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PEKOMBUHAHTHBIN ®AKTOP VIII B TEPAIIUU MAITUEHTOB
C TEMO®WJINEN A: UCCJEJOBAHUE GENA-26

H.A. AuTunenko, E.H. KadaeBa

'Y «Munckuii HIIL] xupypauu, mpancnaanmono2uu u cemamonocuuy , 2. Munck, benapycw,
YO «Benopycckuii eocydapcmeennulii meduyunckutl ynusepcumempy, 2. Munck, benapycw

I'emodumnus — 310 3a001€BaHNE CUCTEMBI CBEPTHIBAHUS KPOBH, XapaKTepU3YIOIeecs] IPEeUMYILECTBEHHO,
BPOXKJICHHBIM JIe(UIIUTOM OTHOTO M3 IUIa3MEHHBIX (DaKTOPOB CBEPTHIBAHUS KPOBH, UYTO MPHUBOIUT K Pa3BUTHIO
reMopparuueckux U KJIMHUYECKUX MpOsBIeHU 3a0oneBanus. YacToTa pacnpocTpaHeHHOCTH TeMOGHInU A co-
craBisieM 1:10000 HoBopokaeHHBIX. COIIaCHO PErHCTPY MAIlMeHTOB ¢ reModmiueii A B Pecriyonuke benapych
Ha OKTs10ph 2025 roxa: Bcero maruentoB — 410, ¢ Tsoxenoit hopmoit remoduanu A — 216 yenosek. B Hacrostiee
BpeMsl B Halllell cTpaHe J0Jisl KOHIEHTpara Iia3MeHHOro ¢gakropa cBeprhiBanusi kpoBu VIII co cranmapTHBIBIM
NIEpHOJIOM TOJyBbIBeieHHs1 cocTosBiseT 100 % 1o naHHBIM €XerogHoro onpoca MexayHapoaHoU denepanuu
remodunuu (WHF 3a 2024 ron) [https://wth.org/research-and-data-collection/annual-global-survey/].

Ha 6aze I'Y «MHITLXTul» npoBoauTCsSl OTKPHITOE MHOTOLIGHTPOBOE HECPABHUTEILHOE HEKOHTPOIHUPY-
€MO€ IPOCIEKTUBHOE HEMHTEPBEHIIMOHHOE KIMHUYECKOEe HCCIIeJOBaHNE, Pa3padOTaHHOE JUIsl OLIEHKH MTPOQHIIS
0€3011acCHOCTH TIpernapara CHMOKTOKOT anb(a B pealbHON KIMHUYECKON MPAaKTHKE.

Kpurepun BKIIOUSHUS MTAIIUEHTOB:

1. Panee sieuennble manueHTsl ¢ TsoKenoi remopunuei A (FVII:C<1%), TpeOyromue BTOpUIHON Menu-
LUHCKOHM NMPOQUIAKTUKH C TIEPUOAOM IKCIIO3NINH He MeHee 50 mHel;

2. Pemenue nevamero Bpada HazHauuTh npenapar HYBUK;

3. Ilognucannas Gpopma NMCEMEHHOTO HH(GOPMHUPOBAHHOTO COTTIACHSL.

Kpurepun nckioueHus:

1. Yyactue B Ipyrux HHTEPBEHIIMOHHBIX / HEHHTEPBEHIIMOHHBIX KJIMHUUECKIX UCCICIOBAHNIX Ha JaHHBIA
MOMEHT WJIM B T€UCHHE 4 MPEIbIIyIINX HEeNlelb;

2. AxtuBHOCTH nHrHONTOpOB FVIIL, m3mepernas B mra3mMe KpoBu MeTonoM betesna B mogudukamnum Heii-
merena > 0,6 equnauniel beresmna [EB] murt.

Pesynerare! Hccneno0BaHus TTO3BOMAT IOy YHTh KOMITUIEKCHBIE JAHHBIE O IIPUMEHEHNH PEKOMOMHAHTHOTO (hak-
Topa VIII (cumoKTOKOT ab(a) y MarfeHToB C TSHKEI0H reMominei A, 9To CTaHeT OCHOBOM ISl ONITHMH3AIIHHN TIPO-
TOKOJIOB JICUCHUS] ¥ MHIMBHU Ty IN3all1 TEPAEBTUIECKUX MTOXO0B Ha OCHOBE (papMaKOKMHETHUECKHIX ITapaMeTPOB.

Ha oktsa6ps 2025 roga npuHAIO ydacTHe B UccienoBanun 4 manueHta. Mennana Bospacta 28,5 ser (21-
48). 1 manmeHT BBHIOBUT M3 UCCIIEIOBAHUS CITYCTSI 5 MECSIIEB OT MOMEHTA BCTYIUICHHUS B HCCIIEIOBAHUE, B CBSI3H C
pa3BUTHEM HEXeJaTeJIbHOTO ABJIeHU (AByKpaTHOe mobimeHue AJl) mo cobcTBeHHOMY *elaHuio. Bee mannen-
bl nonyuanu rFVIII B pexxume npodunakruyeckoro BBeeHUs. bblT IpoaHaIM3UpOBaH MEPUOJ MOTYBBIBECHUS
rFVIII, yacToTa KpOBOTEUCHHU B pa3HBIX peXKUMaX JICUCHNUS, a TakKe Hajaunuue naruouropa k VIII dhakropy cép-
TBIBAHMSI KPOBH B IIEPUOZE HAOIIOICHUS.

VY naupmenra 101 Obu1 paccunTan pexxum jgo3uposanus 27,6 ME/kr pa3 B 72 vaca. [lepuon nonyBbiBeze-
nust npernapara T (1/2) 11,5 waca. Kpurnueckoe 3nauenue FVIII 2% Oyner nocturnyro uepes 71 gac. 3a nepu-
oj1 HaOmroeHus (5 Mec.) COIaCHO JHEBHUKY KPOBOTCUCHHUI BO3HUKIIO 5 KPOBOTCUCHHIN: M3 HUX 3 CIIOHTAHHBIX
KPOBOTEYEHUS U 2 IOCTTPaBMaTHYECKUX KpoBoTeyeHni. OueHka 3peKTHBHOCTH KyIHPOBaHUS KPOBOTEYEHUS
MAIIMEHTOM OTMEUEHO Kak «xopoiias». IHruOnTopoB rnocie Ha3HaYeHUs Ipernapara CHMOKTOKOT alib(a BBISIBICHO
He Ob110. 3aMKCUPOBAaHO 2 HEXKENATEIbHBIX SBJICHUS: TIOBBIIICHHS apTEepHAIbHOTO AAaBICHHS CPEIHEH CTEIeHU
TSKECTHU, KOTOPOE KYyNIUPOBAHO CAMOCTOSITENbHO. [IpHunHHAsA CBSA3b OLIEHEHA KaK BEPOSTHAS.

V¥ nanumenra 102 Obu1 paccunTal pexxum po3upoBanust 33,3 ME/kr pa3 B 72 vaca. [lepnox momyBbiBene-
nust nipeniapara T (1/2) 7 wacos. Kpurnueckoe 3nauenne FVIII 2% Oyner nocturayro depes 53 yaca. 3a nepuon
HaOmonenns (14 Mec.) conlacHO THEBHHMKY KPOBOTEYEHHH BO3ZHHMKIIO 3 KPOBOTEUCHHMS: M3 HHMX 2 CIIOHTAHHBIX
KpOBOTEeUYEeHHUs U | MOCTTpaBMaTHYeCKNX KpoBoTeueHni. OueHka 3pQeKTHBHOCTH KyIHpOBaHUS KPOBOTCUECHUS
MAIIMEHTOM OTMEUYCHO KaK «OTINYHas». IHrMOUTOpOB rocie Ha3HaueHHMsI IIpenapara CHMOKTOKOT alib(ha BhISBIIC-
HO He Ob110. HexenarenbHbIX SIBICHUH HA Mpenapar B TSUSHUH XKU3HU 0TMedeHo He Ob10. [Tlanment nponomkaer
y4acTHE B HCCIIEOBAHNH.

VY marnmenTa 103 011 paccunTal pexxum gozupoBanus 17,8 ME/kr pa3 B 72 waca. [leprnon momyBeIBeIeHHS
npenapara T (1/2) 25 gacos. Kpurnaeckoe 3nagenue FVIII 2% Oyner nocturayro uepes 118 gacos. 3a mepuon
Habmronenns (12 mec.) cormacHO JHEBHUKY KPOBOTEUEHHUH BO3ZHHUKIIO 13 KpOBOTEUEHMIA: M3 HUX 2 CIIOHTAHHBIX
KpoBoTedueHUs U 11 mocTTpaBMaTiHuecKux KpoBoTeueHHH. OneHka 3 PEeKTHBHOCTH KyITUPOBAaHU KPOBOTCUECHUS



TMaIIMEHTOM OTMEUEHO Kak «xopoiias. IHruONTopoB rnocie Ha3Ha4eHUs Ipernapara CHMOKTOKOT alib(a BBISIBICHO
He O6but0. HexenaTenbHbIX SBICHHI Ha IIpenapar B TEUCHUH JKU3HH OTMeueHO He Oblto. [lanmeHTt mpomomkaer
ydJacTue B MccieioBanu. [Imanupyercs mepecMoTp pexxnma J03UpOBaHMS.

VY nanwmenra 103 6bu1 paccunTan pexxum gozupoBanus 19,05 ME/kr pa3 B 48 yacos. [lepuon nmonyBbiBese-
nust npernapara T (1/2) 13,25 gacos. Kputnueckoe 3nauenne FVIII 2% Oyaer nocturayto depes 62 gaca. 3a rme-
puon HaOmoneHus (5 Mec.) KpOBOTEUSHHH 3a(MKCHPOBaHO He ObLT0. IHrMONTOPOB MOCIIe Ha3HAYeHH IIpenapara
CHUMOKTOKOT am)(ba BBISIBJICHO He ObLT0. HekenaTeabHBIX SIBICHUI Ha npenapar B TCUCHUHN XU3HU OTMCUYCHO HC
6b110. [TareHT NpoaOmKaeT yyacTHe B HCCIICIOBAHHH.

Habnronenue 3a manueHTaMu pOAODKAETCS.

PexxuM BTOpHYHO# POQUIAKTHKH ABISETCS OCHOBOW COBPEMEHHOM Tepanuu reMopminu A. Perymsaproe
MIPOQHIAKTHYECKOE BBEICHHUE CHMOKTOKOT anb(da oOecrieurBaeT MpeoTBpalieHue CIIOHTAaHHBIX TeMopparnye-
CKHUX DITU3040B, 3alIUTY HCJICBBIX CYCTAaBOB OT IMPOTPECCUPOBAHUA apTPOINIATUN U 3HAYUTCIILHOC YITYUIICHUC Ka-
YecTBa XKHU3HU MAIMEHTOB [0 CPAaBHEHHIO C PEKIMOM TEPAHH «II0 TPEOOBAHHION.

Puck pa3BuTusi ”HTHONTOPOB OAMHAKOB KaK JUIS TUIA3MEHHBIX, TaK U JJIs1 PEeKOMOWHAHTHBIX KOHLICHTPATOB
¢axropa VIII 4-ro nokonenus. Cmena npenapara KOCO (ria3MeHHOTo Ha peKOMOMHAHTHbII WM HA000pOT) HE
BJIMSICT HA PHCK Pa3BUTHS MHTHONTOPOB Y paHee JICYCHHBIX MAIIMEHTOB. B1Oop nmpenapara g0mkeH OCHOBBIBATHCS
Ha KIIMHUYECKUX 1 (hapMaKOIKOHOMHYECKHX COOOPaKEHHSX.

AHEMMSA KAK IPUYUHA DKCTPEHHOM T'OCIIUTAJIU3ZALINA
B TEPAIIEBTHYECKOE OTAEJEHUE

H.®. BakaJjen', M.H. Oqunnosa?

YO «T'omenvckuil 2ocyoapcmeennvlii MmeOuyuHckuil ynusepcumemny, 2. Iomens, Benapyco,
I'V3 «l omenveras 20po0cKast KIUHUYECKast O0IbHUYA CKOPOU MeOUYUHCKoU nomowuy, 2. [omens, benapyce

B 2021 r. mobanpHas pacpOCTPaHEHHOCTh aHEMUHU CPEIN HACENICHHsI BCEX BO3PACTHBIX I'PYII JOCTHI-
na 24,3% (95% nosepurensubiii naTepBan (AMN): 23,9-24,7), urto coorBercTByeT 1,92 Munpn ciydaes (95% AU:
1,89-1,95) [Jlapuna B.H., 2025]. B Hacrosiiiee BpeMs aHEMHUUECKHI CHHAPOM SIBISIETCSI OJJTHOM M3 YaCTBIX MPH-
YMH 9KCTPEHHOH TOCIUTAIN3AINY NAIIMEHTOB B TEPANeBTUUECKUE OTACACHUS. Tshkénasi aHeMHsI aCCOLMUPYETCs
C YBEIIMYCHNEM CPOKA TOCITUTAIM3AIMH U CTOUMOCTH JICYCHNUS, POCTOM CMEPTHOCTH. AHEMHS YBEJINUINBAET PHCK
JICTAJILHOTO MCXO0/1a KOMOPOUTHBIX 3a0oneBanuii [Uepennosa B.B., 2017].

W3yunts cTpyKTypy TSKENBIX aHEMHH Y TTAIlIEHTOB, TOCIMTAIM3HPOBAHHBIX B SKCTPEHHOM TOPSAIKE B Te-
paneBTuueckoe oTAeneHue 3a 9 mecsnes 2025 roga B rocyaapcTBEHHOE YUpexkIeHHE 3ApaBooxpaHeHus «[ omens-
CKasi TOpojicKasi KIIMHUYECKask OOJIbHUIIA CKOPOH MEIUIIMHCKOM TOMOIIIN.

[Ipoanammzuposano 210 ucropuii OONE3HN MANMEHTOB, MOCTYNHBIINX B TEPAEBTUIECKOE OTICICHHE C
JIUATHO30M «AHEMUS THKENON cTeneHn». MyxkuuH — 92, skeHuinH — 118. M3ydena cTpykTypa aHeMHid 1o maTtore-
HETUYECKOMY BapHaHTYy, IPHYMH Pa3BUTHS aHEMHU XPOHUYECKOTO 3a00ICBaHHH.

