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Abstract: The proposed article presents a modern review of the literature covering the mechanism of
development, clinical, laboratory criteria and tactics conducting of children with rare coagulopathy —
deficiency of factor XIII of blood coagulation (Laki-Lorand disease). The review is illustrated by a
spectacular clinical example of an early-age girl with the described pathology, manifested by repeated
recurrent bleedings from the newborn period, confirmed by a specific molecular genetic testing.
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Hedunur XIII dakTopa sBIAsSETCSs pEeaKUM PACCTPONCTBOM KPOBETBOPEHHUS, C YaCTOTOM
BcTpeyaemoctu okojo 1-2 Ha 1 000 000 nacenenusi. BnepBble o cCyliecTBOBaHMM 3a00JICBaHUS
npeanonoxmwm B 1948 r. Ilozxke ydenbimu CIIA Kampmanom Jlaku u Jlacino Jlopanaom Obin
unentupunuposan XIII ¢dakrop ceépreBanus kpoBu [1]. K. Jlaku — goKTOp MeAMLIMHBI
pykoBoguTenb Jjaboparopun Ouoduzmuecko xumuu B HanuoHanbHOM HMHCTUTYTE apTpUTa,
nuabera, Ooyie3Heil mumieBapeHuu u moduek. JI. Jlopannm — OMOXUMHK, MOYETHBINM mpodeccop
KJIETOYHOM ¥ MOJCKYJsIpHOW Ouonoruu B Meaumnuuckoir mkone @aitnOepra. Bo Bpewms
COBMECTHOH paboTbl B saboparopuu AnnOepra CeHt-Jlbepns, 3aHMMAsCh HCCIEAOBAHUSMH B
o0JacT KOaryJsluy, YYeHBIMH OBLIO OTKPBITO BEIIECTBO, KOTOPOE CTAlI0 M3BECTHO Kak (akTop
Jlaku-Jlopanna umu ¢axrop XIII [2].
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YroObl MOHATH CYTh 3a00JIeBaHUs, HEOOXOUMO BCIIOMHUTH MPOLECC CBEPTHIBAHUS KPOBH,
ocymiecTBisieMblid B 3 ¢as3bl. B 3aximouennn nepBoii, Omarogapsi M3BECTHON MOCIEI0BATEIbHOCTH
peaknuii, NPOUCXOIUT oOpa3oBaHWE MPOTPOMOMHA3BI, BTOpas 3aBepIIaeTCs O0Opa3oBaHUEM
tpomOuna u3 nporpombuna (FII B Flla); Tpersst xapakrepusyercst opranuzanueid (GpuOpHHOBOrO
cryctka. Ilepexon ¢ubGpunorena B ¢puOpuH BKItouaeT Takke 3 stana. CHavanma ot GubpuHOTeHA
otmeruisitoTest 2 pubpunnentuna A u nBa ¢pubpuHnentuaa B, nHIUKATOPOM IpoIecca sABIsAETCS
¢daktop Flla, B utore obpasyrorcs ne3-AABB-GubpuH-MOHOMEPHI, KaKaasih U3 KOTOPBIX HecéT 4
CBOOOJHBIC CBSI3M, CIIOCOOHbIE MHOTOKPAaTHO HapallMBaTh CBOIO Maccy IpPH B3auMOJECHCTBHU C
¢ubpuHorenom wim (puOpuHMOHOMEpamMu. Ha BTOpoMm 3Tame cO3Mar0TCsi BHa4yaiae IUMEpPHl H
oJuromeps! (UOpPUHA, O] BIUSHUEM Ipoliecca NOIMMEPHU3AIH, KOTOPbIE BIIOCIEACTBUN YCIECIIIHO
TpanchopMupyroImuecs B BoJoKHA (uOprHA — MPOTOPUOPUILIBI JIETKOpacTBOpuUMoOro (Gubdpuna,
wii ¢ubpuna s (soluble), cmocoOHBIN OBICTPO JM3UPOBATHCA TNpOTEa3aMu (IUIA3MHHOM,
TpurnicuaoM). B tpetuii atan B nponiecc BmemmBaetcst FXII u unmynupyer o6pasoBanue pubpurHa,
KOTOPBIN NOCJIe aKTUBALMU TPOMOMHOM IMEepexoauT B akTHUBHYIO popmy — FXIIla u B nmpucyrcreun
nonoB Ca’" u mnpommuBaer (GUOPUHIIONUMEDHI JOHOTHUTENLHBIME HEPEKPECTHBIMH CBA3AMU,
Omarosapst YeMy MOSBISETCS CTAOMIIBHBIN CTyCTOK (pUOpHUHA — TPYAHOPACTBOPUMBIN (pubpuH, nim
¢bubpuH I (insoluble), KoTOpbIH TPaKTUYECKA HEBO3MOXKHO Pa3pymuTh pepMeHTamu [2].

