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dakrop (PXIil)

- depMeHT NPOoTPaHCINyTaMMHa3a, KoTopas, Hapaay C
nogaeprKaHMem remoctasa, BbINMOJHAET MHOMKECTBEHHbIE
NAa3MaTUYECKUE U BHYTPUKNETOUYHbIE QYHKLUN.

[MnasmaTtnyeckasa popma daktopa (ndXII)
npeacrasaseT cobom TeTpamep ABYX, NOTEHLMANBHO
aKTUBHbIX cyobeamHuu, A (OXIII-A) n aByx cybbeanuHuu
MHrubmuTopa/nepeHocumnka B (®XIII-B), B To Bpemsa Kak ero
kKnetoyHasa ¢opma (KOXII) - ato ammep (cnoxkHasa
MO1IeKY/1a, COCTaBNEHHaA N3 AByx bosee NpocTbiX
moneryn) ®XIII-A [Karimi M. et al.,2009; Komaromi |. et
al.,2011]




OXIN-A npoayumnpyeTca remono3TUYECKUMU KNEeTKaMM, a
®XIlI-B ob6pasyeTcsa B neveHwu.

B uenom OXIll urpaet KntoueByto poab B cTabunmsaumm
KPOBSIHOIO CrycTka, BBMAY Yero obo3HavyaeTca Kak
dnbpunHcTabununsmpyrowmm gpaktop. (PCP).

AxkTnsupyetca OXIll TpombUHOM M Kanbumem
obpa3oBaHMeEM TPaAHCIIYyTaMWUHa3bl, KOTOpPas
cTabununsmnpyet obpasoBaHmne Tpomba 3a cyer
NepeKpPecTHOro cBA3bIBaHNA MOHOMEPOB GUbPUHA K

aHTUOUOBpPUHONUTHUYECKUX BenKkoB [Komaromi l. et al.,2011;
Levy JH, Greenberg C.,2013; Marco A, Marco P.,,2021].




PXIIl anaeTca nocheagHMMm GepMeHTOM B KacKkaae
cBepTbiBaHMA KpoBU. OcHoBHaA dyHKUMa OXIII
3aKJ/1toyaeTca B npeobpa3oBaHUM pbixaoro pubpmnHoOBOro
noJiMMmepa B NPOYHYHO, BbICOKOOPraHU30BaAHHYIO
NepeKpPecTHO-CLUMNTYIO CTPYKTYPY C NOBbILUEHHOM
NPOYHOCTbLIO Ha PaCTAXKEHME, NNOTHO NPUAETrAOLLYIO K
MEeCTY paHbl 1 061a43at0LLYH0 BCTPOEHHOM
YCTOMYUBOCTbIO K GMbpuHonnsy [Al Sonbul A. et al., 2015].

YyacTtByA B Kackaae remoctasa, OXIIl cnocobecrByer
POCTY KOCTHOMU M XPALLEBOU TKAHU, 3aXKUBJEHUNIO PaH,
COXpaHeHuto bepemeHHOCTU [Komaromi l. et al.,2011].




[Mpnpona, peako BcrTpevatoweroca geduumta eOXIlI 8
OpPraHmM3me, MOXKEeT bbITb Pa3nnYHou [Levy JH, Greenberg
C.,2013].

BpoxkaeHHbin agednumut PXIIl paccmaTtpuBaeTca Kak
pegkoe 3abosneBaHmMe C ayTOCOMHO-PELLECCUBHbIM
TMNOM Nepenayn, c Yactoton 1,5 cnyyas Ha 2 MUANNOHA
yeoBekK.

B cnyyae BblpaxKeHHOro gepuumta (coaeprkaHume
dakTopa <1%) 3abonesaHue xapaKkTepmyeTcsa
TAXeNbIMU U ONINTE/IbHbIMU KPOBOTEYEHUAMMU, B T.Y U3
COCYAO0B KYNbTU NYNOBUHbI U BHYTPUYEpPEnHbIMU
KPOBOU3/IMAHUAMU NPU poXKaeHUN. [lpyrne npoAasseHUA
Aedunumnta EOXIIl BKAOYAOT KpoBOTEYEHME U3 MATKUX
TKAHEW, reMaToOMbl, FreMapTPO3bl U Ap.




MpunobpeteHHbIN peduuymnta ®XIIl nccheposatenu
PACCMATPMBALOT KaK 3aboneBaHMe, B OCHOBE KOTOPOTro
NeXaT, KaK UMMYHHbIE, TaK U HEMMMYHHbIE MeXaHU3Mbl
[Levy JH, Greenberg C.,2013; ].

