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MEIUIMHCKUM UCCIIE0BATENbCKUI LIEHTP AETCKOM reMaTOIOTUH, OHKOJIOTHH U UMMYHOJIOTUH UMEHH JIMUTpuUs
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remocraza @eneparbHOrO TOCYIAPCTBEHHOTO OIODKETHOTO YUpexaeHus «HarmoHanpHBIN MeTUIIMHCKIII
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®enepallbHOTO  TOCYIAPCTBEHHOTO  OIO/KETHOTO  yupexaeHus  «HanmuoHaidpHBIH  METUITMHCKUMA
HCCIIEIOBATENbCKUN LIEHTP reMaTojorun» MuHUCTEpCTBa 3apaBooxpanenus Poccuiickoin denepannn
PykaBuupin Oser AHATOIbeBUY — JOKTOP METUIIMHCKHUX HayK, mpodeccop, riaBHbA remMatonor MO PO,
HAYaJIbHUK TeMaTOJIOTHYECKOro IeHTpa DenepaibHOe TOCyJapCTBEHHOE OF0KETHOE yupekacHue «[ maBHBIN
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BhIcIIero oOpa3oBaHus «Ps3aHCKHII TOCYJapCTBEHHBIH MEIWIIMHCKAN YHUBEPCHTET MMeHHU akanemuka M.IT.
[TaBnoBa» MunucrepcTBa 3apaBooxpanenus Poccuiickoit @eaepannu

3ammra JauccepTaliil COCTOUTCS <« » 2023 roma B YacoB Ha 3aceJaHuu

JINCCEPTAIIMIOHHOTO COBETA IO 3alUTe JOKTOPCKHUX M KaHauaaTckux auccepranuid 21.1.025.01, cozmanHoro Ha
O0aze @enepanpHOoro ['ocymapcTBeHHOro OrOKETHOrO yupexaeHus «HarumoHanmbHBI — METUITMHCKHHA
HCCIIEIOBATENIbCKUN LIEHTP JE€TCKON I'e€MaTOJIOTHH, OHKOJOTMM M MMMYHOJOTHM MMeHH Jmutpus Porauésax»
MunucrtepctBa 3apaBooxpanenus Poccuiickoil @enepaunu no agpecy: 117997, Mocksa, yn. Camopsl Maiena,
oM 1.

C nmuccepranmeid MOXXKHO O3HakoMHUTbess B DenmepanbHoMm [ocynapcTBEHHOM OIOMKETHOM  YUPEKACHUH
«HanuoHanpHbI MEAULIMHCKUI UCCIIETOBATENbCKUN HEHTP JIETCKOM reMaTOJI0rMi, OHKOJIOTUH U UMMYHOJIOTUU
umenn mutpus Porauésa» Munucrepcrsa 3npaBooxpanenust Poccuiickoit ®@enepaunu no aapecy: 117997,
Mockga, yi1. Camopsl Marena, qom 1 u Ha caiite www.fnkc.ru

ABtopedepar pa3ocnaH «__ » 2023 rona

VY4enslll cekpeTapb JlMccepTallnOHHOTO COBETA
JIOKTOP MEJIUIIMHCKHUX HayK, TIpodeccop ’KyxoB Hukonait BnagumupoBud



OBIIASA XAPAKTEPUCTUKA PABOTHBI
AKTYaJILHOCTb TeMbl HCCJICI0BAHUSA

Penxue koarynomaTMM — TeTepOreHHas TpyINa HaCIEJCTBEHHBIX KAueCTBEHHBIX WM
KOJIMYECTBEHHBIX NeuuuToB (akTopoB, BKMouaromas aedunutsl (HUOpHHOTEHA, TPOTPOMOMHA
(daxrop II), bakropa V, VII, X, XI, XIII, komOuaupoBanusiii gedpunut FV + FVIII u nacineacTBeHHbIi
KOMOMHHPOBAHHBIN NeUIUT BUTaMuH K-3aBHCHUMBIX (PaKTOPOB CBEPTHIBAHUS KPOBU. JTHU 3a00JIEBaHUS
3aHUMaIOT O0KO0JI0 3—5% OT BcexX HaceICTBEHHBIX KOAryJonaTHii, B OCHOBHOM HMEIOT ayTOCOMHO—
peliecCUBHOE Hacel0BaHKe, YacToTa UX pacnpocTpanenus Bapbupyet oT 1 Ha 500 000 mis nedunmra
VII dakropa o 1 Ha 2 000 000 myis nedunmra nporpombuHa u dakropa XIII. PacnpocrpaneHHOCTH
PEAKUX KOaryjomaTHil BBINIE B TEX MeECTaX, TJe JIOAM IPOXKUBAIOT KpalHe KOMIAKTHO, H
pacrpocTpaHeHbl 01M3K0poACTBEHHBIE Opaku [Mannucci et al., 2004].

B cBsi3u ¢ KkpaiiHe HU3KOW PACIPOCTPAHCHHOCTHIO JAHHBIX JC(QUIMTOB U HEIOCTATOYHON HX
U3yYCHHOCTHIO HA JIAHHBI MOMEHT BBISIBJICHBI CIICAYIOIIUE MPOOJIeMbl: 1) HEJOCTATOYHbBIC 3HAHUS U
3HAKOMCTBO C TCHETHYCCKUMHU M KIMHUYECKHMH OCOOCHHOCTSIMHU JIAaHHBIX Ne(UIMTOB y Bpadell Kak
00IIei MPAaKTUKH, TaK U CICIHAIUCTOB; 2) PUCK CMEPTHOCTH U ONACHBIX OCJIOKHEHHI, CBSI3aHHBIX C
HECBOCBPEMEHHOM JTUAarHOCTHKOIL; 3) oTCyTCcTBHE Oe30macHbIX U AP ()EKTHUBHBIX METOMIOB JicueHus; 4)
MHHUMAJIbHAs HCCIIEIOBATENIbCKAs JICSTEIBHOCTh 10 YCTAHOBJICHHIO M  COBEPIICHCTBOBAHHIO
CTaHIAPTOB MEIHMIUHCKON MMOMOIIN — BCE PEKOMEHAAIIMA OCHOBAHbI HA MHEHHUSX JKCIIEPTOB, a HE Ha
pe3ysbTaTax KIMHUYeCKUX uccienoBanuii [Shapiro et al., 2011].

Crenenb pa3paGoTAaHHOCTH TeMbI HCCJI€I0BAHUSA

TsokecTh TeMOpPPAruyecKuX IMPOSIBJECHHH TPH Pa3IMYHBIX JAePHIUTaX CHIBHO BapbHPYET OT
0eCCHMITTOMHOTO TE€YEHHS JI0 TSHKENBIX, JKU3HEYTPOKAIOIINX KpoBoTedeHUi. HekoTophie nedumnTh
(GaKTOpOB MOTYT OCTaBaThCs HEIUATHOCTHPOBAHHBIMH W JA€OIOTHPOBATH BO BPEMsI OMEPATHBHBIX
BMeMaTeIbCTB. YacTh JePHUIUTOB MOXET HPUBOAMTH K MOBTOPHBIM IMOTEPSM IUIOJAA, YTO TpebyeT
aKTHBHOM Tepanuu Bo BpeMs: 6epemennoctu [Peyvandi et al., 2009; Peyvandi et al., 2012a].

Br160op MeTO10B JieueHus 171 MallMeHTOB ¢ PEIKUMH KOaryJonaTHsIMU 1I0CTaTOYHO OTPaHUYEH
Y TIPEJICTABIICH CBEKE3aMOPOKEHHOW IIa3MOM, KpUOMpeunuTaToMm, KoHientparom VII ¢daktopa u
AKTUBUPOBAHHBIM 3MTAKOTOM anb(]a, a Takke KOHLEHTPATOM (PaKTOPOB MPOTPOMOMHOBOI'O KOMILIEKCA.
[Ipu sTOM B Hamel cTpaHe HE 3aperuCTPUPOBAHbl YCHEIIHO MpPHUMEHSIOUIMEcs 3a pyOexom
KOHIIEeHTpaThl pudprHOoreHa, pakropos X, XI, XIII [http://grls.rosminzdrav.ru/Default.aspx].

Ha naHHBIIf MOMEHT CyIIIECTBYET OrpaHUYEHHOE KOJIMYECTBO HAIIMOHAIBHBIX M MEXKIyHAPOIHBIX
perucTpoB OONBHBIX ¢ peakumu Koarynonatusmu [Peyvandi et al., 2008]. Haubosiee 3HaYMMbIMH
SIBJISIFOTCS] €BPONEHUCKUI PerncTp OONBHBIX PEAKMMH KOAryJONmaTUsIMH, a TaKKe PETHCTP OONBHBIX U3
CIIA [Gupta et al., 2019; Peyvandi et al., 2012a]. JlanHble 3THX PErHCTPOB OTYACTH IMO3BOJIHIIN
cOpMHUPOBATH MTPEACTABICHHS O B3aUMOCBSI3U YPOBHS aKTUBHOCTHU (DaKTOpa M TSHKECTH KPOBOTEUCHH,
HO YKCJI0 OOJIBHBIX OCTAETCsI HEOOIBIINM, a JJIs1 HEKOTOPBIX NE(PUIUTOB KpaifHe HU3KUM. DTa CUTyalus
HaXOIUT OTPKEHHE B OTCYTCTBHH YETKO C(OPMHUPOBAHHBIX MEXAYHAPOIHBIX KIMHUYECKHX
PEKOMEHIALMI 10 BEACHUIO MAIMEHTOB C PEIKHUMH KoaryyomaTusMmu. [IpuMEHHTENBPHO K Hariei
CTpaHe, Ha CETOHSIIHUI JICHb OMyOIMKOBAaHBl KIMHNYECKNE PEKOMEHIAINH 10 BEACHUIO MAllMEeHTOB
toibko ¢ aepurmroM FII, FVIL, FX [303yns u coasr., 2014]. IIpr 5TOM OGONBIIMHCTBO PEKOMEH AAIHIA
HUMEIOT JIOCTATOYHO HEBBICOKYIO YOSIUTEILHOCTD J0Ka3aTenbCTB [303yi1s 1 coaBt., 2014]. Heobxoammo
0c000 OTMETUTh, YTO CHUCTEMATU3UPOBAHHBIX JAHHBIX IO KIMHHKO-T1a00paTOPHBIM OCOOEHHOCTSIM



TEUYEHUSI PEJIKUX KOATyJIOMaTuil y AeTel MPaKTUYECKU He MPECTABICHO — MMOaBIIsIONIee OONbIINHCTBO
ONyOJMKOBAHHBIX MAaTEpHajoOB IMpPEACTABISET CO0OI aHaaM3 HECEIeKTHPOBAHHBIX II0 BO3PACTY
BBIOOPOK B3POCIBIX U JETeH, Ooiblnas 4acTh M3 KOTOPBIX HE MMEET CTaHAapTHU30BAHHOW CHCTEMBbI
OLIGHKM TIPOSIBIICHWI TeMopparnyeckoro cuuapoma. Kpome Toro, kak ObUIO CKa3aHO paHee,
BBIPQXXCHHBIC TPOSIBICHUS T'€MOPPArHuecKoro CHHAPOMA TMPU HEKOTOPHIX ACPHUIMTAX MOTYT
HAOJII0JIaThCS TOJBKO IPU CTUMYJSILIMU CHCTEMBI I'éMOCTa3a (HalpuMep, KpPYNHOE OIEepaTUBHOE
BMEUIATENILCTBO, POABI W [p.), YTO TUKTYET IeIeCOO0OPa3HOCTh CBOEBPEMEHHOIO MPOBEACHUS
UCCJIEJOBAaHUM C y4aCTHEM JIETCKUX KOTOPT U MCIOJIb30BAaHUEM CTAHJIAPTU30BAHHBIX METO/I0B OLEHKU
reMOpparu4ecKux MposiBICHUMN.

ean uccaenoBanusi

OneHka CTpYKTYpPhI peIKUX KOAryJIonaTuil U aHallu3 UX KJIMHUKO-Ta00paTOpHBIX 0COOCHHOCTEH
y JETEN.

3agauu ucciaea0BaHus

1. Ananmu3 cTpyKTyphl M KOJHMYECTBA PA3IMUYHBIX BUAOB PEIKHUX KOaryJomnaTuil y nerei,
oOpamasmuxcd B ®I'bY HMULL II'OU um. Amutpus Porauesa Munsapasa Poccuu u cocrosmux Ha
ydyere y JeTCKUX TIeMaroyioroB Ha Tepputopuun P® ¢ uUCHOIb30BaHMEM CHELUAIN3HPOBAHHOIO
AQHKETHPOBAHMSI [JJaBHBIX BHEIITATHBIX CIIELIUAIINCTOB PETHOHOB

2. AHann3 aHaMHECTUYECKUX OCOOEHHOCTEH U TSKECTHU KIMHUYECKUX MTPOSBIECHUH Y TallUEHTOB
C PEAKMMHU KOaryJonaTUs MU B 3aBUCUMOCTH OT BUJA Jepunura pakropa.

3. OmeHka 3aBHCHMOCTH aHAMHECTUYCCKUX OCOOCHHOCTEH W TSDKECTH KIMHUYCCKUX
NPOSIBJIICHUH OT cTerneHu aedunura pakTopa y NalueHToB ¢ PSIKUMH KOAryJIonaTusMi B 3aBHCUMOCTH
oT BHJa aedummra.

4. OueHka poJid CTaHAAPTU30BAHHOTO OIMPOCHHMKA B JUATHOCTHKE PEIKUX KOAryJaomaThuil y
neTei.

HoBu3na uccjeaoBaHus

1. BrepBble Ha BbIOOpKE MAIMEHTOB B BO3pacTe A0 18 yeT oxapakTepu30BaHbI OCOOEHHOCTH
ne0roTa, TEUeHUs U THKECTH KIMHUYeCKUX mposiBieHuit PK B 3aBHCHMMOCTH OT BBIpaXKEHHOCTH
JeguInTa ¢ UCIOIb30BAHUEM CTAaHIAPTU30BAaHHOIO METO/1a OLIEHKH NeMOPParudeckoro CHHIpoOMa.

2. BniepBrie onieneH criektp PK u ux BeIsBIIsieMocTs y AeTeit Ha Tepputopuu PO.
MeTtonoJsiorus U MeTOAbI HCCJIEI0BAHUS

B Xoa¢e pa6OTBI MMPUMCHSAJICAH KOMILJIEKCHBIN MeTO,ZLOJIOFI/IquKI/Iﬁ noAxoJa K M3YUCHUIO PEAKHUX
KanYHOHaTHﬁ. Ha IEPBOM OTall€ HUCCICAOBAHUA MAIMCHTBI IMPOXOAWIIM KOMINIICKCHOC KIMHUKO-
J'I3.60paTOpHOC 06CJ'IC,Z[OBE[HI/IC IJId MMOCTAaHOBKU TOYHOTO JUAarHo3a MW HUCKIKOUCHUA BTOPHUYHBIX
KanYHOHaTHﬁ. I[anee BTOpPBIM 3TallOM BCEM IMMAallUCHTaAM IIPOBOAHJIACH OILICHKA KPOBOTOYHMBOCTU C
HCIIOJIb30BAHUECM TICAUATPUYUCCKOTO OIPOCHUKA KPOBOTOYHUBOCTH. Ha TPETbEM OJTall€ OTACIIBHO
AHATIU3UPOBAJIM PA3JIMYHBIC T'PYIIIbI IMAIIMEHTOB B 3aBUCHMMOCTHU OT JUArHo3a W CTCIICHU CHUIKCHUSA
AKTUBHOCTHU ILC(I)I/II_II/ITHOI‘O (baKTopa.

OcHoOBHbBIE MOJOKCHUS, BLIHOCUMBbBIC HA 3aIIIUTY

1. YacTtora BCTpeuyaeMoCTH pelKux KoaryionaTtuid B Poccuiickoin deaepanuu OTIWYaETCS OT
o0meMupoBbIX JaHHBIX. Hanbomnee pacnpoctpanennsiM sisercs nedhunut VII pakropa, BTopoe MecTo
3aHuMaeT neuiut pudpuHOoreHa, nanee cienyet aepunut XI gpakropa.

2. TlammmeHTHI € pEOKMMH  KOAryJOMATHSAMH  HMEIOT  MOJUMOpPQGHBIE  MPOSBICHUS
remMopparuueckoro cunapoma. Onnaxo, ans nepunura ¢akropa XIII, ¢axropa XI, dpaxtopa VII u
nepunura BuTaMuH —K 3aBUCHMBIX (DAKTOPOB MOKHO BBISIBUTH XapaKTepHbIE KIMHUYECKHE



IIPOSABJICHUA.

3. Hua nebunmra ¢akropa XIII BeIABICHA KOppENSmHUsS MEXIYy BBIPAKCHHOCTHIO
reMOpparui4eckoro CUHApoMa M KoimdecTBoM ¢akrtopa. Jns nepummro ¢dakropa I, XI u VII
Koppensinuu He oOHapykeHo. HecMoTpst Ha oTcyTcTBUe Koppessiuuu, npu aepuuute dakropa VII
menee 1% HabmoaaTes JOCTOBEPHO OoJiee TsKeIbIe IPOsBICHUS KPOBOTOUNBOCTH.

4. UVcnonp3oBaHHWE OINPOCHUKA JIETCKOW KpoBOTOYMBOCTH PBQ sBisercss yaoOHBIM
MHCTPYMEHTOM Il CTaHJApTHU3alM¥ TeMOPPAarM4ecKUX IPOSIBICHHH, HO HE MOXET CIIyKHUTb
€IMHCTBCHHBIM KPHUTEPHEM HEOOXOJMMOCTH OOCIICIOBAaHUS MAaIlMeHTa W HE MOXET 3aMEHUTh
KIIMHUYECKYIO OLICHKY ITallMeHTa U CTaHAAPTHBIE KOAryJIOrH4E€CKUE HCCIIEIOBAaHUS.

5. Hedpunur XII ¢dakropa HEe uUMeEeT TreMOpparduyeckux NpOsBICHUNH U He Tpedyer
JIONOJTHUTEILHON PYyTHHHON IreMOCTaTHYECKOM MIIM aHTUTPOMOOTHYECKOH Teparuu.

TeopeaneCKaﬂ H NPAKTHYIECCKadA 3HAYUMOCTD

Brissiennanie KHI/IHI/IKO'Ha60paTOpHBIC ocobennoctn Tedenus PK y z[eTeﬁ IIO3BOJIAT
ONTUMU3HUPOBATH OKA3aHUEC UM MG[[HLIHHCKOﬁ IIOMOIIN M OLICHUTH H€O6XOIII/IMOCTI) BHCIPCHHA HOBBIX
MCTOAO0B JMArHOCTUKHU U JICYHCHUA 3THX COCTOSTHHH.

BHenpenue pe3yJbTaToB B IPAKTHKY

Marepuansl aucceptranuu UCcnoib3ytoTcss B pabore PI'BY «HanumoHanbHbId MeTUIIMHCKUI
HCCJIEI0BATENbCKUN LIEHTP JIETCKOW T'eéMAaTOoJOTMU, OHKOJOTMM M HWMMYHOJIOTMM UMEHM JIMuTpus
PoraueBa»  MunucrepcrBa  3npaBooxpanHeHust — Poccuiickori ~ ®Denmepaunu, a  Takke B
o0mieo0pa3oBaTeIbHOM TMpollecce Ha Kadeape remMartoiorud U KIETOYHBIX TexHonoruit OI'BY
«HanunoHaIbHBIT MEIUUMHCKUN HMCCIEA0BATEIbCKUNA LEHTP JETCKOM TIeMaToJIOTUH, OHKOJOTHH U
“MMYyHoJioruu uMenu Jmutpus Porauesa» Munucrepcrsa 3apasooxpanenus Poccuiickoit denepannun
u kadenpsl rematonoruu u tpancdysuonoruu GI'BOY JIIIO «Poccuiickas MeIUIIMHCKAsT aKaJIeMus
HENpPEepBIBHOTO MpodeccnoHanbHoro odpasoBaHus» MUHHCTEpCTBA 31apaBooxpaHeHus Poccuiickoit
denepauuu.

