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Hedpuyum XIII chakmopa sersemca 00HOI u3 pedkux Koazyaonamuii ¢ npubAu3UmMenbHol pacnpocmpaneHHocmolo 0koao 1 na 3 maH.
Xapaxmeproii uepmoii danHo20 depuyuma s1615emcs blCOKAS YACMOMA MANCENbIX KPOBOMEHUEHUIL, 6 MOM YUCAE BHYMPUUEPENHbIX KPOBO-
uznusnui. lannas Koazynonamusi He 8bis1845emcs NPU NOMOWU CIAHOAPMHOU KOAYA0ePaAMMbL, mMpedyemcs NpULeabHoe UCCAe008aHUe AK -
muenocmu X111 pakmopa. Mupoeoii npakmukoii neveHus 0aHH020 2eMOPPAUMECK020 COCMOAHUS A6A5eMCs NPUMeHeHUe NAA3ZMEeHH020 UaU
PeKoMOUHaHmMH020 KoHyenmpama. Jlannwie npenapamsi He 3apeeucmpuposatst Ha meppumopuu Poccuiickoii Dedepayuu. B naweii cmpane
npumensiemcs kpuonpeyunumam. B dannoii cmamve onucan KauHuueckuii cayuail, OuaeHOCmMuKa u Hey0061emeopumensHole pe3yabmamol
mepanuu Kpuonpeyunumamom y nayuenmku ¢ ouaernosom degpuuyuma X111 paxmopa. Tpebyemcs ckopeiiuias pecucmpayus KOHYeHmpamos
XIII pakmopa.

Karouesnie caosa: pedkue koazyronamuu, decpuyum X111 hakmopa, npogpunaxmuxa, konyenmpam XI1I paxmopa, demu
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Factor XIII deficiency — where we can save
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Factor X111 deficiency is one of the rare bleeding disorders with an approximate prevalence about I per 3 million. A characteristic feature of
this deficiency is the high frequency of severe bleeding, including intracranial hemorrhages. This coagulopathy is not detected using a standard
coagulation tests, measuring of factor X111 activity is required. The world practice of treating this hemorrhagic condition is the use of plasma
and recombinant concentrate. These drugs are not registered in the territory of the Russian Federation. In our country, cryoprecipitate is used.
This article describes the clinical case, diagnosis and unsatisfactory results of cryoprecipitate therapy in a patient with diagnosis of factor
X111 deficiency. Prompt registration of the XIII factor concentrates is required.
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Bsenenue

Hedwmur XIII dakropa (FXIII) sBisieTcst omHOM 13
KpailfHe peIKO BCTPEYAIOIIMXCS KOaryJaomaTUil ¢ IIpH-
OIM3UTEIBPHOM PAaCIIPOCTPAHECHHOCTHIO OKOJIO 1 ciryuas
Ha 3 muH [1]. FXIII (pubpuH-cTaOMIU3UpYOIINA (haK-
TOp) SIBIISICTCSI IIPO-TaMMa-TPaHCIIyTaMUHA30#, KOTO-
pasg LUPKYyIWpyeT B Ila3Me B BHUAE TeTepoTeTpamepa
(FXIII-A2B2), cocrosiiiero u3 2 cyObenUuHULL HOCUTENEH
(FXIII-B2) u 2 karanutnueckux cyosemmamil (FXIII-A2)
[2]. JlaHHBII MEenTHI TpeACTaBIeH B OOIBIIOM KOJIWYe-
CTBE KJIETOK, B TOM YHCJIe B TPOMOOILIMTAaX, METaKapHo-
muTax, MoHoMTaX. KpoMe ocCHOBHOIT (DYyHKIIMU, YIaCTUS
B Kackange cBeptbiBaHusi, FXIII urpaer BaxHyio poJib
B aHTMOTCHe3e, 3aKMBJICHUN paH, KOCTHOM METabOoJIM3-
Me, a TaKKe COXpaHeHUM OCpPeMEHHOCTH M KapIHUOIIPO-
tekunu [3]. OcnoBHoii dynkumeir FXIII gpmgerca
KOBaJICHTHOE CBSI3bIBaHME HUTEH (UOpMHA M, TaKUM
o0pa3om, ctabunm3anust GuOPpMHOBOTO CrycTKa. AKTUBA-
s GUOPUH-CTAOMIN3UPYIONIETo (DaKTopa BBI3BIBACTCS
TPOMOMHOM, a TaKxKe MOHAMU KaJbIusd U GUOpuHOM [4].
[lepuon momyxu3au cocrasisieT 9—12 mHeit. [eH, oTBeT-
CTBEHHBIN 3a A-CyObeAUHMUILY, PACIIONOXEH Ha 6-i1 Xpo-
MOCOME, 3aHNMaeT y4acTok B 160 k0 1 comepkur 15 9K30-