MprnobpereHHbIN MMMYHOONOCPEAOBAHHbIN
nedpnunt OXIll asnaetca peakmum 3aboneBaHmnem,
noapasymeBaeT Ha/InYMe ayToaHTUTEN, HanPaBAEHHbIX
Ha anuTonbl pakTopa. B nogobHbIX cnyyasx
KIMHUYECKAA KapTUHA remopparm4eckoro CUHAPoOMa
MOXET BapbUPOBaTb OT KOXKHbIX, CTU3UCTbIX U
BHYTPUMbILIEYHbIX KPOBOU3/IMAHUN A0 YrPpOXKatoLmx
YU3HU BHYTPUYEPENHbIX, BHYTPUTPYAHbIX NN
BHYTPUOPIOLLIHbIX KPOBOTEYEHUM.




[MTpmeyaTenbHO, YTO CTENEHb BblPaXeHHOCTU
KPOBOTOYMBOCTU NPU NPUOBpeTeEHHOM MMMYHHOM
AedunumnTe pakTopa HEe KOPPENUPYET C ero coaepHaHmem
WU TUTPOM UHITMOUTOPA, YTO MOXKET BECTU K OMNACHbIM
ANA KU3HN KPOBOTEYEHUAM.

[MTprMmepHO NONOBUHA CAyYaeB NPUoObpeTeHHOro
MMMYHHOro aedpunumnta OXIlI asnatorca
nanonatnyeckmmmn. Hanbonee pacnpocTtpaHeHHbIMMK
GOHOBbIMM COCTOAHUAMM B CAYYAAX
MMMYHOONOCPEeA0BaHHOIO AednUNTa KAMHULMUCTDI
PACCMaTPUBAIOT ayTOMMMYHHbIe 3aboneBaHUA U

3/10KaYecTBeHHble HOBOObOPa3oBaHUA [Levy JH, Greenberg
C.,2013; |].




HeMmmyHHble npuunHbl npuobpetreHHoro aepunuunta
®XIIl bonee pacnpocTpaHeHbl, HO peXKe Bbl3blBaOT
NPOAB/EHNA remopparnyeckne cmHapoma. [NpudmHebl
CBA3aHbl C YPE3IMEPHbIM NOTPEONEHUEM NN CHUKEHUNEM
npoaykumnmn OXIII.

Cpean HemmmyHooMNocpeaAOBaHHbIX MPUYNH,
nccnenoBaTeNIn Ha3blBalOT NepeHeCceHHY HaKaHyHe
onepauunto, 3aboneBaHna NevyeHun, Cencuc, NPUem
NEeKapCTBEHHbIX NpenapaTtoB U Ap. [Levy JH, Greenberg
C.,2013]. B TaKnx cny4vyaax peaKo BO3HUKAOT ONacHble ANA
XU3HU KpoBOTeYeHuUA, T.K. ypoBHU PXIII 06bI4HO
konebntotca ot 20% oo 70%, a aHTuTena K eXIll He
obHapy*KmBatoTcA.




KAnHnymcTam 4ypessbi4aHO BaXXHO 3HATb, YTO NpwU
nedunumnte OXIIl ctaHAapTHbIE TECTbI Ha
CBEepTbIBAEMOCTb, HECMOTPA Ha Bblpa*KeHHble
¥enyagoyHo-KuledHble KpoBoTe4YeHMA Y NaumueHToB
XapPaKTEPM3YHTCA HOPMa/bHbIM 6a30BbIM Npoduiem
Koarynauuu, BKAOYaa NpoTpoMOMHOBOE BpeMS,
aKTUBUPOBAHHOE YacTUYHOEe TpombonnacTuHoBoe
Bpems, BBUAY TOro, YTo CHUKeHune yposHAa PXIIl nam ero
OTCYTCTBME He OKa3blBaloT BJIMAHME HA KOHEYHYIO TOYKY

cBepTbiBaHMA KpoBu [Anwar R., Miloszewski K.J.A.,
2009].




OaHOM U3 NPUYMH npnobpeteHHoro aedpuumta OXIII
y AeTen aBnAeTcsa remopparnyeckmu sackynuTt ('B) Ewe
okono 30 neT Tomy Hasaa nuccaepgosatenn obpaTmam
BHMMaAHME Ha YeTKYI0 B3aMMOCBA3b MeXAay TAXKe/bIMU
KIUMHUYECKMMU NPOABAEHUAMMN abAOMNHANBHON GOPMbI
BACKY/IMTa, BK/IOYAA }KenyqouyHo-KuieyHoe
KpoBOTeYeHne, KOTopoe CONPOBOXAa/IOCb CHUXKEeHnem
aktmBHoCcTU PXIII [Kamitsuji H. et al.,1987; Fukui H.et al.,1989].

bonee Toro, samectutenbHaA TepanuAa B Buae
BBeAEeHUNA KOHUeHTpaTa ¢pakTtopa Xl Beaet He TONbKO K
BOCCTAHOB/IEHMNIO €ro HOPMaJbHbIX 3HAYEHUN, HO U
YCTPaHEeHM0 abaOMUHANbHbBIX PAaCCTPOMCTB, BKAOYAS
OCTAHOBKY Xenyao4yHO-KULLIEYHbIX KPOBOTEYEHUMN.