3a 9 mecanes 2025 roga B TepaneBTUYECKOM OTAEIECHHUH HposedeHo 210 manueHToB ¢ OCHOBHBIM JUArHO30M
«AHeMus TDKENOM CTETICHU TSDKECTHY». B CTpyKType THKEBIX aHeMuit peBaTMPYeT aHEMHUH XPOHUYCSCKOTO 3200 ICBaHMSL.

AHeMIsI XpOHHYECKOTO 3a00JIeBaHus BBIABICHA Y 86 manueHToB (48 mMyxunH U 38 xeHuwH). Mennana
Bo3pacra 72 [57,5; 79,5]. Menuana remoriioOuHa npu nmoctyruieHun 59 [54; 66,5], npu Beimucke — 92 [84; 101].
Camoii 9acToi MPUUNHOHN 3TON aHEMUH SIBIISIOTCS 37I0Ka4eCTBEHHBIE HOBOOOPa30BaHMs (pak jkelyaKa y 22 mamu-
€HTOB, paK TOJCTOro KuuleyHuka —y 12, pak nérkoro —y 10, pak Tesna MaTku — y 8, pak LIEHKU MaTku — y 4, pak
MPEICTATSILHOMN JKENe3bl — y 3, paKk MOJIOUHOM JKEJIe3bl — y 2, paK MOKEIYIOYHOM jKele3bl — y 2, ba3aninoMa — y
1). V 10 mamueHToB NPpUYNHON aHEMHUH XPOHUYECKOTO 3a0oieBaHus ObUTH 3a00JIeBaHUS KPOBH (XPOHUYECKHHA
MUEIIONIEHKO3 — ¥ 2, MUSIIOMUCIIIACTUICCKIHA CHHAPOM — Y 4, XpOHHUYECKUH TuMdoneiikos — y 4). Luppos neueHn
JUAarHOCTUPOBANIN Y 8 AllMEHTOB, XPOHUUYECKYIO 00IE3Hb MOYeK — Y 4 MalueHTOB.

AHeMus XpOHHYECKOTO 3a00JI€BaHNS KaK COMyTCTBYIONIMI ANarHo3 BEICTaBIeH y 161 manmenra.

Ha BrOopom MecTe B CTpyKType TSDKENBIX aHEMUI CTOWT kene3o7euiuTHas aneMusi, Kotopas Obuia Jua-
rHocTHpoBaHa y 78 manuentoB (keHuuH — 48, myxunn — 30). Meauana Bo3pacta 67 [49; 76]. Meauana remo-
I00WHA MPH MOCTYIUICHHH 56 [46; 65], npu Bemmcke — 89 [80,5; 99]. Pak xemynka BHISABICH Y 4 YEIIOBEK, pak
TOJICTOTO KUILIEYHHKA — Y 6 marueHToB. [IprnurHoii kene301euuTHON aHeMUU XpPOHUUECKHA TeMOpPPOil SIBUIICS
y 8 My>K4HMH, MUOMa MaTK{ — y 4 KeHIIIH, SHAOMETpH03 —y | KeHIHHEI. [IpuanHon xKene30aepUIUTHON aHEMIH
TSDKENON CTENeHN y 2 TIAlMEHTOB OblIa Pe3eKIMs KeTyAKa. 8 ManueHToB ObUIM 00CIeIOBAaHbI B TIOTHOM 00bEME



W 3THOJIOTHS KeNe30epUIUTHON aHEMHHU OCTaach HESCHO, BEPOsSTHO, MMEJa AIMMEHTAapHbIH (akTop. 2 manu-
€HTKHU CTpajaiy 00ie3Hbl0 AnblreiiMepa. 44 yenoBeka 0TKa3alnuch OT KOJIOHOCKOIUH, 9 4eloBeK — OT 330¢arora-
CTpoayofeHOCKoNuH. B mocnenyromem, y 4eThIpEX MalueHToB ObUIN JUarHOCTUPOBAHBI aIeHOKapPIIMHOMA JKEITY/I-
Ka, paK TOJCTOTO KHIIEYHUKA C OCIOKHEHUSIMHU (KPOBOTEUCHNE TSHKENON CTEIICHN, KHIIEYHAS HEMPOXOANMOCTH).
Takum 00pa3oM, OONBIIMHCTBO MAMEHTOB OTKA3aJIUCh OT KOJIOHOCKOITMH U OBUIH HEZ000CIIEIOBAHBI.

KenezonedururHast aHeMUs Kak COIYTCTBYIOIINI MarHo3 ObuIa BHICTABIICHA 65 MalueHTaMm.

MeranobnacTHple aHeMHH BBISBIEHBI y 46 nanuenToB (32 skeHumHbl 1 14 MyxunH). Menuana Bo3pacra
73 [66.5; 81]. Mennana remornobrHa npu nocTyIuieHun 56 [44,5; 67], npu Beimucke — 90 [82,5; 98]. IIpuunHoit
Merajo0JacCTHOM aHeMHUH y 22 ManueHTOB ObUI aTpoUUecKHuil TacTpHT, y 4 — OUppo3 HeUeHH. Y OCTaIbHBIX
TIAIIMEHTOB MPUYMHA OcTanach HesicHoH. KomoHockonus He npoBeieHa y 36 mannueHToB, 330¢aroracTpoyoaeHo-
ckonud —y 10 mauueHros.

MeranobnacTHasi aHeMHs KaK COITyTCTBYIOLIHMIA AWarHo3 BeICTaBiIeH 11 marueHTam.

3a 9 mecsues 2025 roja B TepaneBTUYECKOM OT/CICHUH MAlMEHTaM C TSDKENOW aHeMHUel ObIIO NepesnTo
152 nutpa 605 mit sputporTapHOi Macchl U 7 TUTPOB 10 MJT OTMBITBIX 3PUTPOIIUTOB.

[pn anamm3e ucropuii Gone3Hel Takke OBUTH CENaHBI CISAYIOIIME BEIBOIBL. HEeKOTOPhIM MaIreHTaM TpeTher
KIIMHIYIECKOH TPYTITIBI OHKOJIOTHYECKHUX OONBHBIX OBLT BBICTABIIECH IMATHO3 « AHEMHS 3JI0KadEeCTBEHHOTO HOBOOOPa30Ba-
HUS» HE0OOCHOBaHHO. B aHaMHe3e y HUX ObIIIO 3710Ka4eCTBEHHOE HOBOOOPA30BaHKeE, HO OHO OBLIO PAIMKaIbHO H3IEYEHO.
[To mabopaTtopHBIM TaHHBIM, Y JABOHX MAIIMEHTOB ObLTa METAJIO0NACTHAS aHEMHSI, Y TPOUX — JKeJIe301e(PUIIMTHAS aHEMUSL.

[Ipu ananuze anamHe3a 3a00JIeBaHNI TAlMEHTOB BBISICHWIOCH, YTO Y YaCTH NAlMEHTOB JKene30epuiur-
Has aHeMus OblIa paHee, MaluCHTHI TPUHUMAJIN IPETIapaThl KEJI€3a, HO KOPOTKHUM KYPCOM J10 IMMOBBIIIECHUA I'€MO-
m100uHa, 0e3 Kypca BOCIOIHEHUS JKele3a M MPOQIIaKTHKH.

5 MaIMeHToB ¢ MeTao0IacTHOI aHeMIel Ha aMOyTaTOPHOM dTarle JISIWIIHCH TIperapaTaMi JKelresa.

Tsoxénas aHeMusi, Kak NPUYMHA AKCTPEHHOM TOCHHUTANN3ALMN B TEPAIEBTHYECKOE OTACIEHHE SBISCTCS
aKTyaJbHOW npoOneMoii. B cTpykType TSDKENBIX aHEMUi Ha TEpBOM MeCTe CTOMT aHEMHI XpOHHYECKOro 3aboite-
BaHMs1, HA BTOPOM JKeJie30/1e(DUIMTHAS aHEMHUsI, Ha TPETheM — Merao0nacTHas anemust. Kak mpaBuiio, 3Tu aHEMUH
SIBJISIOTCSI XPOHUUECKUMU, Pa3BUBAIOTCS nocTeneHHo. [loaToMy Bpauam oO1iel pakTHKU He0OXOMMO CBOEBpe-
MEHHO TPOBOANTH AUCIIAHCEPHU3ALUIO, OOIee TIIATENFHO HAOMI0AaTh 3a NALMEHTAMH C KaTerOPUsIMU PHUCKa pas-
BUTHS aHEMUH C LIETIBIO BBISIBIIEHUS 3TOM NATOJIOTUU Ha NErkor craauu. K TakuM nanueHTaM OTHOCSATCS TOXKUJIIbIE
1 cTapsble JIH, OANHOKUE, CTPaJaloNIie XpPOHHIECKUMH 3a00JICBaHUSIMU, OHKOJIOTUYECKOH MaTOIOTHEN.

Takue orpomHbie 00bEMBI HH(Y3HH SPUTPOLUTAPHON MACChl YKa3bIBAIOT Ha OOJIBIIOE KOJIIMYECTBO 3aITyIICH-
HBIX CJTyyaeB aHeMHid. MHOTUM MalMeHTaM He OTPe0oBaIoCch Obl epesIMBaHnue KPOBH, €Civ Obl aHeMHs1 ObLIa Tua-
THOCTHpOBaHa CBOeBpeMeHHO. Ha amOyiaropHOM 3Tarie OTCYTCTBYIOT TPYIHOCTH OBICTPON AMarHOCTUKH aHEMHH.
YMeHne MpaBUIbHO HHTEPIIPETUPOBATh MOKA3aTeN! Nepu(epruIecKoil KPOBU, 3HAHIE OCHOBHBIX JHATHOCTUIECKHX
KpHUTEPUEB aHEMHUH Pa3IMIHOTO T'eHe3a MO3BOJIIOT Bpady OO MPakTHKK MPOBECTH HEOOXOANMBIH 00bEM Hcclte-
JIOBaHMS, yTOUHUTH AaTOTCHETUUECKUI BapHAaHT aHEMUH M CBOEBPEMEHHO Ha3HAYMTH a/ICKBATHOE JICUCHHE.

OOpamaer Ha ceOs BHUMaHUE OOJBIIOE KOJMUYECTBO OTKA30B OT ITPOBEICHUs KoioHockornuu. C Hacene-
HUEM HEOOXOMMO MPOBOJUTE Pa3bICHUTEIFHYIO Pa00Ty O MPOQMIAKTHKE OHKOJIOTMYECKUM 3a00JIeBaHUU U He-
00XOJMOCTH JIeJIaTh CKPHHUHIOBBIE HCCIIEIOBAHMSI, KOJIOHOCKOIIHIO.

PETUHOIIATHUSA HA ®OHE MOHOKJIOHAJTbBHOMY TAMMAIIATUHN
(KIMHUYECKHM CAYUYAN)

T.B. boop, 51.B. MopaoBkuna, O.M. IIpenxo
I'V «PHIII] paduayuonnot meOuyunol u sKo102uu wenosekay, .l omenv, berapyce

MoOHOKJIOHAJIbHBIE TaMMalaTHH — 3TO TPYINa I'eMaToJIOTHYECKUX 3a00JIeBaHUM, XapaKTepU3YIOIUXCS
nposudepaleil 0HOro KJIOHA IIa3MaTHYECKHX KIIETOK, CEKPETUPYIOLIMX TOMOTEHHBIE M0 CTPYKType (MOHO-
KIIOHAJIbHbIE) UMMYHOIIIO0YuHBI (M-1poTenH). KinHIuecKe NposiBICHNUS 3aBUCAT OT KOHKPETHOH HO30JI0THye-
CKOM €IMHUIBI ¥ MOTYT BKJIIOYaTh OOJIM B KOCTAX, PELUANBUPYIOIINE HOCOBBIE KPOBOTEUEHHSI, TOUYEUHYIO HEJO-
CTaTOYHOCTH U Tp. MOHOKIIOHAIbHAs raMManarusi HeornpeaeneHHoro 3Hadenust (MI'H3) npencrasnser Gonbiioi
HHTEpeC, KaK B FeMaTOJIOTHUECKOM, Tak U B 00mieBpaueOHOM npakTuke. C oHON CTOPOHBI, 3a00JIeBaHUE MPOTE-
KaeT 0ECCUMIITOMHO M HE MMeEeT CHelu(pUYECKUX KIMHUYeCKUX nposisienuil. C npyroit croponst, MI'H3 umeer
MOCTOSIHHBIN PHUCK MPOTPECCUH C Pa3BUTHEM 3JI0KaYECTBEHHOIO TIA3MOKIJIETOYHOTO HOBOOOpa3oBaHus. I a3HbIe
MIPOSIBJIEHUS TIPH JAHHOW MATOJIOTHH B JINTEPATypPE OMUCHIBAIOTCS PEIKO.



Onucare KIMHUYECKUH CiTydail peTHHONATHH, pa3BUBIIEiicsS Ha (POHE MOHOKIIOHAILHOM raMManaTHH.

[Mauuentka K., 1975 rona poxaenus Brepsbie ooparmiack kK opransmonory B I'Y «Pecnybnukanckuii Ha-
YYHO-TIPAKTUYECKUN IICHTP paJnualliOHHON MEIUIMHEI M 9KOJIOTHH YejoBekay B uioHe 2023 roma c jxanobaMu Ha
CHIDKeHHe 3peHns Ha 00a ra3a (OU), 6oibIne Ha paBbIii.

W3 anamue3a: jxai00bl Ha CHIDKCHNE 3pSHNS ITOSBIIINCH OKOJIO rojia Haza/l 0e3 BUANMBIX NpuauH. CHIXe-
HUe 3peHus nocrenenHoe. O6pamianack K 0QTaIbMOIOTyY 110 TEPPUTOPHATIBHOMY NPUHLUITY. [IpruiHa CHIDKEHUS
3peHus He OblIa BhLABICHA. bbul ogHOKpaTHO BBeneH «/lunpocnany napalyas0apHo B 00a rmiaza B mapte 2022 1.
CyuiecTBeHHOW AMHAMUKH He oTMedana. B mae 2023 1. «lumpocnan» ObUT BBeIEH TOBTOPHO B IPaBBIN TJIa3.

Haxomurcst Ha mucnancepHoM HaOmoneHn: y reMarosiora ¢ 2015 . ¢ fnarao30M MOHOKJIOHAJTGHAS TAMMAIIaTHSI.

