha pucyHke 2. OnblT npoBegeHMs MOJIUIIDKTOMUY U aHa-
JIM3 IApaMeTPOB reMOCTa3a MO3BOJINIIN CAEJIATh 3AKJII0Ye-
nue, yro nopaep>kanue AUTB ne 6onee 50 ¢, a nporpom-
6una no Kesuky — ne menee 50 % y aToii 6onbHOI siBAsieTcst
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PucyHok 1. Monunakromms: remoctatnieckas Tepanus u nabopaTopHslit KOHTPOAL
Figure 1. Polypectomy: hemostatic therapy and laboratory control
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[AOCTaTOYHBIM 151 N30eKaHUsl FeMOPPArnYecKUX OCJI0MXK-
gHenuii. C mesnio UMMYHOJIOTMYeCKOM 0es30rmacHOCTH
Obula MCHOIB30OBaHA IUIa3Ma OT AOHOpa-my>kauHbl [21].
Hosa C3I1 cocraBnsana 500-800 mn/cyrkn, pdFVIII —
1000-2000 ME/cyrtkn. B nocneonepanunonnom nepuope
OTMEYEHO HE3HAYUTEJIbHOE FEMOPPArn4eCcKOe OTAEISEMOe
10 HA30TACTPAJIBHOMY 30H/Y B T€YE€HUE IEPBBIX ABYX CY-
TOK, a TaK)Ke BOBHMKHOBeHUe peakium Ha BBegenne C3I1
Ha 4-e cyTku nocJe onepauuu (4TO CBSIBAHO CO CMEHOM
[AOHOpA) M PasBUTHE KAaTETEP-aCCOLMMPOBAHHOIO IEPH-
dbepuueckoro uebura Ha 7-e CyTKU MOCJe ONepalUMU.
B cBssu ¢ yKasaHHBIMM He)XeJATEeJbHBIMU SIBJIEHUSIMU
rpancdyaun C3I1 6b11n npexpatenst Ha 5-e cyTku nocse
onepanuu, a samecrturensnas tepanus pdFVIII B nose
1000 ME/cyT Gblna sakonuena na 7-e cyrku. Ha 9-e cyr-
ku nocuie onepanuu B koarynorpamme AUTB cocrasisiio

50 ¢, nporpombun no Ksuky — 35 % (puc. 3). B crabuns-
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HOM cocTosiHuM Ha 1l-e cyTku GosnbHas Gblia BhIMHMCaHA
U3 CTallMoHapa JOMOM.

Opnuaxo ¢ ocenu 2018 r. 6onpHas Hayasla OTMEYaTH IO-
ABJIEHUE TPEXHUX >Kasob: MOoNnepXuBaHWE W Kallesb
Bo Bpemst u nocie npuema nuwmu. [Ipu OI'JIC no ne-
BOM OOKOBOII CTeHKe 06Hapy>{<eH AVBEPTUKYJ IIUPU-
noit no 10 mm, ray6unoii ¢ nopsasbHOro Kpas A0 3 mMm,
c serrpanbioro — no 10 mm (puc. 4). Takum obpasom,
y GOJIBHOI KOHCTATMPOBAH PELUAUB NIOTOYHO-MHIIEBO/L-
HOrO AMBEPTUKYJIA, U OHA HYXK[AJACh B OYEPELHOM WH-
Ba3MBHOM BMELIATEJIbCTBE. |pPEeTH dTam ONepaTuBHOrO
JedeHUs] ObLI OCYLIECTBJIEH B OT/AEJEHUM HEOTJOXKHOM
tTopakoabnomunasnbhoi xupypruu I'BY3 <HU1W ckopoit
nomoun um. H.B. Ckaudocosckoro» [I3M. 3a cyrku
no onepaunu ocyuecrsiena rpancdysus C3I1 B o6beme
950 ma (11 ma/kr maccer Tesa), 3a 1 wac no onepauuun —

C3I1 B 06veme 950 mu, Beenen pdFVIII B noze 2000 ME.

