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KnnHunyeckas MHTEPpNpeTaunAa Noka3aTesiA
yBEJIMHYEHNA CKOPOCTUN OCENAHNA SPUTPOUNTOB.
YTO fonXeH 3HaTb I/IHTepHI/ICT?

Clinical Interpretation of Increased Sedimentation Test.
What Should an Internist Know?

Pe3lome

B nekumm npeacTaBneHbl COBpPeMeHHble cBefleHns 06 OAHOM 13 labopaTopHbIX NoKasaTesnei —
CKOPOCTY 0cefaHuns apuTpoumnToB. OBCyKaaoTca paKTopbl, OKasblBatoLve BAUAHNE HA M3MEHeHne
[aHHOrO MoKa3aTesns, PacCMOTPEHbl OCHOBHbIE MPUYMHbBI €ro0 OTKJIOHEHWU OTHOCWTENIBHO HOp-
ManbHbIX 3HauYeHW. MpuBefeHbl cBeAEHMA O 3a60NeBaHNAX, 0COOEHHO BMAIOLUX HA NOKasaTenb
CKOpOCTU oceaaHuna sputpounToB. MpeacTaBneHbl Hanbonee YacTo BCTPeYaloLmecs B NPaKTuKe
Bpauel 3abonesaHunsA, KOTOpble CONPOBOXAAIOTCA YBENMYEHUEM MOKa3aTesNAs CKOPOCTH oceflaHnA
3putpounToB. ONMCaHbl KIMHWYECKMEe U IabopaTopHble M3MEeHeHUs, NPeACTaBeHbl NPUHLMIbI
anddepeHumnanbHOM AUAarHOCTUKN.

KnioueBble cnoBa: CKOPOCTb 0CeflaHnA 3PUTPOLIUTOB, METOAbI ONpeaeneHus, BavsoLme GakTopsl,
[MarHoCTyrKa.

Abstract

This lecture contains current information about one of the laboratory diagnostic methods -
measurement of erythrocyte sedimentation rate. Factors influencing normal erythrocyte
sedimentation rate and principal causes of deviation of this index from the reference ranges have
been considered. The data on diseases influencing significantly erythrocyte sedimentation rate
are presented. Various diseases accompanying with increase of a blood sedimentation rate are
described. Theire clinical and laboratory sings and differential diagnosis are described.

Keywords: erythrocyte sedimentation rate, methods of measurement, influencing factors,
diagnostics.

B BBEJEHWE

DeHoMeH ocefaHMA 3PUTPOLIMTOB 3aKJII0YAETCA B TOM, UTO KJIETKN KPO-
BW BHE COCYAMCTOro pycna (Npu ycnosumn npepoTBpalLeHna ux ocepaHns)
ocaxaaloTca (CEANMEHTUPYIOT) KHU3Y, OCTaBNAA CBEPXY MPOCIONKY Nasmbl.
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[laHHOe ABneHve obyCNnoBNEHO TeM, YTO MOKa3saTenb YAeNbHOro Beca apu-
TpouutoB cocTaBnAeT 1096 1 ABNAETCA Bbllle COOTBETCTBYIOLLErO NOKa3aTe-
na nnasmbl 1027. CKOpOCTb, C KOTOPOW NPONCXOAUT PacCIOeHe KPOBM Ha
NPOTAXEHNM Yaca Ha fiBe NPOCIOWKY — Miasmy 1 GOPMeEHHbIE 1IeMEHTbI, 1
CUYMTAIOT CKOPOCTbIO, C KOTOPOW oceaatoT spuTpoumnTsl [1]. MokasaTtenb cko-
pocTtu ocegaHusa aputpoumntos (COI) aBnaeTca MHGOPMATUBHBIM, MPOCTbIM
1 HeZOPOrM IabOPATOPHBIM TECTOM, KOTOPbIN BXOAWUT B OOLNIA KNUHMYE-
CKMI aHanu3 KPoBM, OH ABNAETCA Hecneunduyecknm, M3MeHeHNa HopmaJsb-
HbIX BEMIMUYUH KOTOPOro HabnogatoT Npyu pa3HO0OpasHbIX COCTOAHNAX U Na-
TONOrnM4ecknx npoueccax B opraHunsme [3, 15]. Bennumny CO3 oueHusatot
o BbicoTe 06pa3oBaBLLECA NPOCIONKM NNa3Mbl KPOBU, KOTOPas He coaep-
XKUT 3puTpOLMTOB (B MM 3a 1 Yac). YBenmyeHnem nokasatena CO3 cumtatot
npeBblWeHne ero 3HayeHni cabiwe 10 Mm/yac ana My<4mH 1 15 mm/yac gna
XeHwwuH [3]. MpuBoaATca u gpyrve 3HayeHWA — NpeBbllleHNA NoKasaTens
cBepx 7-15+5 mm/vac [16].

UcTtopnueckasa cnpaBka

[na onpegeneHna nokasatena CO3 B pa3Hoe Bpema 6blIn pa3paboTa-
Hbl METOAUKM, CYTb KOTOPbIX 3aK/toyanach B TOM, YTO FpaflyMpOBaHHY0 (MMm)
CTEKNIAAHHYI0 NPOOMPKY CTaHAAPTHON ANVHbBI HAMOJHAMN KPOBbIO C aHTW-
KOarynsHTOM 1 OCTaBNANM B BEPTUKANbHOM NOnoXKeHmun. Yepes vac onpe-
Oenann paccTofHve MeXay BepxHel rpaHuuen u ceguMeHTMPOBaHHbIMU
spuTpoumTamun. PacctoaHne, nponaeHHoOe OCa)KAeHHbIMU SPUTPOLMTaMK 3a
OAQMH Yac, U KOHCTaTUPOBANN Kak NMokasaTteslb CKOPOCTU ocefjlaHnA SPUTPO-
UUTOB. BennunHy NpuHATO Bbipa)kaTb B MM/4ac.