Anpobanus pe3yJibTaToB

Pe3ynbraTsl paboThI U €€ OCHOBHBIE MOJIOXKEHUS OBLIH J10JI0KEHBI M 00CYK/I€HBI Ha CIIEAYIOIINX
koHpepenmmsx: VI Konrpecc remaronoroB Poccun (Mocksa, ampens 2022 r.), ISTH 2021 (CIIIA,
oHnaifH uronb 2021 r.), Dopym Anturpom6oTrueckoit Tepanuu FACT-bridge 2022 (MockBa, cCeHTS0pb
2022 r.), Bcepoccuiickas HaydHO-TIpaKTHYecKas KOH(PEPEHIHS C MEXIyHAPOJHBIM YYaCTHEM
«AKTyaJlbHble BOIIPOCHI TpPaHC(Py3MOJIOTUM, OHKOIeMaTOJOrMH M KieTouyHo Ttepanum» (Kupos,
okTs0ps 2021 1.).

yoaukanun

OCHOBHbBIE TOJIO)KEHUS JUCCEPTAllMU IMPE/ICTaBIeHbl B CEMM MyOIMKalMSIX B JKypHajax,
BXOJISIIIMX B IIEPEUYEHb PELEH3UPYEMbIX Hay4YHBIX M3JaHUK BeICIIEN aTTeCTAllMOHHONW KOMUCCHH IIPU
MuHucTepcTBe HayKH U BhIciiero ooOpasoBanus Poccuiickoit denepanmu.

O0beM u CTPYKTYypa AuccepTanun

HuccepraionHas paboTta mpejacraBieHa Ha 118 cTpaHuIax me4aTHOro TeKcTa, BKIIOYAET B
ce0s 30 Tabnui, 1 ankeTy u 22 pucyHka. TekcT guccepTamui COCTOUT M3 BBEICHUS, TEMAaTUUECKOTO
0030pa JIUTEpaTypbl, METOJIMYECKOI TJIaBbl, Pa3/IeioB, COAEPKAIIUX PE3YNbTaThl U UX 00CYXKIEHHE,
BBIBOJIOB U MPAKTUYECKUX peKOMeHAalnii, Oubnuorpapuu u AByX npuioxeHuil. COUCOK JIUTepaTypbl
BKJTT04aeT B ce0s1 159 ucrounukos (11 — poccuiickue, 148 — MHOCTpaHHBIE).

Yuacrtue AaBTOpPa B NMOJYYCHHHU PE3YyJIbTATOB MCCJICAOBAHUSA

B xone coBMECTHBIX KOHCYJbTallMii ¢ HayYHBIM PYKOBOJWUTENEM OBLIM BbIpaOOTaHBI 1Eb,



3aJaud U METOJbl MCCIENAOBaHUSA. ABTOP CAaMOCTOSITEILHO BBIMOJIHUI 0030p JHUTEpaTyphl MO TeMe
JUccepTaluy, pa3paboTal M HAMOJHWI 0a3y JdaHHBIX NPOQHIBHBIX MAIMEHTOB, OCYIIECTBHII
CTAaTHUCTUYECKUN aHalu3 CcOOpaHHBIX JIaHHBIX, CQOPMYJIUpPOBal BBIBOABI M IMPAKTUYECKUE
PEKOMEH/IallM Ha OCHOBE IMOJIyYeHHBIX pe3ynbTaroB. OTOOp MAIMEHTOB - YYaCTHUKOB JaHHOTO
UCCJIEIOBAHUSI IPOBOJUIICS aBTOPOM B XOJI€ €KETHEBHBIX aMOYJIaTOPHBIX MPUEMOB.

MATEPHUAJIBI U METO/JbI
OcCHOBHble NONOXKEHUA

IIpoBeneHHOE HCCIENOBAaHUE HMENO PETPOCIEKTUBHBIM MOHOLIEHTPOBOM XapakTep, B XOE
KOTOPOTO OBUTH MPOAHAIM3UPOBAHBI PE3YyJIbTAaThl 00CIEIOBAHUS MALIMEHTOB, KOTOPbIE 00paIaimch B
QenepalibHOE  TOCYAapCTBEHHOE  Oro/keTHOoe  yupekaeHue «HamuoHanpHBIH — MEIULIMHCKHMA
MCCJIEI0OBATENIbCKUN LIEHTP JIE€TCKOW T'€MAaTOoJOTHMH, OHKOJOTMM M HWMMYHOJIOTMU HUMEHH JIMuTpus
PoraueBa» MunucrepctBa 3apaBooxpaneHus Poccuiickoii ®Penepanuu 3a 3-JIETHUH NEPUOA C
29.11.2019 t mo 29.11.2022 t ¢ mepBUYHBIMU KAIOOAMH Ha WM3MEHECHHSI B KOaryJorpamme Wid
MOBBIIICHHYIO KpOBOTOYMBOCTh. lccrnenoBanue onobpeHo He3aBHUCHMBIM 3THUYECKUM KOMHUTETOM
nentpa (mporokos Ne 11/2021 ot 23.11.2021 1.).

Bce nabGopaTopHble UCCIEIOBaHMS BBINOJHSUIMNCH Ha 0a3ze pa3iauyHbIX J1abopaTtopuit
@DenepallbHOTO TOCYAApCTBEHHOTO OIO/DKETHOTrO yupexkiaeHus «HanuoHanpHbI MeAMIIMHCKHIMA
HCCIIEIOBATEIIbCKUIM LIEHTP JETCKOM TIeMaTOJOTHMH, OHKOJIOTMM M HMMMYHOJIOTMA WUMEHM [IMuTpus
PoraueBa» MunucrtepctBa 31paBooxpaneHus Poccuiickoit @enepanuu.

B xone uccienoBaHus He MPETyCMAaTPUBAIKNCH JONOJHUTEIBHBIC BU3UTHI MM MEIUIUHCKHUE
MaHMITYJSIOUU. Bee pesynbraThl 0OCiieoBaHUsS OBLIM IMOMYYEHBI B XOJ€ PYTUHHOW KIMHUYECKOMH
NpakTUKU. Bee TaHHbIe MalMeHTOB, BKIFOUCHHBIX B UCCIICAOBAaHUE, ObUTH JCTIePCOHU(PUIIMPOBAHHBIMU
1 UCIOJIb30BAIUCH B 00€3IMUEeHHON (hopMme.

XapaKTepucTuka naumeHToB
ITanuenTsI ¢ MOJO3PEHUEM HA PEAKUE KOATYJIONATHH

B xonme manHOrO MuCCepTAIMOHHOTO MCCIEAOBAHUS ObUIM MPOAHAIM3UPOBAHBI MEIUITMHCKHE
KapThl MAlMEeHTOB, oOpamaBmiuxcs B denepanbHOe TOCYIapCTBEHHOE OOKETHOE YUpEexKICHUE
«HanunoHaIbHBII MEIUUMHCKUN HCCIEA0BATEILCKUNA LEHTP JETCKOM IeMaToJIOTUH, OHKOJOTHH H
UMMyHousioruu umenu Jimurpusa Porauesay Munucrepcersa 3npaBooxpanenus Poccuiickoii denepanuun
C JkajobamMM Ha HM3MEHEHus B Koaryjorpamme, a UMeHHO, yainuHeHue AUTB, ynnunenue I[1IB,
ymenblnenue [1TU, ynmuuenne TB u camxenue ¢ubpunorena, cHmkenue aktuBHoctr XIII, XII, XI,
X, VII, V, VII, IX, II dakTopoB, a Takke MAalMEHTHl C PA3IUYHONU CTENEHBIO BBIPAKEHHOCTH
CHMIITOMOB KPOBOTOYMBOCTH.

JlaHHbIE TTAIMEHTOB OBUIN MPECTABIEHBI B AJICKTPOHHOM MEAUIIMHCKON cucTteme. M3HauansHO
ObUT  OTOOpaHBl MAIMEHTHI, OOpalaBIIKecs Ha aMOyJIaTOpPHBIA MpPHEM WKW TPOXOIUBIINE
CTAIlMOHAPHOE JIEYEHUE, KOTOPBIM MPOBOAMIOCH B3SITHE KPOBU HA UCCIIEIOBAHNE aKTUBHOCTU (haKTOPOB
I, V, VII, X, XI, XII, XIII, raxxxe ¢udpunorena. [Janee yepe3 GunbTp B mporpaMme MpOUCXOTUIO0
WCKIIFOUYEHHE MalueHToB ¢ akTuBHOCTHIO paktopos 11, V, VII, X, XI, XII, XIII Beimie 50% u narueHToB
¢ KOoHIIeHTparueit ¢udbpuHoreHa Boite 1,5 r/1. JlanapiM crioco6oM ObL10 MomyyeHo 269 narueHTos. B
JAIbHENUIIEM OCYILIECTBISUICS TOAPOOHBIA pPa3bop MEAMIMHCKUX JOKYMEHTOB, IMPEIOCTaBIEHHBIX
narueHToB. [lo pe3ympTaTam 5TOro oTOOpa MPUMEHSUIUCH Jdaliee MpeACTaBlIeHHbIE KPUTEPUU
HUCKITFOUEHMSI

1. Bospact nanmeHToB Ha MOMEHT oOparenust 6omee 17 et 11 mecsnes u 29 quei.

2. Hamuume y6eJIHTeJ'H)HI)IX KJ'II/IHI/IKO-J'Ia60paTOpHI)IX N AaHaAaMHCCTHYCCKHMX JaHHBIX 3a
BTOpH‘IHLII\/'I rEHE3 KoaryJjornatuu (TCMOppaFI/I‘{CCKaH 00JIe3Hb HOBOPOXICHHBIX, 3a00JIeBaHUs [IEUCHH U

zp.).



[Tocne wcmonp30BaHUsl KPUTEPUEB UCKIIOUYEHHUS W3 KOTOPTHI OOCJIEIOBAaHHBIX  OBLIH
JOTIOTHUTEITFHO UCKIIFOUEHBI 63 manuenTa: 13 maiueHToB ¢ yCTaHOBICHHBIM 3a001eBanreM nieueHu, 30
MAalMEeHTOB, KOTOPHIC MPOXOAMJIA OOCIIEIOBaHWE B YCJIOBHUSAX HAIIETo IIEHTpa, HO HE ObUIM Ha
aMOyJIaTOPHOM WJIM CTallMOHapHOM TnpueMe, 11 mMmanmMeHTOB ¢ TeMopparndeckoid Oo0JIe3HBbIO
HOBOPOXICHHBIX, 9 ManMeHToB crapiie 18 et Ha MOMEHT o0ceJOBaHUSI.

Takum 00pazoM, B OKOHYATEIbHBIA aHAIM3 ObUTM BKIIFOYEHBI 206 MAIMEHTOB C Pa3IMYHBIMU
nedunuramu pakTopoB cBepThIBaHMs PrcyHoK 1.

[TarieHTHI ¢ HAMTPABISAIOMIMM AUATHO30M
D 68.9, D 69.9

n=634

[TanmenTsl ¢ aktuBHOCTHIO akTopos |1, V, VII, X,
X1, X1, X amxe 50% u manueHTs! ¢
KOHIIeHTpanuen pudbpuHorena Hwke 1,5 r/n

ITamuents! ¢ 'embH

n=11
n=269
[TartmenTs! ctapiie 18 ner
Hckmroueno 63 n=11
malueHTa B
YcTaHOBlIEHHOE
[TaumeHTHI ¢ pa3TUYHBIMU S —
nepuuTamMu (pakTopoB —
CBEPTHIBaAHUS n=13
n=206
\ ITanmenTsl, He
HaOJII0IaBIINECS B
ITamuents! ¢ PK ITareHTsI ¢ Hamerllvi ;;HTpe
n=114 neQUIHTOM —
¢axTopa XII
n=92

Pucynok 1 — CxeMa BKJIIOUYEHUS MAIIMEHTOB B UCCIICIOBAHHE
KanHunyeckoe 1 nabopaTtopHoe obcieaoBaHne nauneHToB

OOcnenoBaHre MAlMEHTOB BKJIIOYAIO TOAPOOHBIA COOp CEMEHHOro W JIMYHOTO aHaMHe3a,
bu3uKamTpHOE 00CIeI0BaHNE U TAOOPATOPHBIE TECTHI.

1. Bo Bpemss cOopa anamHe3a 3a00JeBaHUS BHUMaHHE OOpamaloCch HAa CHMITOMBI
KPOBOTOYHMBOCTH Yy OOpAIaBIIMXCS MAIMEHTOB (MHTEHCUBHOCTH, BBIPAXKEHHOCTh, CyOBEKTHBHAs
OLICHKA, MPOAOJDKUTCIIbHOCTD, JIOKAJIN3alusa KpOBOTG‘IGHHfI, (1)aKTOpI)I, BIIMAOIIUEC HA IIOABJIICHUC U
WHTEHCUBHOCTh KPOBOTEUEHUH, MEPHUOJUYHOCTh, TOCHUTAIM3AIMUA M oOpamaeMocTh K Bpauam
Pa3INIHBIX cneunanmaum‘/i B CBjA3M C JIU30gaMHd  KpPOBOTOYHMBOCTH, HeO6XO]II/IMOCTI) B



3aMECTUTENBHBIX TeMOTPAHC(Y3UIX, IEPOPATILHOM WM MTAPEHTEPATILHOM IIPUEME IIPENapaToB Kelesa,
¢dakT npumeHeHus (akTopoB cBepThiBaHUs KpoBH, C3II, TpaHekcamMOBOH KHUCIOTBI HIH JIPYTUX
reéMOCTaTUYECKUX CPEJCTB, HEOOXOIMMOCTh BBIHYKIEHHO MPOIyCKaTh IIKOIY/AETCKUN cajl, yueOHble
YUpEXKJIEHUS). YUUTHIBAIUCH CIASAYIOLUE KPOBOTEUEHUS, TAKKE UX JIOKAINU3ALMS: HATMUYUE KOXKHOIO
reMoOpparu4eckoro CHHJPOMAa: SKXMMO30B, I'€éMaToM, HOCOBbIE€ KpPOBOTEUEHHs, KPOBOTEUEHHUS M3
CIIM3UCTBIX POTOBOW MOJOCTH, KEIyJI0YHO-KUIIEUYHbIE KPOBOTEYEHMs, KPOBb B CTyJle, HaJIU4He
KPOBOTOYMBOCTH IIPU YUCTKE 3y0OOB, MEHCTpYallbHblE KPOBOTEUCHMS], KPOBOTEUEHUS U3 ITyIOBUHHOTO
OCTaTKa, BHYTpPHYEpEIHBIE KPOBOTCUCHHs, B TOM 4YHCIE Ke(dagoreMarombl, ¥ KPOBOTCUCHHS B
KEIyJIOUKH MO3ra, KPOBOTEUEHUs U3 JIECEH, JJIUTEIbHAasi KPOBOTOUMBOCTh IOCJIE B3ATUS aHAJIM30B
KpPOBH, HAJIWYHE KPOBOTEUCHUH B MBIIINBI U CYCTaBbl, SMU30/bl HAJMYUS KPOBH B Moue. OTAEIbHO
ONpallMBAJICA MNAIMEHT U €ro MpeACTaBUTENb O HAJIMYUM KPOBOTOUMBOCTU IIPU HHBA3UBHBIX
npoleypax, B TOM YHCIE YAJICHUN 3y00B U ONIEPaTUBHBIX BMEIIATEIbCTBAX.

JUTUTENbHOCTD U BBIPAXKEHHOCTh MM30/J0B KPOBOTOUYHMBOCTH OLIEHUBAJIACh KAK CAMOCTOSATEIIBHO
HAIUEHTOM U €T0 NPEACTaBUTENIEM, TaK U 110 JaHHBIM IIPEICTaBICHHBIX MEJUIIMHCKUX JOKYMEHTOB.

2. Kax/plii manueHT ObUT MOABEPrHYT (PU3MKAIBHOMY OCMOTpY, YTO BKJIIOYAJIO B ceOs Kak
CTaHJApTHBIA OCMOTpa TMAalMeHTa, TaK M OTAETbHas NoApoOHas (uKcaus reMopparu4ecKux
nposiBineHuil. Ilpy kinMHMYecKoW HEOOXOAMMOCTH MAIMEeHThl OBbUIM KOHCYJIBTUPOBAHbI y3KUMHU
cnenuanucramu (Jlop, runekosnor, opronen u T. 1.).

3. Hcnonp3oBaHue IETCKOM IIKadbl OLEHKH KPOBOTOYMBOCTH. CucTeMaTu3anusi KIMHUKO-
AHAMHECTUYECKHUX  XapaKTePUCTHK  KPOBOTECUECHHM IPOBOANIIACH c UCIIOJIb30BaHUEM
CTaHJapTU30BaHHOW IIKalbl JAeTckod KpoBoTouumBocTu Pediatric Bleeding Questionnaire (PBQ)
[[lbomkuna u coart., 2021]. B omnpocHuke coOpanbl nanHbie (13 kareropwuii), kacaromecs Kak
HAJIMYMS, TaK M TSOKECTH PaA3IMYHBIX CUMITOMOB KpPOBOTEUEHHs, O KOTOPBIX COOOIIMI IMAIUEHT.
Kaxnp1ii cuMnTOM OlLleHHBAJICS 10 mIKaie ot -1 10 4, rie 4 6ayia COOTBETCTBYIOT HanboIIee TSHKEIBIM
CUMITOMaM (HEOOXOIMMOCTh TeMOTpaHC(y3Uu WM XUPYPrUYeCKOr0 BMEIIATeIbCTBA), a -1 03Havaer,
YTO OBLIO MPOBOLMPYIOLIEE COOBITHE, 3 KPOBOTEUCHUE HE COCTOSIIOCH. B KOHIIE CyMMHPOBAJICS OOIIHIA
6aJu1 KPOBOTOUMBOCTHU. B Mccie1oBaHUN HCII0JIb30BAJICS MAaKCUMANIbHBIN Oai1, HaOpaHHbIN NallMeHTOM
Ha MOMeHT oOcinenoBanus. Ecnu y nanuenra Obuia HEOOXOAMMOCTh B MOBTOPHBIX BU3UTAX U Oajl,
HaOpaHHBIM 10 JaHHOW IIKaje HapacTajl, TO MCIIOJb30BaJach camas BbICOKas oleHka. OleHka 1o
JTAaHHOM IIIKajie MPOBOANIIACh HETIOCPEICTBEHHO BpayoM IpH MpreMe nanueHTa. [loporossie 3HaueHus
[aTOJIOTUYECKOM KpPOBOTOYMBOCTH (2 Oayuta juia mkaiasl PBQ) Oblmu BBIOpaHBl B COOTBETCTBUU C
UMEIOIIMMUCS JIUTEPATYPHBIMH JaHHBIMU [Sdomkuna u coasT., 2021].

4. TlpoBoauicst cOOp ceMEHHOro reMopparnyeckoro aHamHesa C MOAPOOHBIM ONPOCOM BCEX
JIOCTYIHBIX YJIEHOB CEMBHU.

5. AHkerupoBaHue permoHoB P® c 1enpio ompeneneHus KOJIW4YecTBa JETed ¢ peaKuMu
KOaryJonaTUusiMH, CTOSIIIIMMHU Ha y4yeTe Y AETCKUX I'eéMaToJIOTOB.

B kaxnapiii pernon P® Oblna HampaBiieHa aHKeTa, Ile TpeOOBaJOCh YKa3aTh KOJIUYECTBO
NAIMEHTOB B Bo3pacTe A0 18 neT ¢ TeM unu uHbIM quarHozom PK, Haxonsmmxcs Ha ydyere y AeTCKOro
remaroJjiora oosactu/pernona. TpeGoBanaoch yka3aTh KOJIMYECTBO MALUEHTOB € JePUIUTOM (aKTOPOB
I, I, V, VII, X, XI, XIII, koMOMHUpOBAaHHBIX JEPUIIUTOB, a TaKXKE KOJMYECTBO JIeTeH C
reMopparu4eckiM CHHIPOMOM, Y KOTOPBIX HE YTOUHEH JUarHo3.