PucyHok 2. Stans nepopanbHol SHAOCKOMMYECKOH KPUKOPAPUHTOMUOTOMMY: | — paspes camanctoi obonodku B 06nactu WNopsl AMBEPTHKYNG;
Il — pacceuyernas nepctHemoTodHas meiwua; Il — knunuposarie aedekta CM3UCTON Nocne PACCeyeH s NEePCTHEMOTOYHOMN MbILLLb
Figure 2. Endoscopic stapling of cricopharyngomyotomy: | — incision of the mucous membrane in the region of the diverticulum spurs; Il — dissected
cricopharyngeal muscle; lll — clipping of the mucosal defect after dissection of the cricopharyngeal muscle
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PucyHok 3. Nepopanshas 3HROCKONMYECKas KPUKOGAPUHTOMUOTOMMS: TEMOCTATUYECKAs TePANUs U TABOPATOPHLIA KOHTPOb

Figure 3. Oral endoscopic cricopharyngomyotomy: hemostatic therapy and laboratory control
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PucyHok 4. D30¢paroractpoayofeHoCKonus: peumamns moToYHO-MULLEBOAHOTO AMBEP-
TMKyNa

Figure 4. Esophagogastroduodenoscopy: recurrent pharyngeal-esophageal diverticu-
Jum

Ha momenT nagana onepanmu AYTB cocrasuio 33 ¢, npo-
tpombun no Ksuky — 59 %. Ilpoussenen paspes nepe-
MBIYKU CIIMBUCTOM IPOTSI>KEHHOCTHIO 1,6 cm 10 ocHOBaHMs1
AMBEPTHUKYJIA C IPUMEHEHMEM I'MOKOM 9HIOCKONMYECKOM
TexHUKH. BBINOTHEHO SHIOCKONMYECKOE KJIMINPOBAHUE
KpaeB fedexTa caMsUcTOM Kauncamu. BoabHas nposesna
B cranuoHape 3 cyrok. OcnoxxHenuii He 6bL10.

B nacrosiiiee Bpems cpok HabmoneHust 3a 6osbHOI cO-
craBasier 7/ ner. C mMomeHTa MOCJEIHErO OINEPATHBHOIO
BMELLIATEJIbCTBA I10 TIOBOY IVIOTOYHO-IIUILEBOAHOIO AUBEP-
tukyaa npouio 24 mec. OcHoBaas npobaema y 6om1bHOI
B HACTOsILlee BPEMSI — CIIOHTAHHBINA YMEPEHHBINA KOXXHO-
CJIU3UCTBIN FeMOPParmuecKuii CMHJPOM B BUJIE 9KXMMO30B,
NepUOAMYECKOH KPOBOTOUMBOCTHU fAeceH. B npodunaktu-
9eCKOM 3aMECTUTEIBHON TEPAIINY HE HY K AAETCSL.

OGcy>xnenne

OCobEeHHOCTBI0 JAHHOIO KJIMHUYECKOTro HaOJII0IeHM s
ABJsieTCs HaJauuue y OOJBHOH AByX peakux sabosesa-
HUIi: HACJIEICTBEHHOIO COYeTaHHOro Aedunurta pakTopoB
ceeproiBanus kposu V u VIII u nuseprukyna Ilenkepa.
Huseptukyn llenkepa (r10TOYHO-MUIIEBOAHBIN, TIUIO-
(papuHreanbHBIA IUBEPTUKYJ) — peaKasl MaToJOrUs TH-
LIEBAPUTEIBHOIO TPAKTA, PACIHPOCTPAHEHHOCTh KOTOPOU
cocraBasier 1-1,6 % or Bcex muBepTHKY/IOB nuIIEBOAA.
OTO NMaToJOrMYecKoe MeHIKOOOpasHoe BbINsTYUBAHUE CITH-
3UCTOM ODOJIOUKM 3aHEN CTEHKU TOPTAHOINIOTKU MEK/LY
HU>KHUM KOHCTPUKTOPOM IVIOTKU U IEPCTHEBUIHO-IJIO-
TOYHOM MBIIIEN. Hpnanof/'I o6pa30BaHI/m TJIOTOYHOTI'O
AMBEPTHUKYJa CYUTAETCSl HEKOOPAMHUPOBaHHas pabo-
Ta MEPCTHEBUAHO-IJIOTOYHOM MBILILBI U KOHCTPUKTOPOB
[VIOTKY BO BPEMsI aKTa IVIOTAHMSI, YTO NPUBOAUT K I1OBbI-