OOBbeKTHUBHBIEC JaHHBIE Ha MOMEHT nepBudHOTOo obpamenus B ['Y « PHIILL PMu3dUY»: OctpoTta 3peHus
npasoro r1aza (OD) 0,25 ner koppekuuu, inesoro (OS) 0,8 Het koppekuuu. Bayrpurnaznoe nasienne (BI'/])
OD/OS= 18/17 mm pt ct. OnTHyeckue cpeasl npo3padnsl. [1asHoe qHo OD: nuck 3putensHoro Hepsa ([3H)
0JIeIHO-PO30BBIH, KOHTYPUPOBaH. APTEPUH CYKEHBI, 10 XOJy BEpXHEH BHUCOYHOW apKajbl W3OBITOYHOCTH
HU3BUTOCTHU apTepI/Iﬁ, o xoay HUKHE-BUCOYHOU apKagbl — MATKHUE 3KCCYAAThl; BCHBI HAa BCEM MPOTAKCHUHN
NOJHOKPOBHBI. He3HauuTeNbHBIN OTEK MapaMaKkyJIsipHOH 30HBI M IapaBa3ajbHO C OTJIOKEHHUSMH KEJITOBA-
TOTO I[BETA, CETYAaTKa CTNIAXKEHA B MaKyJe M mapamakyisipHo. Ilepudepuaeckue otaensr 6€3 0COOCHHOCTEH.
I'maznoe nuo OS: /I3H OmenHo-po30BBIM, KOHTYPUPOBaH. APTEpPHH CYXXEHBI, 110 XOIy BEpXHEH BHUCOYHOMH
apkazbl H30BITOYHOCTh U3BUTOCTH apTEpHid, BEHBI HA BCEM INPOTSIKECHUH IOJHOKPOBHBI. He3HaunTebHBIH
OTEK MmapamaxyysipHO, OoJiee BEIpaXKEH Ye€M Ha MPAaBOM C OTIIOKEHHUSIMU JUIHI0B? M YETKOH 30HOM OTrpaHu-
yeHus (o4aru xenroro meera). CerTyarka CriiakeHa B Makyje W napamakyisipHo. [lepudepudeckue oTaess
6e3 ocobeHHOCTEH.

[To maHHBIM omTHYECKOW KOorepeHTHOW ToMorpadun cerdatkd OU — TONIIIHA CEeTYaTKH HepaBHOMEpHA,
MakyJsipHast 30Ha CIVIaKeHa (MCTOHUSHA Ha MPaBOM IVIa3y), HayalbHasl AECTPYKIUS TUTMEHTHOTO SIUTENNS CeT-
yatky. Ha ieBoM a3y 1o xoy BepXHelH COCyANCTOH apKa/ibl OTEK.

Bon BeicTanen nuarno3: OU petnHonaryst Ha poHe MOHOKIIOHAJIBHOW raMManariu, oteuHas gopma. Pe-
KOMEHJIOBaHO BBITIOJIHATH HA3HAUYEHUs remartojiora. HasHadeH KOHTPOJIBHBIN 0cMOTp depe3 1 mecsil.

Uepes mecs (urons 2023 1) CymiecTBEHHON TMHAMUKY IO OCTPOTeE 3peHus He otMedaeT. Octpora 3perns OD/
0S=0,3/0,7. BTJ] OD/OS=16/14 mm pt ct. CocTosiHME TTIa3HOTO AHA TpexkHee. [IponommkaeT JedeHne y rTeMaronora.

B centsa6pe 2023 1. Otmedanock yiIydlleHHEe OCTPOTHI 3peHHms jeBoro miasa. Ocrpora 3peruss OD/OS=
0,3/0,85c sph +0.5 1 = 1,0. B['JI OD/OS=14/13 mm pr ct. CocTosiHIE Ia3HOTO HA IpexkHee. [IpogomkaeT iedeHue
y remarojora. PekoMeH/10BaHO: BUTAMUHHO-MUHEPAJIbHBIE KOMILIEKCHI aHTHOKCHAAHTHOTO JISHCTBUS, COAEpIKallye
JIIOTEUH U 36aKCAHTHH I10 | Karic Bo BpeMs IpreMa Ui 1 pa3 B IeHb — He MeHee 2 MeCALEB, KypcaMu 2 pa3a B I'ofl.

Hosiops 2023 1. Octpora 3perus OD/OS= 0,3/1,0. BI'J] OD/OS=18/16 mm pt cT. CocTOsIHME IJ1a3HOTO JHA
npexHee. [Iponomxkaer neyenue y remarosnora. Pekomennoano: IIponomxuTs NpruéM aHTHArPEraHTOB Ha MOCTOSTHHOM
OCHOBE, BUTAMHHHO-MHHEPAIbHbIE KOMIUIEKCHI aHTHOKCHIAHTHOTO JEHCTBUSI, COZIEpKAIIIE JIFOTCHH M 3€aKCAHTHH.

Maprt 2024 1. Octpota 3pernsst OD/OS= 0,3/0,8. BI'JT OD/OS=14/14 mm pt ct. CocTosiHHE IJIa3HOTO JHA
npexxHee. [Ipoomkaer JieueHne y remMarosora.

Wronb 2024 1. OdranbpMoaoruieckuii craryc npexHuil. MexxancuuimHapHoe BeACHHE MallMeHTa C IETbI0
KOMIICHCALINU CHUCTEMHBIX HAPYIIEHUH (TepareBT, reMaToIorT, 0(TaIbMOJIOT).

[ocmenauit ocmoTp odramemonora B ¢espane 2025 r. — opTaIbMOJIOTHYSCKUI CTaTyc 0e3 IMHAMUKH.
[Tponomxaer HabmOCHNE U JICYCHNE Y TEMATOJIOTa

Taxum 06pa3oM, B JaHHOM CiTydae MOYKHO HaOJFOaTh MOPasKEHUE CETYATKU CO CHIKEHUEM 3PUTEIIbHBIX (hyHK-
1M Ha JOHE MOHOKJIOHAJIHOM raMmarnariy. BejeHue TaHHbIX ManeHToB TpedyeT MEKIUCIMILTMHAPHOTO MOX0a.

CHUHYC-TPOMEO3 Y JETEMN C OCTPBIM JIUM®OBJIACTHBIM JIEUKO30M

E.B. Bopucora', I.I1. Pomamesckas',?, C.A. Xoayaesa?, E.®. Muuypa',
A.H. lemunenxo', 10.U. Speu’, U.A. ManumeBckas'

TV « PHIIL] paduayuonnoti Meouyunsl 1 3k0102uu werosekay, . lomens, Berapyce,
2YO «l'omenvckuti 2ocyoapcemeentbiili Mmeouyunckull yrusepcumemy 2. Iomens, Benapyco

CoBpeMeHHbIE BO3MOKHOCTH JIeYCHHs1 ocTporo JuMdoodiiactroro aeiiko3a (OJIJI) y nereii mo3Boamim
CYIIECTBCHHO YJIyYIIUTh IPOrHO3 3aboneBanus. OnHako, Ha GOHE MPOrPaMMHOM Teparuu HEPEAKO BO3HU-
KaloT ocliokHeHus. Kak cama omyxolib, TaKk ¥ IUTOCTATUYECKasl TePanusl SBISIOTCS PHUCKAMH MOBBIIICHHO-



ro TpoM000Opa3oBaHus. MexaHH3M MOBBIIIEHHOTO PUCKa BEHO3HBIX TpoMOoTHUeCcKuX ocinoxHeHuit (BTO)
CBA3aH C U3MEHEHUSMH B TeMOCTAaTHYECKOW cHCTeMe ¢ MCHoib30BaHHeM L-acmaparunassl (ASP) otaensHO
WM B COYETAHUU C BUHKPUCTHHOM MIIH MPEIHU30J0HOM, HAJTHUYNEM LIEHTPAJIbHBIX BEHO3HBIX JIMHUN W/UIU
HacneacTBeHHOM TpoMOodmmmeit (Ulrike Nowak-Gottl, 2009). Hanugme reHeTHUEeCKH e TEPMIHIPOBAHHBIX
(haKkTOpOB, TAKUX KaK BPOXKJACHHAas TPOMOOMUIHS, 3HAYUTEIHHO HMOBBIIIAIOT 3TH PUCKH. J[aHHBIE O YacToTe
pazBurtusg Tpom60308 npu OJIJ] oueHs BapuabeabHbI: 110 JaHHBIM pa3HBIX HCCieloBaTesIe, TpoM003 pa3BHuBa-
ercs B 1-36% cinyuaes OJUJI (Payne JH, 2007). Yame mopaxaroTcsi ryOOKHe BEHBI KOHEYHOCTEH, HO MOXKET
ObITh 1 Apyras Jokanu3anus BTO: BeHO3HbIe CHHYCBI TOJIOBHOI'O MO3Ta, TPOMO03IMOO0IIHSI JIETOYHON apTepuH,
TpoM003 BOPOTHOI BeHBI U Ap. OTHIM U3 ONACHBIX TPOMOOTHYECKUX OCIOXKHEHUH SIBISIETCS CHHYC-TpOMO03.
JmarHocTHueCcKHEe MEpONPHATHS, HAallPaBIECHHBIE HA OLIEHKY T'€MOCTa3MOJOTHIECKOTO CTaTyca IManueHTa U
pauHee BesiBneHne BTO, MOMDKHEI OBITH MPOBEICHHI yKe MPpH HHANHANpHON quaraoctuke OJIJI ¢ mocnenyro-
MM CHCTEMaTHYeCKUM KOHTPOJIEM.

Lenb: M3yuUTh KIMHUKO-MHCTPYMEHTAIIBHBIE IPOSBICHHsI CHHYC-TpoMOo3a y aereii ¢ OJIJI.

B uccnenoBanue 6butn BritoueHsl 2 natpenta ¢ OJIJ1. [TauueHTsl HAXOAMINCH HA CTAOHAPHOM JICYCHUH
B PecryOnukaHCKOM Hay4JHO-IIPAKTHYECKOM LIEHTPE PaAUAllMOHHON MEANIMHBI M 3KOJIOTUH YeJoBeKa I. [omens u
TOJIy4alii IPOrpaMMHOE JieueHue 1o nporoxkony ALL MB.

V¥ manuenra B Bo3pacte 16 net 6511 BoisiBiieH B-1 OJ1J1, y Broporo 10-nernero —T-11 OJIJI. ITpu nosiBie-
HUM Kajio0 Ha BEIPaKEHHYIO TOJIOBHYIO 00JIb, TOLTHOTY, PBOTY y 16-JIETHETO MAIMeHTa Ha 3Tare KOHCOINAaluu
pemuccuu 1 ObLTO 3a110J03pEHO HapyLIEHHEe MO3roBoro KpoBooopamenus. [1o ganueiM MPT romosaoro mosra
ObL1 BBISIBJIEH OKKJIFO3UBHBIMN TpOM603 BEPXHET0 CarruTaJIbHOTO CHHYCA, JICBBIX IOIMEPEYHOI0 U MPAMOTO CH-
HyCOB. Y BTOpOTO MaIHeHTa Ha 3Tale WHAYKIMOHHON Tepanuu MOSBUIHNCH KaJ00bl Ha TOJIOBHYIO 00JIb, TOII-
HOTY, PBOTY, CBeT000s13Hb. MPT-HccnenoBanme BEIIBUIO HEOKKITFO3UBHBIM TPOMOO3 BEPXHETO CAarTHTAIBEHOTO
CHHYyCa, CyOOKKJIIO3UBHBIN TPOMOO3 KOPTHKAJIBHBIX BEH B TEMEHHBIX JOJSAX, NPABOTO IONEPEYHOTO CHHYCA.
Uzyuancs cemeiinsiii anamue3 (BTO y poacTBeHHUKOB IIepBOH JIMHUK B Bo3pacTe 10 S50 JIeT) U KOHTPOJIMpOBa-
JIMCh MOKA3aTesln KoaryjaorpaMmel: porpomMOuHoBEIi nuaekc (ITN), mporpombunosoe Bpems (I1B), pubpuno-
I'eH, aKTUBUPOBaHHOE YacTHUHOE TpoMmOommiactuHoBoe Bpems (AUTB), tpombunoBoe Bpems (TB), [-numepsl,
antutpomOuH III (AT), mporenn C u S. [IpoBoaniock HccleqoBaHUE HA aHTUTENA K Gochonummuaam sl uc-
KITIOYCHHUS aHTH(OCHONUITHIHOTO CHHAPOMa, YPOBEHh TOMOIIMCTEWHA, BUTaMuHa B12 u ¢onmeBoit KUCIOTHI
B CBHIBOpOTKE KpoBH. C IENIBI0 MCKIIOUEHHSI BPOXKIACHHOW TpoMOo¢wimu npoBoaminock I1I[P mccnenoBanus
Ha HaJIM4Me OCHOBHBIX 3HAYMMBIX MyTallMi B reHax cucTeMbl remocrasa: Il ¢axropa (TpomOuHa), MyTamus
GP20210A; ren V ¢axropa (npoaxuenupuna), mytamust G1659A (Jlelinenckas); reH HHTHOMTOpPa aKTUBAaTOpa
wiazmuHoreHa (PAI-I), myrauus 675 5G/4G; ren mermnenrerparuapodonarpenykrassl (MTHFR) myranus
TT677. HapymeHnus co3HaHUS W 09aroBOil CAMIITOMATHKH CO CTOPOHBI IIEHTPaJIbHOW HEPBHOW CHCTEMBI Y Ta-
nueHToB He Ob10. [Ipu maboparopHOM 0OcienoBaHNM OBLTO 3a()HKCHPOBAHO YMEPEHHOE TOBHIMICHUE YPOBHS
J-numepoB 0e3 Ipyrux MPU3HAKOB MMIIEPKOATYISINH. Y TIEpBOTro NalMeHTa ObUI BBISBICH MOTMMOP(U3M IeHOB
(onaTHOTO NKKIa- TeH MHruOuTOopa akTuBaropa miasmuHorena (PAI-I). Y Broporo nauneHra u3MeHeHuii reue-
THUYECKOTO MacropTa I10 IporpaMMe HapylIeHU# remocTa3a ¥ (oaTHOTO LKKJa He BbisiBiIeHO. O0a manueHTs
MoJIyvdajar T€parnnio HU3KOMOJICKYJIAPHBIM I'€IIapUHOM BECH IEPHUOJ MCITOJIB30BaHUA NIPeapaToB acriaparnHasbl
1 TIIIOKOKOPTHUKOCTepon10B. O0a marueHTa JOMOJHUTEIBHO NoTydal (GoIueByto Kucioty. Yepes 1 mecsiy aHTH-
KOAryJIsTHTHOH Tepanuy y 000X MalMeHTOB OTMEYaNach BHIPAKCHHAS TOJIOKUTEIbHAS JUHAMUKA CO CTOPOHBI
CHUHYC-TPOM0030B 10 maHHBIM MPT.

