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There were two pediatric patients under our supervision at Saint- Petersburg State Pediatric Medical University clinic from 2018 to 2019 with
type 3 disease of von Willebrand, who needed the surgical treatment. The surgery was made with Haemate® P which is used as for long-term
prophylaxis, as for short-term prophylaxis with surgical treatment for disease of von Willebrand. Application of Haemate® P was 100 %
successful in both cases.
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BBenenue

bonesns Bunneopannga (bB) — Hanbosee pacnpoctpa-
HEHHOE HAaCJIeICTBEHHOEe HapyllleHHe CBepPThIBAIOLIEH
CHCTEMbI KPOBHU, KOTOPOE OOYCIOBICHO KOJIMYECTBEHHBIM
U/WIM KaueCTBEHHBIM nedekToM (akropa Buinedpanna.
B 3aBucuMocTH OT xapakTepa HapylleHuil akTtopa Bu-
JiedpaHa BBIACHSIOT 3 OCHOBHBIX TUIa 0osie3Hu. HanGo-
Jiee TSKEJIbIM 1 PeIKO BCTPEYaroIIMMCes SIBJISIETCST 3-1i TUTI
BB, 0CHOBHBIM MAaTOTeHETUYECKUM TTPUHLIMIIOM JICYSHMSI
KOTOPOTO CJIY>KUT 3aMECTUTEJIbHAsL Tepariist KOMOMHUPO-
BaHHBIMU KOHLIeHTpaTamu ¢dakTopoB VIII u Buiedpana
(Temate®I1u Bunare). CrienyeT oTMETUTD, UYTO 3aMECTUTEITb-
Hasl TTaTOreHeTUYecKasl Teparnusi IPUMEHSIETCSI HE TOJIbKO
npu bB 3-ro Tumna, Ho TakXe y MalMEHTOB CO 2-M TUIIOM
BB ¢ kauectBeHHBIMU AedekTamu akTopa Bumiedpanma
u ¢ BB 1-ro TMna mpu BbIpa)k€HHOM TeMOopparnuyeckom
cuHapome. B MupoBoIi MpakThKe HaKOIIeH OOJbILION
ONBIT MPUMEHEHUS] JaHHBIX IpenapaTroB IpU XUPYPIU-
YeCKMX BMeEIIATeIbCTBAaX KaK y B3POCIHbIX, TaK U y JAeTei
[1—3]. OnHako B OT€YECTBEHHOI JIUTepaType MaJio CBele-
HU 00 X UCTTOB30BaHUM MPU onepauusix y aeteii ¢ bB.

IMon namum HabmogeHueM ¢ 2018 mo 2019 . Haxo-
IUINCH 2 MalMeHTa AETCKOro Bo3pacra ¢ 3-M turom bB,
KOTOPBbIM OBLIO TPOBEACHO OIlEPaTUBHOE JICYEHHME Ha
6aze k1uHuk CIT6TTIMY.

HMHTepecHbIM MpEACTaBseTCS Cyvail MpoBeAeHUs
OIepaTMBHOIO BMEIIATEIbCTBA 10 TTOBOJTY apTEPHOBEHO3-
HOI Manb(opMaluu JaeBoil BUCOYHOI odnacTu. Cocynu-
cThie MaibopMalMu y naiueHToB ¢ bB Obl1u BnepBbie
onrcanbl B 1960 1. nokropoM Armand Quick [4]. YacToTra
BCTPEUAaEMOCTHU aHTUOAKMCIUIA31Id BapbUPYET B 3aBUCUMO-
ctuortuna bB. [1pu o6cnenoBanuu 4503 nauueHTos ¢ bB
YCTaHOBUJIM, YTO aHTMOIUCILIA3KS TIPUCYTCTBYET Y 00JIb-
HBIX C JAe(ULIMTOM BBICOKOMOJIEKYJISIPHBIX MYJIBTHUMEPOB
¢axropa Bumaneopanna (HMWMVWEF). Anruoaucnna-

3us1 Habmonanach y 2 % co 2-m u y 4,5 % nauueHToB
¢ 3-m tunom BB [4]. Acconmanusi Mexay aHTMOAMC-
Ia3ueil M KeJyIO0YHO-KUIIEYHBIMUA KPOBOTECUCHMUSI -
MM BIepBble ObLia onucaHa B 1976 . Ramsay [4], oHa
XapaKTepu3yeTcsl pacIIMPEeHNeM Kall/UISIPOB U XPYIIKOM
JUC(PYHKLIMOHATBLHOMN COCYAUCTO ceThio [5]. AHTMOAMC-
IJIa3usl — OCHOBHAsI TMPUYMHA XEIyTOUYHO-KHUIICUHbBIX
KPOBOTEUYECHUIA y MOXMUIBIX U MAllMEHTOB CPEIHEro BO3-
pacra B o6uiei nmonynsuuu (2,6—6,2 %) npu tune 2A BB
¢ n3ospoBaHHbBIM gedpurmtom HMWMVWE [6].