C uenbto BbiscHeHnA coctoaHna OXII|
M ero AMarHoCTnu4YeCcKom aHaYmmocTn npun By
aeten, B yCNoBmAx Hedpoaorm4eckoro otaeneHms
PAKBE obcnenoBaHo 27 naumMeHTOB B BO3pacTe OT
6 oo 13 ner.

N3 yncna obcnepgosaHHbixX y 21 (77,7%)
AMNArHOCTUPOBAHA abaommHanbHaa ¢opma (AP)
BAaCKy/1MTa, y 6 — cyctasHaAa (22,3%).

Cpean 60nbHbIX ¢ AD B NATU CAyYasaX MUMENO
MECTO *enyao4yHO-KueYyHoe KpoBoTeyeHue

(23,8%)




Hapaay c obwenpuHATbIM KANHUKO-
NabopaTopHbIM U MHCTPYMEHTA/IbHbIM
obcnepoBaHuem, y 60nbHbIX B nepsble 1- 4 AHA
NpPWY NOCTYyN/1IeHNU, Ha BbICOTE aKTUBHOCTMU
npouecca onpegensanu OXIII.

OnpepgeneHune aktnsHoctn paktopa Xl naum
OCD ocywecTBNANOCb METOAOM, OCHOBAHHbIM Ha
ouUeHKe nmn3nca pubpmMHOBOro cryctka B 5%
MOHOXNOPYKCYCHON Kncnote. PedpepeHcHblie
3Ha4YeHUA NoKa3aTtena B npegesax 80 - 120%




PesynbTtaT nccneposaHua. Cpeamn neten ¢
cyctaBHOU popmon B CHUKEHME aKTUBHOCTU
n3ydyaemoro GpakTtopa He obHapPYKEHO.

N3 yncna naumeHToB ¢ AD, CHUKeHUue
aktuBHocTu Xl yctaHosneHo y 8 n3 21 (38,1%).
[Mpn 3TOM, HEe3HaYnUTe/IbHOE CHUKEHMe (YpOBEHb
40 — 79%) umeno mecto y 5 60abHbIX (62,5%),
3HauutenbHoe 20 —39%) —vy 3 (37,5%).
Kputnyecknm yposeHb aepumumnta paktopa
(meHee 20%) cpeam obcnenoBaHHbIX AeTEN HE
3aPEermcTpmpoBaH.




Mcnonb3oBaHMe perpeccMoHHon moaenn Kokca
NOKa3a., YTo TAXKeNble abaAOMMUHANIbHbIE CUMITOMbI, B T.
Y.y AeTeun C XKenyao4HO-KMLWEYHbIM KPOBOTEYEHUEM U
CHM»XeHune aktTusHoctn F XlIl aBnatoTca 3HauynuTeNnbHbIMM
daKTOpammn pUCKa, a X OTHOLLEHUA cocTaBunmn 5,34 u
1,87, COOTBETCTBEHHO.




Takmum obpasom, aktmsHocTb OXIII no3nTUBHO
KOppenmpyeT y AeTen C TAXKEeCTbto abA0MUHANbHbIX
NnposBAE€HUN, OCOOEHHO C CONYTCTBYHOLWMUM
KenygoyHo-KULWeYHbIM KpoBoTeuYeHnem.

NccnepoBaHue akKTUBHOCTM daKTopa B Aebtote B
No3BONAET onpeaennTb Tex NaumMeHTOB Y KOTOPbIX
BO3MOXHbl NOAO0DOHbIE NPOABNEHUA N KOMY MOKET
6bITb MOKa3aHa 3aMeCcTUTE/IbHaA Tepanua
(KoHUueHTpaT dpakTtopa PXIII, C3I1, KpnonpeumnnuTar).

B 3TOM CBA3U, aKTUBHOCTb PaKTOpPa CBEPTbIBAHUA
Kposu XIll chegyeT paccmaTtpumBaTb B KadyecTse
NPOrHOCTUYECKOro nokasartenay aeteun c B.