BriBonsl. Vcnonb3oBaHue IIFOKOKOPTUKOCTEPOHMIOB U NPENapaToB aclaparuHasbl sIBISIETCS 3HAYUMOMN
MIPUYMHON pa3BUTHS TpOMO030B. B 3T0i CBA3M OobIIoe 3HaUeHNE TPHOOpETaeT U3yueHne TpOMOO030B Yy AeTel ¢
OJIJI, uro mo3BonuT paspadorarsh 3GHEeKTUBHBIC METOBI PAHHEH TUATHOCTUKH, JICUCHHS U MTPOGUIAKTHKH 3TOTO
TPO3HOTO OCJIOKHEHHUSL.

MOHUTOPHHT KOAryJIOTpaMMBI Ha (OoHE XUMHUOTepanud, paHHsasd MPT-n1uarmoctuka cuHyc-TpoM0603a, BHI-
MIOJTHEHHE TeHETUYECKOTO NaclopTa 10 IporpaMMe HapyIIeHNH reMocTasa U (oJIaTHOTO IMKJIA, CBOCBPEMEHHOE
Ha3Ha4YeHHE aHTUKOAryJITHTOB M (OJIMEBOW KHUCIIOTHI MO3BOJISIOT CHU3UTh PUCKHM HEOIAroNnpHsATHOTO MTPOTHO3a U
YIY4IINTh PE3yJIbTaThl JICYCHUS.

Tpomborrueckue ociokHenus y aereit ¢ OJIJI ocraroTces ciioXXHOM, He 10 KOHIIA U3Y4YE€HHOH NpoOIeMOid,
410 TpeOyeT NPOBEAEHHS TIIATEIFHO CINIAHUPOBAHHBIX PAaHIOMHU3MPOBAHHBIX HCCIICIOBAHUN, HAIIPABJICHHBIX Ha
BEIABIICHHE moArpynn manueHToB ¢ OJIJI ¢ MOBBIIIEHHBIM PHCKOM TPOMOO0Opa30BaHUs, W Pa3paObOTKH CIICITH-
QJIBHBIX POrPaMM MPOPHUIAKTHIECKOHN TEPAINH, [EJIBI0 KOTOPBIX SBJISIETCSI yMEHBIIEHHE YaCTOTHI U TSHKECTH OC-
JIO)KHEHUH Ha (poHE ITPOBEICHUS XUMHOTEPAIINH U YITydIlICHHE KadyeCcTBa )KU3HH MAalMEeHTOB, 3JiedeHHbIX oT OJIJL.



SHIOCKOIMMYECKAS TUATHOCTHUKA CUJASTYNX 3YBYATBIX AJTEHOM
C IOMOIIBIO KJIDM

AJl. bopcyk, C.A. ipuro, A.A. Ilo6ennuckmii
TI'Y «PHIIL] paduayuonuoti meOuyunsl u sKon02uu yenogexay, 2.l omens, berapyce

BaxHoii npobnemoii, mpuBieKaromeil OBBIIIEHHOE BHUIMaHNE YHOCKOIMCTOB U MOP(]OIIOTOB, SIBISIETCS
JIUarHOCTHKA CUAAYINX 3yOuaThIX ajieHoM (sessile serrated adenomas — SSA). YunTsiBas 3mokadecTBEHHBIH TOTEH-
mai, SSA rmpu ux oOHapy>KEHUH MOJJIeKaT 00s3aTeIbHOMY yaajieHuo. [Ipy BEIOIHEHNH SHAO0CKONUH B OesioM
CBETE JAHHBIA THIT KOJIOPEKTAIBHBIX HEOIDIa3Mi CIOKHO Au(depeHIIpoBaTh OT HEOMyXoIeBoi TKkaHHu. Hermpa-
BIJIbHAS 9H/I0CKOIIMUECKasi HHTEPIpETalusa MOXKET UIMETh HETaTUBHBIC MTOCIIEACTBUS U3-32 BEPOSATHOCTH PA3BUTHUSA
HMHTEPBAIBLHOTO KoopekTanbsHoro paka (KPP).

[lepenoBbie TEXHOIOTHH B METUIIMHE TAIOT BO3SMOXKHOCTD B 3HAYUTEILHON CTENIEHH IOBBICUTH THArHOCTHU-
YEeCKyI0 TOYHOCTb ITPOBOIUMBIX HccienoBanuil. KondokansHas nasepHas sunomukpockonust (KJIDM) siensiercst
METO/IOM IHAarHOCTHKH, MTO3BOJISIOIINM HCCIIEAOBAaTh TKAaHW Ha KIIETOYHOM YPOBHE B COCTOSHHH (DPHU3HOJIOTHYE-
CKOM aKTMBHOCTH M yCTQHOBMTH IPABUIIBHBIA HATHO3 BO BPEMs HHJIOCKOIMMUYECKOTO MccieaoBaHus. B ocHoBe
METO/Ia JISKHUT CIIOCOOHOCTH TKaHEH K (UIyopeclieHTHOMY CBEUCHHUIO MPH CKAaHUPOBAHWH MX Ja3epOM IOCIIE BBE-
JICHHSI B OPTaHU3M 3K30TeHHOro (iryopodopa.

Lenp nccnenoBanust U3y4nuTh SHIOMUKPOCKOMMYECKHE KpUTEpUn SSA.

B unccnemoBanve ObLTH BKIIOYEHBI 38 MAIMEHTOB ¢ paHee MOPQOJIOTHYECKA BEpUPUIIUPOBAHHBIMHU
SSA. BceMm narmeHTaM ObLUTa BBITIOJTHEHA TOTAIbHAs KOJIOHOCKOMHS ¢ MHTyOarued ciuenoit kumku. s uc-
CJIeIOBaHUS MCIOJIB30BAIACH YHAOMUKPOCKOTUYECKasi CHCTEMA, TPEICTaBICHHAS JIa3ePHBIM CKaHUPYIOIUM
0JIOKOM, CTaHIIMEW C MPOrpaMMHBIM 00ecreueHueM U KOH(OKaIbHBIMHU 30HAaMH1, IIPOBOAUMBIMH Yepe3 HWH-
CTPYMEHTAJIBHBIN KaHaJ BUICOKOIOHOCKOTA. BHIIOTHIOCH CKAaHUPOBaHIE HOPMAIBHON CIU3UCTOM 0007104-
ku (CO) roncroit kumku (TK) n Bcex oOHapyXeHHBIX MOJUIOBHIHBIX M HEMOJIUIIOUAHBIX 00pa30BaHUU.
[Mocne ckanupoBaHus 00pa30BaHUs YAAISIUCH METOAOM «XOJOAHON» METICBON SKCUU3HUU JUISl UCKITIOUEHUS
TEPMUYECKOTO MOBPEXACHNS TKaHEH M M3BICKAIHCH IS THCTOJOTHYECKOTO McciemoBaHusd. s aHammza
9HJOMHUKPOCKOTIHYECKUX N300paKEHUH HCIIOIb30BAINCH KPUTEPUH, T03BOJISIONINE T PepeHInpoBaTh HOP-
MansHYI0 CO 1 nmaronoruto TK, 0oCHOBEIBasiCh Ha apXUTEKTOHUKE XKelle3, KIETOUYHBIX U COCYIUCTHIX U3MCHE-
HusX (knaccudukanus Maitamu, 2009). [TonydeHHble JaHHBIE COMOCTABISIIUCH C PE3yIbTaTaMi T'HCTOJIOTH-
YECKHUX HCCIEIOBaHUI.

Cpemumii BO3pacT MareHToB cocTaBmui 59 ner, ot MmyxxanH — 60,5% (23/38), sxenmun — 39,5% (15/38).
Bcero 6bu10 00HApY)KeHO 53 mopaxeHus. Pazmepst BapprpoBaiu ot 5 MM 10 11 MM. 35 mopaskenwuii (66,0%) ObLiH
pactonoxeHsl B mpaBsix otaenax TK (mpokcuManbHee cene3eHouHoro m3ruda), 16 (30,2%) — B JeBBIX OTHENax
(mucTanpHee cene3eHouHoro u3ruoa), 2 (3,8%) — B mpsMoii KHIIIKE.

[Mocne Bemonnenns KJIIOM u3o0paxenus aHanu3upoBaiick. Vcrnons3oBanue kinaccuduranun Maitamu
TTO3BOJIMJIO BBISIBUTH IIPU3HAKH, OTIIMYAIOIINE pa3HbIe THITHI KOMIOPEKTANBHBIX MopaxeHuil. 3 53 mopaxenuit 38
(71,7%) O onpenenensl, kak SSA, 12 (22,6%) — kak TyOynsipusle aneHoMbl (TA), 3 (5,7%) — kak runepruia-
ctuaeckue mommmnsl (I'T1).

Ha Bcex xoH(OKaNbHBIX N300pakeHUsAX SSA OTCYTCTBOBaJIa HOpMasbHasl KJIETOYHAsI M JKEJIE3UCTast apXu-
TekToHHKa snuTenus TK, mMerorero kene3bl OJMHAKOBOTO pa3Mepa C MPaBIIIEHBIMEA OKPYIIIBIMA IPOCBETAMH H
paBHOMEPHBIM cJi0eM KieTok. B SSA Habmonanuch TOHKUE BeTBAIIMECS (TAaOPOTHUKOBUIHBIE), HEOJUHAKOBOTO
pa3mepa xene3bl. OTMeJalIoch YBeMIEeHHE KOJTMIeCcTBa M HEPaBHOMEPHOE paclipeielieHue OOKaJIOBHIHBIX KJIETOK
(BK), yBenndenue xommyecTBa COIep KaIIerocsi B HUX MyIFHA (Ha N300pakeHHUSAX KJICTKH UMENTH BUJ OONBIINX, C
YETKMMH KOHTYpaMH 4epHbIX cdep). BK oOHapyKHBaICh B SITUTENATIBHBIX CIOSX BIIOJIb BETBSIINXCS JKEJIe3.

s I'TI 6b1m; XapaKTepHbI pacIIMpeHHBIE, MECBUIHOM HIIH 3Be3I49aTOH (POpMBI IPOCBETHI Kee3, HOpMallb-
HOE KOJIMYECTBO M PABHOMEPHOE paclpe/ieiieHne O0KaJOBHIHBIX KIIETOK C HEOONBIINUM COJepIKaHNEeM MYIHHA.

[NosiBnenne Ha M300paKEeHUSIX TYOYISIPHBIX CTPYKTYP, YTONIICHHUE STUTSITHAIEHON BRICTHIIKH, AeopMa-
LU JKeJe3 CBUAETENbCTBOBAJIO 0 Hamunu TA.

IIpu conocraBneHUN YHAOMUKPOCKOMUYECKHUX JAHHBIX C PE3yabTaTaMU FHCTOJIOTMUYECKUX MCCIEIOBaHUH
HMMEIH MECTO TPH PACXOXKIACHUS.

ITonmyueHHbIe B pe3yabTaTe HCCIEJOBAHUS JaHHBIE MPOJEMOHCTPUPOBAIN BBICOKYIO JAMArHOCTHYECKYIO
togHOCTh KJIDM B OompesencHur THUIOB KOJOPEKTAIbHBIX MOpakeHUH. MeTom mo3BoiseT WACHTU(PUIIPOBATH
SSA BO BpeMs SHJIOCKOIIMYECKOTO UCCIIEAOBAHNS, ONPEACTUTh JATbHEHIITYIO TAKTHKY.



YACTOTA BCTPEUAEMOCTH KEJE3OAE®UIUTHON AHEMUH Y JINI]
HOXKNJIOI'O BO3PACTA, JJIMTEJBHO IIPUHUMAIOIIUX ITPEITAPATBI
AIETHJICAJAIUJIOBON KUCJOTHI

C.A. Bacroxuna
I'Y «PHIIL] paduayuornoii meOuyunsl u 9Ko102uU yernosekay, 2. Iomens, berapyce

eneso urpaer HeHTpaIbHYIO POJIb B MOMIOMICHUH, TPAHCIIOPTE, XPaHEHUH U MeTaboJIM3Me KHUCIIOpO/a,
SPUTPOIIO33€ U KIETOYHOM MMMYHHOM OTBeTe. Perymsmus GanmaHca jkenesa, onpeneasieMoro komonHanuei ad-
COpOIMY ATMMEHTApHOTO JKEJIe3a, NCIIONB30BAaHNS U €r0 BBIBEJCHUS, HEOOX0AMa ATl TIOAEPKAHUSI OCHOBHBIX
KJIETOUHBIX (DYHKIMH, 0COOCHHO B KJIETKAaX C BBICOKHUMH SHEPreTHYECKUMH MOTPEOHOCTIMH — CKEJIETHBIX MHO-
LUTaX ¥ KapIUOMHUOLUTaX. AHEMHUs Jake JIETKOTO TEYEHUS aCCOLIUUPYETCS C YXYAIIEHUEM KIMHUYECKOTO COCTO-
SIHUS1, CHYDKEHHEM (DYHKIIMOHAIBHON aKTHBHOCTH, 3l THBHBIMH T€MOIMHAMHYECKIMH U3MEHEHUSIMH, yCyTyOIs-
FOLIMMH MIPOLECCH PEMOJEIHPOBAHMS JICBOTO JKEITyA0UKa, IIOUYCIHOH ANCHYHKIHEH.

Opo3UBHBIE TOPAXKEHHS CITM3UCTOM JKEeITyIKa MPHU MIpHUeMe MPEnapaToB aleTHICATUIIIOBOH KHCIOTHI IPOUC-
XOZUT 32 CYET HPSIMOTO [IUTOTOKCHYECKOI0 MOBPEXKACHHUS KIETOK CIIM3UCTOM, CBI3aHO C HHI'MOMPOBAaHUEM LIKJIOOK-
CHUT'€HAa3bl, CHIDKEHHEM CHHTE3a IIPOCTAIIaHIMHOB, KOTOPBIE UTPAlOT BKHYIO POJIb B 3aIUTE CIN3UCTON 00OIOUKH.

Lenp nccnenoBaHms: ONEHUTH YACTOTY BCTPEIAEMOCTH JKeNe30A€(DUIIMTHON aHEMIH Y JIHL] TOXKHIIOTO BO3-
pacTa, JUIMTENbHO MPUHUMAIOIIKX MIPenapaThl alleTHIICATUIIMIOBON KUCIOTHI.