Kmnauveckwuii cygaii Ne 1

Iauyuenm K.AJ]., 13 aem, ¢ 05.12.2018 no 27.12.2018
Haxoduacs 6 omdeaeHuu cocyoucmoii xupypeuu CII6TTIMY
C OCHOBHBIM OUACHO30M: APMEPUOBEHO3HAS MANLGHOPMAlUs
21e60il sucouHoll oonacmu, 3-it mun bB, maxcenoe meuenue;
CONYmMcmeyouuil OUazHo3 — aymoUMMYHHbLU MUPeououm.

U3 anammuesa uzeecmno, umo ouaeno3 3-ii mun BB,
macesoe meuenue (akmuernocmo paxmopa VIII — 1,3 %,
akmuenocms ¢pakmopa Buanebpanda — 0,4 %, anmueen
gaxkmopa Buaneopanoa < 1 %) ycmanoenen ¢ Hzmaiinos-
CKoll demcKoll Kaunuueckoll 6oavHuye (e. Mockea) é urone
2006 2. 6 sozpacme 6 mecaues. Hacreocmeennuiii xapaxmep
3aboneeanusi ompuyaemcs. llposeaenus: ¢ panneeo 0emcko-
20 603pacma 6 8Ude KONCHO20 2eMOPPaUHecK020 CUHOpoMA,
PeuUoUBUPYIOWUX HOCOBLIX KPOGOMEUEHU, 2eMapmposa
npasoeo 1V nacmuo-ghanraneogoeo cycmasa (2014 2.), peyu-
QUBUPYIOUUX 2eMAaPMPO308 16020 20AeHOCHIONHO20 CYCMA-
6a ¢ pazeumuem XpoHuueckoeo curnosuma (2018 2.) u apmpo-
namuu I cmenenu. KooxcHo-cauzucmolil eemoppacuuecKuil
CUHOPOM U 2eMapmpo3bl SAGUAUCL OCHOBAHUeM 045 HA3HA-
YeHUus NPOQUAAKMUYECKOU  3aMeCmMUmenbHoll  mepanuu
axmopamu. [Tlpogurakmuuecikoe neuenue npoeOOUIOCH
¢ 2006 no 2012 2. npenapamamu gpaxmopa VIII; ¢ 2012 e. —
KomOuHuposanuvim npenapamom gaxmopos VIII u Buane-
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opanda (ITemame® I1) 6 doze 500/1200 ME 3 pasza é nedearo
¢ HedoCMamouHbiM KAuHU4eckum sgpgpekmom. B cés3u ¢ nus-
KOIl npueepiceHHOCmblo podumeneil K Ae4eHUr0 NayueHm
noay4an 3amecmumensHyo mepanuto HepeeyaspHo. B 2014 e.
001bHOU KoHCYabmupogan 6 lopodckom ueHnmpe no nee-
Huto eemogpuauu, 6610 NPoeedeHo GapmMaKoKuHemu4ecKoe
uccnedosanue. Tlonyuennoie pesyrbmamol cgudemenbcmeo-
8asu o HedocmamouHoil npopuiaKmu4eckoil 003Uposxe
npenapama. Pexomendosano npoeederue npoguiaKkmuxku
npenapamom lemame® I 6 pexucume 1000/2400 ME 3 paza
8 Hedento, 00HAKO pooument He NPUOEPICUBANUCH HAZHAYEH -
HOU mepanuu.

B konue cenmsabps 2018 e. mamepoto pebeHka 6bi10 cay-
YaiiHoO 3ameueHo MseKOMKAHHOe 00pa308aHue 6 GUCOHHOU
obaacmu caesa.

[layuenm 6Obi1 00cnedosan no mecmy JcUmMeNbCmMed
(e. Bonoeoa). 28.09.2018 nposedena penmeenoepaghus
yepena 6 2 npoeKyusx — KOCMHOU NAmMoao2UU He Gblsisiae-
Ho. Yavmpaseykoeoe uccaedoganue MaeKux mKaneil 20108bl
om 28.09.2018 — 6 6ucouno-100H0li obaacmu 201066l creda
BU3YANUBUPYEMCS  AHIXO2eHHOe 00pa3oeanue AUHEUHOU
gopmot pazmepamu 31 < 2x 6 MM, KOHMYPbL HeMKUE, HEPOE -
Hble ¢ nepemsdIcKol, cmpykmypa o0HopooHas. B pexcume
48emogozo 00NAepo8CK020 KAapmMupo8aHus 6U3yaiusupy-
emcs.  8biCOKOCKOPOCMHOU XAOMUYHBIL  MYpOYAeHMHbLI
KPOBOMOK.