HOB, pa3IejIcHHBIX 14 MHTpOHAMM, T€H, OTBETCTBEHHBII
3a B-cyObenuHully, pacrnoyioxeH Ha 1-il xpomocome,
3aHMMAaeET yJacToK B 28 KO 1 comepXuT 12 5K30HOB, pa3-
neneHHbIX 11 muHTpOoHAMu [5].

Knnanveckas kapTuna

Knuanyeckre TIposiBIeHUST JAHHOTO — IebHIInTa
KpaliHe TeTeporeHHbl. [1pu TsokenmoMm gedunmTe hakropa
XapaKTepHBI KPOBOTCUCHUSI, 00HAPYKUBAIOLINECS B HEO-
HaTaJIbHOM IIepHOJC: KPOBOTEUCHME W3 ITYyITOBUHHOTO
oCTaTKa, BHYTPUMBIIIEYHBIE TeMaTOMBI, KPOBOTCUCHMS
B CycTaBHl. JI0CTaTOYHO BEICOKOI1 SBJISIETCS YacTOTa BHY-
TpUYEPEIHBIX KPOBOM3IUSIHUIKI, 0K0J0 30 %, KOTOpbIe
SIBIITIOTCS OCHOBHOM NPUYMHON CMEPTH YW WHBAJIMIN-
3auuu nauueHToB [6]. OcobenHocThio AeduumTa FXIII
CAYXUT HaJIMUWe KOPPEISIIUUA MEXIy aKTUBHOCTHIO
(hakTOpa M BBHIPAXKEHHOCTHIO KPOBOTCUCHUS: YeM HIDKE
aKTUBHOCTb, TeM 0ojiee BBIPAXKCH TI'€MOpPPArumIeCKUi
cuHApoM. Takke OTHUM M3 OTIWYUTEBbHBIX ITPU3HAKOB
SIBIISTIOTCS HE TOJIBKO TeMAaTOJOTUYECKHE ITPOSIBJICHUS,
HO W UIMTEIbHOE 3aKMBJICHHUE paH, meeKTHOoe (popMu-
poBaHME PYOIIOBOI TKAHM, a TAKXKE TTOBTOPHBIC SITM30IbI
HEeBbIHAIIIMBAHUSI 0PEMEHHOCTH Y >KEeHILUH [7].
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JImarHocTHka

OtnnuntenbHoll ocobeHHocThIo aedunmra FXIIT
SIBJIICTCSI TO, UTO JaHHAas TIaTOJIOTMS HE OKa3bIBaeT
BIMSIHUS Ha TIOKazaTeJM CTaHOAPTHBIX KOaryJIoru-
YEeCKMX TeCcTOB. TpebyeTcs ormpenenaeHue aKTUBHOCTU
n antureHa FXIII B coorBeTcTBUM ¢ KpuTepusiMmu Mex-
JNYHApOAHOIo OO0IllecTBa MO TPOMOO3Yy M TIeMOCTas3y.
B 3aBUCHMMOCTH OT COOTHOIIIEHMSI aKTUBHOCTU aHTUTEHA
FXIII-A n FXIII-B paznuyator 3 Tuna gepunmra: I tum —
Korma umeeTcsl cHukeHue aktuBHoctu FXIII Bcmen-
CTBUE MAaJIOT0 KOJMYECTBA aHTUIeHa A-CYObEIUHUIIBI,
II Tunm — xorga anTureHa A-cyObeIUMHUIIBI JOCTATOYHOE
KOJIMYECTBO, HO OH (pyHKIMOHaAbHO HeakTuBeH u III
TUI — Korma umeeTcsl cHmkeHue aktuBHoctu FXIII 3a
cuer Masoro kKonmyectBa B-cyobemunuubl [8]. Takas
JIOCTaTOYHO TPyIOeMKasi KiaaccudUuKalus TpeOyeTcs IS
noxdopa Hy>XKHOTo KOHLIEHTpaTa.