IIEHUIO ABJEHUs] B FTOPTAHOIVIOTKE U 0OPa30BAHUIO Mell-
KOBU/IHOT'O BBINTSTYMBAHU sl CIUBUCTON obosouku. [Iponanc
CAMBUCTON ODOJIOYKYM uYepe3 MBIILIEYHbIA CJIOH MPOUCXO-
JUT B 30HE HAVMEHBIIETO COIPOTUBIIEHUSI MEXK Y KOCBIMU
BOJIOKHAMHU LIUTOBUAHO-IJIOTOYHOM U FOPU3OHTAJIBHBIMU
BOJIOKHAMHU [I€PCTHEBUAHO-IJIOTOYHOM MBILILBI B TAK Ha-
abiBaemom TpeyrosnbHuke Kunnunana. 3abonesanue uawe
[ebITUPYeT B MOKUJIOM BO3PACTE, YTO CBSI3AHO C BO3PACT-
HBIM yMEHBLIEHUEM YIPYTOCTH U 3JIACTUIHOCTH MBILILL
nuwesoaa. Hannaue nusepruxyna Llenkepa c Beipasken-
HBIMM KJIMHUYECKUMU MPOSIBJIEHUSIMM SIBJISIETCS ITOKA3a-
HUEM K OllepaTUBHOMY JeueHuo [22, 23].

B oreuectBeHHO nmMTEpaType MMEIOTCS JIMIIb €QU-
HUYHBbIE IyOJMKALWM, TOCBSILIEHHbIE JIEYEHHUIO O0O0JIb-
HBIX C HACJIe[ICTBEHHBIM coueTaHHbIM aedunurom FV
u FVIIL Oro cesisano, B nepByto ouepenn, ¢ PeAKOCTHIO
nannoit naronoruu (1:1000000 B o6weit nonyasiuun) [2,
15], orcyrcTBHEM HACTOPOXKEHHOCTH Bpadel, MX MaJsod
OCBEIOMJIEHHOCTBIO O PEAKUX HACJEACTBEHHBIX KOAry-
JONATUSIX U OFPAHUYEHHBIMU JAOOPATOPHBIMU BO3MOYK-
HOCTAMHM BO MHorux pernonax. CormacHo esponeiickum
U aMEPUKAHCKUM PEKOMEHAALMSAM, NP NPOBEAEHUU
3aMeCTUTEJIbHOM T'eMOCTaTUYEeCKOU Tepanuu y OOJIBHBIX
¢ HacseACcTBeHHBbIM codetanHbIM aedpunurom FV u FVIII
AJISL JOCTHSKEHU S FEMOCTa3a HEOOXOAMMO HOALEP>KUBATD
aktuBHOCTh FV He menee 15 %, FVIII — ue menee 50 %
[2, 20]. Ognako HEBO3BMOXKHOCTb KOHTPOJISI 9TUX [1OKA3a-
Teslell B HECHELMAIU3UPOBAHHBIX YIPEXKAEHUSX 3aCTaB-
JIsleT OPUEHTMPOBATHCSI HAa CKPUHUHIOBBIE MAapaMETPBIL:
AYTB, orpasartoiiero akTHBHOCTb paKTOPOB BHYTpeHHe-
ro myTu cBeprbiBanusi Kposy, B Tom uncie FVIII, u npo-
Tpombuna no KBuky, BbISBASIOIIErO HAPYLIEHUS AKTUB-
HOCTH (PAKTOPOB BHEIIHErO IIyTH CBEPTBIBAHUS KPOBU
(I1, V, VII, X). B onucasHOM KJIMHHYECKOM HaOJIOLeHUHI
aHAJIM3 apaMeTPOB reMOCTa3a IIPU IIEPBOM OIEPATHBHOM
BMELIATEJbCTBE MO3BOJIUJ 3aKJIIOYUTh, YTO He TpebyeT-
Csl IOJTHOM KOMIIEHCALIMU CKPUHUHIOBBIX IOKasareJlel,
u nopaepskanue AUTB B npepenax 50 ¢, a nporpombuna
no Keuky — B npepenax 50 % sasasercs mocrarounsim
Il TIPeayHpPeXKAeHUs] FeMOPPAruYeCKUX OCJIOKHEHUM
B nepuornepanonHom nepuone. Pacuer nos miist BBegenus
C3II u xonuenrpara FVIII cinoxxen u saBucur or kiau-
HUYECKUX MPOSIBJIEHUM, AaKTUBHOCTU COOTBETCTBYIOLIUX
dakropos ceeproiBanus kposu B niasme. C3I1 asasercs
YHUBEpCaJbHOM IreMOCTAaTUUYECKOM CPeIoH, coaeprKalleit
u FV u FVIIIL YTobs1 nzberxars TPOMOOTHUECKUX OCITOMK-
HeHu# npu couetanHom HasHadyeHun C3I1 u konuenrTpara
FVIII, pacuernas nosa konnenrpara FVIII nonxna 6pits
yMmenblieHa o cpasaenuio ¢ gosdamu FVIII, nasnavaemsix
6onbHbIM remopuineit A. B ciayuae neaddexrusnocTn
rpancdysuit C3I1, anbrepnaTnsHOi remocTaTn4yeckoi Te-
panueil Mo>KeT OBITh MCTIOIB30BAHUE KOHIEHTPATA TPOM-
6ouuTos: okoso 20 % FV obnapy>kusaercs B O-rpaHyiax
[3, 24]. Tax>xe onucans! ciayuan apdpexTuBHOrO NIPpUMeEHe-
HUS PeKOMOMHAHTHOTO AKTUBUPOBaHHOTO akTopa CcBep-
teiBanus kposu VII (snrakor anbda akTuBHpoBaHHOrO)
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[20], onHako ero ncnosb3oBaHue SABISETCS IPUMEHEHHUEM
no HeyTBepskAeHHbIM nokasanusm («off-label>).