Ilpu nocmynaenuu 6 kaunuxky CIIOTTIMY 6 omdenrenuu
cocyoucmolil xupypeuu npoeedena MazHUmMHO-Pe30HAHCHAs
momoepagus ¢ KOHMPACMHbIM YCUAeHuemM — Hamoao-
2Ul 20/108H020 MO032d, AUKBOPHOI CUCMEMbl He Bbl6AEHO.

Tabmuua 1. Onpedenerue nokazameneii eemocmasa

Table 1. Determination of hemostasis indicators

Ilo xody eemeeii nosepXHOCMHOI BUCOUHOI apmepuu 8uU3y-
anu3upyemcs. paculupeHHas, nyabcupyrouas cocyoucmas
cemo. AycKyabmamueHo 8bICAYUIUBACMCS CUCOA00UACMO-
AUMECKULL WYM.

Ilpedonepayuonnbiii duaeHos: cocyducmas manrvgopma-
yus mKaneil €60l 8UCOUYHO-100HO-MeMeHHOU 0baacmi.

03.12.2018 nauyuenmy npogedeHo ¢hapmakoKkuHemuye-
cKoe uccaedosanue — onpedeneHue nokazamenel 2emocmasa
do u uepe3 30 mun nocae esedenusi npenapama lemame® I1
500 + 1200 ME u3 pacyema 11 ME/xe maccoi meaa no
gaxkmopy VIII:C u 26 ME/xe maccoi meaa no pucmouye-
MuH-KOpaKmopHoll akmuserocmu, éec nayuenma — 47 ke
(maba. 1).

Jannvle papmarxokunemuueckoeo uccaedosanus ceuoe-
MeAbCMEYIom 0 MOoM, Ymo 0451 NPOBEOeHUsl XUPYPeUHecK020
emeuamenvcmea 3a 30 mun do onepayuu Heobxo0umo 660-
dumo 1000 + 2400 ME npenapama Iemame® I1.

12.12.2018 evinoanena onepauus (Ha goue esedenus 3a
30mundoonepayuu 1000+ 2400 M Enpenapama lemame®I1):
ycmpaHeHue — apmepuo8eHO3HOU  Manvgopmayuy  1egoil
sucouHoli obaacmu. M3nauaisHo npouseodunace pasmemka
eemaell 8UCO4HOU apmepuu. Boinoanenst 2 nonepeunsix pas-
pesa dnunoil 1cm, 3amem gvidenenvt 2 emau (puc. 1), 63samol
Ha mypHukembl (8UOHA NYAbCAyus, CMEHKa apmepuu opsi-
o6nas, uzeumas). Ilpusodsujue KoHubl apmepuil npouwUmbsl,
nepeeszansl Humoto 4/0. Bckpoim npoceem cocyoa, 6eedeHo
5 gppaemenmos kemeyma 4/0. Ilepugepuueckuii koHey nepe-
8a3an. Cocyobl nepeceuervl. Kposomeuenus nem. Bo epems
onepauuu egedeno 300,0 ma pacmeopa Puneepa, no oxonua-
Huu — cmepoghyHoun uzomonudeckuii 250,0 ma.

Bpewms cBepThiBaHMS KpoBHU 10 JIn—VYaiity
Lee—White clotting time

AKTHBHMPOBaHHOE YaCTUYHOE TPOMOOTIIIACTUHOBOE BPEMSI
Activated partial thromboplastin time
KaonuHoBoe Bpemst

Kaolin clotting time

®akrop VIII

Factor VIII

®akrop Buinedpania (aKTHBHOCTD)

Von Willebrand factor

AHTUTeH hakTopa Bunedpanma

Antigen Von Willebrand factor

AKTUBHOCTb 110 KBUKY

Quick prothrombin test

MezxayHapoHoe HOpMaI30BaHHOE OTHOLICHUE
International normalized ratio

DubpuHOreH

Fibrinogen

Yuciio TpoMOOIIUTOB

Number of thrombocytes

Arperanusi TPOMOOIIMTOB C PUCTOLIETUHOM
Ristocetin-induced platelet aggregation

12 MuH 8 muH 40 ¢ 5—11 mun
12 minutes &8 minutes 40 seconds 5—11 minutes
2,07 ¢ 1,40 ¢ 0,8—1,1¢c
2.07 seconds 1.40 seconds 0.8—1.1 seconds
105,1 ¢ 76 ¢ 60—90 ¢
105. 1 seconds 76 seconds 60—90 seconds
4,1% 33,3% 58—160 %
0,4 % 32,7 % 55—-160 %
<1% 50,8 % 55—-165 %
80,50 % 73—120 %
1,10 0,86—1,16
2,77 v/n 2,0-4,0r/n
2.77¢g/l 2,0-4,0g/1
325 x 10° 180—360 x 10°
2% 48 % 76—101 %
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Puc. 1. Buidenenue semeeii 6ucouroii apmepuu