Metop onpefeneHuna CO3 B 1894 rogy onmcan nonbckuii Bpau E. bep-
Hagckui (1856-1911) [15]. OH o6bHapogoBan fJaHHble OTHOCUTENIbHO Pe3yrib-
TaTOB K/AMHUYECKOTrO U3y4YeHMA OCefaHusa SpUTPOUMTOB B rpagympoBaH-
HbIX CTEKNAHHBIX NPOBMpPKax Npu pas3nnyHbix 3abonesaHuax. B 1917 rogy
P. ®apeyc Ha cbe3pe rmHeKonoros v xupypros B CTOKronbme NpeasioxKunn
MCMoNb30BaThb YBeNMYeHne 3HayeHusA nokasatena COD anAa AMarHOCTUKK
6epeMeHHOCTH, OWMNOBOYHO cunTas AaHHbI GeHOMEH peaKuueln Ha Gepe-
MeHHoCTb. B 1920 rogy A. BecteprpeH HeckonbkKo MogmduLmpoBan muccne-
fosaHuve nokasatensa CO3, Ho AnA ero NcciefoBaHNsA, Kak 1 paHbLue, KPOBb
6panu n3 BeHbl. Insa onpegeneHna nokasatena COD gaHHbIM METOLOM Be-
HO3HYI0 KpOBb (2 M) cmewwBanu ¢ 3,8%-HbIM PaCcTBOPOM HaTpUA LMUTpaTa
B cooTHoweHuu 4:1. B 1924 ropy T.MN. ManueHkos n C.[. banaxoBcKkui npea-
noXunu moandrLMPOBaHHbI MUKPOMETO onpeaeneHma nokasatensa CO3,
KOTOPbIN YCMNELHO NPUMEHAIOT, B YaCTHOCTM B YKpanHe, 1 B HacTosLLee Bpe-
ms. MpenmyLecTBoM gaHHOro MeTofa, MO MHeHWIo pa3paboTumKkos, Obino
TO, YTO OH MO3BOMAN NPOBOANTL ONpeAesieHNe NoKasaTena B KanuinApHon
KpoBu (0,2 mn), B3ATON 13 Nanbla, KOTOPYIO Pa3BOAUIM LUTPATOM HaTpuA
B COOTHOLeHWM 4:1. MeTog npoBoAnnn ¢ MPUMEHeHEM TOHKMX NPOBMpPOoK
(kanunnapbl MaHyeHkoBa) gnameTpom 1-1,2 MM, KOTOpble FpagypOBaHbl
wkanow 8 100 mm [1].

M3BecTeH TakKe mMeTog onpepeneHus nokasatena CO3 no BuHTtpobe,
npy KOTOPOM OTCYTCTBYET 3Tan pa3BefieHnsA KPoBU 1 npumeHaeTca 100 mm
nunetka [15]. 3HaunTenbHbIN BKNag B pa3sutue yyeHunsa o COD BHecnn oTe-
uecTBeHHble yueHble IV, BypunHcknin, O.A. ly6eprpuu, O.0. Kpbinos. B ganb-
Helwem 6blIO MOKa3aHO, YTO CaMbiM YYBCTBUTENIbHbIM Y HE3aBUCUMbIM
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OT BeJINUYUHBI NMOKasaTtena reMaTokpuTa aenaetca metog curma-Co3. Mpea-
JIOXEHO TakXe dpakumoHHoe uccnegosaHme COD: onpeaeneHne nokasare-
NA Yepes KaxAable 15 MUH. Ha NpoTAXXeHUN Yaca. B npepgenax HopmanbHbIX
3HaueHWn pe3ynbTaTbl, MNOSlyYeHHble C MOMOLUbI0 MeTofoB BecTeprpeHa,
BrHTpo6e 1 MaHueHKOBa, COBMaAaloT, HO NPV MOBbILEHUN 3HAYEHWI METOZ
BecTeprpeHa cuutatoT 60nee uHdopmatueHbiM [2]. B 1993 rogy MexayHa-
POAHbIV KOMUTET CTaHAapTU3auun B rematosiormm (International Council for
Stardartization in Haematology) pekomeHAoBan AnA WMPOKOro NpuMeHe-
HUA B NabopaTopHON NpakTMKe MmeToa BecteprpeHa [171.

MeTog MaHueHKOBa, KOTOPbIN UCMOIb30BANICA TONbKO B CTPaHax MocT-
COBETCKOr0 NMPOCTPAHCTBA, 3a4acTyo OblS1 UCTOUYHNKOM OLUIMOOYHBIX PE3Yb-
TaToB U, KaK cnefcTaue, npobnem B paboTe KIMHULMCTOB.

Metog BecteprpeHa, KOTOpbIM MOJMb3YIOTCA BO BCEM MUPE, MPU3HaH
«30M0TbIM CTaHZAPTOM» M3MepeHuAa nokasatena CO3 u B 1977 rogy peko-
MeHZoBaH MeXayHapoAHbIM COBETOM MO CTaHAapTM3auMmn B rematonorum
(International Council for Stardartization in Haematology) ana npumexeHus

B KNTMHUYECKON NPaKTUKe.

OT1nnumsa MeToaoB onpegeneHns nokasatensa COD nprBefeHbl B Tabn. 1.
Ha cerogHAWwHWI OeHb meTop BecTeprpeHa MOMHOCTbIO aBTOMATU3U-
pOBaH, MO3BOJNIAET HUBENMPOBATb HEJOCTaTKM PYUYHON MeToAMKU nyTem

Bonee wrpokuii anameTp Kanunnapa, KoTo-
pbil NPUMEHAIOT B MeTofMKe BecTeprpeHa,
He NpenATCTBYeT NpoLieccam arperauum n
cefiUMeHTaLn SPUTPOLINTOB 1 NO3BOSIAET
nonyunTb 6onee AOCTOBEPHbIN pe3ynbTaT

Mcnonb3oBaHue 6onee OJIMHHOrO Kanwun-
nApa no3BonAeT Nony4nTb 6onee BbICOKYIO

Ta6nuua 1
OTnnumnA meToaoB onpeaeneHna nokasarena CO3 no BecteprpeHy un NaHyeHKoBy
MeTtogbi
Mapametpbl Pesynbratbl
BecteprpeHa MaHyeHKoBa
Lnametp
2,55+0,15 1,0
Kanunnapa, Mm
Anura 30020,15 172

Kanunnapa, Mm

Matepuan

BeHo3Has KpoBb
ANA nccnefoBaHnA

KanunnapHas KpoBb

[OVarHOCTNYECKYI0 YyBCTBUTENbHOCTb NP
onpepeneHnmn nokasartena metogom Bectep-
rpeHa npu noBbllweHHbIX NokasaTtenax CO3

(0cobeHHO Npu 3HaueHMsAX Bbiwe 60 Mm/Yac)

3a60p KanusipHON KPOBU MOXET CyLLe-
CTBEHHO BNWATb Ha pe3ynbTaT (qunioyus
KPOBWU B pe3ysbTaTe CTa3a BO BPEMs CKaTus
nanbLa v HapyLeHNsA arperaunm spu-
TPOLMTOB B Pe3ysibTaTe UX NOBbILLEHHOIO
pa3spyLeHus)

ABTOMATNUECKNI CTaHAAPTU3NPOBAHHBIN
meToa oueHkn COD obpa3uoB KpoBu obe-
CMevnBaeT noJslyyeHne JOCTOBEPHbIX pe3ysib-
TaToB. B TO XXe Bpems npu pyuHon meToanke