OkoJi0o 95 % Bcex MyTallMii HAXOASATCS B A-CyObenu-
Hute [9].

OCHOBOII JIeUeHUST SIBISIETCS TIPUMEHEHUE KOH-
neHtparoB FXIII, Takke BO3MOXHO WCIOIb30BaHUE
KPUOIIpELIUIINTaTa U B KpallHEM ciIydyae — CBeXe3aMo-
poxeHHo#t twasMbl (C3I1). YuutbiBas BBIpak€HHOCTH
reMOpPParunyecKrx MPOsIBIICHUN U BBICOKYIO BEpOSTHOCTh
KU3HEYTPOXKAIOIMNX KPOBOTEUEHUI, PEKOMEHIOBAHO
clemyloliee.

s nedeHusT OCTPBIX KPOBOTEUECHU U B LIEJISIX TTepH-
ornepaTUBHOMI MPOMUIAKTUKHI Y MALIMEHTOB C AeUIIUTOM
FXIII moka3aHo mpoBeAeHUE Tepanuy KpUOIPeIUIn-
TtatoMm | mo3a Ha 10 kT, B cimydae ero orcyrcerBus — C3I1
B no3e 15—25 ma/kr [10, 11]. Mcnioas3oBaHMe KpuoIpe-
LIMTIMTATa IIPEeANOYTUTEIbHEE, TaK KaK COIepXKaHe B HEM
¢ubpuHoreHa nmpuMepHo B 3 pasa Bbile, yeM B C3I1,
COOTBETCTBEHHO M 00beM, TpeOyroluiicsa mis UHQYy3Uu,
oynet B 3 pa3a MmeHble [12].

Bcem nanmenrtam ¢ akruBHocThio FXIII < 1 % TpeOy-
eTcs 00s13aTeIbHOe MpoUIaKTUIYecKoe JeueHue. Y 00/1b-
HbIX ¢ akTUBHOCTBIO FXIII oT 1 10 5 % npu yca0BUu TsKe-
JIBIX KPOBOTEUEHU I TaKKe HACTOSITEJIbHO PEKOMEHIYETCS
npodunaktuka [10]. Llenb npoduaakTuku — ITOOUTHCS
MOBBILICHUS] AKTUBHOCTU (haKTOpa BhillIe 5 %, 4TO 03BO-
JISIET U30eKaTh XM3HEYIPOoXaIoIIUX, B OCOOEHHOCTU BHY-
TpUYEPENHbIX, KpoBoTeueHuit [13]. dus mpodunakTuku
HCIIOJIB3YIOTCS KpuomnpeuunuTaT 1 no3a Ha 10 Kr Kaxabie
4—6 nen, 6o C3I1 15—25 mur/kr kaxabie 4—6 Hen [10].

V namuenTtoB ¢ pepunmrtoMm FXIII Bo3amoxHo obOpa-
30BaHME MHTMOUTOPOB, UTO MOXET CHJILHO MOBIUSITH Ha
Tepanuio. I[IpoToKoNI0B TedeHUsT THTUMOUTOPHOI (DOPMBI
Ha TaHHBIA MOMEHT He CyllecTByeT [14].