Fig. 1. Isolation of branches of the temporal artery

Ilocae emewamenvscmea cocmosinue y0061emeopumens-
Hoe, camouyscmeue He cmpadaem, meveHue panHe2o nocae-
onepauuonHo2o nepuoda eaadkoe. Illevr cocmosmenvhbl,
eemamom Hem (puc. 2).

Puc. 2. Cocmosinue wieos 6 nocireonepayuoHHom nepuooe

Fig. 2. State of sutures in the postoperative period

B xo00e nocaeonepauuonHoco KOHMpoOAs 2emoenobun —
135 e/n.  3amecmumenvuyro  mepanuro  npenapamom
lemame® I1 6 nocaeonepayuonnom nepuode npogoousu 0o
NOAHO20 3aHCUBACHUSL PAHbL 6 MeyeHue 7 OHell nocae emeuld -
meabcmea no caedyrouieil cxeme: 8 deHb onepayuu yepes 124
nocne ee oKoHuaHus ObL10 8HYmMpuseHHo esedero 1000 +
2400 MFE npenapama lemame® [I; 3amem c nepgvix no
7-e cymku 66oduau 1000 + 2400 ME npenapama lemame® I1
1 pa3 6 denv. I[locne gvinucku peKkomeHO08AHO pecyasipHOe
npogedeHue NPOYUAAKMUHECKO20 AeHeHUs NPenapamom
Temame® I1 1000 + 2400 ME 3 pasa é nedeanio.

Cnedyem ommemums, 4mMO KAUHUYECKAS CUMYAUUs
nompe608ana MAcCUGHOI 3aMeCmMUmenvHol mepanuu npena-
pamom lemame® I1 ¢ nocaeonepayuonrnom nepuode. Januvie
K0aeynoepammol, nposedeHHbvle KaK 6 paHHeM Nnocmonepa-
YUOHHOM nepuode, Mak u 6 nociedyioujue OHU, He GbIAGUNU
HaxonumenvHoeo 3hpexkma co cmoponvt Gaxmopa VIII.
Jlannblii nokazamens 6ax3ceH ¢ MOYKU 3PEHUs PUCKA PA3GU-
mus mpombosa. Hamu ommeueno noswvienue paxmopa VIII
6 npedenax (OuU3UON0UMECKUX 3HAYEHUI: 8 Nnepevle CYMKU
nokazamens docmuean nAamo, a 8 OaAbHelumeM — CHUNICAACA.

Ilocae chamus weoe pamvl 3axCulU NEPEUYHBIM HAMS-
acenuem. Ha §-e cymku ommeueno nosienerue 601e3HeHH020
UHpUALMpPAMA 6 KAemuamKe 8 NOCACONepayuoOHHOU 30He.
[Tloayuan anmubaxmepuarvhyio mepanuio, mecmuoe jieue-
Hue. [lpuznakoe unguuuposanus Koxcu U MseKux mrauei
He Ovl10. B dunamurxe pasmepol unguasvmpama u 604e60ii
CUHOPOM YMEHbULUAUCD.

Kmmaugeckwmii corygait Ne 2

Bmopoit cayuaii maxkace demoncmpupyem s¢hghexmue-
HOCMb  NAMO2EHeMU4ecKol 3amMecmumensHoll  mepanuu
npenapamom lemame® Il npu nposedenuu opmoneduueckoii
onepayuu hayuenmxe ¢ 3-m munom bB.

Hayuenmra C., 7 riem, nocmynuaa no HanpagAeHur u3
Pocmosa-na-Jlony 6 xupypeuueckoe omdeneHue opmoneduu
u mpaemamonoeuu CII6TTIMY 24.05.2019 c¢ acarobamu
Ha 604U U HapyuleHue NOOBUICHOCMU 8 5-M nanvle 1e6oll
Kucmu. M3 anamuesa uzeecmuo, 4mo nayueHmka cmpaoaem
3-m munom BB, msaxcenoe meuenue (akmusrnocms ghpaxmo-
pa VIII 2,1 %, akmugnocms ghakmopa Bunnebpanoa 0,4 %,
anmueen gpaxmopa Buaneopanoa < 1 %).