6. JJabopaTopHbIe HcCIeI0BaHNs BKIIOYAIIH:

- pa3BEpHYTHIN aBTOMAaTUYECKUN KIMHUYECKUI aHaJIU3 KPOBH;

- Koaryjorpammy, Bkirodaroiyto onpeaenenue AUTB, I1B, 111, TB, ¢ubpunorena;

- onpenenenue aktuHoctH 11, V, VII, VIII, IX, X, XI, XII ¢pakropos, anturena XIII daxropa;

- UCCJIEIOBAaHNE aHTHUILJIA3MHUHA;

- HCCJIeIOBAaHUE aHTUTEHA U aKTUBHOCTH (pakTopa Bunebpanma,

- CBETOBYIO TPAHCMHUCCHOHHYIO arperoMeTpyui0 TPOMOOIIUTOB C Pa3IMYHBIMH aroOHUCTaMHU
(ameno3unandochaTom, KOIIareHOM, afpeHATUHOM, PUCTOIIETUHOM, HU3KUMU J103aMHU PUCTOILIETHHA,
thrombin receptor-activating peptide);

- IUTOMETPUYECKUI aHATTN3 TPOMOOIIUTOB JI0 U MOCIIe aKTUBAIINH;



- MOJIEKYJISIpHO-TeHeTHYeCKre nccaeaoBanus (manenb NGS «I'emocTaszy).
2.5. Cratuctnyeckan obpaboTka pesynbTaTos

1. JInst co3manmst 6a3bl U B JAJIbHEHINIEM aHAIM3a MAIlMEHTOB ObLIa MCIIOJIb30BaHa MporpaMmma
Microsoft Excel 2016 (Microsoft, CILIA).

2. Jlns aHanm3a Ka4yeCTBEHHBIX IIEPEMECHHBIX MPHMEHSUICS YacTOTHBIM Metox. Jlis
XapaKTePUCTHKN U3MEHYMBOCTH MMPU3HAKA B IMEIOIIUXCS CIIyYasX aCCUMETPUIHOTO pacTpeesieHus U
Ha0opax JaHHBIX C AaHOMAJIbHBIMU 3HAYCHHUSIMUA HCIIOJIh30BAJIACH CTATUCTHKA PA3HOCTH MEXIY 25-M U
75-M MPOIICHTUIISIMU, B HEKOTOPOM CMBICIIE SIBISIOIIASCS aHAJIOTOM JAMCIIEPCUH, HEUYBCTBUTEILHBIM K
BHIOpOCAM JIaHHBIX.

3. B nomosHeHWe K 3TOMYy MpHEMY aHAJIM3a pPaCHpeAeCHHs, OTIMYHOTO OT HOPMAIBHOTO
ucnoip3oBaics U ko3 dunurent Kenganna (as mpoBepku 3HAUUMOCTH KOI(DPHUIIMEHTA HCTIOTH30BAJICS
Z-TeCT)

4. Jlns BBIYKMCIICHUS W CPAaBHEHUS HE3aBHCHMBIX BBIOOPOK HOMHUHAIBHBIX IMEPEMEHHBIX
UCIONIb30BAJICS KpUTepuil xu-kBajapar [lupcona wnm, rae HeoOXoaumo, TouHbld TecT Dumepa ans
TabnuI conpspkEHHOCTU. i cpaBHEHHS MeIuaH HE3aBUCUMBIX BBIOOPOK HEMPEPBIBHBIX JAaHHBIX
ucnonb3oBaics kpurepuil Kpackena — Yommca u U-kpurepuiit ManHa-Y uTHu.

5. YpoBeHb 3HAaUMMOCTH NIpUHAT paBHbIM (.05.

6. Bepluncienue OTAETBHBIX MAapaMETPOB CTATUCTHKH M CPABHCHUE PAJTMYHBIX TPYII
BBITIOJTHSUTHCH € ITOMOIIBIO MPOTPaMMHOTO obecrieueHus «mporpammuas cpena RStudio Server Bepcun
1.3.959» (Posit PBC, CIIIA).

7. Jlns mocTpoeHus pa3InYHbIX BUAOB AMarpaMM MCIOJIb30Bajack mporpamma Microsoft Excel
2016 (Microsoft, CILIA).

I'JTABA 3. PE3YJIBTATBI UCCJIEJJOBAHUSA
XapakTepHUCcTUKa MallUEHTOB C PEIKUMU KOAryJonaTusMu

3a mepuon Bpemenu c¢ 29.11.2019 r mo 29.11.2022 r B PenepaibHOE TrOCyAAPCTBEHHOE
OrojpkeTHOe yupexaeHue «HanuoHanbHBIM MEIWIMHCKUM HCCIIEOBAaTeNIbCKUN IEHTP JETCKOMN
IréMaToJI0ruu, OHKOJIOTHH n HMMYHOJIOTHUH HUMCHU I[MI/ITpI/Iﬂ Poraueay MI/IHI/ICTCpCTBa
3npaBooxpaneHust Poccuiickoit @enepanuu oopatuiuck 634 nepBUYHBIX MAlMEHTa ¢ HEYTOYHEHHOU
KanYHOHaTI/Ieﬁ HJIU TEMOpPPArn4€CKuM COCTOAHNUEM.

[lo pe3ynpTaTam KOMIUIEKCHOTO oOcnenoBaHus y 114 yenmoBek BbISBIEHA W IMOATBEPXKICHA
penkas KoaryJjomnaTus, y 92 nauuenTos quarHoctupoan aedunut XII ¢akropa.

Pacnpenenenne mo 3aboneBanusiM Obuio ciemyrouM: 39 mauumeHToB ¢ jedururom VII
¢dakropa, 37 nauueHtoB ¢ nepunutrom ¢udpuHoreHa, 12 maumuentoB ¢ nepuuurom XI ¢akropa, 10
nanuenToB ¢ aeguuutoM XIII paxtopa, 5 manuentos ¢ nepunutoM V dakTopa, Takke 5 MalueHTOB ¢
KOMOMHHMPOBaHHBIM JiepuiuToM BUTaMUH K—3aBUCHMBIX ()aKTOPOB, a TaKXkKe 4 MalnueHTa ¢ AePUIUTOM
X ¢axTopa 1 2 nanmeHTa ¢ coueTaHHbIM aepururom daxkropa V+VIIL.

W3 nanHOW KOropThl OONBHBIX y 25 yenoBek (22%) mpoBeneHa MOJEKYISIPHO-TEHEeTHYecKast
JTUATHOCTHKA ¥ MOYTH Y BeeX (23 uenoBeKa) BhISBIICHA Ta WM WHAs MyTallvs. B O0NbIIMHCTBE CllydaeB
— 9TO MAIMEHTHI ¢ TUoGuOpUHOTEHEMHEH, a Tatoke manueHTsI ¢ Aedunurom VI X, XI, XIII, V+VIIIL.

CooTHomieHue 1o noiy: ManbuukoB 58 den. (51%), neBouek 56 ven. (49%).

Menauana Bo3pacta Ha MOMEHT J1e0r0Ta reMopparuueckux nposisjieHuii cocrasuia 4 rona (1; 10).
Pazbpoc ot 1 cyTok xwu3Hu 10 17 ner.

Menunana orieHKH 1o 1Kasie KpoBotounBoct PBQ cocraBmiia 2 6amina, MUHUMAIbHBIE 3HAUCHUS
-1, makcumaneHbie 22 Oamna. Jlanmee mpeacTaBieHa XapaKTEPHUCTHKA MAIMEHTOB MO OTAEIbHBIM
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TPYIaM B 3aBUCUMOCTH OT Jie(puItuTa KOHKPETHOTO (hakTopa/(HhakTopoB.
Xapakrepuctrka nanueHToB ¢ aedumurom VII hakTopa

l'unonpokonBepTHHEMHUsI ObUTa TUAarHocTUpoBaHa y 39 yen., uro coctaBuiio 34% oT oO1iero
Yrclia TMAMeHTOB ¢ PeIKUMH KoaryjomnatusMu. M3 Hux mpeoOnanany MaabYuKud — 25 4Yell., JeBOYEK
BbIsIBJIEHO 14 wyen. Bpemsi ne0roTa CUMOTOMAaTUKM BapbHUpPOBAIO OT IEPBOTO Tojla JKU3HHU 1O
BBISIBJICHHBIX J1a00paTOPHBIX U3MEHEHUH B 17 ner. AKTUBHOCTH Ne(UIIUTHOTO (hakTOpa MUHUMATHHO
ob1a MeHee 1%, camast BBICOKasg aKTHUBHOCTh — 48%. MUHHMAaIBHBIA Oajljl IIO IIKajle OIEHKHU
kpoBotounBocTH PBQ cocrasui 1 6amn, makcumanbabiii — 18 6amnos. YV 15 genosek (39%) He 66110
*Kanob Ha remopparuyeckue nposiBieHus. OCHOBHbIE JOKAIU3alMU MPOSBICHUN reMOpparudeckoro
CHHIIpOMA, paclpeleieHHe NaIlMeHTOB IO akTHMBHOCTH (akropa VII u  BbIpakeHHOCTH
reMopparuueckux nosiBieHui npeacrasiensl B Tabnumax 1, 2, 3 cooTBETCTBEHHO.

Tabmuua 1 - Jlokanu3amus KpoBOTEUSHHH y MauenToB ¢ Aeduuutom pakropa VI

L'emoppazuueckuii cunopom Konuuecmso nayuenmos u %
KoskHBII TeMOpparnyecKuii CHHIPOM 8 (21%)
HocoBsle KpoBOTE€YEHHUS 9 (23%)
KpoBoTeueHwHsl O CIAM3UCTHIX POTOBOM MOJIOCTH 3 (8%)
KpoBoTedenus nocie yaaneHnus 3y0oB 11 (28%)
KpoBoTeueHus 3 MEJIKHX paH/Iope30B 5 (13%)
I'emapTpo3 4 (10%)
[TocneonepaioHHbIE KPOBOTCUCHUS 2 (5%)

JIpyrue KpoBOTCUEHUS 3 (8%)
Menopparuu 3 (8%)
Tabnuia 2 - PactipeniesieHre MalMeHTOB MO CTENICHU CHIDKEHHS aKTHBHOCTH (hakTopa.
AxrtuHocTh daktopa VII KoanyecTBo manueHToB
<1% 5
1-5% 1
6-20% 5
>20% 28

Tabmuua 3 - Pacnpenenenue nauenTos ¢ aepururom gaxropa VIl o crenenu BIpaKeHHOCTH
reMOpparun4eckoro CHHAPOMA COTJIACHO JETCKOM mIkaie KpoBoTounBoctu PBQ

bann PBQ KommaecTBo nmanueHToB
<2 15
2-6 17
>6 7

[Ipu aHamu3e KOppeNsUN BBIPAKEHHOCTH T'€MOPPArduyecKuX TMPOSBICHUA U CHHKEHMS
AKTUBHOCTH JEPUIUTHOrO (akTopa paHroBbiM kKoddduuuentom Kennamna B3auMocBs3u HE OBLIO
BosiBIIeHO. Koaddurment koppersiuun T Kennanna pasen -0.244 (p = 0.038)

Hcnonp3ysa tect ManHa-YUTHM Ha paznuuue Mexay meanaHamu PBQ Taxoke BHIHaA pasHuLIA
MEX/1y manueHTamu ¢ akTiBHOCTHIO VII akropa menbiie u 6oubire 1% (Pucynok 2). Takum oOpazom,
MOYKHO YTBEp)KAaTh, YTO Yy NAIMEHTOB BBICOKAsh KPOBOTOYMBOCTH AaCCOIMMPOBAaHA C HHU3KUMHU
3HayeHHusAMHU akTuBHOCTH VII pakTopa u B ocobeHHOCTH MeHee 1%.
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AKTVBHOCTb MeHblle 1%  AKTMBHOCTb 6onblle 1%

Pucynok 2 - Paznmuuue mexny meaunanamu PBQ y manuenTos ¢ gedummrom VII dakropa
XapakTepucTrKa MalueHToB ¢ aeduiurom GuOpUHOTeHa

Crenyromeil o YMCIeHHOCTH ObLIa rpymnna 00JabHBIX ¢ TUnoguOpuHOreHemMuet — 37 yen., 4ro
cocraBisieT 32% ot obmiero yrcna nanueHToB. M3 Hux npeobiaganu AeBOYKH — 22 Yell., MaTbuuKOB
BeIsIBIIEHO 15 uenm. Bpemsi 1e0roTa CHMNTOMATHKH BapbHpOBAlIO OT IMEPBOTO Toja >KU3HH JI0
BBISIBIICHHBIX JJAOOpAaTOPHBIX M3MeHeHnH B 17 siet. KonuenTpamus reunuTHoro hakropa MUHUMAIBEHO
Oobuta 0 1/7m, camasi BbICOKas KoHHeHTpamus — 1,48 r/n. MuHMManpHBI Oajul 1O HIKajne OLEHKU
kpoBorounBocTd PBQ cocraBmin 1 Oamr, MakcumanbHbid — 20 OammioB. Y 17 uyenoek (46%)
OTCYTCTBOBAJIM  reMopparndyeckue  mposiBieHus.  OCHOBHbBIE  JIOKQJIW3AaLUMU  IPOSBICHUMN
reMOpparu4eckoro CHUHAPOMA, paclpelesieHHe NalMeHTOB IO KOHLEHTpamuu ¢GuOpHHOTEHA U
BBIPAXCHHOCTH T'eMOPparn4ecKux MOsBICHUH npeicTaBieHsl B Tabmumax 4, 5, 6, COOTBETCTBEHHO.

Tabnuna 4 - Jlokanuzanus KpOBOTEUEHHUH Y MAIMEHTOB ¢ Aedunurom GuOpruHOreHa

l'emoppacuueckuii cunopom Konuuecmso nayuenmos u %

KoxHBII reMOpparu4eckuii CHHAPOM 9 (24%)
HocoBble KpoBOTE€YEHHUS 6 (16%)
KpoBoTeueHust co CIM3UCTHIX POTOBOM MOJIOCTH 5 (14%)
KpoBoTeuenus mocie yaajaeHus 3y00B 1 (3%)
KpoBoTeueHus U3 MEJIKHX paH/TIope30B 5 (14%)
I'emaptpo3 4 (11%)

[TocneonepaioHHbIE KPOBOTECUCHHUS 0
JIpyrue KpoBOTEUEHUS 6 (16%)
MeHopparuu 5 (14%)

Tabnuna 5 - Pacripeenenue nanueHToB MO CTENEHU CHUKEHMSI KOHLIEHTpaluu (uoOprHOTreHa
Konnenrpanust pubpruHorena KosmuecTBo nanueHToB

<0,5 r/n 12

0,5-1 r/n 16

>1r/n 9

Tabmuma 6 - PacripeieneHue manueHToB ¢ qepuIuToM (PUOPHHOTEHA IO CTENICHH BBIPAXKEHHOCTH
MPOSIBIIEHUI reMOpparudeckoro CHHIPOMa COTJIACHO JIETCKOM mikane KpoBoTounBoctu PBQ

bann PBQ KonuyecTBo maimeHToB
<2 21
2-6 11
>6 5

IIpn ananu3e 3aBHCHUMOCTH BBIPQXEHHOCTH IPOSBIECHUN Te€MOpPPAarn4eckoro CHUHAPOMA OT
CHI)KEHMSI aKTHUBHOCTU AePUIUTHOrO (akTopa paHroBbiM Kodpdumuentom Kenpamna He ObuIo
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BeIsIBIIEHO Koppemsiiuu. Koaddunuent xoppensiun 1 Kennamra pasen -0.095 (p = 0.443). Ilpu sTom
cpeau 5 mamueHtoB ¢ 6amuiom PBQ > 6 y 4-x xoHuenTpanus ¢ubpuHoreHa cocrasmia < 0.5 r/i, a
HanOoJee BBIPAKEHHBIE KPOBOTEUEHHS ObUTH 3a(pUKCHUPOBAHBI Y 2 MALMEHTOB C ahMOPHHOTCHEMUEH,
HanOosiee  TSDKENBI TEeMOpparHuecKuil CHHIPOM Takke HaOmomaics y  MAlHeHTOB ¢
apuOpruHOreHeMuell. B ocTanbHBIX CIydasx BBIPOKCHHOW CBSI3M IeMOPPAarn4ecKuX MpOSIBICHUH CO
CTETICHBIO CHIDKEHHS KOHIICHTpaluu puOpUHOTreHa BBISIBICHO HE OBLIO.

XapakTepucTUKa NaueHToB ¢ nepuuTom daxropa XI

VY 12 4genosek Obl1 BbIsBICH Aeduuut daxropa XI, uro cocraBuio 11% ot obmero uyucna
nainueHToB. M3 HHUX mpeoOnajganu MalbYuKH — 7 4Yel., NeBouek Obuto 5 den. Bospact nedrora
CHUMIITOMAaTUK{ BapbHPOBAJ OT MEPBOT0 TOfa KU3HU 0 BBIABICHHBIX JTaOOPATOPHBIX U3MEHEHH B 15
JeT. AKTUBHOCTB AePHUIMTHOrO (hakTopa MUHUMAIBHO Obl1a <1%, camas BbIcOKast akTUBHOCTDb — 43%.
MuHuManIbHBIN 6alt 1o mKaje oreHkr KpoBoTounBocTH PBQ cocrasmi 0 6annoB, MakCUMaIbHBIN — 8
0a/utoB. Y TMOJIOBMHBI OOJBHBIX HE OBUIO JKaio0 Ha reMopparudeckue mnposiBieHus. OCHOBHbBIC
JIOKAJIM3aIMU TPOSIBICHUH TeMOppParnueckoro CHHAPOMA, paciipeie/ieHre MalueHTOB 10 aKTUBHOCTH
dakTopa XI U BBIPOKECHHOCTH TEMOPPAarMYECKUX IMPOSBICHUN MpencTaBieHbl B Tabmunax 7, 8, 9
COOTBETCTBEHHO.

Tabnuna 7 - Jlokanuzanusi KpOBOTeUEHUH Y MAMeHToB ¢ aeduuurom dakropa Xl

["'emopparuuecKuii CHHIPOM KosmuecTBo marueHToB u %
KoxHBII reMOpparuyeckuii CHHAPOM 1 (8%)
HocoBble KpoBOTEUEHHS 0
KpoBoTedueHus co CIM3UCTBIX POTOBOM MOJIOCTH 2 (16%)
KpoBoteueHnus mocie yaajaeHus 3y0oB 1 (8%)
KpoBoTeueHus u3 MEJIKHX paH/Iope30B 0
['emapTpo3 1 (8%)
[TocneonepanmoHHbIE KPOBOTECUCHUS 6 (50%)
Jlpyrue KpoBOTEUEHUs 0
Tabmuua 8 - PacnipeneneHue naeHToOB MO CTETIEHN CHUKEHUS akTUBHOCTH (hakTopa Xl
AxtuBHOCTh (akTopa Xl KonnuecTBo nanueHToB
<1% 4
1-5% 2
6-50% 6

Tabmuna 9 - Pacnipenenenue naruenTos ¢ aedunutom dpaxtopa Xl 1o creneHn BEIpa)keHHOCTH
reMopparu4eckoro CHHAPOMa COIJIACHO JAETCKOM mikane KpoBoTounoctu PBQ

bann PBQ KonunyecTBo maiueHToB
<2 6
2-6 5
>6 1

IIpn ananmu3e 3aBUCHMMOCTH BBIPQXEHHOCTH NPOSBIECHUN T€MOpPPAaruyecKoro CHHAPOMA U
CHI)KEHUSI aKTHUBHOCTU AePUIMTHOrO (hakTopa paHroBbiM Kodpduiuentrom Kenpamna He Obuio
BBISIBJICHO HHKakoi koppeisiuuu. Koapoumment xoppemsuun 1 Kennamia 6si1 -0.092 (p = 0.705).
OTaenbHO XOTENOCh OBl MOAYEPKHYTh, YTO MAIlMEHThl C KpallHE HU3KOW aKTHMBHOCTBIO M OKOJO
HOpPMAJIbHON aKTMBHOCTBIO UMEIIN CXOJHYIO BBIPA)KEHHOCTh T'éMOpparuueckoro cuuapoma. Ilpu stom
y 2-X TalMeHTOB ¢ akTUBHOCTHIO QakTopa XI <1%, y KOTOpbIX HEe ObUIO ONEepaTUBHBIX BMEIIATEHLCTB
B aHAMHe3€, FeMOPPAruyecKuX MPOsIBICHUH 3aperucTpUpOBaHO He ObLIO.