AHanusartop
MeToauka COD-metp PyuHas NPV OTKNIOHeH!N NpobUpPKN OT BEPTUKaIb-
HOW NO3ULMM yBENMUMBAETCA NOKasaTesb
CO3, npu 3TOM yron B 3% OT BepTUKabHOMN
NMHUN MOKET CONPOBOXAATbCA YBEINYEHU-
em noka3satens go 30 egnHny,
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Ta6bnuua 2

Koppenauusa nokasatena CO3, onpegenaeman merogom NaHueHKoBa n Becteprpena

CO3 no NaHyeHKOBY
1-20

20-30

30-40

40-50

50-60

60-70

70-80

302

CO3 no BecteprpeHy
1-20

20-40

40-70

50-90

60-100

70-110

80-140 u Bbilwe

CTaHAAPTU3aLUM TEMMEPATYPHOro PEXKMMa, NpoLiecca nepemMellnBaHns 06-
pa3ua, BpeMEHM n3MepeHus. A aBToMaTuyeckas naeHTnoukauma obpasua un
nepepgava pesynbrata C aHanu3saTopa B nabopaTopHyto MHPOPMaLMOHHYO
cUCTeMy MWCKIIOYaeT nepenyTbiBaHWe Npob, KOTOpoe BO3MOXHO MpuU WC-
Nonb30BaHNUN PYYHbIX METOLOB.

BaxHO oTmeTuTb, UTO MeToabl [MaHyeHKoBa 1 BecTeprpeHa patoT naeH-
TUYHbIE pe3ynbTaTbl TONIbKO B AnanasoHe HopManbHbIX 3HayeHui COS. He-
06x01MO MCMOoNb30BaTh Tabnuuy Koppensauuii: Yem Bbllwe yposeHb CO3,
Tem 6onblue pasHMLa Mexay pesynbraTamu, NoslyYeHHbIMU NPU NCNONb30-
BaHWUW 3TUX METOMOB.

MakcumanbHble 3HaueHna CO3, onpegensaemble MeToAoM aHYeHKOBa,
orpaHuyeHbl 3HayeHuAMM 70-80 Mm/yac, npu 3ToM Npu onpeaeneHnn MeTo-
oM BecTeprpeHa 31 3HaueHuA moryT gocturatb 100-140 mm/yac 1 6onee.

HeBblcoKas gnarHocTuuyeckas LeHHOCTb TecTa 0OycC/ioBneHa He TONbKO
HecneundUYHOCTbIO TECTa, HO U TeM, UTO yBenndeHre nokasatena CO3 Bo3-
HMKaeT yepe3 ANuTeNbHbIA NPOMEXYTOK BPEMEHU OT Havana 3aboneBaHun
(24-48 yacoB) 1 MOXET COXPAHATLCA Ha BbICOKMX 3HAYEHUAX AINTENIbHO MO-
Cne KNIMHUYECKOro BbI3ZOPOBNEHWA (OT HefleNnn A0 HECKOMbKUX MecALIEB).

B OCHOBHAA YACTb

Mpouecc ocefaHns 3pUTPOLUTOB He ABNAETCA MOHOGba30BbIM BO Bpe-
MeHWU, YeTKo pa3nuyaioT Tpu ¢asbl npouecca [14]: arperaunio — neperyHOE
dopmrpoBaHUe CTONOBMKOB IPUTPOLINTOB; CEANMEHTALMI0 — MPOLONIXKEHNE
dopmrpoBaHUA CTONOMKOB SPUTPOLIMTOB U X OCaxaeHue, bbicTpoe nonABs-
NeHne rpaHunLbl Mexay SpUTpoLMTaMu 1 NIasmoi; ynaoTHEHNe — 3aBeplLue-
HMe arperauuy SpUTPOLINTOB 1 OCaXeHMe CTONIBUKOB 3PUTPOLUTOB Ha iHE
npo6upku [16].

MN3meHeHnA nokasatens CO3 3aBucAT OT paga GaKTopoB: B NepByto oue-
peab OT MHTEHCMBHOCTM 06pa3oBaHUA 3PUTPOLMTAPHbBIX arperaTos, YTO
CBA3bIBAIOT CO CBOWCTBAMU Myasmbl 1 3apAfoM MeMbpaHbl SpUTPOLTOB.
Bax<HbIM cBOMCTBOM Nnia3mbl KpoByY, KOTopoe BausaeT Ha CO3, AaBnAeTca ee
BA3KOCTb. COD yBennumBaeTcs Npu capure 6e1KOBOro CrekTpa B CTOPOHY
rpy6oaucnepcHbix 6enKoB, B YaCTHOCTY NPU YBENMYEHUN KonnyecTsa ¢u-
6prHOreHa — OCHOBHOrO cTabununsatopa 3puTpouunTos [3, 13]. YBenuuerve
cofepXaHuA B niasme Jpyrux rmobynuHos (ramma-rnobynnHos, anbda-2-
rnobynnHOB) Tak»Ke CONPOBOXKAAETCA MafleHNEeM /IEKTPUYECKOro 3apAaaa
SPUTPOLUTOB 1 CNOCOBCTBYET KX arperauuu. MpocnexunsaloTca napannen
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mMexay yBenuueHvem ¢pakummn ramma-rnodynnHoB v nosbiweHnem CO3.
CO3 3aBUCUT OT KONTMYECTBA, BEJINYMHBI, 06bema 3pUTPOLIMTOB, OT KOHLIEH-
Tpauuu B HUX remorniobuHa [1, 3, 10, 14]. Npu NoBbILWEHUN B KPOBY YPOBHS
enuHbix Kucnot CO3 ymeHbLiaetcs. BoipaxeHHas runopunbpuHoreHemus,
Hanpumep, NpU TAXKenbix 3aboneBaHMAX NeyeHn, MOXeT NPenATCTBOBaTb
yBenuueHnio CO gake Npu BbipaxXeHHOW ANCNPOTEMHEMUW. 3aMeaneHnIo
CO> cnocobcTByeT noBblleHWe napumnansHoro AasneHna CO2 B KpoBK, a
Takxe 3putpoumnTos. Mpn sputpountose nokasateno COS MOXeT MMeTb
3HaueHne 0-1 mMm/4ac, YTO MOJSTyYNNO Ha3BaHUE «CUMMTOM TBEPAON Kpo-
Bu» [11, 12].

OTMeyeHHble 06CTOATENbCTBA CliefyeT YUnTbIBaTb NpY OLeHKe NoKasa-
Tena CO3D B KaXKAOM KOHKPETHOM K/IMHUYECKOM Crlyyae.