Juaenos pebenky ycmanoeaen Ha nepeom 200y HCU3HU.
Hacaedcmeennoiii xapakmep 3a001e6anUs OMPULACMCS.
Iposeaenusi: c panneeo demcko02o 803pacma 6 8uoe KOICH020
2eMOPPasUMecK020 CUHOPOMA (MHOMCECBEHHbIE IKXUMO3bL,
nemexuanvbHas Coinb), PeuuousUPYIOUUX HOCOBbIX KPOBO-
meuenull, peyudUSUPYIOUUX 2eMAPMPO306 20AeHOCHONHbIX
cycmaeos, uauje 1e6020. XpoHU4eCKUil CUHOBUM 1€6020 20/1e-
HocmonHoeo cycmasea. llauyuenmika peeyaspHo npoeooum
npogurakmuyeckoe neveHue KOMOUHUPOBAHHBIM NPenapa-
mom paxmopa VIIl/pakmopa Buanebpanoa (lemame® I1)
8 doze 500/1200 ME 3 pa3a 6 nedeato ¢ docmamo4HbiM
KauHuyeckum agpgexmom. Ilokazanuem 041 HazHaue-
HUs NpopUAAKMUYECKOU MmMepanuu NOCAYICUAU MAKICe
KOJCHO-2eMOppazu4ecKuil CUHOPOM U eeMapmpossl, Hmo
nepexauKaemcst ¢ OQHHbIMU MeNCOYHAPOOHBIX UCCAe008AHULL,
8 KOMOPbIX OMMEHeHO, Mo NOKA3AHUAMU 051 NPOPUAAK -
mu4ecKkoll mepanuu 6 60AbULUHCMEE CAYHAEE AGAIOMCS IMU
ace cumnmomnl [7]. J.C. Gill et al. pekomendyrom nposodums
3aMeCmUmMenvHylo mepanuio Kak npu peyuousupyrouux
KpOBOMeHeHUsIX U3 CAUZUCMBIX, MAK U nPU PeUuuOU8UPYIOUUX
KposomeueHusix opyeux aoxaausayuii. Hecomnenno, éaxcro
npoeooums NPOPUAAKMUKY KPOBOMeHeHUs. NPU ONnepamue-
HoM emewamenvcmee [8].

U3 anamuesa 3zabonesanus nayuenmxu: 21.05.2019
noayuuna mpaemy, ynae na yauye. Ilo mecmy scumenvcmea
npogedena UMMOOUAUZAUUS KUCTU.

Ha momenm eochumanu3ayuu c8exicux eemoppasudeckKux
nposienenuil e ommeueno. Ilayuenmixa ¢ u30biMOUHbIM
gecom (8ec be3 odedxcovl u odyeu — 38 ke). Ilpu noxodxe
wadum Aeeblil 20/1eHOCMONHbLI CYCMas, ONOPd HA HOCOK.
Mecmmno: 5-1i naney ne6oii Kucmu omeuer, eunepemuposa,
bonesnennvlll npu ocmompe. IIposedeno penmeenogckoe
06caedosanue: INUPU3C0AU3 NPOKCUMAAbHOU (araneu 5-eo
naavya nesoil kucmu (puc. 3).

Ha ocrosanuu O0auHbIX KAUHUKO-DEHM2EHON02UHECKO020
00c1e008aHUs NOKA3AHO ONEPAMUBHOE AeHeHUE.

B 2018 e. nposedeno papmaxokunemuueckoe uccae-
dosanue do u nocae sedenus 500 + 1200 ME Temame® I1
(13,5 ME/ke no cpaxmopy VIII u 32,4 ME/ ke no pucmouye-
muH-KogpakmopHoil akmusrHocmu) (maoa. 2).

OnepamuesHnoe eémeuiamenbcmeo NpoooUNOCy HA (PoHe
3amecmumenvroi  mepanuu npenapamom Ilemame® II:
3a 30 mMun 00 Xupypeuueckoeo 8meuamenscmea 66e0eHO
1000 + 2400 ME. Boinoanena 3axpbimas peno3uus KOCm-
HbIX OMAOMKO8 8 Mecme nepeioma Memanioocmeocurme-
30M 6 00aacmu NPOKCUMAALHO20 Mema’snu@u3a O0CHOBHOUL
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Puc. 3. Penmeenoepamma aegoii kucmu 00 0nepamueHo20 6Meulamenbcmeda
Fig. 3. X-ray of the left hand before surgery

gananeu 5-e0 nanvya (puc. 4). CocmosiHue KOCMHbIX
omaomkos yoosaemeopumenvroe (puc. 5). /s ymeHvueHus
603MOJICHOL MPABMAMU3AYUUL U CHUNCEHUS PUCKA 2eMOppa-
2UYeCKUX 0CA0ICHEHUL KOCMHble OMAOMKU 3AQUKCUPOBAHbL
UHMPaMeOYANSPHOU YCMAHOBK O UHBEKUUOHHOU UebL.