XapakTepHcTuKa nanueHToB ¢ fepunurom daxropa XIII

4-e mecto 3aHsu1a koroprta u3 10 yen. ¢ gepunurom pakropa XIII, uto cocraBiusier 9% ot ob11ero
KOJIMYECTBA NAIMEHTOB C pEIKUMM Koaryjomnatusmu. [lomaBnsromiee dYHCIO MalMEHTOB ObLIO
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MIPEICTABICHO JeBOoukaMu — 9 yen. BospacTt nebrora reMopparndecKux MpOsBICHUN BapbUPOBAT OT
MIEPBBIX CYTOK 110 5 1eT, B 90% cimydyaeB 1e0I0T TeMOpparnidecKux MpOosSBICHHUN ObLT OTMEYEH B IEPBOM
MOJIYTOJINY JKU3HU. AHTUTEH Ne(UIMTHOTO (haKTOopa MUHUMAIIBHO ObLT 1%, camasi BBICOKOE 3HAUCHHUE
— 47,8%. MunumanbHbIi Oani mo Imkajge OleHKH KpoBoToumBocTH PBQ cocraBun — 7 6amnos,
MakcUMalbHBIM — 16 OamioB. Menuana Bo3pacTa IIOCTAaHOBKM JMarHo3a COCTaBWMJa S5 JIET
(MUHUMAJIBHBIN BO3pacT 2 Toja, MakcUMaiabHbBIM 17 ser). OCHOBHBIE JIOKaIU3ALMKU MPOSIBICHUIN
reMOpparu4eckoro CHHIPOMa, paclpe/IeieHIe MallueHTOB 1o aHTureny (gakropa XIII u BepakeHHOCTH
reMopparu4eckux nosipieHuil npencrasnensl B Tabmuuax 10, 11, 12, cooTBeTcTBEHHO.

Tabmuua 10 - Jlokanuzanust KpoBOTEUEHUH y manueHToB ¢ aedunurom ¢axropa XI|

I'emopparuueckuii CHHAPOM KonuuecTBo nauueHToB 1 %
KosKHBII reMOpparu4yecKuii CHHAPOM 9 (90%)
HocoBble KpoBOTEeUCHUS 1 (10%)
KpoBoTeueHust co CIM3UCTHIX POTOBOM MOJIOCTH 2 (20%)
KpoBoTeuenus nocie yaaneHus 3y00B 2 (20%)
KpoBoTeueHus U3 MEJIKHX paH/IIope30B 4 (40%)
I'emapTpo3 1 (10%)
[TocneonepaioHHbIE KPOBOTCUCHHUS 0
KpoBoTedueHune n3 mynoBUHHOTO OCTaTKa 7 (70%)
BHyTpryepernHoe KpOBOTCUCHHUE 6 (60%)
Menopparuu 1 (10%)
Ta6muma 11 - Pacnipenenenue mamyeHTOB MO CTENEHN CHIYKeHUs aHnTureHa gakropa XIl|
AmnTtrres gaxropa Xl KoanyecTBo manueHToB
<1% 0
1-5% 8
6-50% 2

Ta6muma 12 - Pacnipenenenue naruenToB ¢ neduiurom dgakropa Xl mo crenenu BrIpaxeHHOCTH
reMOpparuv4eckoro CHHAPOMa COTIACHO IETCKOM 1IKaiie KpoBoTounBoctu PBQ

bann PBQ KommaectBo nmanmeHTOB
<2 0
2-6 0
>6 10

IIpu aHanmu3e NPOSIBIEHUM BBIPAXKEHHOCTH TE€MOPPAarMYecKoro CHHIpPOMAa U CHMKEHHS
AaKTUBHOCTH JlepuuuTHOrO (pakTopa paHroBbiM kod3dduientom Kennanna Oblia BbIABIEHA 3HAYMMO
BBICOKasI HeratuBHas koppemsinus. Koadduunent koppemnsiiuu t Kennamna pasen -0.675 (p = 0.008).

XapakTepucTrKa naueHToB ¢ aeuiurom dakropa V

Hanee ciemyer S yen. (2 neBoukH, 3 Masiburka) ¢ neduiurom paxropa V, uro coctaBuiio 4% ot
o0111ero yuca MaueHToB ¢ peAKMMH KoaryjaonaTusMu. Bo3pact ne6roTa CMMITOMOB BapbUpOBall OT
MEPBOIO roJ1a )KU3HH J10 BBISBIEHHBIX JIaA0OPAaTOPHBIX U3MEHEHUH B 14 j1eT. AKTUBHOCTD JE€PUIIUTHOTO
¢dakTopa MUHMMaIbHO Oblia MeHee 1%, camas BbIcOKast akTUBHOCTh — 30%. MuHHUManbHBINH 6as1 no
IKajge orneHku KpoBoTounBocTd PBQ coctaBun 0 GamioB, MakCHMMalbHBIH — 8 OayyioB. Y JBOMX
00JIbHBIX ¢ aKTUBHOCTBIO (hakTopa V 30% u 25% He ObuI0 %ano0d Ha reMopparuyeckue MposiBICHUSI.
OcHOBHBIE JIOKAJIH3alUU TeMOPParudeckoro CUHAPOMA, pacHpeieleHHe MalueHTOB M0 aKTUBHOCTU
¢dakTopa V M BBIpa)KEHHOCTH IeMOpparnvyeckux MOosiBIeHUH mpencrasieHs! B Tabmumax 13, 14, 15
COOTBETCTBEHHO.
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Ta6muma 13 - Jlokanu3anust KpOBOTEUEHUH y MAIMEHTOB ¢ nedunutoM paxropa V

['eMopparndeckuii CHHAPOM KonnuecTBo nanueHToB
KosKHBII TeMOpparuyecKuii CHHIPOM 2
HocoBbie kKpoBOTEUEHUS 1
KpoBoTeueHust co CIM3UCTBIX POTOBOW MOJIOCTH 2
KpoBoTteuenus mocie ynaneHus 3y00oB 1
KpoBoTeueHust 3 MeJIKHUX paH/Iope3oB 1
['emapTpo3 0
[ToceonepanmOHHbIE KPOBOTCUEHUS 0
Jpyrue KpoBOTEYCHMS 0
Tabmuua 14 - Pactipenienenue naiueHToB 10 CTENICHH CHIDKEHUS aKTUBHOCTHU (akTopa V
AxkTuBHOCTB (hakTopa V KoanyecTBo manueHToB

<1% 2

1-20% 0

>20% 3

Tabmuua 15 - Pactipenenenue nmanueHToB ¢ Aeguuutom pakropa V 1Mo CTeneHn BRIPaKEHHOCTH
reMopparu4eckoro CHHAPOMa COIJIACHO JAETCKOM 1iKae KpoBoTounoctd PBQ

bamn PBQ KonnuectBo nanueHToB
<2 3
2-6 0
>6 2

Ilpu aHanmM3e BBIPAKEHHOCTH T'EMOPPArHYECKOr0 CHHAPOMA W CHIDKEHHS aKTHBHOCTH
neunuTHOro (hakropa paHroBsiM kodddurmenrom Kenmania Oblia BhISBI€HAa BBICOKAs HEraTHBHAsS
Koppensiiusi, (OpMaJdbHO HE3HAYMMas M3-3a Majoro KoJWdecTBa manueHToB Koadduiument
koppesiiun T Kenpamia pasen -0.738 (p = 0.077).

XapakTepucTuKa MaueHToB ¢ aedumurom pakropa X

BrisBneno 4 manuenta (2 1eBOYKM U 2 Majpuuka) ¢ nedururom dakrtopa X, YTO COCTABHIO
3,5% ot ob1ero yncia Bcex naueHToB. Bo3pact nedrotra ciMOTOMaTHUKY BapbUPOBaJi OT BTOPOT'O rojia
JKU3HHU JI0 BBISIBJICHHBIX JTAOOPATOPHBIX M3MEHEHUH B 16 jeT. AKTUBHOCTH AePUIUTHOTO (hakTopa
MUHUMAaNbHO OblTa MeHee 1%, camasi BbICOKash akKTMBHOCTh — 45%. MuHUMaNbHbIN 0ali mo IKae
orieHKH KpoBoTounBOCTH PBQ coctaBuin 0 6aninoB, MakcuManbHbIN — 22 6ania. Y oaHOTo 00JIBHOTO C
akTUBHOCThIO (akTopa X 45% He Obui0 *anmo® Ha remopparuyeckue MposiBaeHus. OCHOBHbIE
JIOKQJIM3allUY MPOSBIEHUI reMOpparu4eckoro CUHAPOMa, pacrpeieseHue MalueHTOB 110 aKTUBHOCTU
dakTtopa X W BBIPOKEHHOCTH T€MOpPpAruyecKux MOSBICHUM MpeacraBieHsl B Tabmumax 16 u 17
COOTBETCTBEHHO.

Tabnuua 16 - Jlokanuzanus KpOBOT€UEHUH Y AllMEHTOB ¢ 1epuuToM daxkropa X

["'eMopparuueckuii CHHAPOM KonuyecTBo manueHToB
KosKHBII reMOpparnyecKuii CHHIPOM 1
HocoBbie kpoBOoTEUEHUS
KpoBoTeueHust co CIM3UCTHIX POTOBOM MOJIOCTH
KpoBoTeuenwus mocie yaajaeHus 3y00B
KpoBoTeueHust U3 MeJIKHX paH/Tope3oB
['emapTpo3
[TocneonepaioHHbIe KPOBOTEUECHUS
Jlpyrue KpoBOTEUEHHs 1
Tabmuma 17 - Pacnipenenenue marueHTOB MO CTEMIEHU BRIPAXKEHHOCTH TEMOPPAruiIecKoro CHHAPOMA
COTIJIACHO JIETCKOM mikasie KpoBoTounBocTu PBQ u akTuBHOCTH (hakTopa X

R OO WF|IN
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[TanueHT bann PBQ AxTuBHOCTB akTopa X
1 4 45%
2 22 0,9%
3 10 1,1%
4 0 25,2%

[lpu aHanm3e BBIPAKCHHOCTH T'eMOPPAruyeckoro CHHIPOMA M CHW)KCHUS aKTUBHOCTH
neduruTHOrO (pakTopa paHroBbIM KoddduimenToM Kennamia Obla BBISIBJICHA BBHICOKAs HETaTUBHAs
Koppensiius, (opManbHO HE3HaYMMas U3-3a MaJloro Kolu4yecTBa malueHToB KoaddurmeHnt
koppessiiun T Kennamia pasen -0.667 (p = 0.174).

XapakTepuCTUKA MAMEHTOB ¢ KOMOMHUPOBAHHBIM 1e(UIIMTOM BUTaMUH K—3aBHCHMBIX (PakTOpOB

C ogHMM W3 CaMBIX PEIKHX IePUIIUTOB B HAIICH KOropTe OOHAPYXKEHO 5 MAI[MEHTOB, YTO
cocraBnsieT 4% OT Bcex ocTajbHBIX nAepuuutoB ¢GakTopoB. ['eHaepHOe pacmpenesneHue ObLIo
cnenyrommM: 1 1eBodka U 4 Manpurka. Bpems ne6roTa reMopparudeckoro CHHAPOM OT TIEPBOTO roja
KU3HU 10 14 ter. MUHUMAaNIbHBINA OaJl1 1O IIKajie OIeHKH KpoBoTounBocTH PBQ coctaBun 0 6amios,
MaKCUMaIbHBIA — 19 6amioB. Y ogHOro 60BHOTO HE OBUIO XKaJI00 HAa TEMOPpPArHYECKUE MPOSIBICHHUS.
OCHOBHBIE JIOKAJIU3ALMKU MPOSIBICHUN T€MOPPArMYECKOro CUHAPOMA, PACIPECICHUE MALMEHTOB 10
aktuBHocTH II, VI, IX 1 X ¢pakTopoB 1 BEIpa)KEHHOCTH FEMOPPArHueCKUX MPOSBICHUM ITPeICTaBICHbI
B Ta6mumax 18, 19.

Tabmuua 18 - Jlokanuzanust KpOBOTEUECHUH Y MAIMEHTOB C KOMOMHHUPOBAHHBIM JIE(UIIITOM BUTAMUH
K—3aBuCcUMBIX (aKTOPOB CBEPTHIBAHUS

I"eMopparuyeckuii CHHAPOM KonnuecTBo nanueHToB
KosKHBII TeMOpparnyecKuii CHHIPOM 4
HocoBble kpoBoTEUEHUS
KpoBoTeueHust co CIM3UCTBIX POTOBOW MOJIOCTH
KpoBoteuenust nocne ynaneHus 3y00B
KpoBoTeueHust U3 MeJIKHUX paH/Iope3oB
['emapTpo3
[TocneonepaimOHHbIE KPOBOTEUEHUS
Jpyrue KkpoBoTeueHus
MeHopparuu 1
Tabnuua 19 - Pacnipenienenue naueHToB 10 CTENEHH BBIPA)KEHHOCTH I'eMOPParnyeckoro CHHapoma
COTJIACHO JIETCKOH mmkasie kpoBotounBocTr PBQ u aktuBHOCTH (haktopos I, VII, IX, X

WL FPIFPINDN W

ITaruent bann PBQ AKTHUBHOCTDL AxtuBHOCTh X | AKTHBHOCTD AxtusHOCTS |1
VIl pakTopa daxTopa IX ¢dakropa dakTopa
1 5 11,4% 8% 24,2% 13%
2 0 14% 31, 7% 23,1% 12,8%
3 19 8% 9,4% H/T 30%
4 9 0,4% 9,9% H/1 23,2%
5 5 0,7% 12,8% H/T 18,9%

HpI/I aHaJIn3¢C HpOHBJ’ICHI/Iﬁ TEMOPPArn4eCKOoro CMHApoMa y JaHHBIX MAUCHTOB 06pa1uaeT Ha

ce0s1 BHUMaHue MpeobagaHue KOXKHO-CIIM3UCTOTO TEMOPPArndeckoro CHHApoMa ¢ (OpPMHUPOBAHHEM
OOLIMPHBIX TE€MATOM, MPU ITOM KPOBOTEUEHHSI MOCIE ONEpallid U TeMapTpO3 BCTPETUIUCH TOIBKO Y
oaHOro naruenTa. OcoOeHHOCTHIO TAHHOM T'PYIIIBI SIBJIIETCS TO, UTO 4 13 5 4eTTOBEK SBIISIOTCS WICHAMHU
OJIHOM CEeMBbU C OTATOIICHHBIM 10 TeMOPParuyecKoMy CHHAPOMY, OOJIE3HSIM MOYEK U TYTOYXOCTHIO
aHaMHE30M.

XapakTepucTUKa MalueHTOB ¢ coYeTaHHbIM Aeduiurtom pakropoB V+VIII

beuto BeIBICHO Tarkke 2 marpenTta (1 geBouyka W 1 MaabuMK) ¢ COYETAHHBIM JEDUIIUTOM
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¢dakropoB V+VIII, uto cocraBuio 2,5% ot oOiiero yucia MaueHTOB C PEIKUMU KOAryJOMaTHSIMU.
['emopparuueckuii CHHIPOM y 00OHX MAIMEHTOB IeOI0TUPOBA Ha TIEPBOM IOy KU3HH. MUHUMATHHBIN
0a)yu1 To IIKajie OLIEHKH KpPOBOTOYMBOCTH PBQ coctaBun 7 06amioB, MakCUMalbHBIM — 8 Oaiios.
OCHOBHBIE JIOKAIU3aLUA TeMOPPArHYECKOT0 CUHIPOMA, PacTpe/Ie]ICHUE MallUeHTOB M0 aKTUBHOCTU V
u VIII ¢akTopoB 1 BEIpaXXKEHHOCTH FeMOpPParniecKux MposiBjeHuH npeacrasieHsl B Tadmumax 20 u 21,
COOTBETCTBEHHO.

Tabmuua 20 - Jlokanuzanus KpoBoTedeHu# y mauueHToB ¢ nepunurom V+VIII pakropon

['eMopparnyeckuii CHUHAPOM KosmuecTBo naniueHToB
Ko>xHbII reMopparu4eckuii CHHIPOM 2
HocoBbie kKpoBOTEUEHUS
KpoBoTeueHusi co CIM3UCThIX POTOBOW MOJIOCTH
KpoBoteuenus nocie ynanaeHus 3y0oB
KpoBoTeueHust U3 MEJIKHUX paH/Tope3oB
['emapTpo3
[TocneonepanmoHHbIe KPOBOTEYEHUS
Jpyrue KpoBoTEeUECHHS 1
Tabmuua 21 - Pactipenenenue maueHToB 10 CTENIEHH BEIPAYKEHHOCTH TeMOPPAarndeckoro CHHIpoOMa
COTJIACHO JIETCKOM IIKaJie KpoBoTounBOoCcTH PBQ 1 akTMBHOCTH (haKTOPOB

G ILNIGLY

[TanmeHT bann PBQ AKTUBHOCTH (hakTOpa AKTHUBHOCTb
V daxTopa VIII

1 8 11,7% 12,1%

2 7 10,1% 8,1%

MaumneHTbl ¢ gepmumtom dakropa Xl

Hedunut pakropa Xl BeisaBnen y 92 nanuentoB. Pacnpenenenue no nomxy ObUIO CIETYIOIIUM:
Maab4uKoB — 51 (55%), neBouek — 41 (45%). CpeaHuit BO3pacT Ha MOMEHT JUArHo3a COCTABIISUI § JIET
(MMHMMATBHBIA BO3pACT 10 Toja, MakcuMaibHbId 17 jet). Camoil 4acToil mpuunMHOM oOparieHus K
Bpady SBIISTUCh M3MEHEHHS B Koaryinorpamme - 60 denmoBek (65%), kamoObl Ha TpPUBHAIIBHBIN
reMopparu4eckuil CHHIPOM IMpebsaBisian 32 nauuenta (35%).

ITo nanHbIM miKanel kpoBoTounBocTH PBQ Menuanoit m momoit 6bur 0. Camblif BBICOKHI
nokazatesnb PBQ Obu1 5 0amioB, MUHUMaNbHBIN -1 Oast.

Menunana aktuBHOocTH (aktopa XII cocraBuna 31,4% (MUHMMaNbHAs aKTHBHOCTH COCTaBHIIA
1,2%, makcumanbHas 48,6%, 1-it kBapTib 18%, 3-i kBapTmib 41,6%).

B kxoropre nauuenTtos ¢ gepuiuroM daxrtopa XII 27 yenosek (29%) umenu 2 u Oonee 6aios
PBQ, B T0 Bpems kak 65 uenoBek (71%) umenu 6amisl 1 wim 0. YV 27 4enoBek ¢ MaToIOTHYecKUM 0aliioM
PBQ ocHOBHOM mpuunMHON oOOpalieHus SBISUIMCh HOCOBBIE KPOBOTEUEHUS W/MIM  KOXKHBIN
reMOpPparu4ecKuii CHHAPOM pa3IndHON UHTEHCUBHOCTH.

N3 obmero uumcna mnanueHToB y 22 (24%) OblIM NpPOBENCHBI PA3TUYHOM CIOXKHOCTH
orepaTuBHbIe BMemtarenscTBa. Cpennuil 0amn PBQ y nanHo# rpynmsl coctaBui 1 6ami. 4 manueHTa
(18%) mpesertuBHO nomyyanu Tpanchysuto C3I1, 18 marmenTos (82%) He MOTyYanu 3aMeCTUTENbHBIX
Tpancy3uit mna3mel. Hu y oHOTO M3 mamueHToB, nmonyyuBmux win He noxyuuBmux C3I1, He Ob110
OoOHapy’>K€HO MepH WIM MOCIeONepaTHUBHBIX KpoBoTeueHH. Hambosiee 4YacTbIMH OmNepaTUBHBIMHU
BMeENIaTeIbCTBAMU SIBJISIACh aleHOTOMUS — 12 YenoBek, jJajiee CleOBaJIM OmNepaluu Ha cepaue — 4
4eJI0OBEKA, Ha 3 MeCTe Ollepaliy Ha JIMLEBOM CKEJIETE y JBOMX UEJIOBEK, TAKXKE JPYyTrHe OolepaTUBHbIC
BMeniarenscTBa. Cpeanuii 6amn aktuBHOocTH paktopa XII y manuenTtos, He momyuasmux C3II, mpu
ONEPAaTUBHOM BMeEUIATEIbCTBE cocTaBuil 28,5% (MUHMManbHas akTUBHOCTh coctaBuia 3,3%,
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MakcuMaibHas 48,4%). Cpennee 3nauenue akTuBHOCTH pakxtopa XII y manmenTos, nonyvasmux C311,
IIpU ONEpaTMBHOM BMeIIATENbCTBE cocTaBuio 11,75% (MuHMManbHas akTUBHOCTH cocTaBuia 2,7%,
makcuMaibHas 30,5%).