B TepaneBTrueckom otaeneHnN KOHCYIbTaTUBHON noauiyinHUK I'Y «PHIIL] PMu3Y» 3a nepuos ¢ ceHrs-
Ops 2024 1. o okTA0ps 2025 1. HabMFOAaNack TPyIIa NAIMEHTOB ITOKMIOTO BO3PACTa, UTHTEIBHO TPUHUMAFOIITIX
TIperapaTs aleTHICATUIIIOBON KUCIOTHL. OO0IIIee 9iuCiio ManueHToB cocTaBmiIo 134 yenoBeka, U3 HUX JKEHIIINH —
50 (I-rpymina), myxuut — 84 (II-rpymma). Bospact nmanuentos ot 60 qo 75 get. Y 100 nanueHToB *ene3onedu-
LUTHAs aHeMUsI ObLIa BISIBJIEHA BIEPBbIE, 34 MalMeHTa 00paTUIIMCh JJIsl 00CIIeJOBaHUS CO CHUYKEHHBIM TeMOIJIO-
O6uHOM B aHamHe3e. [Ipu ocMOTpe manueHToB B 00€UX Ipymniax HaOII0AaIoCch CHIKEHHE TeMOIIIOONHA pa3HOH
CTEINCHU BBIpaXEHHOCTH. Ha3Hauamick o0cne0BaHus ,0CHOBHBIE THATHOCTHYIECKAE MEPOIIPHUSTHS: 00IIMii aHa-
JIM3 KPOBH C OIPEEJICHUEM YPOBHS APUTPOLMTOB, TEMOIIOONHA, TeMAaTOKPUTA, PETHKYJIOLUTOB, TPOMOOIIUTOB,
nerikorrapHoi popmyier, COD, oOmumii aHaIM3 MOYH, OMOXMMHUYECKHH aHaJIM3 KPOBH C OIIPEAEIEHHEM: ChIBO-
poTouHOE kene30, GeppuTHH, TpaHcheppHH, C-peakTUBHBIN OeNoK, OesToK 00N, X0JIeCTepruH, MOYEBHHA, Kpe-
aruauH, Toko3a, AJIT, ACT, anekrpokapauorpamma, 330(aroracTpoayoaeHOCKOHS, PEKTOPOMAaHOCKOIIHS, KO-
JIOHOCKOTIHSI, PEHTTCHOTpadusit OPraHoB IpynHON KieTkd, Y3 opraHoB OPIOIIHOM MOIOCTH, IOYEK, IIUTOBUIHOM
xkene3bl, Y3U opraHoB Majioro Tasa, OCMOTP I'MHEKOJIOIa sl XKEHIIMH. JlanpHeHInii AMarHoCTUYeCKUi MOUCK
Ha3Havajcs 110 TOKAa3aHMSIM.

BeIsiBII€HBI 5pO3HMBHBIE H3MEHEHHS CITM3UCTON Xkemmyrka B I rpymme — 35 % ciydaes, Bo I rpymme —42% cirytwaes.

[TpocnexxuBaeTcs 3HAYMMBIN MPOLICHT Pa3BUTHS Kee301e(DUIUTHON aHEMUH y JIMIL JAJIUTENLHO IIPHHU-
MAIOIIUX Mpenaparsl aleTUICATUIMIOBON KUCIOTHI CBI3aHHBIX C Pa3BUTHEM IPO3UBHBIX U3MEHEHHUH CIM3UCTON
KeTyaKa. JpO3UBHBIEC MOPAKEHUS JKEIy/IKa, MTPEACTABISIOT CEPhe3HYI0 KIMHIUYECKYIO IpoOiIeMy, TpeOyIoyo
KOMIIJIEKCHOTO MTOAXO0/A.

BbisiBiieHHAas1 B3aMMOCBSI3b TI03BOJISIET PEKOMEH/I0BaTh MPOBECHUE CKPUHUHTOBOTO 00CIIEJOBaHMUS, OIpe-
JICJIEHUsI CKPBITOM KPOBH B KaJe, y JIUI] IOKUJIOr0 BO3pacTa, MOIy4arolUX TePanuio IpenaparaMu aleTuicaii-
LAJIOBOM KUCJIOTHI C 1IEJIbI0 PaHHEH AUArHOCTHKU U CBOEBPEMEHHOW KOPpEKIMEN HapyILEHUH.

IF'EMO®UJINA A Y HOBOPOXIEHHBIX:
JUATHOCTHYECKHM AJITOPUTM U TEPAIIEBTUYECKASI TAKTHKA

JL.LA. BoaxkoBa', A.B. JI100ymkun?

THITKulIK 30pasooxpanenus YO «Benopycckuti 20cy0apcmeenHblil MeOUYUHCKULL YHUBEDCUME »,
2. Munck, Benapyco;
I'Y « PHIIL] 0emckoti onkonoeuu, 2eMamono2u u ummynonoauuy, 0. boposensuwi, berapyco

T'emoduust A — 310 peakoe X-CLEIICHHOE BPOXKICHHOE HAPYIICHUE CBEPTHIBAEMOCTH KPOBHU, 00YCIIOB-
nenHoe aepunutoM akropa ceepreiBanms kposu VIII (FVIII). IIpumepHo y 70% manueHTOB MMEETCs TOIOXKHU-
TENBHBIA CEMEHHBIN aHaAMHE3 10 3200JICBAHUIO ¥ IPUYUHOM SIBISIFOTCS pa3IMYHbIe HapynieHus B reHe F8, komupy-
roumit FVIIIL OnnHaxo, oxosno 30% manueHToB ¢ reMopiiield A He IMEIOT CEMEHHOTr0 aHaMHe3a 3a00JIEBaHus, YTO
00yCJIOBJIEHO BOSHUKHOBEHHNEM CIIOHTAHHBIX WU de novo reHeTndeckux Hapymenuid. Knaccudukanus remodu-



JIMM A TIO CTEeNeHH TSDKECTH OCHOBaHa Ha ocrarouHoi aktuBHocTH FVIIL: Tsokenast popma ycranasimBaercst mpu
aktuBHocTH FVIII <1%, cpennerskenas — 1-5%, nerkas — 5-40%. OcHOBHOE MposiBIIeHNHE TeMOBIIHHA A — KPOBO-
TEYECHUS] U KPOBOU3IIUSIHUS, BOSHUKAOLINE CIIOHTAHHO WJIM BCICICTBUE TPaBMbI. T€HACHINS K KPOBOTOYHBOCTH
MOXXET OOHapYKMBAaThCS YK€ B PaHHEM HEOHATAJIbHOM IepHoje: KedamoreMaroMa, KpOBOU3IHSHHUS B 00IacTH
SITOJTUIT TIPY TA30BOM TIpEUIC)KAaHUN, KPOBOTEUECHHUE U3 ITyTIOYHON PaHKHU, KPOBOTEUEHHS IIOCIIE BAKIIMHALIUH, KPO-
pomznusiHue B [THC.

[IpakTHyeckoe BeZeHUE HOBOPOXKIEHHOTO C PHCKOM TeMO(MINK 3aBUCUT OT CeMeiHOoro aHaMHe3a. Eciu
U3BECTHO, YTO MaTh SIBIIETCS HOCHTENIEM 3a00JIeBaHUs, TO IUArHOCTHKA BKIIOYAET UCCIEAOBAaHNUE ITyIOBUHHON
KpPOBHU Y HOBOPOXKJIEHHBIX MYy»kckoro 1osa Ha yposeHb FVIII u FIX. Eciiu B ceMbe HET NOATBEPKIEHHBIX CIIy4acB
3a00JIeBaHus, TO Y HOBOPOXKAEHHOTO C KPOBOTEUEHHEM MPOBOAUTCS An(depeHIInanbHas NarHOCTHKA KaK MPH-
OOpEeTEeHHBIX HapyIICHUH CBEPTHIBAHUS KPOBH, TaK U BPOXKIAEHHBIX, B TOM YHCJIE U FeMO(MINY C BHIIOJHEHUEM
CKPUHUHTOBBIX KOAryJIOTHUECKUX TECTOB U onpenaenenueM yposus FVII u FIX.

Hamu npencrasieH KIMHUYECKUH cilydail TaKTHKHA Y HOBOPOXKAEGHHOTO C TsDKesol remoduined A. [la-
nueHT [1. 2023 r.p. poauscs B CpOK recTaluu, poabl ectecTBeHHble. CeMeiHbIl aHaMHEe3 110 TeMO(QHIIMU OTpHLIa-
TenbHbIA. B ponome B nepBbie 12 9acoB jKU3HM BBIIIOJIIHEHA BHYTPUMBIIIEYHO BaKIIMHALNS IPOTUB BUPYCHOTO
renaruta B, mocie gero o6pa3oBanack reMaroMa MATKHX TKaHel Oezpa. [IpoBoamiacs 3aMecTUTENbHAS TEPAITUs
CBEKE3aMOPOKEHHON TUIA3MOH; KPHONPEIUITUTATOM; TUIa3MAaTHIECKUM KOHIIEHTPAaToOM (pakTOpOM CBEpPTHIBAHHS
kpoBu VIII; npenaparom, conepxamuM B komMOuHaImu ¢axrops! cBépreiBanus kposu 11, VII, IX, X. Jlns xop-
PEKIMU CBEPTHIBAIOIIEH CHCTEMBI M POQUIAKTHKN FeMOpparuueckoil 00Je3HN HOBOPOXKIEHHOTO Ha3HAUCH BH-
tamuH K. Ha 6-if neHb ku3HM manuenTa BoinodHeHa koarymorpamma: AUTB — 95,9 cek. (R-2,69), I1IB — 14,9
cek. (MHO - 1,2), TB — 18,7 cek. (R—0,93), pubpunoren — 3,88 r\n; akruBHOCTh FVIII — 0,36%); akTHBHOCTH
FIX — 24,7%. YcranoBieH quarHo3: remopmms A, Tsoxenast popma, aktuBHOCTh FVII — 0,36%. YuutsiBast BbI-
siBIICHHOE B Koarynorpamme cHibkenne FVIIIL, B Bo3pacte 3-X MecsIeB NPOBEAEHO MOJEKYISIPHO-TEHETHIECKOEe
uccnenoBanue reHa F8. [1o pesynbraram reHeTudeckoro aHanusa B reHe F8 B 14 3k30He BbIsSBI€HA TeMU3UTOTHAS
opHOHyKIeoTHaHas nenenus c.5078delA, p.Lys1693Arg fs Ter38, pannee onncanHas B IUTEpaTyPHBIX HCTOYHHU-
KaxX ¥ aCCOLIMUPOBaHa C TsKeNIol Gpopmoi reModunnu A.

Takum 006pa3oM, ANArHOCTUUECKUH aITOPUTM reMOUIHN A y HOBOPOX/ICHHBIX C TEMOPPAarHdeCKUMH IIPO-
SIBTICHISIMH BKJIIOYA€T: CEMCHHBIN aHaMHE3, CKDHHHHTOBBIE TECTHI, ONIPE/ICIICHNE YPOBHA AepuuTHOTO (haKTopa.
MonekyaspHO-TeHETHYECKOE NCCIIE0BAaHNE ITOATBEP)KAACT HANN4ne 3a001eBaHus ¥ IPEJOCTABISIET HH(POPMALIUIO
0 TeHOTHI-(QEHOTHITIYECKON KOppeIsiiuy. Bee 3To M03BOMISeT ONpeiesUTh TAKTHKY 3aMECTUTEIBHON Tepariuy IpH
JIIOOBIX KIIMHUYECKUX TIPOSIBJICHUSIX TEMOPPAarnyeckoro CHHAPOMa B paHHEM HEOHATaJIbHOM IEPHOIE.

BJAUAHUE HATOTEHETUYECKHUX ABEPPAIIUM
HA BBIXKUBAEMOCTD BOJIbHbIX MHOKECTBEHHOI MUEJIOMOM

C.B. I'aspuuioBa!, IL.IO. Jlenauna', T.B. Jledenena', M. A. Hckpo?

TV «Munckuti HITL] xupypeuu, mpanchiaumono2uu u cemamono2uuy, 2. Munck, Beiapyce;
2 UTTKulIK 30pasooxpanenus YO «Beropycckuil 20Cy0apcmeeHtblil MeOUYUHCKULL YHUBEPCUMEeN»,
2. Munck, Benapyco

[urorenernyeckue abeppaiyy CYNTAIOTCS Hanbolee MPU3HAHHBIMU POTHOCTUYECKUMH (pakTopaMu He-
OIaronpHUATHOTO TEUCHHUS MHOKECTBEHHOW mmuenomsl (MM), Bkiiouasi Takne BapHaHTHI, Kak t(4;14), t(14;16),
t(14;20), ammmrdukanus/yenmaeHne ancia kormuit 121 [gain/amp(1q21)], nenenns 1p [del(1p)] u nenerms 1 7p
[del(17p)]. 30mOTEIM CTaHAAPTOM KIMHMYECKOTO aHAJM3a MPH FeHeTH4Yeckoi oneHke MM sBisercs metoxn ¢ury-
OpecleHTHOH rudpuan3anyy in situ. Kitaccndeckuii nmuroreHeTHYECKUi aHAIN3 TI03BOJISIET OIIEHUTh BECh KapHo-
THII, OTHAKO UMEET HEeJIOCTaTKU: B OOJILIIMHCTBE CIIyYaeB sIBISIETCS HEMH(POPMATHUBHBIM H3-32 HU3KOW MUTOTHYE-
CKOi aKTUBHOCTH KpaiiHe TuddepeHIIMpOBaHHbBIX IUTa3MaTHYECKHX KIETOK; HU3Kast MHQHUIBTPALHS OITyXOJIEBBIMH
KJIETKAMH KOCTHOTO MO3Ta; MPEUMYIICCTBEHHO BBISBISIIOTCS KIETKH ¢ HOPMAJIBHBIM KapHOTHIIOM; HOPMaJTbHBIH
KapHOTHIT HE CBUACTEILCTBYET 00 OTCYTCTBHU XPOMOCOMHBIX HapyIIEHHH B OITyXOJIEBOM KIIOHE; KIIOHAJIBHEIC
XPOMOCOMHBIE a0eppalliyl BEIBILTIOTCS UG Y 20% ManueHToB; HeT BO3MOKHOCTH orleHuTh MOB. Meton FISH
BBIABIISIET IIUTOTeHETHYECKUe abeppary Ha nHTepdasHbIx kiaeTkax y 80-90% nanuento. Ho Takke nmeer Heno-
ctatku: orpannueHHbIl criekTp JJHK-30H10B; BbICOKAst CTOUMOCTH 30H/O0B.