Tadomuua 1. Kraccupuxayus dechuyuma FXIII [§]
Table 1. FXIII deficiency classification [8]

Jns mpegoTBpallleHWs1 HEBbIHAIIMBAHUS OepeMeH-
HOCTU TIOKa3aHa o0sg3aTeabHasg npoduiaKkThdeckas
Tepanusi, IpU3BaHHas ToepXKuBaTh akTuBHOCTL FXIII
Bbile 5—10 % Ha IPOTSKEHUM BCeil 0epeMEHHOCTH, IIPU
3TOM TpeOYIOTCs O0Jiee YacTble MH(MY3MM KOHIIEHTpaTa —
exXeHeaeabHo [15].

Ha gaHHBIIT MOMEHT B MUpE CYIIECTBYIOT 2 BUIa KOH-
LIEHTPATOB: IUIA3MEHHBIN U peKOMOMHAHTHBIN. [Tpenmy-
IIECTBO IIJIa3MEHHOTO KOHIIEHTpAaTa 3aKII0YaeTCs B TOM,
YTO OH COACPXKUT U A-, 1 B-cyObeIMHUIIBI — TAKUM 0Opa-
30M OH TOAXOAUT BceM MauueHTam ¢ aedunurom FXIII.
PexoMOMHAHTHBIN KOHLEHTpAT pa3paboTaH s MalueH-
TOB ¢ Je(eKTOM A-CyObeIUHUIIbI, KOTOPHIN COCTaBIISIET
0KoJ10 95 % Bcex ciyyaeB cHuxkeHus aktuBHoctu FXIII
[16, 17]. JanHble mpenapaThl HE 3aperMCTPUMPOBaHbI Ha
tepputopun Poccuiickoit @eneparnun [18].

Ieap nanHOM paGoTBI — ONMCAHUE KIMHUYECKOIO
HabmoneHus nauyeHTa ¢ aepunmrom FXIII, mmreasHOCTD
¥ TPYAHOCTb IMATHOCTUKU, a TaKXKe TSIKeJIble TTOCIeACTBUS
OTCYTCTBUSI BO3MOXKHOCTE! MPODUIAKTUYECKOTO JICUCHUS.

Kimanyeckoe Haomonenue

Ha 6aze OI'BY «HMHUI] JITOH um. JImumpus Poeaue-
6a» Munszdpasa Poccuu Habarwdaemcs nayuenmka ¢ ycma-
HoeaeHHbIM OuaeHo3om deguuuma FXIII.

Jlesouka enepevie obpamuaacsy 6 naw Ilenmp 6 éo3pacme
9 nem c xcanobamu Ha 3NU300b1 BHYMPUHEPENHBIX KPOBOU3-
AUSHULL, Ne2K0e NOS8AeHUE IKXUMO308, 2eMAMOM, ONUMenb-
Hble KposometeHuUs nocae yoanrenus 3y006. Hacaeocmeennoiii
AHAMHE3 NO 2eMOoppacu1eckKum O0Ne3HIM He OMSAOUeH.

Ilpu poxcoenuu y Oesouku Ovira 6vis6AEHA KPYNHAA
Keghanoeemamoma, He nompebosasuias mepanuu. B urwone
2012 2. nocne 8HymMpUMbIUEUHBIX UHBEKUUI HOOMPONHO20
npenapama (8o3pacm pebeHka Ha mom momenm — 3 mecaya)
00paz06aacy eeMamoma s1200U4Hol 06aacmu ¢ KOMnpeccuet
cedanuuyHoeo Hepsa, nompedosasuias opeHuposanus. Mame-
HeHUll 6 CKPUHUHE080ll Koaeynoepamme He 0bl10, aKmMug-
Hocmb hakmopa Buanebpanda é npedenax Hopmbl. B 603-
pacme 2 aem npu 00cAe008aHUU NO MeCmY JHCUMeAbCMEa
yemanoenen deuyum FXIII (akmusenocmo — 3 %). anee
OMMeYanocy Aeckoe NosieaeHue KPYNnHoIX eeMamom, Kpogo-
meueHuss npu He3HAYUMENbHbIX Mpasmax OeceH (6naomy
do anemusayuu). B 2018 e. 6 eo3pacme 6 nem nposedeHo
yoanenue KapuosHvix 3y006 6 YcAogusax cmayuonapa (nocae
mpancgysuu C3I1), Komopoe o0ca0JCHUAOCH pazsumuem
00UNbHO20 KpogomeueHus. B 6o3pacme 7 nem — enezannoe
paseumue UHMeHCUBHOIU 20106HOIL 00U, pBOMA, 3aN0003PeH
MeHuHeosHueparum. Ilpoeedena komnvomepHas MoMo-
epaghus (KT) eon06H020 mo32a: 8bisereHa HYMPUMO3208ds