Ha BpIOOpKE NanMeHTOB HE OBLIO OTMEYEHO 3aBUCHMMOCTH akTuBHOCTH XII (akropa u
BBIPRKEHHOCTH T'€MOpPPAarn4eckoro CHHApPOMa Mo MaHHBIM mKaiel PBQ (paHroBeiii koddduumeHt
koppemsnuu Kennanna = 0,04; p =0,6)

B rpynne nanuentoB ¢ aktuBHOCThIO ¢akropa XII menee 10% (n=19) meauana 6amia PBQ
cocraBmiia 0 6amoB (MUHUMYM — 1, MakcuMyM — 4). B nanHo# rpymmne Ob110 MPOBEACHO 5 OTepaTUBHBIX
BMeNIaTeNbCTB: 4 0e3 reMOCTaTHUeCKON MOAJIEPKKH U OAHO Ha (OHE 3aMECTHTENbHON TpaHchy3uu
C3I1, nposiBeHNI MepUONIEpPaTUBHON KPOBOTOUYMBOCTH 3aPETUCTPUPOBAHO HE OBLJIO HU B OJHOM H3
ciayuaeB. Jlanee, B Tabmume 25, mpencraBieHsl gaHHBIE 1O MeauaHe Oamra PBQ mpu pazmuunoit
aktuBHOCTH (pakropa XII.

Tabmuma 22 - Menuana PBQ y manueHToB ¢ pa3Hoi akTHBHOCTBIO (hakTopa XII

AxTuBHOCTE XII KonnuectBo Menuana PBQ
¢axropa, % MAIMEHTOB (MUHUMYM, MaKCUMYM)
<5 17 0(-1,4)
5-10 2 1(0,2)
10-30 23 1(0, 5)
30-50 50 0,5(-1,5)

B rpynme nanmentoB ¢ martonorndeckum Oamiom PBQ 2 u Gonee Obuto 27 4enoBek, 4TO
cocraBisieT 29% ot 001el KoropThl MAMEHTOB. Y 2-x yenoBek PBQ cocTaBmi 5 6amios, y 2-X 4ellOBEK
— 4 Oanna, y 8 yenoBek — 3 Oamia u 'y 15-2 6anna. Haubonee yactoit »xano0oii y 1aHHBIX MAalUEHTOB
SIBIISUTHCH HOCOBBIE KPOBOTECUCHH S, KOXKHBIN TeéMOPParndecKiii CHHIAPOM M KPOBOTEUEHUS CO CITM3UCTBIX
HOJIOCTU pTa. JJaHHOM rpymIe NanueHToB ObLUIO MPOBEACHO JOMOJIHUTEIBHOE 00CIeJOBAaHHE CUCTEMBI
reMocTasa, KOTOpoe He BBISABHIIO KOHKYPEHTHBIX 1e(UIIUTOB (PaKTOPOB MIIM TPOMOOIIMTOTICHUH/TIATHH.

Taxke HHU y omHOro mamueHTa u3 92 oOcineAoBaHHBIX HE OBLJIO OOHAPYKEHO SIHU30]I10B
TPOMOOTUYECKUX OCIIOKHEHUH.

Pe3y.111>TaT1)1 AHKETHPOBAHUS PETrUOHOB Pd o MalMeHTax, CTOAIHUX HA YUIETE Yy A€TCKOIo
remMmartoJiora ¢ JMarHo3oM peaKue KoaryJjJonaTum

AHKeTHpOBaHHE PErMoHOB MpoBoauiock B Mapte 2022 roga. 13 85 cyObekToOB 3amoiaHeHHAs
aHKeTa ObLTA MOJTyYeHa U3 72 PETHOHOB, UTO cocTaBmiio 85%.

Bce AHKECTBI, [IOJTYYCHHBIC HAIIIUM HCHTPOM, OBl BCPHO 3aII0JTHCHHBIMHA W ITPU3HAHBI TOAHBIMU

K I[aJ'ILHefIH.IeMy CTaTUCTUYCCKOMY aHAJIN3y. Cy'MMapHOC KOJIMYCCTBO MAlMUCHTOB OTPAXKECHO B Ta6JII/ILIC
23.

Ta6n1/1ua 23 - KonnuectBo ManueHTOB C pCAKNMU KOAr'yJIOIIaTUAMU

Jedurut Komanuectso (%)
nedunut I dpakTopa 63 (16%)
neduuut 11 pakropa 4 (1%)
neguuut V dakropa 20 (5%)
aedurr VII dhakropa 210 (52%)
neguuut X dakropa 48 (12%)
nedunut XI dakTopa 35 (9%)
aeuuut XIII dpakropa 18 (4%)
KOMOWHHUPOBAHHBIE EPHUIUTHI 7 (1,7%)
TeMOPParn4eckoe COCTOSIHUE HEYyTOUYHEHHOE 321
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O6mmee uncio nereit ¢ yrouneHHBIME PK cocTaBuio 405 yenoBek, Hanbosiee pacpoCTpaHECHHOM
natonorueit sBisuics nepunut VII dakropa — 52% (210 denoBek), BTOpoe MECTO 3aHUMAN JAeHUIHT
¢ubpunorena — 16% (63 yenoBeka), Ha TPETbEM MECTE 110 PACIPOCTPAHEHHOCTU HAXOIWICs Aepuuut
X daxropa — 12% (48 genorek.), nanee nepunur XI dakropa — 9% (35 denoBek), HA MATOM MECTE -
nebunut V dakropa — 5% (20 uenosek), nanee aeduuur XIII daxkropa — 4,5% (18 uenosek),
KOMOMHUpOBaHHbIC neuiuthl - 1,7% (7 yenoBek) u 3ambikain cnucok aedpunmr 11 pakropa — 1% (4
YEJIOBEKa).

Ucxons u3 oOmei YHCIICHHOCTH JETCKOTO HACEJICHHS [
https://rosstat.gov.ru/storage/mediabank/Bul_chislen_nasel-pv_01-01-2021.pdf., 2021] 3a
UCKJTFOUEHHEM PETMOHOB, OT KOTOPBIX HE OBUIO TOJYYCHO 3aIllOJHEHHBIX aHKET, JIETCKOE HACEJICHUE
coctaBmiio 28 515 419 uyenosek. [lo pacueram pacrnpoCTpaHEHHOCTH OBUIM MOJYYEHBI CIIEIyIOIIne
JaHHble, OKpyriaeHHO: nedunut ¢udbpuroreHa — 1:450 000, nedunur I dakropa — 1:7 000 000,
nedurut V dakropa — 1:1 500 000, nedpunut VII dpakropa— 1:150 000, nedurnur X dakxropa — 1:600
000, nedurut XI dpakropa — 1:800 000, nedummt XIII pakropa — 1:1 500 000.

PCSy.HBTaTBI OLICHKU I[GTCKOI71 IIKaJIbl KPOBOTOYMBOCTH

OtnenpHo y 114 nauuenros ¢ PK Obuia npoanaan3upoBaHa BbIPaKEHHOCTh FEMOPPArn4ecKoro
CHHJIpOMa 10 JaHHBIM JETCKOH IIKaJbl KpOBOTOYMBOCTH PB(Q B 3aBUCMMOCTH OT BO3pacTa Ha MOMEHT
OayibHON olleHKU. Bee manuenTs! Obun pa3OuThl Ha Ipyninsl o Bo3pacty ot 0 go 17 ner, uckitouas
nanuenToB ¢ aepunurom XII ¢akropa, u s Kaxxa0ro Bo3pacTta ObUT ocUUTaH cpeanuil 6amn PBQ
Pucynox 3.
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CpegHuit 6ann PBQ

0 5 10 15 20

Bo3pacT naumeHTa HA MOMEHT oueHKu PBQ

Pucynok 3 - Cpeanuii 6ann PBQ B 3aBrcHMOCTH OT Bo3pacTta

Hcxons W3 MOMYYEHHBIX NAHHBIX XOPOIIO BHJHO, YTO SIBHOM TEHAEHIMH K HapacTaHWIO
BBIP@XEHHOCTU TIE€MOPPAaru4eckoro CHHAPOMa C BO3PACTOM y MAlUEHTOB He Habmoganock. Ilpu
OT/JICJIbHOM aHaJM3€ MAlEeHTOB C M30JMPOBAHHBIM Ae()UIUTOM (aKTOPOB CBEPTHIBAHMS, HUCKIIOUAs
NAlMEHTOB C KOMOMHMPOBAHHBIMU Je(QUIMTaAMH, a TakXe MalUeHTOB C THNouOpUHOreHEeMUEH,
OTYETIMBO BUJHO, YTO y MALMEHTOB U3 IPYIII C aKTUBHOCTBIO MeHee 5% Habmoancs 6osee BHICOKUN
6aym PBQ, yeM y mamueHTOB ¢ aKTUBHOCTHIO JedUIIUTHOTO (akTtopa Oojsee 5%, COOTBETCTBEHHO
OoJtee BBICOKas BRIPAKEHHOCTh r'eMopparndeckoro cuuapoma (Pucynox 4).
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Pucynok 4 - Cpennuii 6ann PBQ B 3aBUCHMOCTH OT aKTUBHOCTH JeUITUTHOTO (hakTOpa

Taxoke npu ananmu3e nanueHToB co Bcemu PK (uckimovas runodubpruHOreHeMrn) 0 BpEMEHU
HOSBJICHUSI TIEPBBIX CUMIITOMOB M aKTUBHOCTH JE(QHUIMTHOrO (pakTopa OBbLIM MOIYYEHBI CIEIyHOIIUe
pe3ynbrathl (Tabnuua 24). [TanuenTsl ObUTH pa3zesieHbl Ha TPYIIIbBI B 3aBUCUMOCTH OT Bo3pacTa (10 2
JIeT U CTaplle), U M0 aKTUBHOCTH AepuuuTHOrO (hakropa (10 5% BrIOUUTENBHO U Oojbie 5%). Tlo
pe3ysbTaTtaM TecTa XU-KBaJpaT MOKHO 3aKIIFOUUTh, YTO €CTh CUJIbHAS CBSI3b MEX/y BO3PAacTOM J1e0r0Ta
JI0 TOJla U aKTUBHOCTBIO MeHblIe 5%, TakuM 00pa3oM BHJHO, YTO y OOJBIIMHCTBA MALlUEHTOB C
AKTUBHOCTBIO (pakTOpa MeHbIIE 5% Ae0I0T reMopparnyeckoro CHHpOMa MPHIIEIICS Ha TIepBhIe 2 roja
JKU3HU, a U3 JAeOI0THPOBABIINX CTapile 2 JeT aKTUBHOCTH BhIle 5% Habmoganace y 6onee uem 80%
(Tabsmna 24). Takxe npu CpaBHEHUH BBIPAKCHHOCTH I'eMOPPArHYeCKOro CHHAPOMA 110 JAHHBIM IIKAJIbI
PBQ u BO3pacToM THEpBBIX KpPOBOTEUEHMH €CTh 3HAuuMMas accolMalus MeXAy BbICOKOM
KPOBOTOYHMBOCTHIO U (pakToM sedrora 1o rosa (Tadnuma 25).

Tab6nuia 24 - [Tanuents! ¢ PK ¢ remopparndeckumM CUHIPOMOM, UCKITIOYAS TAIIHEHTOB C
runopuOpruHOreHeMue

Bo3spact AKTUBHOCTB (haKTOpa p-value*
MaHUecTaluu
10 5% BKIL BhIIE 5%
Jlo 2 ner 13 6 <0.001
2 roza u crapuie 8 38
BKITIOYUTEIIHHO

*- Kpurepuii cornacus [Tupcona
Tabmuna 25 - [TanuenTs ¢ PK: nedroT reMopparnueckoro CHHAPOMA B €ro BBIPAKEHHOCTh

Bo3spact ne6rora rem. cuaapoma Bcero p-value*
no 1 roma 1 rox u crapue
PBQ menee 5 7 (6,1%) 76 (67%) 83 (73%) <0.001
PBQ 5 u Gosee 19 (17%) 12 (11%) 31 (21%)
Bcero 26 (23%) 88 (77%) 114 (100%)

*- Kpurepuii cornacust [lupcona
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OBCYXIEHUE PE3YJBTATOB

Bcero 3a 3 roga nmpoBeneHust JaHHOM paboThI OBLIO BBISIBICHO 114 marueHToB ¢ TOM WM WHOM
penkoit koaryionaTtuen u Takke 92 nanuenta ¢ nepunurom XII gaxropa. bonblne Bcero manuueHToB ¢
nedunuroM VII pakropa (n=39), Ha BTOpOM MeCTe HaXOIATCS MAMEHTHI ¢ nedururom GuOprUHOrEeHa
(n=37), TpeTbe MECTO IO YacTOTE€ BCTPEYAEMOCTH 3aHMUMAIOT HanueHTsl ¢ aeduuutom XI dakxtopa
(n=12), nanee 10 manuenTtos ¢ aepururom XIII dhakropa, 5 narmenTos ¢ neduiurom V pakropa, Kpome
TOr0 OBUIM BBISBICHBI 5 TAIMEHTOB C KOMOWHUPOBAHHBIM JaeuIMTOM BHUTaMUH K—3aBUCHUMBIX
dakTopos, a Takxke 4 nanueHTa c¢ nepunurom X Qgaxropa U 2 MalMeHTa C COYETAHHBIM JAepuuuTom
¢daxTopa V+VIIL. Ilpu cpaBHeHuu ocoOeHHOCTEW pacmpexaeneHus paznuunbix PK B mcciemyemoit
KOTOPTE C PErMCTPaMK PA3IHYHBIX CTPAH TOIyYaroTCs clenyromiue nanubie (PucyHok 5).
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Pucynok 5 - CpaBHeHHE paclipOCTPaHEHHOCTH PEAKUX KOAryJonaTui B pa3HbIX CTPaHaX

B Tekymem uccie0BaHUN Ha MEPBOM MECTE 110 YaCTOTE BCTPEYAEMOCTH HAXOIUTCS TEPHUIIUT
daxTopa VI, 4T0 COOTBETCTBYET €BPOICHCKOI U cCeBepoaMepukaHcKkoit momysaiuu [Gupta et al., 2019;
Peyvandi et al., 2008; Peyvandi et al., 2012a; Saes et al., 2020]. Ilpu >ToM, BTOpPBIM IO
pacpoCTpaHEHHOCTH B JIaHHBIX peruoHax cieayet aepuuut gakropa Xl u Tperbe MecTO 3aHUMAET
nedurur V dakropa, a B Hamreit KOropre OOJIBHBIX BTOPOE MECTO IO KOJIMYECTBY 3aHUMAIOT MAIlCHTHI
¢ runopudpunorenemuet. [Ipu 3Tom nepunut GuOpUHOreHa Tak HE paclpoCTpaHEH HU B OIHOMU
npyroit ctpane [SlkoneBa u coat., 2019; Peyvandi et al., 2008; Peyvandi et al., 2012a]. Ectp
HECKOJIBKO BEPOSITHBIX OOBSCHEHUH NaHHOMY (heHOMeHy. Bo-mepBbIX, Takoe KOJHMYECTBO MAI[HEHTOB
MOXET OBIThb OOBSCHEHO KaK JIOKATBHBIMH OCOOCHHOCTSMH PaCIpPOCTPAaHEHHsI, TaK H JIETKOCTHIO
JIMarHOCTUKM OecCMMNTOMHBIX (opMm: B P® crammaptHas KoarynorpamMma cC HCCIeJOBaHHEM
¢ubpHHOTEHA TOCTYITHA TPAKTUIECKH B KXKIOW MOJMKIMHUKE U cTarimoHape. Kpome Toro, Bo MHOTHX
Cllydasix Tepeil IMPOBEIEHHEM JIIOOBIX OIEPAaTHBHBIX BMEIIATEIBCTB B 00SM3aTEIBHOM MOPSIKE
UCCIIETyeTCsl CKPHHUHTOBAsI KoaryJjorpamma. Bo-BTOPBIX, W3BECTHO, YTO OOJBIIMHCTBO MAIMEHTOB C
ypoBHeM (GHuOpHHOTeHa BhIlIe 1 I/, XOTS ¥ UMEIOT reMOpparndeckue MposiBICHHsI, HO, KaK IPaBHJIO,
HE TpeOYIOT 3aMECTHTENbHON MPOPIIAKTHKH, TTOATOMY BO3MOXXHO, YTO BO MHOTHE PETHCTPHI CTpaH
TaKWe MAalMeHThl MONMPOCTy He momaaaroT. [lanmeHToB ¢ admOpHHOreHeMHel B HalIell Koroprte
MAIMEHTOB OKAa3aJI0Ch 2 YEIOBEKA, YTO B IIEJIOM COOTBETCTBYET OOIEMHUPOBON PacHpOCTPAHEHHOCTH
[Moerloose de, 2009; Peyvandi et al., 2006]. TpeTbuM 1m0 YacTOTE BCTPEUAEMOCTH B Hallleil BHIOOpKE
okazazcs aepuuut ¢akropa Xl, 4To B 11€JIOM COOTBETCTBYET €BPONENUCKUM M aMEPUKAHCKUM JaHHBIM
[Peyvandi et al., 2012a; Saes et al., 2020]. OTnenbHO CTOUT PACCMOTPETH BHICOKUH MPOIEHT MAIIMEHTOB
¢ TsoxenbM nepunutom XIII dakropa (9%). BeisBienHas yacToTa BCTpE4aeMOCTH HeXapakTepHa AJis
eBpOIEHCKON MM aMEepPHKAHCKOW KOTOPTHI MAlMEHTOB, a KaK pa3 HAXOJHUTCS ONMXKE K TOMYJISAIUH
Hacenenns WMumum m HMpaHa, Toe mpoXuBaeT camoe OOJbIIOE KOJMYECTBO MAIMEHTOB C JTAaHHBIM
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neuIUTOM B MHpE, M OH pacroiiaraetcst Ha 1 mecre mo pacnpocrpanennoctu [Dorgalaleh et al., 2017;
Shetty et al., 2014].

OTnenpHBIM aCIIEKTOM CTOUT BBIJEJIUTD IaHHBIE, TIOJTYUYEHHBIE B X0/1€ AHKETUPOBAHUS PETHOHOB
P®. llenpto maHHOTO HMCClIEAOBAaHUS ObUIA MOIBITKA OIEHUTH BBISBISEMOCTb MAIUEHTOB JETCKOTO
BO3pPAcCTa C pEAKHUMHU KOAryJonaTusMi. be3ycioBHO, TOKa3aTesy, OIyYeHHBIE B X0JI€ 3TOW pabOThI, HE
MOTYT HAaNpsIMyI0 YyKa3blBaThb Ha PACHPOCTPAHEHHOCTb JIaHHBIX 3a00JIeBaHUN, OJIHAKO IO3BOJISIOT
OLICHUTH aKTYaJbHOCTh JAJIbHEUIIETO N3yUSHHS 3TOM MPOoOIeMaTHKHY B HaIlleH cTpaHe. AHKETUPOBAaHUE
OBLII0 JOOPOBOJIBHBIM M HE IPEyCMAaTPUBAIO YTOUHEHHUS JUarHo3a u Ipyrux GopM KOHTPOJIS.