Oubpun-crabunuzupytoumii paxrop (OCD, FXII), ¢ubpunasa, daxrop Jlaku-Jlopanna
cTabunu3upyer (UOPHUH, CIYXKUT HOPMAIM3aTOPOM pemapanyd ¥ HHIYKTOPOM KOMMYHUKAIIUU
SHIOTETHAIBHBIX KJIETOK. DaKTop SBIAETCS NPO-TaMMa-TPAHCTIYTaMHHA30H, LUPKYJIUPYET B
kpoBoToke B Buie rereporerpamepa (FXIII-A2B2), coctout u3 2 cyobenununi: Hocutens (FXIII-
B2) wu 2 «xaramutuueckux cyobenunun (FXIII-A2). ®aktop oOpasyercss B TeUYCHH
(pubpobnacramu), B MOHOIIMTAX, Makpodarax W MerakapuolnmTax, €ro MEpUOJ TOTYKU3HU
coctasisieT 9-12 nueit. Cyopenunnna FXIII-A kogupyercs reHOM, cocTosiiuM U3 15 sx30HOB u 14
WHTPOHOB. ['éH oXBaThiBaeT TeHOMHYIO obOnactb 160 kb m HaxomuTcs Ha XpoMmocome 6p24-25.
Cy0wenununa FXIII-B xonupyercs reHom, pacroyiokeHHbIM Ha xpomocome 1q3132.1, u coctout
n3 12 3x30H0B 1 11 UHTPOHOB, OXBaThIBasi TCHOMHYIO 00macTh 28 kb [2-4].

I'omosurotueiii BpoxkaeHHbIH nepuuut FXIII moxer ObITh 00ycioBieH aedexTamu b0
F134 (nedext 2-ro tuna), mu6o F13B (nedext 1-ro tuma). [Tanuents! ¢ aepunurom tuna 2 (FXIII-
A) UMEOT TOpa3ao OOJNBIIYI0 CKIIOHHOCTh K KPOBOTEUCHHSIM, YeM MAIMEeHTHI ¢ Aeduuurom tuna 1
(orcyrctByer FXIII-B). Pasamma oOycnoBineHa coxpanennem BHyTpukiaeTouHoro FXIII-A y
narenToB ¢ 1 tunom. FXIII coctout u3 cnabo cBA3aHHBIX MEXIy cO00M ABYX CyOBEIUHHIL «A»,
oOnafalolmuX TPAHCTIYTMHUHA3HOM aKTUBHOCTBIO, W JBYX «B», sBistommxcs Oelkamu-
HocuTessiMU. KOJIM4eCTBEHHOE COOTHOILIEGHHE YKa3aHHBIX CyOBEIMHHII Y BCEX paBHOE, HO IO
3aBepUICHUH CBEPTHIBAHUS KPOBU B CHIBOPOTKE ocTaércs 6-15% cyObenuHul «A» M MOYTH BECh
KoMrnoHeHT «B». B TpomOommrtax HakammBaioTCcs CyObeIMHHUIBI «A», B HUX TpaHyIIpHOM
anmapare, UMEHHO IO3TOMY OHHU TMOSBJSIOTCA B MECTax HapylIeHHs LIETOCTHOCTH COCYIOB U
yIIy4dliaT kadectBo (ubpuHOBOro crycrka. Ilpu HacnencTBeHHbIX Aedunurax Qaxropa Jlaku-
Jlopanna mnpeumymecTBeHHO HapymeHa cyOwenuuuna «A». Ilpu JIBC cungpome Taxke
noTpeOIsIeTCss M HCTOIIACTCS TOJIBKO KOMIOHEHT «A». 'en F13A4, xonupyromuid cyObeTuHNLLY «A»
FXIII, maxomutcsa B Jnokyce 6p25-p24. I'en FI3B, xomupyrommii cyosenuuuny «B» FXIII,
pacnonaraercs B jokyce 1q31-q32.1 [2-4].