FXI-AType | Wl s s
FXI1-A Type Il 1 I-N I-N
FXI111-B i Wl 4

> 30 % 1Y
>30 % 1 i-N
) N N
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2emMamoma MeMeHHO-3ambLA0YHOU 00Aacmu ¢ NPOPbIGOM
8 3a0HUll poe 1e6020 60K06020 dceaydouka, 6e3 NpuUsHaKos
exaunerus. Tloayyanra C3I1 u amunokanpoHogyto Kuciomy.
B 6o3pacme 9 nem noemopHwlil dnU300 CUALHOU 20A08HOU
6oau, no danuvim KT — eHympumoseoeas eemamoma A100HOI
004U cnpasa c¢ NPopvlOM Kpoeu 6 nepedHuil poe npasozo
00K06020 Jcenydouka. Ilocae émopoeo snuzoda GHympumMo3-
208020 KPOBOUBNUAHUS NPOBEOCHA 3A04HASI KOHCYAbMAYUS
6 HMUI] JITOU um. Imumpus Poeauesa, pexomendosano
HA4an0 npouAaKmu4ecko2o AeveHus KpUuonpeyunumamom
(1 paz 6 3—4 mued). Illocae mauara npoguirakmu4eckoeo
AeueHUs N0 Mecmy JCUMenbCmea 0eeouKa npuexaia 6 Haul
ILlenmp 025 uccaedosanus gpapmaxoxunemuxu FXIII u noo-
bopa Heobxodumoll 0036l Kpuonpeyunumama.

Ilpu ob6caedosanuu ¢ HMHUI[ JTTOU um. Jmumpus
Poeauesa bviau noayuensvt caredyroujue rabopamopHsle 0aH-
Hole. B obwem ananuze kposu: eemoenobun — 123 e/a, apu-
mpoyumosl — 4,36 x 10"/a, mpomboyumer — 303 x 10°/a,
aetikoyumol — 8,24 x 10°/1. B koaeynoepamme: axmu-
BUPOBAHHOE YACMUYHOE MPOMOONAACMUHOBOE 8DeMs —
30,7 ¢ (Hopma — 25,1-36,5 ¢), ¢ubpunocen — 2,85 e/n
(Hopma — 2—3,93 &/a), npompomoun no Keuxy — 75 %
(Hopma — 70— 120 %), mpomoburogoe epemss — 22,6 ¢ (Hop-
ma — 15,8-24,9 c), Mexcdynapodnoe nopmanuzosanHoe
omuowernue — 1,2 (nopma — 0,8—1,2). Aumueen FXIII —
1,5 %. Ilo danHbim eeHemuyeckoeo mecmupo8anus mMemo-
dom cexeeHuposanus Ho8020 nokonerus (NGS) obira obHa-
pyocera eomozueomuas mymauus 6 eene FI3ZAI ¢.2045G>A,
mpanckpunm NM_000129.4 ENST00000264870.8, eenom
chr6:6151813C>T, 6enok c.2045G>A, Ex 14, mun eapuan-
ma muccenc/caiim cnaaiicuHea, mpaKmyemas KaK namo-
2eHHAs. Yuumuleas HU3KOe Koauuecmeo gakmopa, ¢ 3ame-
cmumenvHoll ueavio Oviaa evinoanena mpauc@ysus 10 0o3
Kkpuonpeyunuma (2 0o3vt Ha 10 ke maccel mena) — nepenecaa
0e3 Hexceramenvhoix peaxyuil. Ilocre nepeausanus Oviia
ouerena gpapmarkoxunemuxa FXIII (maba. 2).