[Ipu comocTaBlieHUH TOJTYYCHHBIX B XOJI¢ AaHKETHPOBAHUS PE3yJIbTAaTOB C MEXITYHAPOTHBIMU
nannaeiMu [Peyvandi et al., 2012a; Saes et al., 2020] ObuTH MOJTyYEeHBI JOCTATOYHO MPOTHBOPEUHBHIC
ceepenus. Jlebunut VII dakropa, kak u Bo MHOTHX apyrux cTpanax [Gupta et al., 2019; Peyvandi et
al.,, 2008; Peyvandi et al., 2012a; Saes et al., 2020], npeoGmamaer. Bropoe wmecto MmO
pacIpoOCTpaHEHHOCTH 3aHuMaeT aepuuuT QGuOpHHOreHa, 4TO YyKe OBUIO IOKa3aHO Ha IpuMepe
UCCJIEJOBAHMSI YaCTOTHI BCTPEYaEMOCTH PEIKUX KOAryJIoNaTHi y B3pociblX nanueHToB B PO [fkoBnesa
u coaBt., 2019]. ITpu stom aanee cieayer aeduiut X dakTopa, ¥ TOIBKO 4 MECTO 3aHUMAET JAePUIIUT
XI ¢akropa; Takke BBISIBICHA IOCTATOYHO BBEICOKAs pacIpoCTpaHeHHOCTh Aedunnta V pakropa. Takue
JIAHHBIC 0 PACIPOCTPAHEHHOCTH OoJiee xapakTepHbl it WMuauu u MpaHa, 4em i eBpONCHCKON
nonyssiuu [Dorgalaleh et al., 2017; Shetty et al., 2014]. Ilpu cpaBHeHUHU ¢ COOCTBECHHBIMH JTaHHBIMHU
IIEHTPa OTMEYaeTCsi OOJIBINUI MPOLEHT ManueHToB ¢ nedunurom VII dpakropa, MEHBIINN - TAIIUEHTOB
¢ aedumuroM GUOPHHOTEHA, a TAKXKe OOJIBIIOE KOJIWISCTBO MAIUEHTOB ¢ Ne(UIIUTOM X H OTCYTCTBUE
B Hanbouiee pacnpoctpanéHHbIx natonorusax aepunurta XIII ¢pakropa (PucyHnok 5 Bbiiie).

Tem He MeHee, cienyeT 0CO00 OTMETUTh, YTO TAaKHWE PA3IUYHs MOTIU OBITh OOYCIOBJICHBI
JIOKQJIbHBIMH OCOOEHHOCTSIMU JIMAarHOCTUKHU, T. K. B Halleil CcTpaHe, Hapsly C JOCTAaTOYHO BBICOKOI
4acTOTOM MCCIEAOBAHUN CTaHJAPTHOM KoaryJorpaMmbl, B OOJBIIMHCTBE PErMOHOB HEIOCTYIIEH
dbakTOpHBII aHaNN3, 32 UCKIIIOYEHUEM uccliefoBanus akTuBHoCTH dakTtopoB VIII u IX.

CpaBHeHUE MPOSIBICHUN TeMOPPArHuecKoro CHHApoMa

He cymecTByeT Kakoro-to crenu(puueckoro MposBICHUsS I'€MOPPAarduecKkoro CHUHAPOMA,
KOTOpoe ObI cpa3y IMO3BOJUJIO 3aMOJ03PUTh UMEHHO PEIKYI0 KOaryJjomnaTruio, a TeM Ooiiee AeQuiuT
omnpeneneHHoro gakrtopa. /lanee mpoaeMOHCTPUPOBAHBI Pa3IHUUs B MPOSBICHUIX FeMOPpParn4eckoro
CUHpOMa IPU PEAKUX KOAryJonaTusx (HaIlu JaHHbIe) U reMouiinu (aKTUBHOCTH (hakTopa Hike 10%)
y B3pOCIIBIX MAI[HEHTOB 10 JaHHBIM UpaHckoro peructpa [Mannucci et al., 2004] (Pucynoxk 6).
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Pucynok 6 - CpaBHeHHe niposiBiieHHI KpoBoTouMBOCTH 1TpH PK 1 remodummn
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[lo pe3ynpraTam TaHHOTO CPaBHEHHS XOPOILO BUJIHO, YTO Y MAIIMEHTOB ¢ TeMO(pUINeil HAMHOTO
peolIaaroT CyCTaBHBIC, MBIIICYHBIC, a TAKXKE MMOCTONEPATUBHBIE U KPOBOTEUYCHHUS CO CIIM3UCTHIX. B
TO € BpeMs JUIs Halllell KOropThl MAllMeHTOB C PEKUMHU KOaryJIonaTusMu 0ojiee XapakTepHbl HOCOBBIE
KPOBOTEUCHHSI, KPOBOTEUCHHUS U3 IYITOBHHHOTO OCTaTKa W, COOTBETCTBEHHO, OOMIILHBIC MECHCTPYAIIUU
(B CBSI3U C HAJTMYKMEM MALMEHTOB KEHCKOTO T10J1a).

[Ipu cpaBHEHHH TPOSBICHUI KPOBOTOYMBOCTH B 3aBHCHMOCTH OT BHJa AeduuuTa (Bakropa B
KOropte 00CJeI0BaHHbIX JIeTel HaOtoaeTcs cieaytomas kapruna (PucyHok 7).
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PucyHnok 7 - CpaBHeHHE NPOSIBIIEHUI KPOBOTOYMBOCTH B KOropTe 00CIe10BaHHbIX JAeTel B
3apucumocty ot nedunmra paxropa (VII, X1, XI dpakropst u pudpunoren)

HaunGonee BBICOKMU TPOLIEHT MAIMEHTOB C KPOBOTEUYCHHUSMHU HAOIOMAJICS B TPYIIE JETEH C
nedurutom ¢akropa XIII (kpoBoTeuenue co ciu3ucThiX, KpoBoredenue B [IHC, kpoBoTeueHue u3
MyNOBUHHOTO OCTaTKa ¥ KOXHBIM TeMmopparuueckuii cuuapoM). B rpade mnocromepaTuBHbIe
KpOBOTEUYEHHsI HarboJiee 4acTo BCTPETUITUCH MAIUEeHTHI ¢ AepuutoM daktopa XI u pubpunorena. [pu
stoMm it (hakTopa VII Hambosiee BhIpaKEHHBIMU OKa3aJUCh HOCOBBIE KPOBOTEUEHUSI M KPOBOTCUCHUS
nocine ynaneHus 3yooB. B cpennem okono 10% mannueHTOB UMENTH XOTs Obl OJUH 3MH30]1 TeMapTpo3a,
9TO OOBICHSETCS TEM, YTO B LIEJIOM TeMapTPO3bl HE XapaKTepHBbI [y marmeHToB ¢ PK u pacnipenenenst
paBHOMEpPHO 10 nedunuTam GaxkTopoB.

OTnenbHO XOTeNOCh ObI 3aTPOHYTH BOIIPOC O MPEIUKTUBHON CIOCOOHOCTH JETCKOI0 OIPOCHUKA
kpoBotounBocTH. [lo pesynbratam onenku mnauueHtoB ¢ PK, 47 uenoek — 41% — He umenu
[aTOJIOTUYEeCKOro Oansa KpOBOTOUYMBOCTH U, COOTBETCTBEHHO, HE TpeOOBaIM 00CIeJOBaHuS, a IUAarHO3
OB BBISBIIEH CKOpee MO M3MEHEHUSM JIabOpaTOpHBIX IOKa3aTeseil, YTO B IEJIOM COOTBETCTBYET
MeXIyHapoaHbIM TaHHbIM [Peyvandi et al., 2012a]. CootBeTcTBeHHO, 59% (67 YeIOBEK) UMEH TE WK
UHBIE TaTOJIOTUYECKUE TMPOSABICHHUS KPOBOTOYMBOCTH W TpeboBain aooOcienoBaHus. M3HavaibHO
JaHHas IKajla pa3palaThiBajach KaK HMHCTPYMEHT Ui BBISBICHHUS TMAllMEHTOB C OOJE3HBIO
BunneOpana, a Taxke Ui BBISBJICHUS MMAIlEHTOB C IPYTUMHU KoaryyonatusmMu [SomkuHa u coasr.,
2021]. V3 namero aHajamM3a BUJHO, Y4TO NpH mnpuMeHeHWH PBQ kak MHCTpYyMEHTa, MO3BOJISIOIIETO
OTIpeNIeNIUTh, KOMY He00X01uMO 00CiIe/JOBaHUE, a KOMY HET, HEMHOI'MM MEHbIIIE TTOJIOBUHBI MTALIMEHTOB
¢ PK Moryr nmoreHuuanbHO OCTaBaThCsl HEIMArHOCTHUPOBAHHBIMU. Takxe Mpu MOAPOOHOM aHalM3e
nanueHToB ¢ geguuutoM ¢dakropa VII BuAHO, uYTO B TIpyNne MAalMEHTOB C OTCYTCTBUEM
natosioruaeckoro 6amia PBQ aktuBHocTh daktopa VII 6sia Beimie 30%, HO, TeM HE MeHee, B JaHHYIO
IpyMIly HOMAIX U MAIMEeHThl ¢ aKTUBHOCTBIO 12%, 14%, 18%, To ecTh hopMabHO JaHHBIE MAIIMEHTHI
HE UMEJIM reMOopparnyeckoro aHaMHe3a M He JOJDKHBI Obuld ObITh 0OcienoBaHbl. Takue jke JaHHbIE
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XapaKTEPHBI U JIJIs1 TAITUEHTOB ¢ AeUIIMTOM (PUOPHUHOTEHA; MAIIMEHTHI C KOHIICHTpanue GudpuHoreHa
0,42 r/n, 0,36 /1, 0,5 T/1 HEe UMM HUKAKUX MPOSBICHUI KPOBOTOYMBOCTH U HE JTOJDKHBI OBLTH OBITH
oOcnenoBanbl. Cxoxas kapTuHa HaOIIOAaeTCa U Uil MaueHToB ¢ neduuutoM ¢dakropa XI, kotopsie
HE MMEIOT NPOSBICHHA KPOBOTOYMBOCTH O€3 HAJIMUMS OINEPATHUBHBIX BMEIIATEILCTB B aHaMHE3E.
['unoreTnyeckyu, UMEHHO B 3TOM KOropTe HauboJiee BHICOKA BEPOSITHOCTh HE BBIABHUTH MOJJICHKAILIETO
reMopparu4eckoro 3aboyeBaHus y MaleHToB, KOTOPBIM OlleHKa 1o mmkaine PBQ npoBoautcs ¢ 1enbio
orpezesieHus: HEOOXOAUMOCTH MPOBEICHUS KOAryJI0JIOTHYecKoro o0cieI0BaHus Mepejl ornepaTuBHbIM
BMEIIATENLCTBOM. TaK, €CiM He YYUTHIBATh MEPUOTEPATHBHBIX TEMOPPArHYECKHX OCIIOKHEHHH, Y
100% namuentoB ¢ aeduuurom dakropa XI neponauvanbHas PBQ cocraBuna Obl MeHee 2 0asuios.
BesycnoBHoO, oxxuaeMasi MoNyJssIIMOHHASA YacTOTa MaMeHToB ¢ AeduuutoM dakropa XI moctaTodHO
HU3Ka, OJHAKO €ClM K OJTOH dYacToTe npuOaBUTh KOJUYECTBO MAIMEHTOB C HETIyOOKOU
runopudpruHOTeHeMuei, nerei ¢ nepururom pakropa VII 6onee 12%, To CTaHOBUTCS] OUEBUIHBIM, YTO
KOJIMYECTBO  MAIUEHTOB,  XHUPYPIHMUYECKOE  JICUEHHE  KOTOPBIX  MOXET  CONPOBOXKIATHCS
reMOpparu4ecKiMu OCJIOKHEHUSIMU HE CTOJIb YK HHU3K0. Kpome TOro, BBIXOJS 3a paMKH TEKyIIeH
paboThl, ObUIO MMOKa3aHo, 4To ImKasa PBQ He oOnamaer 10CTaTOYHON YYBCTBUTEIBHOCTBIO U
CHEUU(PUYHOCTBIO TI0 OTHOLICHUIO K JIETKUM TpomOouutonarusMm [Sdomkuna u coast., 2021].
OO011en3BeCTHBIM SBISIETCS (DAKT, UYTO BO MHOTUX €BPOMEHCKUX CTpaHaX HE PEKOMEHOBAH PYTUHHBIN
IPEONEPAIMOHHBIA  KOAryJIOrMYeCKH CKPHUHUHT BCEM MAIMEeHTaM, a JOJDKEH IPOBOAUTHCS
UCKJTIOYUTENIbHO MAllMeHTaM C OTATOLIEHHBIM 10 TeéMOpparnueckuM 3a00JIeBaHUSIM CEMEWHBIM MU
JU4YHBIM aHamMHe3oM [Veen van et al., 2011]. Mcxozst U3 HaIMX JaHHBIX, MBI BUJIUM, YTO TAaKOW IMOJIXO/I,
KaK MUHUMYM B JIETCKOW MOIyJISALIMH, SIBIISETCS BeCbMa TUCKYyTaOeIbHBIM, TaK KaK HE YYUTHIBACTCS
BO3PACT ManMeHTOB. HeKOPPEKTHBIM SIBIISICTCS CpaBHEHHUE B3POCIION MAIMEHTKH, Y KOTOPOH yKe ObLTH
CUTYalll, CBSI3aHHBIC CO CTUMYJISIIMEH CBEPTHIBAIOIIEH CHCTEMBbI KPOBH (HEOJHOKPATHOE YyJaJICHHE
3y00B, MEHCTpYyaJbHbIE KPOBOTEUCHHS, BO3MOXHBIE XHPYpPIHYECKHE BMEIIATEIBCTBA U TPABMBI) C
pebeHKOM 3 JIeT ¢ MUHUMYMOM aHaMHECTUYECKHX HaHHBIX. [Ipu 3TOM, MCXOIs W3 JIMTEPATypPHBIX
JIAHHBIX, U3BECTHO, YTO ManuenTam ¢ aepunurom dakropa XI tpedyercs obsizarensHoe BBeaeHue C3I1
MEePUONEPATUBHO, AIIUeHTaM ¢ AepunuTom GudprHOreHa HeoOX0IMMO OJAECPKUBATH KOHIIEHTPAIIUIO
¢ubpunorena Beime 1 /1 BO BpeMs OINEPAaTUBHOTO BMEIIATEIbCTBA, a MAIlMEHTaM C JISPHUIMTOM
daxropa VII u aktBHOCTBIO HIXKE 20% TpeOyeTcst BBeaeHue KoHueHTpara pakropa [Mumford, 2014].
UyBCTBUTEIBHOCTh ONPOCHUKA JETCKOM KpoBoTOuMBOCTH s nmanueHToB ¢ PK cocraBuna 58%. Ilpu
TaKUX PEKOMEHJAlMAX HAIIM MMalMeHThl Obl HE MOMYYWIN JUarHo3a B MpeIoNnepaluoHHOM Ieproe H,
BEPOSITHO, Pa3BIIIM OBI MMOBBIICHHYIO KPOBOTOYHBOCTb, IIOTPEOOBABIIYIO BBEICHHSI TPEMApaTOB KPOBH.
He cexperom sBisieTcst ¥ TOT GakT, YTO B OYEHb MaJIOM KOJIMYECTBE CTAllMOHAPOB B HAJIMUUU UMEIOTCS
KOHIICHTPATHI (PAKTOPOB CBEPTHIBAHUS KPOBH, B HEKOTOPBIX YaCTHBIX OOJBHUIIAX Ja)Ke HET JIOCTYIa K
mpemapaTaM KpOBH, M, TpH Yy4eTe pAacCTOsHHUI, KOTOophle xapakTepHel s P®, He Bcerma
NPEJCTAaBISIETCST BO3MOXKHBIM B KpailHE OBICTPBI CPOK JIOCTaBUTh HEOOXOIMMBIE KOHIIEHTPATHI
CBEpPTHIBAHUS M Ipenaparsl KpoBU. TeMm He MeHee, UCIOIb30BaHNE JJAHHOM IIKalbl KPOBOTOYHMBOCTH
ocTaercs yJOOHBIM MEXaHW3MOM OIICHKH BBIPRXKEHHOCTH T€MOPPAruvyecKoro CHHAPOMA U BapHAHTOM
yuyeTa TeMOpparMyeckux IMposBICHUH U 103BoJseT 3()(EKTUBHO 3amoOA03pUTh MALUEHTOB C
BBIPaXEHHBIM AePUIMTOM (aKTOPOB CBEPTHIBAHUS, 3a UCKIoUeHneM (aktopa XI.

[Ipu ananm3e B3aMMOCBSI3U BBIPAKEHHOCTH TE€MOPPArnYeCKHX TIPOSBICHUNA W AKTHBHOCTH
neguuutHOro akTopa ObuIa OOHApYXKEeHa BeIpaykeHHast 00paTHas Koppensauus Uit Aeduuunta pakropa
XIII, Takxe Obuta OOHApyKEeHA KOPPENSLMS Ui NallMeHTOB ¢ AePUuIUTOM pakTopoB X U V, HO TaHHYIO
KOPPENSIUI0 HEBO3MOXKHO MOATBEPAUTh CTATUCTUYECKU B CBS3M C MaJIbIM KOJIMYECTBOM IalMEHTOB.
[Tpu sTom 1t manmenToB ¢ AeuuuroM dakropos VI, Xl, | koppensiuuu BeIpa)keHHOCTH MPOSIBICHUN
reMopparu4eckoro CHHAPOMa OTHOCUTENFHO aKTUBHOCTH (hakTopa 0OHapykeHo He Obu10. O1HaKo mpu
aHaJn3€e OTJEIHHO TPYTIIBI MAIIMEHTOB C HU3KOM akTUBHOCTHIO (aktopa VII (amxke 1%) Habmromaercst
6oJiee BBIpaKEHHAsE KPOBOTOUMBOCTb, YEM B TPYIIE MAI[MEHTOB C aKTUBHOCTHIO (hakTopa Beie 30%,
KOTOpasi HEPEAKO MOXKET MOTpeOoBaTh MpO(UIAKTUIECKOTO BBeCHUS KoHIeHTpata dakropa VII nam
snrakora anb(da. To ke camoe KacaeTcss M MAIMEHTOB ¢ apUOpPHUHOTEHEMHEH, Y KOTOPhIX UMEETCs
KpaifHe BBIPAKEHHBIN T'€MOpPPAarddecKuid CHHAPOM, IMPH STOM IPH TOBBIIIEHUN KOHIICHTPALIUU
¢ubprHOreHa Takoil Koppensuuu He HaOmonaeTcs. B nenoMm, nonydyeHHble HAMU JaHHBIE COBIIAIAI0T C
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paHee OMmyOIMKOBaHHBIMHU PE3yJIbTaTaMH 00CIIeI0BAHUS HECEIIEKTHPOBAHHBIX IO BO3PACTY MAIUEHTOB,
IJIc BBISIBIICHA KOPPEISAIUH MEKIAY aKTHBHOCTBIO JeUIMTHOrO (akropa M TreMOpPparm4ecKum
CHHIPOMOM Jis1 manueHToB ¢ aedunurom dhakropos XIII, X u V [Peyvandi et al., 2012a].

IIpu ananu3e BBIPAXKEHHOCTH IEMOPpParMvyeckoro CHHIpomMa M Bo3pacTa mnanueHTtoB ¢ PK
(PucyHok 3 BbIlIE) TCHACHUMH K HApAaCTAaHHIO BBIPAKEHHOCTH TIE€MOPPAarHYecKOro CHHApPOMA C
BO3PAaCTOM y MalMEHTOB He HaOmonaerca. TeM He MeHee, K IOJYYEHHBIM pe3yJbTaTaM CTOUT
OTHOCHTKCS C BBICOKOH JIOJIEH CKeTcuca, Tak Kak B JAHHOE CPaBHEHUE ObLITH BKJIIOUEHBI BCE MALUEHTHI
CO BCEMHU MATOJOTMSAMU Ha MOMEHT OLEHKU. [l Gosee TOUHOW OIEHKM HEOOXOIUMMO YUHTBIBATh
JUHAMUYECKOE M3MEHEHHE KPOBOTOUMBOCTU C BO3PACTOM, M TOTJa MOXKHO OyJeT YBEpPEHHO CKa3arb,
UMEETCs JIM TeHJICHIMs K HapacTaHWIO BBIPAKEHHOCTH I'éMOpparuyeckoro cuHipoma wid HeT. Ilpu
3TOM, IPU OTAEIHHOM aHAJM3€ MAlMEHTOB C M30JMPOBAHHBIM Je(DUIUTOM (HaKTOPOB CBEPTHIBAHUS,
UCKJIIOYasi MAlUEeHTOB C  KOMOMHMPOBAaHHbIMHU  JeQUIMTaMH, a TaKKe [alUeHTOB C
runopudpuHorenemueii u nepunurom daxropa XII (pucyHok 4), mpu akTHBHOCTH (akTopa HuxKe 5%
HaOmronaroTcst Oosee BbICOKME 3HaueHHs Oamia PBQ, yeM B ocTalbHBIX Ipynnax, yTo I[O3BOJISET
TOBOPUTH O TOM, YTO Y JTAHHOM TPYIIBI NAIIMEHTOB CTOUT OKUAATH OOJIee TSHKEIIBIX TeMOPParudecKuxX
MPOSBICHUM.