Knunuueckan xapmuna. Otmeueno, uyto aktuBHOCTh FXIII Haxomutcs B oOpatHOM
3aBUCHMOCTH OT CTENEHU BBIPAXKEHHOCTU I'eéMOpparuueckoro cunapoma [5,6,7]. Hampumep, npu
aKTUBHOCTH (akTopa Hmke 1 % y OonplIMHCTBA AeTel, Kak MpaBUIIO, NEOIOT KPOBOTEUEHUMN
HaOJI01aeTCsl B HEOHATAILHOM MEPHO/IE B BHJIE KPOBOTOUMBOCTH M3 IMyNOBUHHOTO ocTatka (80 %),
BHyTpuuepenHbix KpoousnusHuit (30 %), xkpoBoreuenuid co ciausucteix (30 %). Bo Bpems
OepeMeHHOCTH y JKeHIMH ¢ HU3KUM ypoBHeM FXIII HaOmogaroTcs MOBTOpPHBIE SIH30.bI
HEBbIHAILIMBAHHUSA, YTO TUKTYET HEOOXOAMMOCTh IpoduiakTHueckoid Tepanuu. Eciau akTUBHOCTH
¢akxTopa coctaBnsieT oT 1 10 4 %, BEpOATHOCT TSHKEJIBIX KPOBOTEUCHUH HAMHOTO HIDKE — dallle
CIIy4aloTCsl KPOBOTEUEHUS MOCJE TPaBMbl, MEKMBIIIEYHbIE T'€MaTOMbI, HOCOBbIE KPOBOTEUEHUS,
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reMapTpo3bl. Y TMAalMeHTOB C AaKTUBHOCTHbIO ¢akTopa Bbime 4 % TSKENbIX KpPOBOTECUCHHIA
IIPaKTUYECKH He cirydaercs [2-4, 8].

Hedunur OCD, 6one3np Jlaku-Jlopanna HacnemyeTcss o ayTOCOMHO-PEIIECCHBHOMY THITY.
VY romoszuror ypoenb FXIII B mmazme omnpenensiercss Hke 5%, u 3aboneBaHUE MPOSBISETCS
BBIPOKEHHBIM TE€MOpPParuyeckuM CHHIAPOMOM. Y TETEepO3UTOTHBIX HOCUTEeH mpeobiagaer
JaTeHTHOE TeueHue O0ose3nu. Hanbosee maTorHOMOHUYHBIM JUATHOCTHYECKUM KpUTEpHEM JIe0r0Ta
nepurura GCO sgBisieTcs COXPAHAIOUUECT CYKPOBUYHBIE WM KPOBSIHUCTBIE BBIJCJICHUS U3 TYIIKA,
JUIUTEINIbHAS €r0 3aKUBJISIEMOCTh. BHYyTpUUuepenHbie KpOBOU3IUSHUSA Y IE€TEH NIEPBOTO rojia KU3HHU,
HEpPEeZIKO CIIOCOOHBIE BBI3BATh JYKEKCOHOBCKYIO SMUIIETICHIO, 3aHUMAIOT BTOPOE 10 YaCTOTE MECTO B
IMarHOCTHUeCKOM Tmpodwmie OonbHbIX Oosiesnpio  Jlaku-Jlopanma. Ilpu 3ToM  BO3MOKHBI