Omnpenenenne npoduis prucka y MarleHTOB C BIIEPBbIC BRIABICHHON MHO)KECTBEHHON MUEIOMOM U MOA-
JepKaHWe PEMICCHH Y MAIIEHTOB C NMPH3HAKAMU BBICOKOTO PHCKa UMEIOT BaYKHOE KIMHUYECKOE 3HAYCHUE IS
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MIPOUICHNSI X BbDKUBaeMocTH. Hannume nenenmu 17p, Tpancnokanuii t(4;14), t(14;16), t(14;20), amrummduxa-
nuu/yBennyeHnsa yucia konui 1q (gain 1q), nemerwm 1p wim MyTanuy reHa pS3 cuMTaeTcss MPU3HAKOM MHO-
JKECTBEHHOW MHUEIIOMBI BBICOKOTO prcKa. Hanmume moOBIX OBYX (PakTOpPOB BEICOKOTO pHCKa OMpEAeTseTcs Kak
«Muenoma ¢ ABoiHbIM yaapom» (double-hit myeloma), a Tpu u Gosee pakTopa BHICOKOTO pUCKa — KaK «MHUelIoMa
¢ TpoHHBIM yaapom» (triple-hit myeloma). [luToreHeTnyeckie XxapakKTepUCTHKH MHOKECTBEHHON MHUEIIOMBI BBI-
COKOTo pucka cortacHo kinaccuukanuu R-ISS (2014r) cnenyromme: del (17p), t(4;14), t(14;16) [5]. Onnako B
2025 roxy npencTapieHa Kiaccu(uKanys MHOXKECTBEHHOH MuenoMbl Beicokoro prcka CGS (Consensus Genomic
Staging), kotopast umeeT HekoTopbie oTmmarst: del(17p) w/mmu mytammsa TP53, t(4;14), t(14;16), t(14;20) ¢ 1q+ w/
win del(1p32), monoamrensHas del (1p32) ¢ 1q+ wu 6uamensHas del (1p32).

OnmHUM M3 STaroB KOHCONUAAIMH B JICYCHUH TMAIlMEHTOB C MHOXECTBEHHOH MMEIOMOM SIBISETCS ayTo-
JIOTHYHAS TPAHCIUIAHTALNS TEMONOSTHIECKUX CTBOJIOBBIX KiIeTok (ayTo-TI'CK). B Pecnybimke benapyces ayTto-
TI'CK mpoBomuTcs BceM MalMeHTaM, KOTOPhIE SBISIOTCS KaHTUAAaTaMH [UIS MPOBEACHUS BEICOKOIO3HON XHMHO-
tepanuu ¢ ayto-TI'CK cornacHo nncTpykuuu no npumenenuto M3 Pb ot 2018r. «MeTos KOMITIEKCHOTO JISUeHUS
MAI[ICHTOB C MHOXXECTBEHHOW MUEIIOMOI Ha OCHOBE NMIPUMEHEHHUS BRICOKOJO3HOW XMMHOTEPAITUN B COYETAHUH C
TpaHCIUTaHTAIMEH TeMOIMTOITHIECKHUX CTBOJIOBEIX KJIETOK HA PA3IMYHBIX dTarax KOHCOHIAIIII.

Lenb. OueHnTh 00IIYI0 BEDKUBAEMOCTD MTAIJMEHTOB C MHO)KECTBEHHOM MUEJIOMOH IpyII CTaHAApTHOTO U
BBICOKOTO PHICKOB.

B uccnenoBanue BriroueHs! 104 mamuenTa ¢ BepuUIMPOBaHHBIM THArHO30M B riepuon ¢ 2017 mo 2024 rr.,
KOTOPBIM BBIMIOJHSUIOCH IUTOTEHETHYECKOE UcciIeaoBanue. JIist BEISIBICHUS] OCHOBHBIX IIUTOT€HETHYECKUX abep-
panuii ucrons3oBaincs Merox (iryopecuenTHoi rudpuauzamyu in situ (FISH). ITo pesymsratam nuToreHeTmye-
CKOTO MCCIICZOBAHMS MAIIECHTHI OBUIH Pa3[elIeHbl Ha TPYIITEI CTAHAAPTHOTO M BRICOKOTO prcKa. [larueHTsI, nme-
foye u3onupoBanueie mytanun del 17p, t(4;14), t(14;16) nnm coderaHne TaHHBIX abeppanuil OTHECEHBI K IPyTI-
e BBICOKOTO prcka. OcTalbHBIE MAIlEHTHl OTHECEHBI K TPyIIe CTaHAAapTHOrO prcka. OTHajIEHHBIC pe3yNbTaThl
JICYCHHST PACCUUTHIBAIIICH METOJJOM MHOKHUTENBHBIX OomleHOK Kamman—Maifepa. Pe3ynbrarsl aHaNM3a CYUTAIICH
CTaTHCTHYECKH 3HaYMMBIMU 11U p<0,05.

Hutorenernueckue abepparmy oOHapyx eHsl y 65,4% manuentoB (n=68). K rpymme BICOKOTO prcKa OT-
HeceHo 17 mammenToB (25,0%), k rpynne crangaprHoro pucka — 51 marmment (75,0%). Cpean rpynimsl BHICOKOTO
pucka 10 marpenToB umenu t(4;14) (58,8%), 3 marmenra — t(14;16) (17,6%), 2 nanuenrta — myTtanuto TP53 (11,8%).
JBoitras myrtamms (coueranue t(4;14) u t(14;16)) mabmonanace y 2 nanuentoB (11,8%), uTo oTHOCHTCS K TpyIIe
OYEHBb BBICOKOTO ITUTOT€HETHIECKOTO PHCKA. BEDKMBAaeMOCTh OIIEHMBANIACH Cpenu 76 MalueHTOB. [ISTHIICTHSSA BhI-
JKMBAEMOCTb B TPYIIE CTaHAAPTHOTO pHcKa cocTaBmiia 83% (Menuana oOmiel BEDKMBAeMOCTH He OblLIa IOCTHTHY-
Ta), a B TPYIIIE BEICOKOTO prcka —46% (Meanana oOrmmelt BepkuBaeMocty 32 mecsna) (p=0,03) (puc.). Ayronornunas
TPaHCIUIAHTAINS TEMOIIO3THUECKIX CTBOIOBHIX KiIeToK (ayTo-TT'CK) BemonHeHa y 11 maruieHToB rpyIibl BEICOKO-
ro pucka. [Istepeim nanuenram ayto-TT'CK He Oblia BBINONHEHA B CBSI3U C OTCYTCTBUEM OTBETa Ha ITPOBOANMYIO
TEepaIuIo, OAWH MAUEeHT 0TKA3aJICS OT MPOBEACHUS crierduaeckoit Tepamnun 3aboneBanus. [IaTrneTHssa oOmias BbI-
JKIBaEeMOCTb ITAI[FIEHTOB TPYIITHI BEICOKOTO pHcka rmocie ayTo-T1'CK oka3anack BEIIIE IO CPaBHEHHUIO C AIIMCHTAMH
TPYIIIBI BEICOKOTO pucka, kotopbiM ayTo-TT'CK He BhimonHeHa (60% mnpotus 25%) (p=0,24).

BriBogpl. OOmiast BBDKHBaEMOCTh CPEIH MAMEHTOB ¢ MHOXKECTBEHHON MHEIIOMOW TPYIITBI CTAaHAAPTHOTO
pHCKa OKa3anach CTAaTUCTHYSCKU 3HAYMMO BBIIIC, YEM CPEIH MAICHTOB BRICOKOTO PUCKA. AYTOJIOTHYHAS TPaHC-
TUTAaHTAUSI TEMOIIOATHYECKUX CTBOJOBBIX KJIETOK ITO3BOJISIET YIYYIIMTH OOIIYyI0 BBDKMBAEMOCThH IAIIMEHTOB C
MHOKECTBEHHOM MUEIOMOM I'PYIIIbl BBICOKOIO PUCKA.

BAKHOCTDb MOP®OJIOI'MYECKOI'O HCCIEJOBAHUSA MA3KOB
HNEPUP®EPUYECKON KPOBHU Y MAIIMEHTOB C TEMOBJIACTO3AMHU

J.B. T'op6auesa, T.I1. Knsinen
I'Y «PHIII] paouayuonnou meouyunsl u 3kono2uu wenogekay, e. I omens, berapyco

Moporornueckoe HcciieoBaHUE Ma3KOB NepU(EepUIECKON KPOBH SIBISCTCS HE3aMEHHMBIM, SKOHOMH-
4yeckd 3(QEKTUBHBIM H IE€PBOOYEPETHBIM METOIOM B JJMarHOCTHUKE, MH((epeHInalIbHON TMarHoCTHKE, OL[CHKE
3¢ PEeKTUBHOCTHU TEpaNuy 1 MOHUTOPUHIE TeUeHHs reMo0nacTo30B. HecMoTps Ha MosiBIIeHHE BBICOKOTEXHOIOT Y-
HBIX MeTo1oB (mpoTouHast untomerpus, I[P, nurorenernka), Mopdosorus odecrnednBaeT OBICTPYIO M BBICOKO-
MH(POPMATHBHYIO OLIEHKY COCTOSHHSI KPOBETBOPHON CHCTEMBI, II03BOJISISI BBIABUHYThH NEPBOHAYAIBHYO ANArHO-
CTHYECKYIO TUIIOTE3y W ONPENCIUTh JaTbHEHIINI arOpUTM 00CIIEIOBaHHS, a TAKIKE MIPAET KIIIOUYEBYIO POJIb B
MOHHUTOPHHTE JICYCHNS 1 PAHHEM BBISIBICHUH PELIUINBOB.
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AHanu3 Ma3zka KpOBH YacTO CIY)KUT IEPBBIM IIaroM B JMarHOCTHKE TeMOOIacTO30B, MO3BOJISIS 31100~
3pUTh OHKOJIOTHYECKHUI TPOLIECC [0 HAIMYHUIO OJIACTHBIX KIIETOK, «JICHKEMHUYECKOTo IpoBajia» (OTCYTCTBUS IPO-
MEXXYTOUHBIX (DOPM CO3PEBAHMS), BRIPAKEHHOTO JICHKOIMTO3a WM JEUKOTIEHNH, 0a30(pHIBHO-303UHOMUIEHON
ACCOIMAIINH, a TAK)KE KOJMUECTBEHHBIX M KAYECTBCHHBIX H3MEHEHHUHN B JIPYTUX POCTKaX KPOBETBOPEHUS (AaHEMUS,
HAJIMYHE SICPHBIX MPEAIIECTBEHHUKOB — SPUTPOKAPUOLUTOB; TPOMOOIIMTO3 I TpoMOomuTOoIeH s ). Takxke Mop-
(oyorus MO3BOJISAET MPOBECTH NEPBUUHYIO AU(PGEPEHINALNIO MKy OCTPHIMH U XPOHHUYECKHMH JICHKO3aMHu.
[Tpu ocTpeIxX Jeiiko3ax KOIMYEcTBO O1acToB B nepudeprudeckoit kposu >20%. [Ipu xpoHnueckux neiko3ax Ko-
JU4ecTBO OacToB B nepudepudeckoit kposu <10% (B xpoHuueckoil (ase), KJICTKH MPEACTaBICHB B OCHOBHOM
CO3PEBAIOIINMH HJIH 3PENIBIMA (POPMAMHU.

[ocre Hayana e4eHnsT KOHTPOJIBHBIE Ma3KN KPOBH MCIONB3YIOTCS IS OIEHKH OTBETa Ha Tepamnuio. Tak,
HCYC3HOBEHHE OJIACTHBIX KJIETOK M3 MEePH(EPHISCKON KPOBHU SBISIETCS PAHHUM M BOYKHBIM KPHTEPHUEM JIOCTIDKE-
HUSI PEMHCCHH. A B IpoLiecce TUCTIaHCEPHOTO HAOIOCHUS PErysipHOE MCCIIEI0BaHUE Ma3ka KPOBH TO3BOJISIET
KOHTPOJIMPOBATh COCTOSIHUE MAI[IEHTa U CBOEBPEMEHHO BBIABIIATH MOSIBICHUE NMAaTOMIOTHYECKUX KJIETOK, UTO MO-
JKeT CBHJIETEeNILCTBOBATh O peruanBe 3aboneBanus. [losBneHne gaxe eIMHUYHBIX OJIaCTOB K KPOBM HAIlUEHTa B
PEMHCCUH — 3TO paHHHUHA CHTHAJI O BO3MOKHOM BO3Bpare 6osie3Hu. Taxke o MOp(OIOrniecKoMy HCCIICTOBAHHIO
Ma3KOB KPOBH OCYIIECTBIIICTCS KOHTPOJIh MHEIOCYIIPECHH: OICHUBAIOT TIIyOMHY IMOJAaBICHUS KOCTHOTO MO3Ta
(merTponieHHs, TPOMOOIUTOIICHHS), YTOOBI IIAHUPOBATh IEPEITUBAHMS KOMIIOHEHTOB KPOBH M TIOAJICPKUBAIO-
myto tepanuio. Kpome Toro, pesynsrarsl MOpQOIOrHdeckoro aHaiu3a sBISIOTCS OCHOBAaHMEM JUIs Ha3HAYCHUS
Gonee crienn(pUUECKUX U JOPOTOCTOSAINX HCCIIEIOBAaHUN, TAKMX KaK IPOTOYHAst IUTOMETPUS (MMMYHO(pEHOTHUITH-
pOBaHUE), TUTOTEHETUYECKUI 1 MONEKYIPHO-TEeHETHUECKUI aHAIN3, TI03BOJISAS LIEICHATIPABIEHHO ¥ SKOHOMUYHO
BBICTPAMBATh TUATHOCTUIECKHUH aNTOPHUTM.