IIpu cpaBHEHHM BBIPR)KEHHOCTH FeMOPpParn4ecKUx MpOsBICHUN Y HNAllMEHTOB XOPOIIO BUIHO,
4To y nereit ¢ nepunmrom dakropa XIII nmeercs: BBIpaKEHHBIN reMOpparn4eckuii CHHIPOM: y Bcex 10
yesnoBek 0am PBQ Boliie 6, 60J1b110€ KOINYECTBO KPOBOTEUEHUH U3 MyTIOBUHHOI'O OCTAaTKa — 7 YEJIOBEK
(70%), HO TMarHO3 ObLI BBICTABIICH TOJIBKO IOCIIE BHYTPUYEPEITHOTO KpoBoTeueHus y 6 uenonek (60%).
KpaiiHe npruMedaTenbHbIM SBISIETCS TOT (PAKT, YTO BO3pacT AeOr0Ta y MOJABISIOLIEr0 OOJBIINHCTBA
nanueHToB (90%) cocraBui nepBoe MOIMYroJue KU3HHU, a MEAMAHOM BO3pacTa MOCTAaHOBKU JHarHos3a
ABISUIMCH 5 JeT (MMHUMaJIbHBIA BO3pacT 2 Troja, MakcUMajibHbIl 17 7er), Takum oOpaszom;
MUHUMAaJIbHOE BPEMsI OT MOMEHTA IEPBbIX MPOSBICHUN 10 MOCTAHOBKU JHAarHo3a COCTaBUJIO 2 roja.
Taxoke yduThIBasg, YTO KPOBOTEUEHHE M3 IYIIOBHHHOTO OCTaTKa SBJSIETCS PEIKUM IPOSBICHUEM
reMOpparu4ecKoro CHHAPOMa U He BCTPETUIIOCH Y MTALIUEHTOB C IPYTUMH Je(UIIUTaMU, LEIeco00pa3HO
BCEX HOBOPOXKJECHHBIX C JaHHBIM IPOSBICHUSMHU HAINpPaBIATh Ha OO0S3aTENIbHYIO KOHCYJIbTALUIO
reMaToJIora ¢ IPUHITHEM PEIIEHUs] 0 HeOOXOIUMOCTH JalbHEHIIEro yriryOineHHoro o0cie0Banus, B
ToM 4yHciae Ha mpeamer aepunmura ¢akropa XIII. IlpoOGnema AMArHOCTMKM JaHHOTO JeUIMTA
CYHIECTBYEeT HE TOJbKO B Halllell CTpaHe, JaHHOE 3a00J€BAaHME CUUTAETCS OJHHUM M3 CaMbIX
HEJI0IMarHOCTUPYEMbIX HapylieHuil cBepThiBaemocti Kpou [Karimi et al., 2017]. OchoBHoi
npobiemoil sBnsercss orcyrctBue Xl ¢dakropa B CKkpUHMHroOBOW KoaryjorpaMme U KpaiiHe
OTPaHUYEHHOE KOJMYECTBO JIAOOPAaTOpHil, MMEIOINUX BO3MOXKHOCTH HPOBECTU (DAaKTOPHBIA aHAIHU3
[Karimi et al, 2017]. OpnHako, yuWThIBas BBIPKCHHBI TI'e€MOPPArWYEeCKUil  CHHIPOM,
KU3HEYTPOKAIOLINE KPOBOTEUEHHS] U BO3MOKHOCTb a/1€KBaTHOW MPOQUIAKTUKU MPU CBOEBPEMEHHO
YCTAHOBJIEHHOM JMarHo3e, He0OXOAMMO MOBBIIIATh OCBEJOMJIEHHOCTh O JJAHHOM HO30JIOTMU Bpauei
remMaroJioroB, a TaKxe 0oJiee MHUPOKOE BHEPEHNE TECTa HAa aKTUBHOCTh/aHTUreH (akropa XIII.

Ilo pesynpraTtam pabOThl BUAHO, YTO Y MAllMEHTOB C BhIpakeHHbIM (MeHee 1% wumum 0,1 1/m)
nepuuuroMm ubpunorena, ¢pakropos V, VII, X umeercs BbIpaK€HHbII reMOpparuyeckuii CUHIAPOM,
KOTOpPBIA TpeOyeT 4acThIX rOCIMUTAIN3AMM, a TAK)KEe BBEJIEHUSI HCTOYHHUKA JepUIUTHOrO dakropa. B
HEKOTOPBIX CIyd4asx TMalueHTaM PEeKOMEHJOBaHa Takke MNpoduiIakTUYecKass Tepanmus ¢ LeJblo
MPEIOTBPALICHHsS] BBIPAKEHHBIX KPOBOTEYEHMH W TOBTOPHBIX rocnuranuzanuil. Ilo pesymapTaram
paboThI OTHO3HAYHO CKa3aTh O HEOOXOAUMOCTH MPOPUIAKTUUECKOI Tepaniy MOXKHO TOJIBKO JJIS JieTei
¢ nepunurom dakropa XII. s nepunuro dakropa V X u ¢pubpuHOreHa KOJINYECTBO MAIUEHTOB
0Ka3aJIoOCh MaJl0 M HE IO3BOJIMJIO CAENaTh PEKOMEHJAIMI0 O HEOOXOAUMOCTH MPO(UIAKTUYECKON
tepanuu. OAHAKO BCEM JAaHHBIM MallMeHTaM ObUIO HAa3HAYEHO MPOQPHIAKTUYECKOE BBEACHUE
neguuutHOro (hakropa, U TaKUM 0Opa3OM JJIsl IaHHBIX MAIMEHTOB BOIPOC O MOJIb3€ NPOPHIAKTUKU
JOJKEH paccMaTpuBaThCA OTIENbHO B KaKJOM KOHKPETHOM ciyd4ae. Takue ke peKOMEeHAAlHu
UMEIOTCS ¥ TT0 MEXTyHapoAHbIM naHHbIM [Peyvandi et al., 2012a], [Acharya et al., 2012]. [TaruenToB ¢
nedumurom (daktopa VIl u kpaiiHe HU3KON aKTHBHOCTBIO MeHee 1% B Hamiel Koropre MarueHTOB
0Ka3aJIoCh JIOCTaTOYHO, M OBUIO YCTAHOBJEHO, YTO y HHUX HMMEeT MecTo Oojee BBhIpaKEHHBIN
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reMOpparu4eckiii CUHIPOM, YeM y MAalHMeHTOB C akTUBHOCThIO ¢akropa VII Oonee 1%, ognako
OJTHO3HAYHO YTBEP)KIaTh, YTO JAHHBIM MalUEHTaM MPOQUIAKTHYECKOe BBEACHUE (haKTopa SBISETCS
HEOOXOIMMBIM HeNb3s. Tak Kak He BCE IMAlMEHTBl MMENH >KU3HEYTrpPOXKAIOUIHEe KPOBOTEYCHUS, a
HEKOTOPBIE 1a)Ke UMEIH YMEPEHHBIH reMOpparn4eckuii CHHAPOM, HO BCE )K€ OCHOBHBIM IPETSTCTBUE
JUTS peKoMeHanuu npoduinakrndeckoro BBenenus VI ¢pakropa sBisiercst ero oueHb KOPOTKHIA IEPHOT
noJTyBbIBeIeHHS (4-6 4acoB), TaKKMM 00pa30oM; MAIEHTaM ISl aICKBaTHO MOIICPIKKU YPOBHS (hakTopa
TpeOyeTcsi BBEICHHE KOHIICHTpaTa MOYTH B EXKEIHCBHOM PEXHME, 4YTO O0S3aTeNIbHO BCTpeYaeT
npoOiieMbl KOMIUTAGHTHOCTH K JaHHO#M Tepanuu [Sevenet et al., 2017]. [lostomy s maHHBIX
NAIMEHTOB TaK)KE PEKOMEHIIOBAHO PacCMaTPHBATh BOMPOC O HEOOXOAMMOCTH MPOMUIAKTHYECKOTO
JICYCHHSI KXKIOM OT/IEIBHOM CIydae UHAWBUIYAIbHO.

OTaenbHOTO yHNOMHUHAHUSL 3acilyXHBaeT cOop ceMelHoro anamues3a. [lo pesynbraram
IIPOBE/IEHHOIO UCCIIEI0BAaHMS OTATOILEHHBIN CeMEHHbIN aHaMHe3 ObL1 3aperucTpUpOBaH He 0ojiee uemM
y 30% mnanuentoB. Hambonee 4acTo remopparudeckue MpOSBICHUS B CEMbE PETHCTPUPOBAIHCH Y
HalMeHToB ¢ AepuuuroM GuOpuHoreHa. OAHaKO, IPU TOM JIMIIb MaJasi 4acTh POJCTBEHHUKOB (6%) ¢
MMPOABJICHUAMU MMOBBIIIICHHOM KpPOBOTOYUBOCTHU UMCIIN YCTaHOBJIeHHbe/'I JUAar”Ho3s.

Hcxons U3 MOMYYEHHBIX JaHHBIX, MOXKHO CJeNIaTh BBIBOJ O TOM, uTo nedunut ¢axtopa XII
ABIIIETCS B OOJIBIIEH CTeeHH 1a00OpaTOPHON HaXOIKOM, YeM reMOpparu4ecKoi u/uiu TpOMOOTHYECKOM
koarynonatueil. Hu y ogHoro m3 92 mauueHTOB, BOIIENIIMX B Hallle MCCIEI0BaHUE, HE ObLIO
00Hapy»eHO TPOMOOTHUYECKUX SMH30]I0B, TAKXKE 74 OOJBHBIX MPOBOAMIUCH PA3IUYHOU CIOKHOCTU
olepaTUBHBIE BMEIIATENbCTBA, B OOJIBIIMHCTBE CiIy4yaeB 0€3 reMOoCTaTUYeCKOM MOAIEPKKH, U HE ObLIO
3a(pUKCUPOBAHO HU OJTHOTO CIy4asl KpOBOTEUEHUs, Aaxe y naueHToB ¢ PBQ>2 (n=5, pa3dpoc PBQ ot
2 no 4 Gamios). Koppensmuu MexIy akTHBHOCTBIO IePHUIUTHOTO (AaKTOpa M BHIPAKEHHOCTHIO
reMOpparui4eckoro CUHApomMa oOHapykeHOo He Obuto. OJHUM U3 BaXKHBIX ACMEKTOB, 3aTPOHYTHIX B
HAIlleM HWCCIICOBAaHUM, SIBIWICA TOT (akT, uro 2/3 oOpameHWil MalMeHTOB OBUIH CBSI3aHBI C
M3MEHEHHUSMHU B aHalIM3ax 0e3 reMopparudeckoro CUHAPOMA, U TOJbKO y 1/3 mamueHTOB oOpalieHus
OBLIM MIEPBUYHO CBSI3aHBI C XKaJ00AMU Ha MOBBIILIEHHYI0 KPOBOTOYMBOCTD, IPU 3ToM 71% mnanueHToB
HE MMEJIH MaTOJIOTHYecKoro Oaiia KpoBOTOUUBOCTH. [Ipu 3TOM BaskHEHIIMM OTIUYMEM OT UCTUHHBIX
reMOpparun4ecKux KOaryJjaonaTHi SBISUICS TOT (akT, YTO y MAIHMEHTOB ¢ aKTUBHOCTHIO (hakropa XII
meHee 5% (n=17) u naxxe meree 2% (n=5), He OTMEUYANIOCH MATOJIOTUYECKUX KPOBOTEUCHUI B aHAMHE3E.
B uccnenoBaHuu mo oOleHKE YyBCTBUTEIBHOCTH U CHEIU(PUYHOCTH ONPOCHUKA KPOBOTOUYUBOCTU Y
nereil OblIO MOKa3aHo, urto y 50% manueHToB ¢ marojgorudeckuM OamaoM PBQ u paznuunoit
BBIPaXEHHOCTBIO T€MOPPArnyeCKOro CUHAPOMA He O0HApyYKEeHO e(eKTa CUCTEMbI CBEPTHIBAHUS, U ATH
HalUeHThl TpH3HAHbBI 310poBbiME [SdomkiHa U coapr., 2021]. B Hameit koropre marueHToB 29%
UMENM NaTOJOTMYECKHM Oalll  KpOBOTOYMBOCTH M ObIM OOCIEOBaHbI, Kak MAallMeHThl C
npejnosiaraeMoil 0OJIE3HbIO CHCTEMBl CBEPTHIBAHUS KPOBU, HECMOTpS Ha CHI)KEHHYIO aKTUBHOCTH
¢dakTopa XII; HM y OAHOrO M3 HUX HE OBUIO HAaWJEHO KOHKYPEHTHBIX AE(PEKTOB CO CTOPOHBI
IJIa3MEHHOTO WJIM TPoMOOIMTapHOro remocTta3a. HecMoTpst Ha moJjydeHHbIE JaHHbIE, HENb3s ClIENaTh
BBIBOJI O TOM, uTo Aedunut dakropa XII cam mo cebe UCKIIOUaeT KOHKYPEHTHBIE KOATYJIOMATUH HIIN
TPOMOOLIMTONIEHUH/TIATHH, U TIPU HAJIMUYUU I€MOPPArnyecKoro aHaMHe3a MalUeHTy MOKa3aHOo MOJHOE
oOcriezjoBaHUE JJIs1 UCKITIOUEHHs] NMPUYMH KPOBOTOYMBOCTH CO CTOPOHBI remocra3a. M3BecTHO, 4TO
CUMITOMBI KPOBOTOUYMBOCTH SBJISIIOTCS JIOCTATOYHO YACTBIMU JKano0amu y AeTeld U HEpeaKo TpeOyroT
o0cieToBaHus Ha MPEIMET MaToyioruu cucteMbl cBepThiBaeMocTr [Nosek-Cenkowska et al., 1991]. B
MCCJIETOBAaHHUH T10 OLIEHKE CHEIU(PUIHOCTH U YyBCTBUTEILHOCTH ONPOCHUKA IETCKOM KPOBOTOUYMBOCTHU
PBQ Obuio mokazaHo, yto y 172 KOMIUIEKCHO OOCIEIOBaHHBIX NAalMEHTOB C JKajobaMH Ha
KPOBOTOUMBOCTh HE OBUIO BBISBJICHO IMATOJOTHU CBEPTHIBAIOIICH CHCTeMBI, Menuana Oamra PBQ
cocraBuia 2 0aia, 9To SBJISETCS MATOJOTHYECKUM OalsioM, MPU ATOM MaKCUMaJIbHBINA Oalil B JaHHON
rpyrre coctaBui gaxe 7 6aoB. To ke kacaetcs u 27 yenoBek ¢ nedururom daktopa XII, y KoTopsix
MMEJHCH KaJlOObI Ha T€ WIIM MHBIC TIPOSBICHHS T€MOPPAruniecKoro CHHAPOMa, HO TP STOM MaTOJIOTUH
BBISABJIEHO HE OBLI0, MAKCHMAaJIbHAas OIIEHKA COCTaBMJIA 5 0ayToB. B HameM ucciaeoBanuy Takke ObUIO
MPOBEACHO 22 ONEpaTUBHBIX BMEUIATENbCTBA PA3IUYHOW CIOKHOCTM U HHU OJHO M3 HHUX HE
OCJIO’)KHUJIOCh TIOCJIEOTIEPAllMOHHBIM KpoBOTe€deHHeM. llpu 3ToM B rpymme ManueHTOB, KOTOPBIM
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MIPOBOAMIIOCH ONEPATUBHOE BMEIATENILCTBO 0€3 3aMECTUTENIbHON MNpPOPMIAKTUKH, Y 3 MalHEeHTOB
aktuBHOCTh XII hakropa coctasisiia meHee 5%. CxoHbIE pe3yabTaThl ObLIH MIPOAEMOHCTPUPOBAHBI U
B npyrux paborax [Ranasinghe et al., 2022; Uppal et al., 2014]. OcHoBbIBasCh Ha IOJYYCHHBIX
pe3yibTaTax, MOXXHO PEKOMEHJO0BATh CTAHJAPTHBIA XHPYPrUUYECKHM MMOAXOJ IMEepUONEPATUBHOTO
BeJIeHUs ManueHToB ¢ Aedunurom dakropa XII, He TpebOyronuii npeBeHTuBHOTO BBeAeHUs C3IT mis
KOppeKIHU 1a00paTOPHBIX TOKAa3aTEICH.

Taxxe B Halem HUCCIICAOBAHNU HU Y OOAHOI'O IMalqUCHTAa HC OBLIO 06Hapy>1<eH0 BO3HUKHOBCHUA
TpOM6OTI/IIICCKI/IX OCJIOKHECHUM

VYyuuThIBas MOJIy4€HHbIE HAMU JJAHHBIE U MUPOBOM OIIBIT MO BEJICHUIO MAIUEHTOB C Je(UIIUTOM
dakropa XII, MOXKHO cIenaTh BBIBOJ, YTO TAaKUM IMalMeHTaM TpeOyeTcs CTaHMapTHBIA IMOAXOI,
NPUHATBI B MPAKTUKE LEHTPa, MNPOBOSAIIETO OINEpaTUBHbIE BMEIIATENbCTBA. JlOMONHUTENIbHAS
pPYTHHHAsi TeMOCTaTHYecKas WM aHTUTPOMOOTHYECKas Tepamusi He pekoMmeHayercs. I[lpu sTom
nebunut daxropa XII cam no cebe He UCKIIOYaeT KOHKYPEHTHBIE KOAaryJlonaTHH WM
TPOMOOIUTONICHUH/TIATUN U TIPU HATUYUHU TeMOPPArHUECKOTO aHaMHe3a TPeOyeT UCKITFOUCHUS IPYTHX
MPUYMH MOBBILIEHHON KPOBOTOYMBOCTH.

3AK/IIOYEHUE

Ha ocHOBaHMM NpOBEAECHHOIO aHalIM3a MOXXHO 3aKIYMTh, YTO JJs JETel C peaKuMHU
KOaryJonaTUsIMH XapaKTepeH psjl O0IIKX YepT: npeodiaajaHie KO)KHOTO FeMOpparndeckoro CHHAPOMa,
HOCOBBIX KpPOBOTCYEHHM, KPOBOTCYEHMM W3 CIHM3UCTOM POTOBOW IIOJIOCTH M IOCTONEPATUBHBIX
KpoBOTeueHMH Hajl KpoBoTeueHussMu B LIHC, remapTpo3amu v KpOBOT€UEHHUMU B MbIIILBL. [TanineHTs!
¢ HanOoJee TSHKETBIMU 1eUIIUTaMU C aKTHBHOCTBIO (hakTOpa MeHbIe 5% neO0THPOBAIH B MIEPBHIE 2
rojia *KM3HHM, a U3 JeOIOTUPOBABIIMX CTaplle 2 JIeT aKTUBHOCTH BbllIe 5% Habmoganacs y 6osiee uem
80%. [lns GonmpmmHCTBA NeGHUIMTOB (DAKTOPOB HE HAWICHO KOPPEISIHMU MEXKAY BBIPAKEHHOCTBHIO
reMopparu4eckoro CUHApOMa M aKTUBHOCTBIO JlepUIMTHOrO (akropa. B cpeqHeM 0KOJIO MOJOBUHBI
NAllMeHTOB B KAXAOH Tpymie OTAeNbHOTO AeduuuTta ¢akropa ObUIM aCHMOTOMHBI, a Hamboee
BbIpa)K€HHAasi KpOBOTOUMBOCTh HA0JII0/JalIach Y MAI[MEHTOB C aKTUBHOCTBIO HUXkKeE 1% MM OKOJIOHYJIeBOM
KOHIICHTpaluei qeuuuTHOro Gpakropa.