YeM MeHbLUe KONMYeCTBO SPUTPOLUTOB, TeM ObICTpee OHW OCeaaloT B
kanunnape. CywecTBYyOT NOMOBbIE OTANYMA B KONMYECTBE SPUTPOLINTOB B
nepudepryeckon KpoBu, 1, CooTBETCTBEHHO, COD y XKEHLUVH BbILLE, YeM Y
My>unH. COD yBenmumBaeTca Npu HU3KUX TemnepaTypax, MO3TOMY Ba)KHO
NpUAEPKUBaTLCA TeMMepaTypHOro pexmma B nabopatopun npu ee onpe-
neneHun 3,9, 15].

YTto Kacaetca $M3MONOrMYHBIX COCTOAHUI, TO 6epeMeHHOCTb CoMpo-
BOXJAeTCcA 3HaumTenbHbiM yBennyeHmem COS - po 30-40 mm/yac. Y HoBoO-
POXIEHHbIX Ha NMPOTAMXEHN NePBbIX fiHE OTMEYaloT OYEHb HU3KKME LUndpbl
CO3 (0-2 mm/yac), Ho y MnageHueB 2—-6 mec. nokasatenb CO3 pacTeT Bbiwe
HOPMaJSIbHbIX 3HAaYEHUIN Y B3POCbIX.

B TO Xe BpemAa y 340pOBbIX NNL, CTapyeCcKoro Bo3pacta nokasaTesb
CO3 moxeT 6bITb NOBbILWEHHbIM A0 50-60 MM/Yac. BO3MOXHbI MHANBUAY-
anbHble konebaHna CO3 B 3aBUCUMOCTU OT BPEMEHW CYTOK, AJINTENIbHOM
bU3nYecKon Harpysku, NMCUXO3MOLMOHANBHOIO COCTOAHWA, ynoTpebie-
HUA efibl, HO OO6bIYHO OHM HECYLLECTBEHHbIE 1 KIIMHUYECKOrO 3HaYeHUs He
umetot [2, 3, 10].

Pap 3aboneBaHnit (ONyxonu, XPOHUYECKMI akTUBHbIN renaTut, napanpo-
TENHO3bl U T. A.) 3HAUYNUTENbHO yBennumBatoT nokasatenb COD, n OH MoXeT
onepexatb BO BPEMEHU ApPYrve CMMMTOMbI 3aboneBaHuit. OTMeUYEeHHbIi
nabopaTtopHbIi GeHOMeH Ha3biBaloT cMHApomMomM bepHagckoro — Qapeyca
(Bernadski — Fahreus). CuutatoT, uto nockonbky CO3 aBnseTca Hecneundm-
Yyeckol peakuuei obliero xapakrepa, KOTopasa TOHKO U UHbOPMATUBHO
MO>KeT YKa3blBaTb Ha Haavume MaToforMyeckoro npouecca, onpegeneHve
noka3satensa CO3, ofHOBPEMEHHO C N3MepeHreM TemnepaTypbl Tena, noa-
CYETOM NeNKoUMTapHON GopMyibl, JOMKHO ObiTb BKOYEHO B MepeyeHb
obA3aTenbHbIX MeTof0B obcnefoBaHuaA naunenHTa [1, 3, 10, 13-16]. Mokasa-
Tenb COD MOXeT 3aBNCETb OT pPsiAa TEXHNYECKMX, GU3NKO-XUMUYECKIX, BrOo-
nornyeckunx, mopdonornyecknx ¢akTopos, B OCHOBHOM OH onpepensaerca
CKOPOCTbIO TeueHUA BTOPOo pa3bl (arperaumm 3putTpoLmToB).

K TexHuyeckum ¢daktopam, KOTopble MOFyT BAMATb Ha 3HayeHue rno-
ka3atena CO3, OTHOCAT: TemnepaTypy OKpyXalollen cpefbl; TemnepaTtypy
o6pasLa KpoBw, B3ATOro AN UCCeOBaHNA; BPEMA, KOTOPOE NMPoLUio OT
B3ATUA KPOBM A0 UCC/IeQOBaHMA; aHTUKOArynAaHT; NOJIOXKeHNe Kanunnapa;
Hanuuve BM6pauuy; BANAHKME CBETA, MarHUTHOrO Nona, n3nydenus [3]. Ana
nonyyeHnsa MpaBWibHbIX pe3ynbTaTtoB onpegeneHna COD 3abop Kposwu
[OMmKeH NposBoAnTbCA Npu Temnepatype 18-25 °C. lMNpu ysennueHnn tem-
nepaTtypbl BO34yxa 3HaueHue nokasatena COD pacTeT, a Npu CHUXKEHNUN —
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B BBEJEHUE

TpaHcnnaHTauma reMonosTMYecknx CTBonoBbIx knetok (TFCK) anaetca
NPU3HAHHBIM N LIMPOKO NUCMOMNb3yeMbIM B MMPe METOAOM Tepanum oHKore-
MaTONIOrMYeCcKUX 3aboNieBaHNi 1 HEKOTOPbIX COCTOAHWIA, CBA3AHHbIX C Ae-
bULMTOM KPOBETBOPEHWS 1 UMMYHOTEHe3a.

Mo paHHbIM MexxgyHapoOHOro permcTpa no TpaHCnIaHTaumnm KOCTHOro
MO3ra, eXXerogHo BbiNonHAeTcA okoso 17 000 anfioreHHbIX TpaHCAAHTaLMn
reMomno3TUYECKNX CTBOMOBbIX KNneTok (anno-TICK) 1 30 000 ayTonornyHbIx
TpaHCNIaHTaLuin reMoMNo3TNYeCKMX CTBONTOBbIX KNeTok (ayTo-TICK) [1]. B no-
cnefHue rofbl B CTPYKTYpe TPaHCMIaHTaUui CyLeCcTBEHHO YBENNYMBAETCA
yOEeNbHbIA BEC TPaHCMIaHTaUMN CTBOMOBbIX KNETOK NMYNMOBUHHOW KPOBY, a
TaK)Ke TPaHCMIAHTaUM OT HePOACTBEHHbIX AOHOPOB. [2]. o gaHHbIM pas-
JINYHBIX aBTOPOB, TONIbKO ANA 25-45% naumeHToB, HYXAAIOWMXCA B TPAHC-
nnaHTauny, yaaeTca HamTu WAEHTUYHOrO B CUCTEME aHTUIEeHOB FMaBHOIO
KOMIMieKca rMCTOCOBMECTUMOCTU CnbNMHra. B ocTanbHbIX Cyyaax nonck
[OHOpa TPaHCnIaHTaTa cnegyeT BeCTu cpefit HEPOACTBEHHOW KOFropTbl NnL,
[aBLUMX cornacue Ha ciayvy reMmonosaTnyecknx cTBonosbix knetok (MCK) [3].