KEITyJOYHO-KUIICYHbIe, MOYeUHble KPOBOTCUYECHMS, KPOBOMZIUSHUS B OpPIONIHYIO TOJOCTh H
3a0pIOMIMHHOE MTPOCTPAHCTBO, UMUTHPYIOIINE OCTPBIA a0JOMUHATBHBIA CUHIPOM WU MOYCYHYIO
KOJMUKY. TpeTbMM BaXXHBIM CHMITOMOM BbIpakeHHoro aedunurta FXIII sBasercs moxoe
32)KUBIICHUE PaH, KOPPUTUPYEMOE MCTIOIh30BaHUEM TeMOMPENnapaToB, coaepx amux Guodpunazy. Y
JeTei 6osee cTapliero Bo3pacTa B KJIMHHUKE NMPEo0IalaloT MUKPOLUPKYIATOPHAsS KPOBOTOUYHUBOCTD
U 3aMEJUICHHE TOCJe TpPaBMbl WM XHPYPTHUUECKOIO0 BMEHIATENIbCTBA PETCHEpPALUUd KOXKHBIX
nokpoBoB. [lpu nérkux ¢opmax Oone3suun ¢ ypoBHeM FXIII B mmazme Boime 3-5%
MPEUMYIIECTBEHHO HaO0JII01at0TCS MOCTTPaBMaTHYECKUE KPOBOTEUYEHHUSI. Bo3moxHbI
6eccumnTomHubie popmel 6oe3nu Jlaku-Jlopanna [2].

Juacnocmuka. IlocTaHOBKa JuarHo3a OCYIIECTBISETCA MpPU TIIATEIBHOM HW3yYEHUH
CEMEHHOI0, TEeMOPPArnYecKoro aHaMHe3a, MpPH HOPMaJbHBIX IIOKA3aTeNsAX CTaHAAPTHBIX
KOaryJoru4ecKnuX TECTOB, OINpEACIeHUN aKTUBHOCTH U aHTureHa cyovemunun FXIII:
KOJMYECTBEHHBI M KadecTBeHHBIN nedekT cyobenuuunbl FXIII-A u FXIII-B. Tloxreepkmaet
HacnencTBeHHbIN gepunut OCO renernyeckuit ananus — myrtanus F134, FI13B [3, 5, 9].

KymupoBanne  kpoBoTeueHHMi  mocTuraercss  TpaHcdysusiMmu  KoHieHtpata  FXIII
(®ubporammuna P), cexxezamoposkennoi rasmbl (C3II), kpuonpenunurata. @udbporammun P
MpeAcTaBIsieT co0oil KoHueHTpaT rereporeTpamepa FXIII, mosydeHHBI #3 TUIa3MbBI, HE
3apeructpupoBal B Poccun, ono6pen B Eponie u B 2011 roxy onobpen FDA kak kopudakrt s
ucnionb3zoBanus B CIIA. PexomOunanTHeid npoaykT FXIII, cocTosimmii ToapKO U3 CyObeIMHULIBI
A, Takxe MPOXOAUT KIMHUYECKUE UCTIBITAaHUSI.