Psn remopparnueckux KoaryJonaTuii UMEEeT XapaKTepHbIe YepThl: KpalHe TsDKeNbld (heHOoTHM
KPOBOTOYMBOCTH y HanueHToB ¢ Aeduuutom daktopa Xl - Gonpiioe KoaMyecTBO BHyTPUUEPETTHBIX
KPOBOU3JIUSHUN M KPOBOTEUEHUH M3 MYMOBUHHOTO OCTAaTKAa M KOPPESALUS MEXKIY BBIPA)KEHHOCTHIO
reMopparu4eckoro cuaapoma u cHmwkenueM ¢akropa Xlll. bonbiioe konnyecTBo mocronepanoHHbIX
KPOBOTEUEHMM MJis ManueHToB ¢ Aeduuurom ¢akropa Xl ¥ MOYTH HOJHOE OTCYTCTBHUE IPYIHX
reMopparu4eckux nposiBlIeHui. XapakTepHblid (EHOTUIT U BBIPAXKEHHOCTh KOYKHOT'O TeMOPParnyeckoro
CHUH/IpOMa y MallMeHTOB C KOMOMHUPOBAaHHBIM JiepuiinToM BUTaMUH K — 3aBucumeix ¢akrtopoB. Taxxke
TSKENbIN (PEHOTUI KPOBOTOUMBOCTH Y NAIIUEHTOB € AePUIUTOM (PakTopoB V 1 X U aKTUBHOCTHIO HUXKE
1% u yMmepeHHbIe NpOSBICHHE Y MAlMEHTOB C aKTUBHOCThHIO Bbiie 20%. Ilpeobnananue KoxHO-
CJIN3UCTOTO TEMOPPArMUECKOro CHHpOMa y MaueHToB ¢ aepunurom ¢akropa VII n nokazanHo donee
BbIpa)KE€HHAasi KPOBOTOYMBOCTH Y MAIIMEHTOB ¢ aKTUBHOCTHIO (pakTopa VII menee 1 %.

be3ycroBHO, B paMKax MpOBEIEHHOI'O UCCIIEJOBAHNUS HE NPE/ICTABIISAETCS BO3MOXKHBIM FOBOPUTH
00 MCTHHHOHM TOMYJSIMOHHONW YacTOTE BCTPEYAEMOCTH WJIM PAaCHpPOCTPAHEHHOCTH, TEM HE MEHee,
CKJIaJIbIBa€TCsl BIEUATIIEHUE O NMpeobiialaHuy nanueHToB ¢ nepunurom daktopa VI, pudbpunorena u
dakropa Xl, B To Bpems kak aepuuutsl axtopoB X, V, XllII u xoMOuHUpOBaHHBIE AEPUIUTHI
BCTpeyaroTcst peske. Ocoboro BHUMaHMs 3aciy’KMBAIOT MalMEHTHl ¢ aeuuurom daxtopa X, s
KOTOPBIX XapaKTepHa HCKIIOYATEIBHO WHAYIIMPOBAHHAS KPOBOTOYMBOCTh. TaKwWe IalueHTHI
00s13aTeNIbHO  TPEOYIOT TOCTAaHOBKM JIMarHo3a 10 TNPOBEIEHHUs OMNEepaTHBHOTO BMEIIATEIbCTBA.
[Taruentam ¢ nedunutom Qakxtopa Xlll, y kotopbix umeercs Hambosnee TsKeNbld (EeHOTHUI
KPOBOTOYMBOCTH C OOJIBIIMM KOJMYECTBOM >KM3HEYTPOXKAIOIIMX KPOBOTEUEHHUH U TeM HE MeHee
KOTOPBIM JIMarHO3 YCTAHABJIHMBACTCS TO3JIHEE YeM HEOOXOAWMO B CBSI3M C TEM, YTO NPH TOMOIIH
CTaHJApTHOW KOAaryJorpaMMbl HEBO3MOKHO BBIIBUThH JAHHYIO MATOJIOTHIO U TpeOyeTcs OTAeIbHOe
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uccienoBanre aktuBHocTH/aHTHreHa (aktopa X, KoTopbie BBITIONHIETCS JIMIIb B OTPAHMYCHHOM
KOJIMYECTBE MEAULIMHCKUX YUPEXKACHUM HA TEPPUTOPUU CTPAHBI.

Taxxe B X0/Ie aHAIM3a UCIIOJIL30BAHHAS JIETCKAs IIKajla KPOBOTOYUBOCTH MTPOJAEMOHCTPHUPOBAIIA
CBO€ YJIOOCTBO, U, B HEKOTOPBIX CIydasX MPOJEMOHCTPUPOBAIA KOPPEISIHIO MEXKIy aKTUBHOCTBHIO
neduuTHOr0 (akTopa W BBIPAKEHHOCTHIO TEMOPPArMYECKOTO CHHApPOMAa (A7 MAaIlMEHTOB C
nedunutoM akropa X1 u Takxke A nanueHToB ¢ akTUBHOCTHIO (hakTopa VII Hinke 1%). Onnako, ¢
yaeroMm Toro, 4to 41% manuentoB ¢ PK umenu orpumarenbHbie 3HAYCHUS 10 JAHHOU IIKaje W HE
TpeOoBau Obl OOCIENOBaHMS, NAHHBI HHCTPYMEHT HE MOXET OBITh €JMHCTBEHHBIM METOIOM
OTIpeIeNIeHNs TAIMEHTOB, HYKJAIOIIKUXCS B J1a00paTOpHOM 00CIIeIOBaHUH.

Ocoboro BHHMMaHHS 3aCIy’)KHBaeT TOT (aKT, YTO MO pe3yJibTaTaM aHalIu3a MalHUEHTOB C
neguuuroM pakropa Xll, KOTOpsIM NPOBOAUIMCH PA3IMYHON CTEIIEHH ONEPATUBHBIE BMELIATEIbCTBA B
6onbmeit yactu 6e3 BBegenus C3I1 He ObLIO 3a(hUKCHPOBAHO TEMOPPATHUECKUX U TPOMOOTHUECKUX
ociioxHeHu. Takum 00pa3oM, MOXKHO yTBEpKIaTh, uTo aeduiut XII hakTopa sBisieTcs mabopaTopHO
HAXOJIKOH 1 He TpeOyeT JOMOTHUTEIBHON reMOCTaTUYECKON MM aHTUTPOMOOTHYECKOH Tepanuu. B To
xe Bpems caMm nepuuut XII pakropa He UCKITIOUAET HAIMYMSI FEMOPPAru4eckoro COCTOSTHHSL.

BbIBO/bI

1. B cTpyKType MalMeHTOB C yCTAaHOBJICHHBIM THArHO30M PEIKOW KOaryJiomatuu Haubosee
pacnpoctpaHeHHbIM siBisieTcst Aepuut gakropa VII (34%), dubpunorena (32%), paxropa XI (11%),
pexe - nedunur pakropa XIII (9%). Ocrameubie Bunbl PK BcTpewaroTcst KpaitHe penko: IehuIuT
dbakropa V (4%), nedurnur dakropa X (4%), KOMOMHUPOBAHHBIN AeDUIUT BUTAMUH K—3aBHCHMBIX
daktopoB (4%), a Takxke coueraHHblilt aepunut ¢akropa V+VII (2%). IlomyuyeHHas kapTuHa
COOTBETCTBYET pe3yJIbTaTaM aHKETHPOBaHUs peruoHoB Pd: yamie BeisBieHbl aedunut daktopa VII
(52%), nedunut pudpunrorena (16%), hakropa X (12%) u nepunut dpakropa XI (9%). [Ipu cpaBHeHUN
C pe3yJbTaTaMH TEKyIIeH paOoThl OTMeUaeTcs: OOJIbIIast OIS MalueHToB ¢ nedunurom ¢akropa VII,
MEHBIIAs JI0JIsl MAIMEHTOB ¢ JeUIUTOM (HOpPHHOTEHa, a TaKkKe OOJIBIIOE KOJMYECTBO MAIIMEHTOB C
nedunurom (akropa X U OTCYTCTBHE B HarOoJIee paclpoOCTPaHEHHBIX ATOJIOTUAX JeduinTa GakTopa
X1 (4%). Jeduuut paxropa V (5%) BcTpeyancs ¢ TOU ke 4aCTOTON, 0OTMEYAIOCh MEHBIIIE MTAIIMEHTOB
C KOMOMHMPOBAaHHBIMU JlepuuTamu (2%).

2. Hanbonee yacThIMU MPOSIBICHUSIMH TeéMOpparuueckoro cuHapoma y aetreit ¢ PK sBusmmcs:
KOXKHBIA remopparudeckuii cunapom (32%), mocromepaTuBHblE KpoBoTeueHHUs (26%), HOCOBBIE
kpoBoTeueHHs (20%) U KpOBOTEUEHHUS M3 CIM3UCTBIX poToBOM monocTtH (14%). BHyTpucycraBHble
kpoBoTeueHuss 1 kKpoBoreuenus B L[HC Bcrpeuwammcws pexe (11% wu 8%, coorBercTBeHHO). Psin
3a00J€eBaHUI MMeENM XapakTepHble KIMHUYECKHE YepThl: BBICOKAs 4YacTOTa BHYTPHUUYEPEIHBIX
kpoBoTeueHuil (60%) u KpoBOTEUeHHI W3 MynmoBUHHOTO ocTaTka (70%) y ManueHToB ¢ AePUIUTOM
¢dakropa X, BeIcOKast 707151 MOCTONEPAaTUBHBIX KPOBOTEUEHU Y TAIIMEHTOB ¢ AeuuutoMm gaktopa XI
(50%) u ¢ubpunorena (26%). IlpeobGnagaHne KOXKHO-CIM3UCTOIO TEMOPPArnyeckoro CHHApOMA y
nanueHToB ¢ neduuutom dakropa VII (37%). CemeiiHblii reMOpparnvecKuil aHaMHe3 ObUT OTATOIICH
y 26 %, ipu 5TOM AMArHo3 ObUT yCTAaHOBIEH y 6 % POJCTBEHHUKOB 00CIIEI0BaHHBIX.

3. Tsxenble mposiBieHus kpoBoTounBocTd, (PBQ Oonee 6) BoisiBneHbl B 27% ciy4aeB y
nareHToB ¢ PK, cpenn kotopeix y 70% wmmenu MecTo >KU3HEYrpoKarolme KpoBoredeHus. B 32%
Clly4yaeB KpPOBOTEYEHHsI HOCWIIM MEHee BbIpakeHHbIH xapaktep (PBQ menee 6), B 41% ciydaeB
MOKa3aHWEeM K KOHCYJIBTAIlMHM SIBISUIANCH TOJBKO HM3MEHEHHS B KoaryjorpamMme 0e3 KaKux-JIn0o
cumnTomMoB. Cpean Beex nanueHToB ¢ PK HanOoee yacto BepakeHHass KpOBOTOUMBOCTH (PBQ BbImIe
6 OamioB) Obula BhIABIEHA Yy manueHToB ¢ aedpuuutoMm ¢akropa Xlll, nebunurom dakropa VI,
neguuuroM ¢pubpuHoreHa, nepunurom pakropa X, nepunurom pakropa V, coueTaHHBIM AePUIIUTOM
dakropa V+VIII, komOunnpoBanHbsiM nedunnutom BuTaMuH K—3aBuUCHMBIX (DaKTOPOB U AEPHUIIMTOM
daxTopa XI.

4, Menuana BO3pacTa NCPBbIX KIIMHUYCCKUX HpOSIBJICHI/Iﬁ Yy NAaluCHTOB C PK cocraBuna 4 roaa.
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Cpenu o6cnenoBanHbIX 23 % NaIMeHTOB UMENH MOBBIILIEHHYIO KPOBOTOYMBOCTD B Bo3pacTe 110 1 rofa.
JUis 1aHHBIX TMAIMEHTOB XapakTepeH OoJiee BBIPAKECHHBIM I'eMOpPPArHuecKuil CUHAPOM (KpUTEpHid
cornacust [Tupcona <0,001). Hanbonee yacTto paHHHE HPOSIBICHUS I€MOPPAarduyecKoro CHHapoma (B
BO3pacTe 710 roja) Habmoaanuch y naueHtoB ¢ aepuiurom daxropa X (90%), mis nanueHToB ¢
couyetanHbiM jgedururoM ¢akropo V+VII  (100%), runodpubpunorenemuenn (22%). s
OOJIBIIMHCTBA MALMEHTOB ¢ aKTUBHOCTHIO (DakTopa MeHbIe 5% 1e0I0T reMOopparnieckoro CHHIpoMa
MIpUILENICS Ha MepBble 2 rojia *KU3HU, a U3 JeOI0TUPOBABIIMX CTapile 2 JIeT aKTUBHOCTH BbIle 5%
HaOronanack y 6osee uem 80% (kputepuii cornacust [Tupcona <0,001). Haubombiiiee Bpemst T ae0r0Ta
reMopparudeckux nposisiaenuit (90% narueHToB Ae00T 10 6 Mec.), 10 Bo3pacTa MOCTAaHOBKH JIMarHO3a
(Menuana 5 net, pazdpoc 2—17 ner) HaOnr0a10Ch Y TauueHToB ¢ nedunurom dakropa XIII.

5. Koppensiiiuisi akTHBHOCTH JA€(PHUIMTHOTO (hakTOpa M BBIPAKEHHOCTH T'€MOPPArHYECKOTO
CHHIIPOMA, OIICHEHHOTO IPH IOMOIIM CTaHAAPTU30BAHHOTO ONPOCHUKA BBISBICHA U JEPUIMTA
daxTopa XIII (t Kennamna pasen -0,675 (p = 0,008), mpu 3ToM KOppesiiiuu yis 1eUIUTOB hakTopa
XI (t Kenpamna -0,092 (p = 0,705), ¢pubpunorena (t Kenmamna -0,095 (p = 0,443) u daxropa VII (t
Kennamna -0,244 (p = 0,038) He oOHapyxenbl. s nanmeHtoB ¢ aedpurnmroM ¢akropa VII u
aKTUBHOCTBIO (hakTopa MeHee 1% xapakTepHa 0oJiee BhIpaKeHHAss KPOBOTOUYHUBOCTh, YEM Yy MAIUCHTOB
C aKTUBHOCTHIO BhIIIe 1% (Tect Manna Yutau p <0,001). Jlns namuentos ¢ aedumnurom dakropa X (T
Kenmamma -0,667 (p = 0,174) u ¢dakropa V (t Kenmamma -0,738 (p = 0,077) takke BbIABICHA
KOppensiun, (opMalIbHO HE3HAYMMAS B CBS3H C MAJIBIM KOJIMYECTBOM MAIEHTOB.

6. 70% namuentoB ¢ nepunurom dakropa Xl He umeno remopparudeckux nposisieHuit (PBQ
MmeHee 2), a 25 % wumeno MuHUMAaNbHbIE MposBieHUss kpoBoTounBoctd (PBQ ot 2 mo 3). Cpenu
nanueHToB ¢ geguumutoMm ¢akropa Xll, KOTOppIM NPOBOAMIOCH ONEpaTHBHOE JICUCHHE,
reMopparu4eckre OCIOKHEeHUs He ObLTU 3aperMCTPUPOBAaHbI HU B OAHOM M3 ciydaeB. Koppensauuu
MEXTy BBIP@XCHHOCTHIO Je(UIUTHOTO (HaKTOpa M HATMYHEM TeMOPPArmyecKUX MPOSBICHUHA, B TOM
quclie MepuonepaTUBHBIX, 0e3 3amectuTenbHol Tepanuu C3I1, a Takke BOZHUKHOBEHHEM TPOMOO30B
T000M JTOKATM3AIUY BBISBICHO He ObUTO (paHToBEIN K03 dunueHt koppensanun Kennamna = 0,04; p =
0,6). Takum o6paszom medurut Xl hakropa He aCCOUUPOBAH C KPOBOTOUHUBOCTHIO.

IMPAKTUYECKHUE PEKOMEH/JIALIUHN

1. Haname reMaTtoMHOTO THTIa KPOBOTOYMBOCTH, ITYITOYHOT'O KPOBOTEUECHHUS H/MIT MACCHUBHOTO
CIIOHTAHHOTO BHYTPHUYEPENTHOTO KPOBOTEUYEHMs Yy TMalueHTa Oe3 HapymeHHH CcO CTOPOHBI
CKPHHHUHTOBBIX KOAryJOJOTHYECKHX HCCIEeOBAaHUN TpeOyeT 00CIeOBaHUS C LENbI0 HCKIIOYECHUS
nedunuta daxropa XIII

2. Jna craHAapTH3aluy TEeMOpPpParnyecKux IpOSIBICHUN B aHAMHE3€ PEKOMEHIOBAHO
ucnons3oBate PBQ. Bue 3aBucumoctu ot 3HaueHuit PBQ y manueHTOB ¢ HaJIMYUMEM OTKJIOHEHUWH B
CKPUHHUHTOBBIX KOAaryJOIMYeCKHUX HMCCIEJI0BAaHUAX HEOOXOAMMO HCKIIOYEHHE KOHKPETHOW MPUYMHBI
BBISIBICHHBIX U3MEHEHUH (MCCleloBaHHEe aKTUBHOCTH ()aKTOPOB CBEPTHIBAHUS, UCKIIIOUCHUE HATTMYUS
BOJIYAHOYHOT'O aHTUKOATYJISIHTA)

3. Tlammmentam ¢ gedunmrom XII dakropa He mokaszano miuanoBoe HazHaueHue C3II mepen
OTEpaTUBHBIM BMEIIATEIHCTBOM. Tak)Ke JMAaHHBIM TAalleHTaM He TpeOyeTcsl AOMOJHUTENbHAs
AHTUKOAT'yJIAHTHAA MOAACPIKKA B IMOCJIICONCPAIMOHHOM IICPUO/C. HpI/I HaJIMYUU TEMOPPArund4eCKoro
cuHApoMa y manueHTtoB ¢ nedunurom ¢dakropa XII TpebyeTcss HUCKIIOYEHHE KOHKYPEHTHBIX
reMOpparnv4ecKux 3a00IeBaHMI

4. TTauuentam ¢ aeduuurom XIII ¢pakropa u akTUBHOCTBIO PakTOpa HIKE 5% PEKOMEHI0BAHO
npopHIaKTHYeCKOe JieueHHEe BO M30€XKaHHWE S>KU3HEYTPOXKAIOIIMX KPOBOTEUEHUH, B TOM YHCIE
BHYTPHYEPEITHBIX KPOBOU3IIASHUI
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CIIMCOK MCITOJIb30BAHHBIX COKPAIIIEHUI
a —activated (akTHBHpOBaHHBIIA)
NGS — next generation sequencing (cekBeHHpPOBaHHUE HOBOTO ITOKOJICHHS)
PBQ - Pediatric Bleeding Questionnaire (ITequarpuyeckuii ONPOCHUK KPOBOTOUYUBOCTH)
PER OS — gepe3 pot nepopaibHO
TRAP — thrombin receptor activating peptide (menTua, ak THBHPYIOLIHI PELENTOP TPOMOHHA)
AJ1® - anenozuraudocdar
AUTB — akTuBHpOBaHHOE YacTHYHOE TpoMOoruiacTuBoe BpeMsi bB — 6os1e3up Bunnebpanga
BBUI" — BuyTpuBeHHbIi uMMyHOr00ysinH BUK — BHyTpHuepenHoe KpOBOU3IUSHUE
['/J1 — rpamMM Ha TUTP
KKK — xenynouno-kumeqnoe kpoporedeHue KKT — jxeny104H0-KUIIEYHBIN TPAKT
KT — xommnbroTepHast Tomorpadust
KA — kujio gajabToH
KIIK — koHIIeHTpaT NpOTPOMOMHOBOTO KOMILIIEKCA
JITY — neueOHO-TTPOUITAKTUIECKOE YUPEIKICHHIE
MPT — MarHuTHO-pe30HaHCHAsE TOMOTrpadus
MKI/KI' — MuKporpamm / KHjorpamm
OPBMU — octpas pecniuparopHas BupycHas unexkuus [1B — nporpombunoBoe Bpems
[T — npoTpoMOUHOBBIN UHJIEKC
PK — penkue xoarynonatuu
P® — Poccuiickas @enepauus
C3II — cBexe3aMopoKeHHas Tu1azMa
CIIA — Coenunennsie Llltatel AMepuku
TB — TpoMOuHOBOE BpeMmsI
T® — TkaneBoii (pakTop
Y31 — ynpTpa3ByKOBOE UCCIIEJOBAHHE

OAT — uccnenoBanre GyHKIMOHAIBHON aKTUBHOCTH TpomboruToB OB —
daxTop BunneGpanaa

I[THC — ueHrtpanbHasi HepBHas CUCTEMA

OATA — >3TunesAMaMUHTETPAyKCyCHAsI KUCIIOTa