Co3paHne perncTpoB JOHOPOB KOCTHOrO Mo3ra (pernctpbl JOHOPOB)
ABUIOCb OCHOBOMONarawwWmnm GakTopom, KOTopbI B NociefHne yeTbipe
jecatnnetua obecrneunn pasBuUTME TPaHCMIAHTaLMN reMOMO3TUYECKNX
CTBOJIOBbIX KNETOK.

Mepsbiii B Mupe pernctp goHopos Anthony Nolan Register ocHoBana B
INongoHe Shirley Nolan B 1974 rogy. Y ee cbiHa, 3-neTHero SHTOHW, 661 ana-
rHOCTUPOBaH cMHApPoM BuckoTta — Ongpuya, 1 TpeboBanacb TpaHCNNaHTa-
LMA KOCTHOrO MO3ra, OAHAKO POACTBEHHbIN JOHOP oTcyTcTBOBasn. Cnegya
npumepy peructpa Anthony Nolan B nepuop ¢ KoHua 1980-x Ao Havana
1990-x rofioB 6bINO CO3aHO 6OJbLIOE KOMYECTBO HALMOHAMbHBIX peru-
CTPOB BO BCEM MUpPE, KOTOPble 06befMHEHbI B efuHyto nnatdopmy BMDW.
YBenuueHve KonnyecTsa JOHOPOB KOCTHOrO MO3ra CrocobcTBOBano passu-
TUIO TPAHCNIAHTALMM CTBOMOBbIX KNIETOK Kak MeToAa NeyeHns 1 otaesibHon
OTpacnun HayKu.

Pernctp - 310 «opraHusauma, OTBETCTBEHHAA 3a KOOPAUHALMIO NOUCKA
reMomno3TUYECKNX CTBOJIOBbIX KJIETOK OT JOHOPOB (BKJOYaA MyrNOBUHHYIO
KPOBb), KOTOPble He ABMATCA POACTBEHHMKaMK peuunueHTar (MexayHa-
popHble ctaHgapTel WMDA 2017).

Pernctpbl vrpatoT KnioueByio ponb B OpraHu3auuv B3avMOAENCTBUA
mMexay BpavyaMu TPaHCMAAaHTaUMOHHOIO LieHTpa 1 cneumnanuctamm, KOHTaK-
TUPYIOLWMMUN C AOHOPOM, Ha HAaLMOHANbHOM N MeXAYHapOAHOM YPOBHSAX.
3anpocbl Ha NOVICK HEPOACTBEHHOIO JOHOPA 06bIYHO MOCHINATCA B HaLW-
OHasbHbI PErncTp, KOTOpbI 0becneyrBaeT Bce 3Tarbl NOMCKa 1 JOCTAaBKY
TpaHCnnaHTaTa 4N naymneHTa.

TUNNMYHBIA PErncTp BbINOMHAET Pa3NnYHbIe, B3aMOCBA3aHHbIE MeXAay
coboln GyHKLMK, BKOYalOLWMe pekpyTUpoBaH/e [OHOPOB, OpraHu3aLmio
novcka B 6a3e, obecneyeHvie B3aMMOAENCTBUA MeXAay Nabopatopramm
HLA-TMNupoBaHWsA, KonnekUuoHHbIMK LeHTpamu adepesa MCK n 3abopa
KOCTHOIO MO3ra, Kypbepamy CTBOMOBbIX KNETOK M TPaHCMIaHTaUMOHHbIMU
LeHTpamu.

Mownck coBmecTmoro goHopa ana nposegeHua anno-TICK ocHoBbIBa-
eTcA Ha pesynbratax HLA-TunupoBaHua nauuweHTta. KoopanHatop TpaHc-
NAaHTaLMOHHOIO LEeHTPA UK JOHOPCKOTO PerncTpa perncTpupyeT AaHHble
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Puc. 1. HepoacTBeHHble TpaHcnnaHTaTbl FCK 3 KOCcTHOro mo3ra, nepudepuyeckoi 1 NynoBNHHOMN
KpOBWU, flocTaBnsemble exxerogHo (AaHHble WMDA)

naureHTa B NMOVCKOBOW CUCTEMe, MOJsTyYeHHble pe3ynbTaTbl novcka popmu-
pYyIOTCA B OTYET C YYETOM NOTeHLUMaibHOM COBMeCTUMOCTM o HLA-cucteme.

Korpa TpaHCnnaHTaUMOHHBIA LEeHTPp naeHTuduumMpyeT noTeHumnanbHo
COBMECTMMOrO AOHOPA, HaLMOHaNbHbIA PErncTp CBA3bIBAETCA C COOTBET-
CTBYIOLLEN OpraHv3auunen n opraHusyeT oCTaBKy TpaHcnnaHtata ICK gna
nauueHTa.

ExxerogHo 6onee 20 000 TpaHCMIaHTAaTOB CTBOJIOBbLIX K/IETOK AOCTaB-
NATCA Kypbepamy ANA NauMeHTOB, HYXKAAOWMXCA B NPOBeAeHMN anso-
TICK, BHYTPY pa3finuHbIX CTPaH 1 NepeceKatoT rocyaapCTBEHHbIE rpaHunLbl
(puc. 1).

Mo cocToaHMto Ha AHBapb 2018 roga 6onee 32 MUNAMOHOB NOTEHLMASb-
HbIX AoHopoB CK, BKAoYan NynoBUHHYIO KPOBb, 3aperncTpnpoBaHbl B ro-
6anbHoW ceTy nomncka Search & Match Service of WMDA. Moutn 95% 3Tux go-
HOpPOB NpeAcTaBneHbl GeHOTUNOM, onpegeneHHbIM B nokycax HLA-A, HLA-B
1 HLA-DRB1, n 60nee nonoBuHbI UMET AOMONTHUTENBHYIO MHbOPMAaLMio Mo
pe3ynbTatam TunuposaHua B nokycax HLA-C, HLA-DQB1 n HLA-DPB1. Exe-
rogHo npumepHo 6onee ABYX MUIMOHOB HOBbIX JO6POBOMbHbBIX AOHOPOB
nobasnATcA B 6a3bl perncTpoB Mo BCeMy MUPY, MofaBnAtoLemMy 60MbLUnH-
CTBY 3TVX fOHOPOB NpoBoauTca HLA-TMNMpPOBaHMe BbICOKOIO pa3peLleHus.

LLlaHCbl HaNTV COBMECTUMOrO JOHOPA 3HAaYMTENbHO Pa3NNYaloTCA B 3a-
BMCMMOCTU OT STHUYECKOWN NPUHaANEXHOCT nauyuneHTa. B 2014 roagy 6bino
nposefeHo KpynHoe uccnepoBaHue (National Marrow Donor Program
(NMDP)), KoTOopO€e NpoAEMOHCTPUPOBANO, YTO NPUMEPHO 75% nauneHToB
(8/10) eBpomeoMHON pacbl UMEIT LWAHC HANTU COBMECTUMOrO Hepopa-
CTBEHHOTO JOHOPA, 3TOT LIAHC 3HAYMTENIbHO MEHbLLIE /1A NAUNEHTOB U3 3T-
HNYECKOTro MEHbLUMHCTBA 1 NALNEHTOB CMELLUAHHbIX Pac.