Hecmotpss Ha TO, 4TO pe3yJbTaThl JIAOOPATOPHBIX HCCIEIOBAaHUI HMEIOT penlaroliee
3HaueHHWE IS MOCTAHOBKH JIMArHO3a, HEOOXOAMMO TOMHUTH HEKOTOpBIE MpaBuia. Bo-mepBbIX,
M3MEHEHHUs J1abopaTOPHBIX TECTOB YAacTO OOHAPY>KMBAIOTCA TOJIHKO B MOMEHT IeMOpParuvyeckoro
amu30/1a. Bo-BTOpBIX, HOpMaJIbHEIE TAOOPATOPHBIE TTOKA3aTeNH y OONBHBIX, UMEBIINX B aHAMHE3€
MOBBIIIEHHYIO KPOBOTOUMBOCTh, HE CBUAECTEILCTBYIOT 00 OTCYTCTBUU Y HUX 3a00JieBaHUA (B TAKUX
CIIy4asix PEeKOMEHIYIOTCS MOBTOPHBIE, YacTO MHOTOKpaTHbIe 00OclenoBaHus). B-TpeThux, 4acThb
71a00paTOPHBIX TECTOB, MPUMEHSEMBIX /JIs HCCIEJOBAHUS CUCTEMBl T'€MOCTa3a, HEJOCTATOYHO
YyBCTBUTEJIbHBI (HAPUMEp, ONpeeiIeHUE BPEMEHU CBEpThIBaHUs KpoBH). IIpu 3TOM, pe3ysbTarhl
Takoro  HMHQPOPMATHUBHOIO  TecTa, KaK  ONpEleJIeHHEe  aKTUBUPOBAHHOTO  YaCTUYHOTO
TpoMOormnacTuHoBoro BpemMeHH (AUTB), wm3menstorcs y OOJIBHOTO IHUIIb TPU  CHUKCHHUH
HezjocTaoniero gpakropa A0 paHee yKa3aHHbIX ypoBHeH. Heo6XoauMo OTMETUTh, 4TO U MPU3HAKU
KPOBOTOYHMBOCTH TOSIBJISIIOTCS. OOBIYHO TOTNA, KOT/Aa CcojAepXaHue Kakoro-mubo dakropa
CTAHOBUTCSI HUXKE ITOTO KPUTHYECKOTO YPOBHSI.

B kadecTBe AEeMOHCTpallMU TIPECTABISIEM BBIMUCKY W3 McTopun Oone3nu Exatepunsr 3., 2
JIeT, HAaXOUBINEHCS HA CTAllMOHAPHOM O0CIIeI0BaHNH U JiedueHUH B KpaeBoil 1eTCKON KIIMHUYECKOH
6onpuune (KJAKB) r. Yurel. Pe6éHok oT 2 OepeMeHHOCTH, 2 ONEepaTHBHBIX DPOAOB (ILIAHOBOE
KecapeBo ceueHue — pyberr Ha marke) Ha cpoke 40 Henenb. bepemeHHOCTh mMpoTekana Ha ¢GoHE
apTepHalIbHOM TMIOTEH3MHU, Taxukapauu. Macca npu poxaenun — 3650 r, nnuHa tena — 51 cm. ¥V
POJCTBEHHUKOB MOBBIIIEHHOM KPOBOTOYMBOCTH HE OTME4YeHO. COCTOSIHME IOCIIE POXKACHUS
peOeHKa pacleHeHO Kak ynoBieTBopuTenbHoe. HoBopokaéHHas Obuia BbIMHMCaHa JTOMOM Ha 4-¢
cyTku xu3Hu. Ha 5-e cyTku mocie OTTOp>KeHHUs MyHNOBHHHOIO OCTaTKa OTMEYaloch OOUIIBHOE
KpPOBOTEUYEHHE U3 IMYMNOYHOW paHku. llenuarpoM TONUKIMHUKKA 1O MECTYy JKHTEJIbCTBA
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pPEKOMEHI0BaHa /IaBsllas MOBsA3Ka, HO KPOBOTEUEHHE HE OCTAHABIMBAJIOCh. B aKCTpeHHOM mopsiike
JeBOYKa ObUIa TOCHUTAIM3UPOBaHA B OTAeieHUEe maTtojoruu HoBopoxACHHBIX ['Y3 KJIKb, rae
MpOBEJIeHa TeMOoCTaThyeckas Tepamnus. BhIoJHEHO omepaThBHOE JeUeHHE: MUHHIANapOTOMMS,
IepeBA3Ka IyNOYHOM BeHbl. DB  mocineomepallMOHHOM — IEpUOJE  OTMedanach  TsKEmas
rocTreMopparuieckasl aHeMusi, B CBSI3U C YeM MPOBOJUIACH T'eMOTpaHChy3us SPUTPOLUTAPHOM
Macchl. I3MeHeHH cO CTOPOHBI CKPUHUHIOBBIX ITOKa3aTesie reMocTasa He BbIsiBIeHO. Co BTOPOro