Jpyrum HepelleHHBIM BONPOCOM SIBJSIETCS AJIMTEJb-
HOCTb NpOBeAeHUst remocrarnueckoil tepanun. OpHum
13 HeOOXOAMMBIX yCJIOBUH 3a)KUBJIEHUSI XUPYPrUYeCKUX
PaH SIBJISETCS TNOAJEP’KAHUE [OCTATOYHOW AKTMBHOCTHU
dbakropos ceeprbiBanus kposu. OgHAKO AIUTENbHAS Te-
panus 6onbmnmu obovemamu C3I1 mosker npusecTu k Bo-
nemuueckoii neperpyske [3]. B onucannom nabmonenun
aauTenpHoCTh remocratudeckoit Tepanun C3I1 6buta co-
KpallleHa B CBSI3M C HEXKEJIATETbHBIMU SIBJICHUSIMU, CBSI3aH-
Heimu ¢ tpancdysuamu. OTcyTCTBUE remMopparnyeckux
OCJIO’)KHEHUIi Tocsie oTMeHbl TpaHcdy3UOHHONH Tepanuu
B MO3/HEM I10CJIEONEePAIlMOHHOM NepUO/IE MO3BOJISIET Cle-
JIaTh BBIBOJ| O BO3MOXXHOM COKpAIlleHUU CPOKOB IeMOCTa-
TUYECKON TEpanuu NpU NPOBEJEHUU MAaJOMHBA3UBHBIX
BMmewareabcTs (Ha 8- CyTKM — IocJie mepBoOi onepanuy,
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7-e CyTKM — TOCJIe BTOPOHM U Ha 3-U CyTKM — TIOCJIE Tpe-
ThEro MaJIOMHBA3UBHOI'O BMEIIATEbCTBA).
Xupypruueckoe JieueHre OOJBHBIX C HACJEACTBEHHbBIM
couerannbim pepunurom FV u FVIII — komnuexcuas
npobsema, TpeQyrolasi B3aUMOJEHCTBUS TEMATOJIOrOB,
XUpYypros, TpaHcdy3UoIoros,
cayx6bl. [Tonbop cxembl mepuonepanMoOHHON remocTa-

Bpaueil JsabopaTopHoOii

THUYECKOU TeEpanun OOJIXKE€H 6bITb NpoOu3BEAEH C y4YEeTOM
aHaMHe3a 6OJII:>HBIX, IJIA3MEHHOM aKTUBHOCTH COOTBET-
CTBYIOIINX Cl)aKTOpOB CBEPTBhIBAHUA KPOBU M aHaJIM3a 1a-
pamMmeTpoB KoaryJjorpammsal ¢ COOCTaBJI€HHUEM KJIMHHNYC-
CKUX HPOHBJIeHI/Iﬁ. HPI/I BI)I6OP€ XHPyPI‘H‘{ECKOﬁ TAKTHUKH
cjaeayeTr oraaBarb NpEeANOYTEHHME MAJIOMHBA3MBHBIM MeE-
TOAAM, YTO IIO3BOJISIET YMEHBIINTDH TPABMAaTU4Y€CKOE BO3-
I[efICTBI/Ie Ha OpraHmM3M, YMEHBIINTb PUCKHN KPOBOIIOTEPH
1 COKPpaTuTh CPOKMN remMmoCcTaTu4eCKOu Tepanuu 1 npe6b1—
BaHMA INallMEHTA B XU PDYPruieCKom craqmoHape.
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