[JaHHoe 06cTOATENbCTBO 0OYCIOBNEHO BLICOKMM FeHeTUYeCckum nonu-
mopdmamom HLA-rannotmnos B AdppurKaHCKoi 1 A3mMaTckoln nonynAaumsax
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B CpaBHeHUM ¢ EBponeiickoii, HeboNbLIMM NpefCTaBleHNEM U MIOXOW [0-
CTYMHOCTbIO JIOHOPOB U3 3THNYECKOTO MEHbLUMHCTBA B MMPOBOM HaHKe [10-
HoposB [4].

BcemunpHas accoumauyma goHopoB KocTHoro mo3sra (WMDA) onpegensaet
HEepPOACTBEHHOrO AOHOPA KaK «4efioBeKa, KOTOPbI ABAAETCA UCTOYHMKOM
KNeToK MNM TKaHel AnA TepaneBTMYECKMX KNEeTOUHbIX NPoayKToB. [JloHop
He ABMAETCA POACTBEHHMKOM NaLMeHTa, 419 KOTOPOro NpoBOANTCA MOUCK
TpaHCnnaHTaTa.

JloHOpCKMe LEeHTPbI PekpyTMPYIOT JOO6POBOJbHBLIX JOHOPOB B BO3pac-
Te OT 16 Jo 55 neT B COOTBETCTBUM C HALMOHaNbHbIM 3aKOHOAATEIbCTBOM.
[JlaHHble foHOpa coxpaHATcA B 6a3e A0 AOCTMKEHMA JOHOPOM BO3pacTa
60 neT, Mocsie Yero 3TM AaHHble YAANAIOTCA U3 NONCKOBOW 6asbl. Pernctpbl
CTapaloTCA NpUBNIEKaTb 6osiee MONMOAbIX MALUEHTOB B CBA3U C TEM, UTO BO3-
pacT foHOpa MOXeT ObITb CBA3aH C lyywm ucxogom anno-TrCK [5].

Mo paHHbIM WMDA npuimepHo 40% [OHOPOB, BHECEHHBIX B 6a3y, Mono-
e 35 net (puc. 2).

Mpw nposefeHnn aHanu3a gemorpaduryeckrx nokasatenein JOHOPOB
I'CK, BKkniouyeHHbIX B 6a3y LleHTpanbHoro peectpa Pecny6nuku Benapychb,
co3gaHHoro B 2013 ropy, cneflyeT OTMETUTb, YTO NOTEHLMalbHble JOHOPbI
I'CK B Bo3pacTe mnagwe 35 neT 6onee WNPOKO NpefcTaBieHbl B 6enopyc-
ckom peructpe (59,7%) B cpaBHEHUN C pe3ynbTaTamu, onybnMKOBaHHbIMY
WMDA, uto no3sonseTt 6onee anutesibHoe BpemMaA UCMONb30BaTb NX AaHHbIe
npv NpoBefeHUn nomcka (puc. 3).

B rpynnax goHopos LieHTpanbHOro peectpa ctaplue 46 1 55 net coxpa-
HEHO OTHOCUTENbHOE FreHAEePHOEe PaBEHCTBO, a Cpeaun AoHopoB 18-25 ner,
26-35 net 1 36-45 net npeobnagatoT MyxunHbl — 68,8%, 70,0% 1 56,3% co-
OTBETCTBEHHO.

OnpepeneHne MeanLUMHCKMX MOKa3aHWUM AnA gonycka K goHauum ICK,
noBsefeHYecKne 1 NCUXONOrMYecKne pUCKN AnA NOTEHLMANbHbIX JOHOPOB,

12,5% 26,4% 24,2% 21,1% 7,4% 0,2%
18-25 26-35 36-45 46-55 >55 unk
Age

Males Females Unknown

Puc. 2. Bo3pacTHble 1 reHAepHble XapaKTepucTukv goHopos (AaHHble WMDA)
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Puc. 3. BospacTHble 1 reHfiepHble xapaktepuctuku goHopos ICK (gaHHbie LleHTpanbHoro peecrpa)

reHepHoe pa3sHoobpasne — BCe 3TN NOCTOSIHHO M3MeHsoLWMnecs $paKkTopsbl
B/INAIOT Ha PEKPYTMPOBaHMe AOHOPOB. [IOHOPCKME perncTpbl COrnacoBbiBa-
0T CBOIO MONINTUKY C HALMOHANbHBIMU 1 MEXAYHAaPOAHbIMW CTaHAApTaMu U
peKomMeHZauMAMK, BKIOYasA peKoMeHAaumm No AOHOPCKOW MPUrogHOCTH
WMDA [6].

HepoacTBeHHble AOHOPbI BKITHOYAOTCA B PEFUCTP Ha AOOPOBONbHBIX Ha-
yanax u AencTBYIOT anbTPYUCTUYECKN U MMEIOT NPaBO OTKa3aTbCA OT Mpo-
ueypbl JOHALUMK Ha Ntobom 3Tane. YTobbl 36exkaTb Takux cylyyaes, paboTa
IOHOPCKUX LIEHTPOB COCPEeAOTOUYEHA HA MOSIHOM U IOCTOBEPHOM UHOPMU-
poBaHMM NOTEHUMaNbHbIX JOHOPOB O PUCKaX NPoLeAypbl, 1 COUManbHbIX, U
MOPasbHbIX, HA PaHHWNX 3Tanax pekpyTUPOBaHUA.

B Pecny6nuke benapycb Ha 3Tane popmMupoBaH/A perncTpa JOHOPOB
I'CK 6bina npuHATa KOHUENUMs NpuBneYeHns B HEro KafpoBbiX 1 Aobpo-
BOJIbHbIX JOHOPOB KPOBU. B OCHOBY GbINI0 MONOXKEHO NPEANONIOKEHUNE, UTO
YesnioBeK, XOTs Obl pa3 OCyLeCTBUBLUNIA AOHALMIO KPOBW, UMEET BbICOKYIO
MOPasibHyl0O MOTMBALIMIO OKa3aHWA MOMOLLM MauMeHTaM, Hy>KAalowWwmnmca B
TpaHchy3Mn KOMMOHEHTOB KpoBuW. Kpome 3Toro, ykasaHHble JOHOPbI Npo-
XO[AT MeAnLMHCKOe 0bcnefoBaHve nepes AOHALMEN, YTO NO3BONAET BKJIILO-
yaTb B peructp goHopos [CK noTeHUManbHO 300pOBbIX ML, KOTOpble He
6yayT MEeTb MeVLUHCKMX NMPOTMBOMOKA3aHUN K OCYLLIEeCTBIIEHMIO NpoLie-
aypbl 3abopa 'CK.