MOJTyTOAMS JKU3HM, KOrja peOeHOK Hayajl aKTUBHO JBHUraThCs, MaTh cTaja OTMEYaTbh Ha Tele
JI€BOYKH 3KXHMO3bI, OOIIMPHBIE TeMaTOMBbl pa3InYHbIX pazmepoB. B urone 2020 roga mpoBeneHo
nabopatopHoe oOcienoBanue: akTuBHOCTh FVII, arperamuu tpomOoruToB, haktopa Buminedbpanga
6butn B peaenax HopMbl. 01.09.2021 roga neBouka nogyduiia TpaBMy MATKUX TKaHel obsactu 16a
(ymapwiack 00 yrojl XoJIOAWJIBHHUKA), CO3HAHWE HE Tepsja, PBOTH He oTMedanoch. OOpaszoBanach
remMaToma, HapacTarollas B JUHAMUKE B TeueHue nocienyroumx aHei. 06.09.2021 r. mpoBeneHa
MMyHKIMS TeMaTOMBI Ji0a, HO OTEK MSTKUX TKaHei j0a coxpansuicsa. 16.09.2021 r. 6onpHas Oblia
rOCIUTAIN3UPOBaHa B oTAeseHue yemocTHo-nueBor xupypruu I'Y3 KIKb. Ilpu rocnutanuszanuu
y ManueHTa 0OTMevaaach aCHMMETPHUS JIMLA 32 CUET BBIPAKEHHOTO OTeKa MSTKUX TKaHel B 00iacTu
n6a pazmepom 5x4,5 cM, OTeK BO3BBIILIAJICS HAJl OBEPXHOCTHIO, KOXKAa HaJl HUM OblJIa CHHIOIIHOTO
1[BETa, HE HaNpsDKeHa, B TIIyOMHE oOpa3oBaHUs ONpenessiach (BIIOKTyallus, NMpU MaJbHaliu
Oone3HeHHOCTH He HaOmonanock. [lpu ¢usmkanbHOM 00CIe0OBaHMM 1O OpraHaM M CHCTEMaM
n3MeHeHul He BbIsiBIIeHO. 17.09.2021 r. npoBeneHa MyHKIUs reMaToMbl — nojiydeHo 40 Mi1 TeMHOM
KpOBH, HaJIO)K€HA JaBsilas IOBs3Ka, IMPOJOJDKEHAa CHMIITOMarhueckas Tepamnus. IIposeneHo
obcnenoanue. OOmmMi aHamu3 KpoBH: remorjaobun — 117 1/m; 3pUTpOIUTHI — 4.4x10/"?/n,
neitkonutsl — 7,6x10/°/n1, meitrpoduns — 52%, mumdonutsl — 42%, MOHOUUTHI — 4%, TPOMOOIIUTHI
— 319x10/°/n, COD — 27mm/4. Koarymorpamma: ¢ubpunores 1,89r/x, IITB — 12,9¢c, IITU —
104,6%, AUTB — 20c, MHO - 1,4, TB — 14,8 ¢, AT-III — 103%. AxTuBHOCTH (HaKTOPOB
ceeptbiBanus kposu: FII-115,3%, FV 96,5%, FVIII — 86,4%, FIX — 92,5%. B nunamuke mocine
€KEIHEBHOM NYHKIIMM TeéMaToMa HamojiHsuilack BHOBb. 21.09.2021 r. BBINOJHEHO BCKPBITHE U
JIpEeHUpOBaHUE TremMaToMbl. B mocrneonepallioHHOM TMEpHOJEe BHOBb MOSBUINCH TMPU3HAKH
HapacTaHUsl TeMaTOMbI Ha (JOHE MPOBOJUMON T'eMOCTATHUECKOW TEparuu: TpaHEeKcaM, OKTAaIlIeKc,
neaxael TpaHchysum C3I1 u3 pacuera 15mur/kr. 25.09.2021 1. B CBSI3W € OTPHUIIATEIHLHOMN
JMHAMUKON peOeHOK OBbLI MEpeBeCH B OTJC/ICHNEe MHTEHCUBHON Tepanuu U peanumarmu Ne 1 s
oOcrmeoBaHUS W TPOBEIEHUS TE€MOCTAaTUYECKOW, aHTHaHeMu4eckodl Tepanuu. Ha ¢one
tpanc¢ys3un C3I1 BHIMONHEHO TOBTOPHOE XUPYPrHUECKOE YIaleHHe TeMaToMbl. B nuHammke
KpoBoTeueHHe KynupoBasiock. C npeanonoxenuem o aedunure FXII geBouka Oblia HampaBieHa
Ha KOHCYJbTAIMIO TemaTtosnora u obcienoBanue B jnaboparoputo ®I'BY «HMUL AT'OU um.