B nocaeonepayuonnom nepuode npo8oouacs MOHUMOPUHR
nokasamesnell 2eMocmasa 8 yeasx payuoHaAbHO20 6bloopa
mepanuu (maoba. 3).

3amecmumenvHyro mepanuto npenapamom lemame® I1
8 HNOCAeoNnepauioHHOM nepuode npogoouau 00 NOAHO20
3adxcueneHus panel 6 meveHue 3 OHell nociae onepayuu no
caedyroueir cxeme: 1000 + 2400 ME na esedenue ympom

Tadmuua 2. [lokazamenu naasmeHHO20 36eHa 2eMOCmasa

Table 2. Indicators of the plasma level of hemostasis

Puc. 4. Penmeenoepamma, nposedennas 6o epems peno3uyuu

Fig. 4. X-ray picture during reposition

u 500 + 1200 ME na sgedenue euepom, 3amem 6 meueHue
4 cymok no 500 + 120071000 + 2400 ME na egéedenue uepes
denv. Cnedyem ommemums, 4mo NpuU OAHHOU MACCUBHOI
3amecmumensHoll mepanuu 8 NOCACONePAyUOHHOM nepuode
makoice He OblA 3aPUKCUPOBAH HAKONUMEAbHbLI dPhexm co
cmopoubt gpaxkmopa VIII 6 koacyroepamme. Axmuerocmo
gaxkmopa VIII 6 nocaeonepayuornnom nepuode Kosebaracs
om 98 do 132 % — 6 npedenax peghepeHCHbIX 3HAHEHU].

Yepes 25 dueil nocae onepauyuu cnuyy yoaruau. 3ame-
CMUMeNbHAs 2eMOCIAMUYecKas mepanus npu 3mom npogo-
Junace aHaN02U4HO 3aMeCmMUmMenbHol mepanuuy npu evino-
HeHUU eMelamenbcmad.

AKTUBUPOBAHHOE YaCTUYHOE TPOMOOILJIACTUHOBOE BPEMSI 1,75¢ 1,16 ¢ 1,21 ¢ 0,8—1,2¢
Activated partial thromboplastin time 1.75 seconds 1.16 seconds 1.21 seconds 0.8—1.2 seconds
®akrop VIII
6,90 % 48,90 % 40,00 % 50—-200 %
Factor VII1
®akrop Buedbpanna (aKTHBHOCTB)
0,40 % 62,00 % 2,70 % 50—150 %
Von Willebrand factor
AwnTHrex dakropa Bumiedpanga
baxrop par <1% 86,00 % 10,90 % 55-165 %
Antigen Von Willebrand factor
AKTMBHOCTH TI0 KBHKY
. . 88,50 % 73—120 %
Quick prothrombin test
Me apoJHOe HOPMAIM30BAHHOE OTHOILICHIE
AIVHAPOATOE HOP 1,07 0.86-1,16

International normalized ratio
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Puc. 5. Penmeenoepamma: pesyavmam onepamugnoeo neueHus

Fig. 5. X-ray: the result of surgical treatment

B ce53u ¢ mem, umo y nayuenmku Haba00arOmMes peyu-
dugupyroujue  eemapmpo3bl  204eHOCHONHBIX — CYCMAB08,
6 danvHeluem peKoMeHO08AHO NPOBedeHUe PecyasPHO20 NPO-
Qurakmuuecxoeo neuenus npenapamom lemame® I1 1200 +
2400 ME 3 pasa 6 nedearo.