Taxum 00pa3oM, CpaBHHUTEIHHO MPOCTOW METOJ CBETOBOM MHUKPOCKOIIHU YACPKHBACT CBOIO BEAYIIYIO
MTO3UIMIO Ha HAYaJIBbHOM JTare AUarHOCTHKHU reMo0IacTo30B. MccnenoBanue Ma3KoB mepupepuueckoil KPOBH
MTO3BOJISIET C BBICOKOH J0JIEH BEPOSITHOCTH 3aIl0ZI03PUTH THI I'eM0o0JIacTo3a, HAlIPaBUTh AaJbHEHIIYIO JHarHO-
CTHKY (BBIOpATh MaHelNb A1 UMMYHO(QEHOTUITHPOBAHUSI, LIEJIEBbIC IUTOTCHETHYECKIE U MOJICKYJISIPHBIE HCCIIe-
JIOBaHUs), @ B HEKOTOPBIX CIydasx (OCTPhIi MPOMUETONUTAPHBIN JIEMKO3, BOJIOCATOKJIETOUHBIN JIEHKO3, XPOHH-
YeCKHi TUMQOIUTAPHBIN JIeK03) IPAaKTHYECKH YCTAHOBUTH JAWArHO3 MPH MEPBOM K€ B3IIIAE B MHKPOCKOIL.
HecMmoTps Ha pa3BUTHE BBICOKOTEXHOJIOTHIHBIX METOAOB THArHOCTHKH, MOP(HOIOTHIECKOE CCIIEOBAHNE Ma3-
Ka mepudepudecKoil KpOBH COXPAHSET CBOIO (YHIAMEHTAIBHYIO POJIb KaK TOCTYITHBINA, OBICTPHIN M BRICOKOMH-
(OpMAaTHBHBII METOM, KOTOPBIH OCTAETCS «KPaeyroJbHBIM KAMHEM» B BEACHUH ITALIMCHTOB C TeMOOIacTO3aMHu
Ha BCEX JTanax 3aboyieBaHusI.

TFEMATOJIOTHYECKASA TOKCUYHOCTb XUMHUOTEPAIIUUN OCTPOTI'O
JUM®OBJACTHOI'O JIEUKO3A YV JETEH IO IPOTOKOJIY ALL-MB-2008

AH. Memunenxo', H.H. Knumkosu4?, NL.II. Pomamesckas', E.®. Munypa',
C.A. Xoayaesa’, E.B. Bopucosa!, FO.H. SIpen’

L' TV « PHIII] paduayuornot meduyunvl u sxono2uu yenosexkay, 2. Iomenv, bBenapycsy,
2 YO «Benopycckuii 20cy0apcmeentblil MeOuyuHcKkull yrugepcumemy, 2. Munck, Berapyce,
3 YO «l'omenvckutl 20cyoapcmeenvliit MeOuyunckull yuueepcumemy, 2. Iomens, Benapyco

B nocnennue roxpl HaGmogaeTcs ymy4dlleHHe o0mIeil BBDKMBAeMOCTH IIPU OCTPOM JIMM(pOOIaCTHOM JieH-
ko3e (OJIJI) y nereit, koTopas B HacTosIIee BpeMsi cocTapisieT okoino 80-90%. DTo cTamo BO3MOXKHBIM C BBEZIE-
HHUEM B IIPAKTHKY COBPEMEHHBIX CXeM KOMOMHUPOBAaHHON XMMHOTEPAINNH, HO B TOKE BPEMs, TAIIUEHTHI BO BPEMsI
JIeUeHHs MOABEP>KEHBI PAa3BUTUIO CEPHE3HBIX OCIOKHEHHMN murocTtatnueckod tepamuu [Kopkxuna 10.C.,2023].
TOKCHYHOCTH MOXKET CYIIECTBEHHO ITOBIUSTH Ha IIPOBOANMOE JICUCHNE U MCXO/ 3a00JICBaHMsI, TaK KaK BOSHUKAET
HEOOXOAMMOCTb B IIEpephIBaX MEX/y BBEJICHUSIMHU LIMTOCTATHKOB, CHIYKEHHUE /103 WU MOJIHOW OTMEHE XUMHUOIIpe-
napatoB. J[aHHBIE TUTEPaTYPHI MOKA3bIBAIOT, YTO MIPEPHIBAHHUE TEPAITUH, BEI3BAHHOE TOKCHUYHOCTBIO, TAKXKE MOXKET
YXYIIIATE pe3ynbTarhl JedeHus [A.Yeoh, 2017].

[IpoBenen aHamu3 CTPYKTYPBI W H4aCTOTHl TOKCHYECKUX OCIIOKHEHHH IONMXUMHOTEPANUU IO MpO-
rpamme ALL-MB-2008 y 41 pebenka B Bo3pacte oT 1 g0 18 JeT Ha MOMEHT ITOCTAaHOBKH JUArHO3a OCTPOTO
nuM¢poOIacTHOTO JeiKo3a U3 MPEIIeCTBEHHUKOB B KIeTOK, NOTy4YaBIIMX JICYEHNE B TEMaTOIOTHYECKOM OT-
nenenun s getedt I'Y «PHIIL paguanuoHHOW MeAMIMHBI U AKOJOTUU 4YeloBeka» (I. ['omens) B mepuon
mait 2008 r. — HOs0pb 2014 1. Pacnpenenenue no reHIepHON NPUHAMIEIKHOCTH OBUIO paBHOBENUKHM — 21
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Manbuuk (51%) u 20 neBouek (49%). Menuana Bo3pacta coctaBmia 4,6 net. Y 80,5% (33 peOenka) u3 Bcex
naiueHtoB auarnoctuposan BIl (common B) ummynodpenorun OJIJI numdobnactHoro neiikosa, n'y 19,5%
(8 mereit) BIII (mpe-B) Bapuant OJIJI. Bece getu, nomydasmmue nederue no npotokory ALL-MB-2008 6sutn
CTPaTU(UIMPOBAHBI 10 TPYIIIIAM PUCKA B COOTBETCTBHUH C IIPOTOKOJIOM, I7I€ YIHUTHIBAJICS BO3pacT peOeHKa Ha
MOMEHT IIOCTaHOBKH JAMarHo3a, HHUIMAJIbHOE KOJNYECTBO JIGHKOIUTOB B KPOBH, MOPAKEHNE CPENOCTEHUS,
pasMepsl cene3eHkH, Hannure XxpomocoMubix aHomannii (BCR-ABL, MLL-AF4, TEL-AMLI1), a Takxe re-
MaTOJIOTUUYECKUl OTBeT Ha 36-ii nens Tepanuu. CTaHaapTHas Ipynna pucka onpesenesa y 29 naiueHToB, 4To
coctaBuiio 70,7%, mpomexyTounas rpynna y 11 gereii-26,8%. 1 pebenok (2,4%) c neiikonuro3om 6omiee 100
x109/1 momydan neyeHue Mo MporpaMMme BBICOKOM Tpynmbl pucka. [larunetHsas O0eccoOpITHIHAS BBIKHUBAC-
Moctb (EFS) B rpymme nccnenoBanms cocrasuina 80,5% (33 pebenka), nretanpHOCT — 14,6% (6 mammeHTOB),
IIPH 3TOM CMEPTh B PEMUCCUH OT TOKCHYECKHUX OCIIOKHEHHH COCTaBMIIA ITOJOBHHY BCEX CIIydaeB JIETAIHHOTO
ncxona. OneHka MHTEHCUBHOCTH MTOOOYHOr0 ACHCTBHS IIUTOCTATHYECKOI TEepanuu MpOBOAMIACE HA 3TArax
WHAYKIMH, KOHCONHMJAIMH ¥ TOAIEPKUBAIOLIEH XUMUOTEPANUK C HCITOJIb30BAaHUEM IIIKAJIbI OLEHKHW TOKCHY-
HocTH comntacHo nporokony ALL-MB-2008 u Common Toxicity Criteria HannmonaibHOT0 MHCTUTYTa paka
CHIA (National Cancer Institute, NCI) 2 mepecmoTp.

[Ipu ananuze ocnoxuenuit Tepanuu OJIJI ycTanoBieHo, 4To Hanbosee 9acThiM MoO0YHBIM 3 (HeKToM Xu-
MHOTEPANIEBTUYECKOTO JICYSHUS SABISETCSI MHEIOCYIIPECCHBHOE JICHCTBHE IIMTOTOKCHYECKOH Teparnuy Ha TeMoIo-
93. Tak remarosiornyeckas TOKCHUHOCTb Ha MPOTSHDKEHUHU BCEro JieueHus ormevanack y 100% nereid.

Anemun 3-4 crernieHu, TpeOyrole IPOBEICHHs 3aMECTHUTENBEHON Tepanuy, 3ahuKCHpoBaHsl y 36 manu-
eHToB (87,8%). Ilpu cpaBHEHNH 4aCTOTHI M TSDKECTU MPOSBIECHUS aHEMUU Ha PA3IMYHBIX dTamax XUMHUOTEPAITUN
JOCTOBEPHO Hale HaOIIoJa0oCh BOSHUKHOBEHIE aHEMHUH TSDKEJIOHN CTereHH Ha atanax uHAyknud (p<0,0001) u
xoHconmuaarmit (p<0,0001) mo cpaBHEHHIO C ATAITOM MOIEPKUBAIOIICH Tepanri. Takke CTaTUCTHIECKH 3HAINMO
yarie HaOIIIanoCch CHIDKCHIE TeMONIIOONHA y AeTel Ha ATare HHAyKunonHoi Tepamuu (p<0,001) mo cpaBHeHHIO
C 3TaroM KOHCOJIIAIHH.

Jlerkue ¢opmbl TpoMOoIMTONIEHNH (1-2 CTENEeHW) COCTaBWIM 4yTh OOJiee YeTBEpTH BCEX CIIyyacB
(26,8%). Ocuosnast gonst (60,1%) TPOMOOIIUTONIEHUU TPUXOAUIACH HA 3 CTEIICHh TOKCUYHOCTH U, KaK IPaBH-
JI0, COMPOBOXKIANACh FEMOPPATHIECKUM CHHIPOMOM, a TaKXkKe TpeboBaia 3aMECTUTENbHON Tepamuu TpoMOo-
OUTHBIMA KOMIIOHEHTaMH KpoBH. [loctoBepro game (p<0,0001) mo cpaBHEHHIO C IPYTHMH dTAallaMU TEPaITHH
TPOMOOLIMTOIIEHHUSI OTMEUEHA Ha dTare WHAYKIHOHHOH Tepamuu y 33 mereit (80,5%), mpuuem tspxenon 3-4
crenieHu y 26 denoBek (63,4%)

BrIpaxkeHHOCTH HEHTPOIIEHUH, B OCHOBHOM, COOTBETCTBOBaJIA TSKEJIOH CTENEeHH TOKCHYHOCTH. HelTpo-
neHus 4 CTENeHH 3a BeCh IepuoI JIeueHus HaOmonanace y 36 nereit (87,7%). Ha srtane unaykuuu y 35 nereit
(85,3%) u Ha sTane KoHCOMUAANUHN y 26 manueHToB (63,4%) OTMEUCHO CHIDKEHUE KOIMYECTBA HEUTPOPIIIOB B
nepudeprnyeckort kposu Hroke 0,5 x109/m. Ha stame monaep kuBaromieii Tepanuy 3TOT ITOKa3aTeNb 3aQUKCHPO-
BaHy 12 mereit (29,3%).

[To nmeronMMcst TaHHBIM, JUIMTEIBHOCTh M BBIPR)KEHHOCTh HEHTPOIICHUH SIBJISIETCS. BAXKHBIM (DaKTOPOM
pa3BuTHs MHEKIMOHHBIX ociokHenui [Bate J.,2009]. [Tatodusnonornieckasi 0coOEHHOCTh OMYXOJIEBBIX KIETOK
UH(UIBTPUPOBATH KOCTHBIA MO3T U BBITECHSATh HOPMAJIbHBIE POCTKH KPOBETBOPEHHS, a TAK)Ke HEN30UpaTeIbHOE
JEeWCTBHE IUTOCTATUYECKOH TepaIriy MPUBOIUT K allIa3ud KPOBETBOPEHUS, YTO HEM30EKHO MPUBOIUT K Pa3BHU-
THIO 1e()eKTa IMMYHHOM CHCTEMBI C HapylIeHHeM (QYHKIIMH HEHTPO(HIOB, T'yMOPAJIFHOTO M KJIETOYHOTO 3BEHA
NMMyHHTETa. VIH(PEKIIMOHHBIC OCIOXKHEHHS, KaK ¥ TeéMaToJIOTHYecKasi TOKCHYHOCTb, HAOIIOAAINCh Y BCEX JleTel
W TIPaKTHYECKH BO BCEX CIIydasx ObLIa CONPSDKEHA C HEMTPOIICHHEH.

BriBosr:

1. ITpu neuenun octporo aumMpooaacTHOro seiiko3a no nporokony ALL-MB-2008 y 100% nereii ormeua-
JIOCh Pa3BUTHE TEMAaTOIOTMYECKONH TOKCHYHOCTH.

2. CTaTHCTHYECKH AOCTOBEPHO 3HAYMMO Hallle TeMaTOJIOTHYECKass TOKCHYHOCTh Pa3BUBAINCH HA 3Tarax
WHIYKINOHHOH M KOHCOIMIUPYIOIIEH Tepanuy Mo CPaBHEHUIO C ATAIOM ITOJ/ICPKHUBAIOIIECH Tepanuu, 4To 3aK0-
HOMEpPHO 000CHOBaHO 00JIee HHTCHCHBHBIM PEXUMOM XUMHOTEPAIHH U 00JIee BHIPA)KCHHBIM 00BEMOM OITyXOJIH
B /1e010Te 3a00JICBaHUS U Ha HauaJIbHBIX 3Talax Je4eHHs

3. HpOBe)IeHI/Ie COBPEMEHHBIX CXEM COHpOBO}II/ITCJ’[LHOﬁ TEpalrU y NMau€HTOB, IMOJyYaBUIINX JICUHCHUE 10
mpotokory ALL-MB-2008 mo3BossieT CHU3UTh 9acTOTY U TSKECTh TOKCHYSCKUX OCIIOKHEHUH.

4. Tlporpammuas mommxumuoTeparnus ALL-MB-2008 spnsercs 3(p¢GeKTHBHBIM TMPOTOKOIOM JICUCHHS
ocTporo JuMQoOIacTHOTO JIelko3a y IeTel ¢ yIpaBisieMbIM Ipo(uIeM TOKCHIHOCTH.
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OJITHOUT OJIbHBIV TEMOJANUAJINA3. TEXHUUYECKHUE OCOBEHHOCTHA
U OBJIACTH IPUMEHEHUA

A.B. JlenncoB, C.A. XaganoBu4
I'Y «PHIIL] paduayuonnoii meduyunsl u 9K0102UU Yernosekay, 2. I omens, berapyce

OnuHouronbeHbii remoananus (Single-Needle Dialysis, SNHD) — 510 MeToa1Ka IpoBeieHHs ceaHca Touey-
Ho-3amectutenbHol Tepanuu (I13T), npu KoTopoii 3a00p U BO3BPAT KPOBU OCYIIECTBISIETCS OOUSPETHO Yepe3
OZIHY U Ty Xe UIITy (KaTeTep), yCTAHOBJICHHYIO B COCYIHCTOM JOCTYIE. DTO JOCTUTAETCs 32 CUET UCIOJIB30BAHUS
CIeLaIbHON OTHOUTOILHON CHCTEMbI HA MOHUTOPE TeMO/INAIN3a U COOTBETCTBYOIIETO PeXKUMa pabOThI HAcOCa.