Tabmua 2. Ocmamounsiii anmueen FXIII nocae unghysuu kpuonpeyunu-
mama 2 dozvi/10ke [1]

Table 2. FXIII antigen after cryoprecipitate infusion 2 doses/10 kg [1]
Bpewms nocie Tpancdysnu Ocrarounbrii anturen FXIII,

KPHONPELMIUTATA, Y %
Time after cryoprecipitate transfusion, hours Residual antigen of FXIII, %

Jlo TpaHcdy3uu KpruonpeiunuraTa

1,5
Before transfusion
Yepes 30 MuH nocsie TpaHchy3un 26.4
30 minutes after transfusion ’
Yepes 48 u nociie TpaHcdy3uun
. 22,8
48 hours after transfusion
Yepes 120 u nocie TpaHchy3uun
. 15,2
120 hours after transfusion
Yepes 168 1 mocite TpaHchy3nn 133

168 hours after transfusion

Yepez 7 cym 6binoaHeHa NOBMOPHAS MPAHCOY3uUs
kpuonpeyunuma 10 003 — Ha smom ore yposeHb aHmuzeHa
FXIII uepe3 30 mun om mpancgyzuu cocmasun 41,6 %. Ha
OCHOBAHUU NOAYHEHHBIX OAHHBIX PAPMAKOKUHEMUKU HA3HA-
YeHa NPoOYUAGKMUYECKAs Mepanus KpUuonpeuunumamom

10 003 kaxcdvie 2 Hed 6 yeasx noddepicanusi akmMueHoOCMu
depuyummuoeo pakmopa éviuie 5 %.