Jmutpust PoraueBay M3 Poccun st yTouHEHUs nMarHo3a W Moja0opa Tepamnuu, TAe ONMpeaeiInin
aktuBHOoCcTh FXIII, cocraBuBmero 2,2% (mata wuccnepgoBanus 03.11.2021). MonekynspHo-
reHerndeckoe wuccienopanue reHa F13Al meromom mpsiMoro cekBeHupoBaHus 10 CeHrepy
BBISIBIJIO Yy peOCHKAa TETEpO3UTOTHYIO 3aMEHy OJHOro Hykieotuaa c.691-1G>A. B sk3one 8
oOHapy)xeHa TeTepo3uroTHas 3ameHa c¢. 998 G>T, npuBomsmas K oOpa30BaHHUIO
npexaeBpeMenHoro cromn-konona p. Gly330Ter (G330%*).

Takum o6pa3om, y neBouku BepuduiupoBad nedumur FXII. C 3amectutensHOl 1EbIO
BbINOJIHEHB! 1Baxbl Tpancysuu B(IIl) kpuompenunurara. Yepes 30 MUHYT mocie TpaHC(y3un
Kpuomnpeuunurara QpapMmakokuHeTuka ¢akropa cBepTbiBanus kpoBu FXIII cocraBuna 10,8%,
HejleBoe 3HaueHue ocraroyHor aktuBHocTH FXIII — 5-20%. Beimucana w3 OTAEIEHHS C
KJIHHUYeckuM auarHo3om: HacnencrBennwiii aedunur XIII ¢dakTopa cBepThHIBaHHS KpOBU
TspKeNnoi crenenu (2,2%). PEKOMEHI0BaHO: MPOAOKUTH TEPANUIO0 KPUOTPELUUITUTATOM 3 10361 (HE
Menee 120 mi1) BHyTpUBEHHO KaKble 14 MHEH B yCIIOBUSX CTallMOHApa MO MECTY KHUTeIbCTBA. [1pu
a0CONFOTHON HEJIOCTYITHOCTH KPUOMPEIUIUTATa BO3MOXKHO Hcmonb3oBanue C3I1 30 mur/kr, mpuem
TpaHEeKcaMOBOM KHUCJIOTHI 125 mr x3 pasa/c BHYTpPh NOCTOSHHO umMTeNlbHO. I[lomumo 3toro,
PEKOMEHIOBaHbl BHIOOP MAJIOTPAaBMATUYHBIX BUAOB CIOpPTa, MPOPECCHOHATBHON NEeATETbHOCTH,
THIATENbHOE MJIaHUPOBaHUE OEPEMEHHOCTH.