Oo6cyxaeHue

D PpeKTUBHOCTH HCIIOJIb30BaHUST npernapara
Temare® I1 npu Xupypruyeckux BMeEIATeNIbCTBAX COOT-
BETCTBYeT AaHHbIM JuTepaTypbl. Hampumep, B 2002 1
I. Scharrer ony6iukoBan coobiIeHue ¢ oleHkoit 111 ciy-
YyaeB XMPYPrMYECKUX BMEIIATEIbCTB (32 MCKIIOYEHUEM
aKcTpakuuu 3yooB) y 103 maumeHntoB ¢ BB; omepaiumn
MPOBOAMIUCH B Tiepuof ¢ 1984 1o 2002 ., 76 U3 HUX ObLIU
opronenuueckumu [9]. Panee A.A. Kurth et al. mpencra-
BWIN 15-JICTHUIA OIBIT IIPOBEACHUS XUPYPTUIECKUX BME-
marenbcTB y 43 manueHToB ¢ BB [10]. O0wmmii KiinHuye-
CKUIi pe3y/ibTaT y 3TUX OOJIbHBIX, IEPEHECIINX CYMMAapHO
111 xupypruyeckux BMeIIaTeIbCTB Ha (oOHE Teparnuu
npenapatoM [emare® I1, B 99 % ciyuaeB xapakTepu3oBa-
¢S KaK OTJIMYHBIN/Xopoluii. Psa mauueHToB C Jierkoit
¢dopmoit BB Hyxxpanuch B mpoBeaeHUU TPOPUIAKTUKNA
TpoM0030B. B 103 mpoaHanu3MpoBaHHBIX CIy4asiX TPOM-
003M00IMYECKUX COOBITHIT He HabMomanoch [9].

B nmanHoO#t paboTe mpencTraBiaeHbI pPe3ysbTaThl Orepa-
TUBHOTO BMEIIIaTebCTBA Y TALIMEHTOB ¢ 3-M TunoMm bB Ha
¢oHe nmpumeHeHus npemnapata [emare® I1. Ero ucnons-
3oBaHue 6bU10 100 % 3heKTUBHBIM B 000UX CIydasix,
KOHTPOJIb TeMOCTa3a HabJI101ajICsl Ha IIPOTSKEHUM BCErO
repuoIepaloHHOro nepruoaa. Jlosa HachllleHUsT COCTa-
Bwia 51 ME/kr u 64 ME/Kr no pucroueTuH-KopaKkTop-

Taommua 3. Koacynoepamma nocie onepamugHo2o0 6Meuwamenscmea
om 24.05.2019 (uepe3 124 nocae 6edenus npenapama,)

Table 3. Coagulogram after surgery intervention from 24.05.2019 (12 hours
after administration of the drug)

AKTPIBPIpOBaHHO@ YaCTUYHOEC

TPOMOOTUTACTHOBOE BpEMSI 35,6¢ 25,1-36,5¢
Activated partial thromboplastin 35.6 seconds  25.1—36.5 seconds
time
®axkrop VIII

91,2 % 50—150 %
Factor VIIT
AHTHUTeH (hakTopa BuiiedpaHna

120 % 40,6—152,6 %
Antigen Von Willebrand factor
IIpoTpomMOUHOBOE BpeMst 12,1¢ 10,1-13,0 ¢
Prothrombin time 12.1seconds  10.1—13.0 seconds
D-nmumep 131 Hr/mn 0—250 Hr/™MIT
D-Dimer 131 ng/ml 0—250 ng/ml
AHTUTPOMOVH

122 % 79—-112 %
Antithrombin
TpoMOGUHOBOE BpeMst 21,6 ¢ 15,8—24,9 ¢
Thrombin time 21.6 seconds  15.8—24.9 seconds
DubpunoreH no Kiaycy 3,89 r/n 1,4—4,0t/n
Clauss Fibrinogen 3.89¢/1 1.4-4.0g/1

HOI aKTMBHOCTU B 1-M U 2-M cJy4asiX COOTBETCTBEHHO.
IMonnepxusaromiass nmoza — 51 ME/kr u 32 ME/xkT;
MHTEpBaJ]l MEXIY BBEICHMSIMM B II€pBbIE CYTKU IIOCIIE
ornepauuu coctaBua 12 4, a 3arem yepe3 24 4 B TeUeHUE
7 cytok. I[IpenapaT oka3zajicst 6e30MacHbBIM MPU ITPUMEHE -
HUU OOJIBIIMX OOBEMOB 32 KOPOTKUIA MEPHUO BPEMEHU.
Ero ucnosib3oBaHue He COMPOBOXKIAIOCH TOKCUYECKUMU,
TPOMOOI€HHBIMU, UMMYHOTEHHBIMU U aJUIEPIUYECKUMU
peakuusiMu. bosee Toro, HaMuM He OTMEYEHO HAKOIMM-
TenbHOro apdekra pakropa VIII.

O0a ciyyast HarjiasiiHO JEMOHCTPUPYIOT pa3iuyHbie
KJIMHUYECKUE CUTYallMK, HAOJII01al01Kecs y MalieHTOB
¢ 3-m TunomM BB mpu orcyTcTBUM ageKBaTHOI 3aMeCTH-
TeJIbHOUM Tepanuu. Y 0o0OMX neTeil B paHHEM BO3pacTe
OTMEYaIuCh reMapTpo3bl. JJaHHOe KJIMHUYECKOE MPOsIB-
nenue, o gadHeiM C. Escuriola, peructpupyercs y 8 %
nauueHToB ¢ BB [11].