Oo0cyxneHne

JaHHBII KIMHUYECKUI CTydail IeMOHCTPUPYeT BbIpa-
JKEHHOCTh TeMOpparuyecKux IIpOSIBJICHUM neduinra
FXIII, a TakKe BBICOKYIO YacTOTy M WHTEHCHBHOCTh
BHYTPMUEPEITHBIX KpOBOM3NMUSIHUN. OCOOEHHOCThIO TaH-
HOro neduiMTa SBISICTCS BBICOKAS YacTOTa TSIKEJIbIX
KPOBOTEUYECHUI: KPOBOTCUECHMSI M3 ITyIIOBUHHOTO OCTaTKa
ciayyaloTcs B cpenHeM y 80 % HOBOPOXKICHHBIX, BHyTpUYE-
perHble KpOBOM3MUSIHUS gocturatoT 30 %, enMHCTBEHHOMN
OOIIETTPU3HAHHON Mepoil MPOMWIAKTUKN BHYTpUYEPETI-
HBIX KPOBOTEUCHUI CIYKUT MpodHUIaKTUIeCKas Tepamust
B uensx noguepxanus akrusHocty FXIII Beie 5 %. JaH-
Hasl Mepa ITO3BOJISIeT M30eKaTh TSKEJIBIX HEBPOJOTMYECKIX
OCJIOXKHEHUI U TOOUTHCSI YIOBICTBOPUTEIHHOTO KauecTBa
Ku3HU [2]. Ha maHHBIII MOMEHT CYIIECTBYIOT HECKOJIBKO
BO3MOXHOCTEI 3aMECTUTEIbHON Tepanuu: INPUMEHEHUE
C3I1, kpuonpeuunurara uim KoHueHtpara FXIII. INas-
HBIM JIUMUTUPYIOIIUM (PAKTOPOM MPUMEHEHMS IePBbIX
2 BapMaHTOB SIBISIETCS TOT (pakT, YTO Kak Ijaa3Mma, Tak
¥ KPUOTPELMITUTAT He CTAaHIAPTU3MPOBAHbI 10 COAEPKa-
muMces B HuX ¢akropam [12]. Takum obpa3oM, Ipoliecc
noadopa afgeKBaTHOM J03bI CTAHOBUTCS 3a4acTylo KpaliHe
CJIOXHBIM, a OXUgaeMasi aKTUBHOCTb Je(PUIIMTHOTO (hak-
ToOpa — TPYOHO IIPOTHO3UpyeMoii. Takke HpUMEHEHHE
KPHUOIIPEIUITUTAaTa CBSI3aHO CO CIICAYIOIIMMM PUCKAMU:
BEPOSITHOCTh MH(MUIIMPOBAHUS BUPYCOM WMMYHoAeDU-
LIUTa YeJloBeKa, reraTutaMu W OpYrUMU MHQEeKIUSIMU,
TepeamIIMMUICcs Yepe3 IperapaThl KpOBU, TaK KakK IpU
M3TOTOBJICHUU KPUOIPELMITATAaTa HE TIPOUCXOIUT BUPYC-
WHAKTUBALIKS, BEPOSITHOCTh TpaHC()Y3MOHHO-3aBUCUMOI
LIUPKYJISITOPHOI Ieperpy3ku 0oO0bEMOM M BO3MOXKHOCTH
pa3BUTUSI TPaHC(HY3MOHHO-aCCOIMMPOBAHHOTO ITOBPEXK-
neHust erkux (TRALI-cunapoma). B ¢Bsi3u ¢ 3TuM Kpu-
OIPELUITUTAT ObIJI CHAT C MPOM3BOJACTBA B OOJIBIIMHCTBE
ctpaH 3ananHoit EBporbl, a Takke B Mpnanaum, mpu aTom
OH mMmeeT orpaHndeHHoe TnpumeHeHue B CIIA, Kana-
ne, Asctpaiuu [19]. OcHoBoii neuenus nedurmta FXIII
B Pa3BUTBIX CTpaHaX SIBJISIETCSI MIPUMEHEHUE ero KOHIICH-
Tpara. Hambonee pacmpocTpaHEHHBIM SIBISETCS ILIa3-
MEHHBI KOHLIEHTPAT, UCIOJIb3YIOLIUICS yKe 0osiee IBYyX
necsatkoB JieT. [lo maHHBIM MccaenoBaHMI, TIPUMEHEHUE
JAHHOTO KOHIICHTpaTa IT03BOJIIET CHU3UTH KOJIUYECTBO
CIIOHTAaHHBIX KpoBoTeueHuit ¢ 2,5 mo 0,3 B roa, a Takxke
JaeT BOBMOXKHOCTD ITOCTOSTHHO TTOIIePKUBATh AKTUBHOCTD
necurmtHoro ¢akropa Bbie 10 % npu BHYTPUBEHHOM
BBeIcHUM He pexxe yeM 1 pa3 B 28 nHeid. JlaHHbIA KOHLIEH-
TpaT COAEPKUT KaK A-, TaK U B-cyObenIMHUIIBI U1 MOXKET
MPUMEHSThCS Y Beex marueHToB ¢ neduirom FXIII [20].
MuHycoM TaHHOTO KOHIIEHTpaTa SIBJISICTCSI BOZMOXKHOCTh
nepenayy MHOEKIINH, TaK KaK B IIPOM3BOJICTBE UCIIOIb3Y-
eTcs JOHOpcKas 1uia3ma. JIpyroii ansTepHaTUBOI SIBIISICTCS
npuMeHstiomuiica ¢ 2013 . peKOMOMHAHTHBIN KOHILIEH-
tpaT rEXIII-A2, KoTopwiii comepXuT A-CyObeOIUHUILY
Y UCIIONB3YeTCs Y MallMEHTOB ¢ MyTallueil B A-cyObeau-
Hutie FXIII. JlaHHBII KOHILIEHTPAT XOPOIIO MePEHOCUTCSL.
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ITo npanubiM KMHUYecKuX uctbitanuiit MENTOR-2, ipu
ero IMPUMEHEHUH He MPOUCXOIUT BhIPAOOTKA HEUTpaIn3y-
IOIMX aHTUTE, YUCI0 KPOBOTEUEHMI B TOI Ha (hOoHE TTPO-
(pUITAKTUYECKOTO JIeUeHUs JaHHBIM KOHLIEHTPATOM ObIIO
3HAYUTEIbHO HIDKE B CPaBHEHMHM C HMCTOPUYECKON KOH-
TpoabHo# rpynmoii (0,138 u 2,91 KpoBoTeUeHNUsI/TIALIMEHT/
TOJI COOTBETCTBEHHO). Takoke MaHHBIN KOHIIEHTPAT ITPOXO0-
I KIMHUYECKUE MCIBITAHUS Y OOJBHBIX, TPEOYIOIINX
XUPYPTUUYECKUX BMEIIATEILCTB, Te Ha3Havyajcs Mmpodu-
JnakTrdecku B 1o3e 35 Ex/kr. Takoit momxo crioco0CcTBO-
BaJI OTCYTCTBUIO 3HAYMMOM IIOCJICOIIEPALIMOHHOM KPOBO-
TOYMBOCTU U He TpeOoBaj JOMOJHUTEIbHBIX BBEACHUI
KoHIeHTpaTa. [lo pe3yabTraTam HJaHHOTO HCCJICIOBaHUS,
CcpemHee YMcsio KpoBoTeueHui B roa obuto 0,043 /maniueHT
U CPEeIHEE YHCIIO CIOHTAHHBIX KPOBOTEUEHMI B TOJI OBLIO
0,011/manuenT. JlaHHBIN KOHLIEHTPAT C YCIIEXOM IIpUMe-
HsTCs B 00Jb1IOM KoJmuecTBe cTpaH [20]. K coxanenuro,
Ha JaHHBII MOMEHT HU OAWH U3 KOHIICHTPATOB HE 3ape-
TUCTPUPOBaH Ha Tepputopuu Poccun.