108



9HMU 3abalikaabcKuii MeIUIMHCKUI BeCTHHK, Ne 3/2022

3akinouenue. Penkue Koaryionatuu 3aHUMArOT OKoyio 3-5 % BceX HacIeICTBEHHBIX
remoctazuonaruii. Yacrora ux pacnpoctpanenust Bappupyet oT 1 Ha 500 000 mist nepunura VII
daktopa 10 1 Ha 2 000 000 mnsa medummra mporpomOuHa u daktopa XIII. Hedbunur FXIII mo
naHHbBIM BeemupHoii penepanuu remouing U HAIIMOHATBHBIX PETHCTPOB COCTaBISIET 6,5 % cpenn
penkux koarynomaruii [3, 10, 11]. B ompenenénnoii cremeHn 3THUM (PAKTOM OOBSCHIIOTCS
TPYAHOCTH AMArHOCTHKHM mHaTtosioruu. Kpome Toro, oTcyTCTBYIOT crelM(pHUUECKHe KIMHHYECKHUE
MIPOSIBJICHUS, CKPUHUHTOBBIE Ja0OpaTOpHbIE KPUTEPHHM PENKUX Koaryiomatuil y pgereid. [ns
MIOCTAaHOBKM JMarHo3a IMOAOOHBIX 3abosieBaHUI TpeOyeTcsl TIIaTeslbHas OIGHKa CEeMEWHOro
aHamMHe3a, CHMITOMOB OOJIE3HM, HaJIM4YUE XOPOIIO OCHAIEHHOW JabopaTopuu. 3amoJ03pUTh
nepuuut Qaxropa Jlaku-JIopanna mo3BosisieT UMEIOIIEECs] HECOOTBETCTBUE MEX]Y BBIPaXKEHHBIM
reMoOpparuueckiM CHHAPOMOM Yy TalMeHTa M OTCYTCTBHEM OTKJIOHEHHUH B CTaHJapTHOU
KoaryJorpaMmMme. B paccmarpuBaeMOM HamMu ciiydae y JEBOUYKHM 2 JIET OTMEYaJiCs XapaKTEepPHBII
«IIyNOYHBIM CHHAPOM», HECOOTBETCTBUE TSDKEIOTO reMOPParuvyeckoro CUHAPOMAa U HOPMAJIbHBIX
TPAaTUIIMOHHBIX T€MOCTAa3HOJIOTUYECKUX JTAOOPAaTOPHBIX MOKa3aTeNei, YTo 3aCTaBUIIO 3al003PUTh
penkuii nedunut XIII dakTopa cBEPTHIBaHUS KPOBM M HAMNPABUThH MAlMEHTa IS JabHEHUIIEH
JUArHOCTUKU B CIIELUATU3UPOBAHHBIN CTaI[MOHAP.

Aemopul 3as671a10m 006 omcymcmeuu KOHGIAUKMa uHmepecos
Bxnao aemopoe é nyonuxkayuro:
. Makcumosa O.I'. — 35% (ananu3 nuTepaTypbl 10 TEME UCCIIEI0BAHUS, HAIIUCAHUE CTATHHU).
.baraesa E.Il. — 20% (aHanu3 JuTepaTypsl MO TEME€ HCCJIEIOBAaHUS, YTBEPXKACHUE
OKOHYATEeJIbHOTO TEKCTA CTAThH).
3. PaxmatypoB A.I'. — 10% (cO6op u uHTepmnpeTanusl NaHHBIX MO HCTOPUH OOJIE3HU MAIEeHTa,
HalpaBJIeHUE Ha MOJIEKYJISIPHO-TeHETUUYECKOE UCCIIEIOBAHUE).
4. Kynpsisuesa A.W. — 10% (cOop u nHTEpIpeTanus JaHHBIX 110 HICTOPUU OOJIE3HU MAIlMEHTA).
5. Herpyxuna U.U. — 5% (ananu3 auteparypsl 10 TEME UCCIICOBAHNUA).
6. KpsokeBa O.M. — 10% (cOop nmaHHBIX, UX MHTEpIpETalus, MpeAocTaBlIeHne MHQOpMAHUH 10
oOcnenoBanusaM pedenka B I'Y3 «KpaeBoil OHKOJIOTHYECKH JUCTIaHCEPY ).
7.Cuzenko B.A. — 10% (cOop naHHBIX, UX HMHTEpIpeTalysi, MperocTaBlieHue WHGOpPMALUU O
oOcnenoBanusaM pedenka B I'Y3 «KpaeBoil OHKOJIOTHYECKH JUCTIaHCEPY ).
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