Ha cerogHswHun aeHb B 6a3e LleHTpanbHoro peectpa goHopos ICK Ha-
XO[ATCA AaHHble 6onee 62 000 noTeHUManbHbIX JOHOPOB ICK, U3 HMX C MO-
MeHTa Havana paboTbl peecTpa pekpyT1poBaHo 767 fO6POBONbLEB, paHee
He OCyLLeCTBAABLUMX JOHALUN KPOBW UM €€ KOMMNOHEHTOB.

CoBpeMeHHble TeHAeHUNY B n3yveHun n passutum TTCK (Bbicokune Tpe-
60BaHVA K COBMECTMMOCTU Nap NauneHT/LoHOP, YCIOXHEHWE CTaHOAPTHBIX
N nccnepoBaTeNibCKMX MPOTOKOMNOB 1 YBeIMYeHNE KONMYecTBa NokasaHui)
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npeabABNAT HOBble TPe6OBaHNA K Pa3BUTUIO PErMCTPOB, JOHOPCKUX LieH-
TPOB 1 6GaHKOB NYMNOBMHHON KpoBU. Heobxoanmo co3fjaHue HOBbIX CTpaTe-
rMIA, HaNpPaBJ/IEHHbIX HE TOMbKO Ha YBENMYEHNe KONMYecTBa PeKPYTMPOBaH-
HbIX JOHOPOB, HO 1 YBenuuyeHne HLA-pa3Ho06pa3msa KOHTUHIEHTa JOHOPOB.
Tak Kak YacToTa pacnpocTpaHeHHocTn HLA-annenen n rannoTunos nmeet
cneunduyHble ANA KaKAoW NOMyNAUMU XapaKTepPUCTUKK, 3TO ABRAETCA
orpaHvyeHneM No KOMYecTBY PasinyHbiX GeHOTMNOB, KOTOPbIX MOXHO Mo-
Nyy4mnTb C fO6ABNEHNEM HOBbIX JOHOPOB B 6a3y.

B 2016 ropy WMDA ony6nnkoBana fiaHHble, 4To He 6onee 50 pasnnya-
toLmxca peHoTnos Ha 1000 HOBbIX LOHOPOB BHOCUTCA B rNob6anbHyio 6a3y.
JTa npobnema MoXeT pellaTbcsa NyTem Habopa [LOHOPOB CPeaUn STHUYECKNX
MEHbLUUHCTB WA NPOBEAEHUA PEKPYTUPOBaHNA B permoHax ¢ 6onee wmpo-
KM reHeTUYeCcKknm pasHoobpasuem, Hanpumep B Appuke (puc. 4).

Bo3moXXHOCTb HaxoxaeHna coBmecTmoro goHopa ICK gna anno-TICK
HanpAMYI0 3aBUCUT OT COOTBETCTBUS STHMUECKOrO COCTaBa NMOoTeHLMaNIbHbIX
[JOHOPOB FrEHOTUMMYECKNM XapaKTepunCTKaM NalunueHToB.

CTpyKTypa BbINOMHEHHbIX TPaHCMIaHTaLmMi Ha 6a3e reMaTonornyeckoro
oTAeneHuA TpaHCNAaHTaumMm KOCTHoro mo3ra 'Y «MmnHcKuin HayuHo-npakTu-
YeCKMI LIeHTP XMPYPrum, TPaHCNIaHTONOMMI U reMaTonornm» npeacTasre-
Ha B Tabnuue.

B3anmopeiictue LleHTpanbHoro peectpa goHopos ICK ¢ mexxagyHapopa-
HbIMW pPerncTpamun JOHOPOB KOCTHOFO MO3ra, yBennyeHve 6asbl TUNMpPO-
BaHHbIX JOHOPOB, pa3paboTka HOPMATNBHON AOKYMEHTaLMUn — BCe 3TO Mo-
3BONMI0 0becneynTb JOCTYNHOCTb NpoBefeHus anno-TICK B Pecny6nuke
benapycb.

Relative percentage of unique phenotypes in 2016
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Puc. 4. OTHOCUTENbHDIN NPOLIEHT YHUKaNbHbIX ¢peHoTunos HLA-A, HLA-B n HLA-DR goHopoB
CTBOJNOBbIX K/IETOK N0 CTPaHaM U UX BKnag B o6uyto 6a3y gaHHbIx BMDW
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PopcTBeHHble HepopcTBeHHble

lon TrcK Anno-TICK anno-TrCK anno-TrCK AyTo-TICK
2011 90 7 6 1 83

2012 92 8 4 4 84

2013 102 8 6 2 94

2014 94 14 7 7 80

2015 122 22 12 10 100

2016 132 18 11 7 114

2017 123 17 7 10 106

2018 125 24 9 15 101

Mpumeyanua: anno-TICK — annoreHHasa TpaHCNAaHTaUMA reMono3TMYecknx CTBONOBbLIX KNeTOK; poacTeeHHan anno-TICK — an-
NIOreHHan TPaHCNaHTaLWA reMono3TMYECKNX CTBOJOBbIX KNETOK OT POACTBEHHOMO JOHOPA; HepoacTBeHHan anno-TICK - anno-
reHHaa TpaHCMNaHTaUma reMono3TNYECKNX CTBOOBbIX KNIETOK OT HEPOACTBEHHOTO A0HOPa; ayTo-TICK — ayTonornyHasa TpaHc-
NNaHTaumA reMono3TUYECKNX CTBOMOBbIX KIETOK.

CneglyeT OTMETUTD, YTO B CTPYKType Bcex TICK npownsowen pocT anno-
TICK ¢ 7,7% 8 2011 rogy go 19,2% B8 2018 roay, B TOM Yncie HepoOACTBEHHbIE
anno-TrCK c 1,1% go 12,0%. inHamumka pocta BbinonHeHuaA anno-TICK npeg-
CTaBfieHa Ha puc. 5.

Konnuectso anno-TI'CK ot HepoacTBeHHOro goHopa ¢ 2014 roga cocTas-
naet okono 50% ot Bcex anno-TICK. Yeennuenne konunuyectea anno-TICK
CBA3aHO C CO3aHMEM 1 Pa3BUTMEM HaLMOHabHOro pernctpa goHopos MCK.