ITo nurepaTypHbIM HaHHBIM, MPOPUIAKTUUECKOE
JieyeHre HauboJsiee YacTo Ha3HayaaoCh OOJbHBIM C MOpa-
JKEHMSIMM CYCTaBOB. B uccienoBaHMM, BKJIIOYABILEM
5343 nanuenrta ¢ BB, B 41 % ciayyaeB mokaszaHueM IS
Ha3zHauYeHUsT MPODUIAKTUKN ObLJIO MMEHHO TOpakKeHue
cycraBoB [12]. Hdpyroe wuccienoBaHue, IPOBeIEHHOE
B LIBEACKOM IOIYJISILUK, MOATBEPKIAET 3Ty CTATUCTHU-
Ky. OT™MeuYeHOo, 4To HauboJiee YaCThIMU NMPUYMHAMU IS
HaszHayeHus1 npodwiakTuku npu BB B 22 % nHabmone-
HUI SIBJITIOTCS TeMapTpo3bl, B 27 % — KOKHO-reMoppa-
TMYECKUI CUHAPOM B COYETAHMU C KPOBOMBIUSHUSIMU
B cycTaBhl [13—15].

IMpodunakruyeckas tepanus npernapatom Temarte® IT
CIIOCOOCTBOBaIa 3HAYMMOMY CHMKEHUIO KOJIMYECTBa
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nauueHToB ¢ 3-M TunoM bB, Tak kak ”MeHHO HecBoeBpe-
MEHHOE Hayajlo M HU3Kas MPUBEPKEHHOCTb K Mpodu-
JIAKTUYECKOMY JICYEHUIO, KOTOPbIE YacTO BCTPEUYAIOTCS
B IaHHOM rpymiie 0OJbHBIX, M IPUBEIN K HEOOPATUMbIM
apTPOIATUSIM.

IMpenapatr Iemare® Il Gomee 30 ner sdpdekTUB-
HO ucnonbdyeTcss mist JedeHuss BB, nng mnutenbHoi
M KPAaTKOCPOUYHOU MNPOMMIAKTUKUA MPU XUPYPrU4eCKUX
BMellIaTebcTBaX. KyMyJIsITUBHOE KOJIMYECTBO IIperia-
paTa, peali30BaHHOIO BO BCEM MMpE, COCTaBJISIET CBbI-
me 5,2 mapan ME, 4To cooTBeTCTBYeT NMPUOIM3UTEILHO
2,6 MJIH CTaHIAPTHBIX 103. O0BbeM MTOTPEOJEHUST — OKOJIO
25 teIc. nauueHToB. [IpuBeneHHbIE TaHHbIE TOATBEPXKAA-
0T BBICOKYIO 0€30MacHOCThb IperapaTa, IPOBEPEHHYIO
BpEMEHEM.

KpoBoTeueHuii ¢ 11 10 1 B TOA, UTO MO3BOJISIET TTOJTHOCTHIO
KOHTPOJMPOBATh KOXHO-TEeMOPPATrMIYECKUil CUHIPOM,
a TakxXe IpPeIoTBPaTUThb dajbHeiilllee IPOrpeccupo-
BaHME MoOpaxkeHuii cycTtaBoB. Hawmmyuime pe3yabTaThbl
OBLIM TTOJIYYEHBI IPY Havajie Npo(uIakKTUIecKoil Tepa-
nuu B Bo3pacte 10 5 jet. [1pu Havane nmpoduiakTuie-
CKOIf TepalmMu B BO3pacTe cTapliue 15 jeT y mauueHTOB
O0HapYXUBAIUCh KIMHUYECKME U PEHTICHOJOIUYe-
CKMe TIpM3HAKM TIOpaxKeHHUsl CYCTaBOB, HECMOTpPS Ha
3HAUUTEIbHOE CHMKEHHE KOJIMYECTBAa KPOBOTCUEHUIA.
Jleuenue mpenaparom Iemarte® I1 ObIIO Ge30IMacHBIM,
HU TPOMOO30B, HU Mepeaaur BUPYCOB HE 3apETUCTPUPO-
BaHo [ 14, 15].

[IpuBeneHHbIC JHUTEpaTypHbIE MaHHBIC TTOJHOCTHIO
MOATBEPXKIAIOTCI KIMHUKOM, HAOIIOJABIIEICS Y HAIIUX
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