ITo pesynbraraM (papMaKOKMHETUYECKOTO MCCIEAO0-
BaHUs, MOJyYeHHBIM Ha 0a3e Haulero LleHTpa, xopoiio
BUJIHO, HACKOJIbKO TSXKEJIO B PEaIbHOM KIIMHUYECKON
MpakTUKe MOAAepKUBaATh ageKBaTHBINA ypoBeHb FXIII
Ipyu Tepanmuu KPUOIMPELUUIIUTATOM. YUUTHIBas, 4YTO
y IEBOUKHM K BO3pacTy 9 JeT CIy4uaoch 2 3Mu30ja
BHYTpMUYEPEIHbIX KPOBOMBJIMUSHUM, el HeobXxommma
MOCTOsSIHHAsI TIpoduIakKTUYecKass Tepamnusi Kpuormpe-
LUMUATATOM, YTO TPEOYET YaCThIX IJIUTEIbHBIX TOE300K
B OOJIbHUILY M TOoCTUTanu3auuii. JJaHHBIX TpobOiaeM
MOXHO ObLJIO ObI M30€3KaTh MPU HAJIMYUU KOHIIEHTpaTa
FXIII, KoTOphIii MOXET CaMOCTOSTEIbHO BBOAUTHCS
MalMeHTOM JIoMa.

B 1enax cHUXXEHUST 3IMM30I0B TSKEJIOW KPOBOTO-
YUBOCTH, YMEHBIIEHUS KOJIMYECTBA TOCIMUTAIM3AIINA,
BO3MOXXHOCTU alleKBaTHOTO JO3MPOBAHUS KOHIIEHTpaTa
FXIII tpebyercs peructpalivst KOHIEHTPATOB Ha TePPU-
topun Poccuiickoit @egepaiiny 1 X CKopeiiiiee BHEApe-
HUE B KIMHUYECKYIO MPAKTUKY.
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