Mo pe3ynbratam NpoBefEeHHOro aHanvsa MonynAUNOHHON TeHeTUKU
cpeau poHopos ICK Pecny6nukn benapycb, ®paHuun, lepmarum n Monbwn
HaMW He BbISIBIEHO CTaTUCTUYECKM 3HAYUMBIX Pa3nUnin cpean Hambonee
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Puc. 5. CrpykTypa n Konnyecrso anno-TrCK, BbinonHeHHbix B 2011-2018 roaax Ha 6ase
remMaTosiorn4yeckoro oTaeneHna TpaHcnaaHTayum KoctHoro mosra 'y «MHIMU XTul»
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YacTo BCTpeyalolmxca aHTureHos fiokycos A, B, Cw, DRB1. C HayuHOn 1
NPaKTUYECKOW TOUeK 3peHnA NpeACTaB/AeT MHTEpPeC reTeporeHHOCTb aHTU-
reHOB JTIOKYCOB [NTaBHOIO KOMIIeKca McToCOBMECTUMOCTM, YacToTa BCTpe-
4YaeMoCTN KOTOPbIX MeHee 5%. YKa3aHHble aHTUreHbl ABAAITCA OCHOBHbIM
dakTopom, orpaHmumBalLWMM Nog6op nap JOHOP/peunnmeHT [7].

B3anmopeiicTtBme LleHTpanbHOro peectpa AOHOPOB reMOMO3TUYECKNX
CTBONOBbIX KNeTok Pecny6nmku benapycb ¢ mexxgyHapoaHbIMU pernctpamm
yBeNMY/BaeT BEPOATHOCTb HAaXOXAEHMA COBMECTMMOro HepoACTBEHHOrO
JOHOpPA ANA NaUMEeHTOB C OHKOreMaToNIorMyecKkMmm 3aboneBaHusMN.

[nsa nosbiweHNa 3pPeKTNBHOCTU paboTbl pernctpa aoHopos CK Pe-
cny6nukn benapycb HeobxoaMmo nposecTn nepesof 6a3bl JaHHbIX peru-
CTpa Ha COBPeMEeHHYI0 HOMeHKnaTypy cuctembl HLA Ha ocHoBe npoBefeHmnsA
reHOMHOTO CeKBEHVPOBaHWA 06pa3LioB KPOBW NOTEHLMANbHbBIX [JOHOPOB.

B BbIBOJbl

1. OcyuecTBneHre Noncka HePOACTBEHHOIO AOHOpPa Yepe3 cuctemy LleH-
TpasibHOro peectpa obecrneynBaeT onepaTMBHOCTb, KAYeCTBO U CObNI0-
[eHune IopnanyYecknx Hopm.

2. [oHopbl ICK geiicTBYy0T 4O6POBONBLHO 1 6ECKOPLICTHO, X AOCTYMHOCTb
BapbMpyeT B 3aBUCUMOCTMN OT MeAVLIMHCKNX MOKa3aHWI 1 IMYHbIX ybex-
OeHnn.

3. B HacToAuwee BpemA OeATeNIbHOCTb PErmcTpoB Hampas/ieHa Ha pac-
wupeHme HLA-pa3HOO6pa3ns JOHOPCKOrO KOHTMHIEHTA C Uesibio obe-
cneyeHnA HaxoXAEeHNA COBMECTMMOro AOHOPa ANA STHUYECKMX MeHb-
LUNHCTB W NaLMEHTOB CMELLIAHHbIX pac.

4. Co3paHve HOBbIX M paclIMpPEeHMEe CYLLECTBYIOLWMX PErMCTPOB CNOCO6-
ctByeT pa3sutuio TICK nyTem copencTBMA HayyHbIM MCCIefOBaHUAM,
NOBbILEHWA KauyeCcTBa YCyr 1 pacliMpeHnsa Anana3oHa KNeToUYHbIX Npo-
LYKTOB.

]
1
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bone3Hb BunnebpaHpga

Von Willebrand Disease

Pe3lome

B ctatbe npenctaBiieHbl COBpeMEHHbIE laHHbIE 06 NMAeMnonornn, natoreHese, Knaccmcbvma—

unur, nabopaTopHOI AUArHOCTVKe, neyeHnn 6onesHu BunnebpaHaa.
KnioueBble cnoBa: 605e3Hb BunnebpaHaa, reMocTas, KpoBoTeUeHNe, ANArHOCTMKA, eyeHue.

Abstract

The article presents modern data on epidemiology, pathogenesis, classification, laboratory

diagnosis, treatment of von Willebrand disease.
Keywords: von Willebrand disease, hemostasis, bleeding, diagnosis, treatment.

bonesHb BunnebpaHaa (VWD) — Hanbonee pacnpocTpaHeHHas Hacnen-
CTBEHHas KoarynonaTus, 0b6ycnoBneHHas CHUPKEHWEM KONMYeCTBa WKW Ha-
pylweHvem ¢oyHKummn dpaktopa Bunnebpanga (VWF).

nuagemunonorvs

bonesHb BunnebpaHaa aBnseTca Hanbonee YacTon HacNe4CTBEHHOM Na-
TONIOrMen CUCTEMbI reMOCTasa C PacnpOCTPAHEHHOCTbIO, MO ITepaTypPHbIM
JaHHbIM, Ao 1% B obwen nonynAumm [5]. Boiasnaemoctb VWD 3aBucut ot
NPYMEHSAEMbIX METOAOB CKPUHVHIa NauueHToB. Tak, No AaHHbIM Pecny6nu-
KaHCKoro peruncTpa, B Pecnybnvke benapycb Ha koHew, 2018 roga umcnunocb
195 naumeHToB ¢ VWD, uto coctasnset 1,9 Ha 100 TbiC. B 06LLel nonynauuu.
[inA cpaBHeHWA AaHHbIN NOKa3aTenb B APYrMX CTpaHax cocTaBnAeT: B Benu-
kobputaHun — 16,05; B BeHrpum — 14,5; B Cnosakmm — 11,2; B Yexun — 7,7;
B Poccum - 1,0; B YKpanHe - 1,03 [3].

CTPYKTYpa, CUHTEe3, KNUpEeHC 1 GyHKUusA

QakTop BunnebpaHaa cmHTe3npyeTca B KeTkax AByX TUMOB. [epBbii —
3TO SHAOTENNN COCYAMNCTON CTEHKW, OTKyAa YacTb VWF nocTosaHHO ceKkpe-
TUPYeTCA B KPOBOTOK, a YacTb (MPenumyLLeCTBEHHO BbICOKOMONEKYNAPHBbIN
nyn) XpaHUTCA B CEKPETOPHbIX rpaHynax (Benbena — Managa) n BbICBOGOX-
faetca npu cTpecce. Takke VWF cuHTe3mpyeTcA B MerakapuoumTax KocT-
HOro MO3ra 1 B NOCneayioLleM ColepXXnTca B anbda-rpaHynax Tpomboun-
TOB, M3 KOTOPbIX BbICBOOOXAAETCA MpU aKTUBauum TpombounTto. GakTtop
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