[puHuun pabots! ogHouronsHoro remonuanusa (OI'J]) ocHoBan Ha (azoBoM paznenenun ceanca [13T Ha
JIBa MTOTIEPEMEHHO ITOBTOPSIOLIMXCS 3TAla BHYTPH OHOTO [UKJIA:

- (haza acnmmparmu (3a6opa kpoBu). KpoBb 3a0MpaeTcst 13 COCYAICTOrO JOCTYTIA Yepe3 eANHCTBEHHYIO HITTY
C BBICOKOH CKOPOCTBIO KPOBOTOKA M TIOCTYIAET B 3KCTPAKOPIOPATIBbHBINA KOHTYP AUAIN3ATOPa;

- (haza penH}y3un (Bo3Bpara KpoBu). OunilieHHass KpOBb BO3BpAILAETCs Yepe3 Ty XKe CaMylo UMY B IpoO-
cBeT cocyna. Hacoc B a10ii (paze paboraet B 00paTHOM HalpaBICHUH.

s ocymectsiienus ceanca [13T mo metomuke OI'J] nuanu3HbIA anmapar OCHAIIEH:

- ABYXIIOPITHEBBIM HACOCOM (I/IJ'II/I CII€LMaJIbHBIM KJIallTaHHBIM MeXaHHSMOM), KOTOpBIﬁ TMMONEPEMEHHO IIEPE-
KJIIOYaeT HalpaBJIeHUs [T0TOKA;

- KOMIPECCHOHHOM Kamepoi (OydepHbIM pe3epByapom). Bo Bpems (a3l actipaniy 4acTb KPOBH BPEMEH-
HO HaKaIlUTUBaeTCs B 3TOM pe3epByape. Bo Bpemst (a3bl peuH(py3UH KpOBb U3 pe3epByapa BO3BpalIaeTCs alleH-
TY, [IOKa IMAJTN3aTOP NPOAOIDKAET OUUIIATh HOBYIO MOPLUIO KPOBU M3 KOHTYpa. DT0 obecreunBaeT GpakTHIecKyro
HENPEPBHIBHOCTH NPOLIEcca, HECMOTPS Ha ITyJIbCUPYIOLINI XapaKTep KpOBOTOKA.

O6mas 3¢ dexTHBHOCTS IPOLETyPHI 3aBHCUT OT COOTHOLIEHUs BpeMeHH (a3 (00br4HO 1:1 mitn ¢ HeOob-
0¥ OIPaBKOi), 9acTOTH UKIOB (006r9HO 70-100 IMKIOB B MHHYTY) U 33JaHHON CKOPOCTH KPOBOTOKA.

IIpeumymectsa OI'/l;

- COXpaHeHHe cocyaucToro nocryna. CHU)KEHHE TpaBMaTH3alUK COCYJa BCETO OIHOM MyHKIMEH BMECTO
JBYX, YTO MOTEHIUAIBHO YMEHbBIIAET PUCK (POPMHUPOBAHHS aHEBPHU3M, CTCHO30B U MPOAJICBACT KHU3Hb (DUCTYJIbI;

- yooOcTBO [uisl manyeHTa. MeHblue O00JIe3HEHHBIX MYHKLIHMA, YTO 0COOEHHO aKTyallbHO [UIS HAL[EHTOB C
(hoOHAMU MM TP MYHKIMY U KaTeTEPU3aLIH CIIOKHBIX yYaCTKOB apTEPUOBEHO3HOM (uCTyIbI;

- pewienue npoOeMsl orpanndeHHoro gocryna. O/l siBnsieTcs eqMHCTBEHHOM BO3MOXKHOCTBIO ITPOBECTH Ce-
anc 13T npu HEBO3MOXXHOCTH HCIIOIB30BATh IBE UIVIBI WM LICHTPaJIbHBIA BEHO3HBIH KaTeTep OOJIBIIOro THaMeTpa;

- CHW)KEHHE PHUCKa PELHMPKYIILHHU, CBI3aHHON ¢ HENPaBMJIBHBIM PACIIONIOKEHHEM JABYX HIVI, TaK KaK HC-
HOJIb3YEeTCS OJIHA TOUKa BXO/A/BBIXO/IA.

Henocrarku OI'/l:

- 3¢ (EeKTUBHOCTH HIKE, YeM Y IBYXHUTOIBHOTO TeMonani3a (6onee arskuid Kt/V). IIpepbIBUCTEIN Xapak-
Tep KPOBOTOKA MPUBOJHUT K HEIOJHOW YTHIIM3ALMK JHAIU3aTOpa: MeMOpaHa Juann3aTtopa UCIIONb3yeTcsl MeHee
3¢ GeKTHUBHO, MOCKONBKY B (hasy peundysuu npouecc auddys3un npekparnaercs. Takxe omucad GEeHOMEH pe-
LUPKYISIUKA BHYTPU UL B MOMeHT nepekirouenust a3 HeOobIIoiH 00beM TOIBKO YTO BO3BPAIEHHOW KPOBU
MOXXET HEMEIJICHHO 3a0UpaThCsl, YTO CHIDKACT 3)(HEKTHBHOCTh OYUCTKH;

- IUIsL JOCTHOKEHUSI TOTO )K€ YPOBHS KIIMPEHCA, YTO U MPHU IIBYXUTOJIBLHOM METOAE, YacTo TpeOyeTcs yBelu-
YHUTH NMPOJODKUTEILHOCTh CEaHCa;

- TeMOJIMHAMHY€eCKasi HeCTaOMIBHOCTS. [1yIbCHUPYIOIINI TOTOK KPOBH MOXKET XYK€ IEPEHOCHUTHCSI MalleH-
TaMH, CKIIOHHBIMH K THITOTEH3UH BO BpeMst ceaHca [13T;

- TpeOyeTcs MaKCHMAIBHO TIIATeNBHBIN TOA00p HACTPOEK ammapara (COOTHOIEeHHE (a3, 4acTOTa IIUKIIOB)
JUISi MUHHMU3AIMU PELUPKYIISLIUHA U ONTUMU3aHK 3D (HEKTUBHOCTH;

- OrpaHUYCHHE 110 CKOPOCTH KPOBOTOKAa: MakcumanbHas addexTrBHas ckopocTh kpoBotoka y OI'J] orpa-
HUYCHA TEXHUYECKU M OOBIYHO HUXKE, YeM Y IBYXUTOJIBHOIO TeMOJHAIN3a.

[oxazarmmsa k mpumenenuto. OI'J[ ve sBisercs metomom [I3T BeIOOpa, a BRIHYKAEHHOW albTepHATH-
BOW CTaHJIQPTHOMY JBYXHMIOJILHOMY reMoJuanu3y. Ero npuMeHeHne onpaBIaHo B CIEIYIOINX CIIydasx:

- UIMEIOIINECS OIPaHUYEHHsI COCYMCTOrO JIOCTYIIA: HEIOCTAaTOYHBI KPOBOTOK B apTEPHOBEHO3HOH (PHCTY-
ne st obecriedeHus TpeOyeMoil CKOPOCTH KPOBOTOKA Yepe3 JABE MIVIBL; HEIaBHO ChOPMUPOBAHHBIA COCYIUCTHIN
JOCTYTI, KOTOPBIH eIlle He MOXET BBIAEPIKATh TOCTOSHHYIO BHICOKYIO HArPy3Ky JBYMS UIJIAMH; TIPOOJIEMBI C ITyHK-
IHeN U KaTeTepu3anueil CoCyIUCTOro AOCTyIa, TPYAHOCTH B IIYHKIIUHU JOCTYTIA A7l YCTAHOBKH JIBYX WUIUI (HAIIpH-
Mep, TIPU HEOOJIBIION TUTOMIAIN JOCTYITHOTO CErMEHTa COCy/a);
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- y TAIMEHTOB C OCTPHIM MOBPEKICHAEM MTOYCK B YCIOBUSIX OTIICIICHUS PEAHUMAIIMU W HHTCHCUBHOM Tepa-
[IUH, IMEIOIIMX TOJBKO BPEMECHHBIH IICHTPAIbHBINA BEHO3HBIN KaTeTEp MAJIOTO UaMeTpa, KOTOPbIH He MOXKET 00e-
CIEYHTD aJCKBATHBIN KPOBOTOK VIS CTAHAAPTHOTO THANIN3a, IIPH OTCYTCTBHH BOSMOXKHOCTH YCTaHOBKH KaTeTepa
OOJBIIeTo AnaMeTpa;

- B MEAWATPUICCKON MPAKTUKE, TIe BO3SMOKHOCTH JJISI 00ECIIEYCHHUS aJeKBaTHOTO COCYAHUCTOTO MOCTYTIa
4acTO OTPaHUYCHBI,

IIpoTtuBomnokazanus. AGCONIOTHRIM MPOTHBOMOKa3anueM K OI'J] sBnsieTcs 0TKa3 maIreHTa oT ero MmpoBeie-
uust. Meron OI'J] HeaddekTHBEH U HE IPUMEHSIETCS TIPH:

- HeCTaOWJIFHON TeMOAMHAMHKE, OCOOCHHO IpH BBIpakKeHHON rumoreH3uu. [lynpcupyromuii xapakrep
KPOBOTOKAa MOXKET YCYTyOIIATh HECTaOMIIFHOCT apTEPHAIBFHOTO TABICHHUS;

- HeaIeKBaTHOM COCYIICTOM JIOCTYTI€ C HU3KUM KPOBOTOKOM, HE YIOBJICTBOPSIOINM JTa)Ke MUHHUMATbHBIM
TpeboBanusm OL/];

- COCTOSTHHSIX, TPEOYIONMX MaKCHMATbHO 3()()EKTUBHOTO M OBICTPOrO yIallCHHs KUAKOCTH. DPPEKTHB-
HOCTh yibTpadmisrparuu y OIJ] Huxe, 4eM y CTaHAapTHOTO JBYXUTOJBHOTO TeMOIHANIN3A.

Taxkum 06pazoM, B COBpeMeHHOU MenuiHcKon npakTuke OIl, ¢ yueToMm ero HeJOCTAaTKOB U OrpaHHYe-
HUH, HEe clienyeT paccMarpuBaTh Kak Metox [13T BeiOopa, HO JOKEH OCTaBaTHCS B KA9€CTBE PE3EPBHOTO METOIA
B CIy4asiX KIMHUYECKUX CUTYalMH, UCKIIIOUAIOIIUX [TpoBeaeHUe IByXuronbHoi [13T.

HOCTAUIIIOINNOHHAA TEMOIUA®UIBTPALIUSA: MEXAHU3M,
OCOBEHHOCTHU, KPUTEPUU OHEHKHU DOPPEKTUBHOCTHU

A.B. lenucoB, C.A. XanaHoBu4
I'Y « PHIIL] paouayuonnoil meouyunsl u sxor02uu yenosexay, e. Iomenv, benapyco

Hoctoumonnonnas remoanadunsTparyst (I1I1D) — BeicokorhGEKTHBHBIN METO MOYEIHO-3aMECTUTEIh-
Ho#t repanuu (I13T), coyeraromuii B cede aBa OCHOBHBIX MPHHIUIA OYUCTKH KPOBH:

- mudysns (remopnanus);

- KOHBEKIMs (reModuiIbTpanus).

I'maBHast ocobennocts Metoaa [III® cocTout B TOM, 4TO 3aMemaoUid pacTBop (CyOCTUTYAT) BBOJHUTCS
B OKCTPAKOPIIOPATIBHBIA KOHTYp MOCIE AUann3aropa (Ha JMHUM BO3BpaTa KPOBH K MaiyeHTy). [Ipn 3ToM KaxbIit
ceanc [1['/1® BkitouaeT B cebs CIEAYIOMNE KITFOYeBEIE MOMEHTHI:

- KPOBB ITAIIEHTa HA NPOTSDKEHNH CeaHca IIOCTOSHHO 3a0MpaeTcs U3 COCYANCTOTO JOCTYIIa B SKCTPAKOPIIO-
paJIbHBIA AUANTN3HBIN KOHTYP, HEIPEPHIBHO IPOXOANT YEPe3 JUAIU3aTOp M BO3BPAIAETCS MAlUEHTY;

- HEMOCPEACTBEHHO B THAJIM3aTOPE MPU OAHOBPEMEHHO IPOUCXOJAIINX Npoueccax Aupy3un U KOHBEK-
IIUH IPOUCXONT yAaJIeHIEe HU3KOMOJIEKYISIPHBIX TOKCHHOB (MOYEBHHA, KPEATHHHH, JIEKTPOJIUTHI) 3a CUET Irpau-
€HTa KOHIIEHTPAINHU Yepe3 MOMYIPOHUIIAEMYI0 MEMOpaHy, a TAKXKe YIaJICHUE CPETHEMOIEKYIAPHBIX U KPyITHOMO-
JIEKYISPHBIX TOKCHHOB (PB2-MHUKpOTIIOOYIIHH) 32 CYET TpaHCMEMOPaHHOTO aBieHus. JKHIKOCTh C paCTBOPCHHBIMH
B Hell BeniecTBaMu (yIbTpaduIIBTPar) IPOXOJHUT Yepe3 IMOpbl MEMOpaHbI AUAIN3aTOPa;

- TIOCKOJIbKY 00BEM TUIA3MBI B KOHTYPE MOCIIE AUANIN3aTOpa 3HAUUTEIEHO YMEHBIIAETCS 33 CUET yAaleHHs
yAbTpaduIBTpaTa, B IMHUIO BO3BpaTa KPOBH allapaTHO MONAETCsl CTEPUIIbHBIN allMpOTreHHbIH CyOCTUTYaT B 00b-
eMe, PaBHOM 00beMy YIaJIeHHOTO YiIbrpaduibTpara. DT0 HEOOXOAMMO Uil NOACPKaHUsI TeMOANHAMHUYECKOM
CTaOMIBHOCTH MAIMEHTA ¥ BOCTIOIHEHHS 00beMa IIMPKYIUPYIOIIEH T1a3MBbl.

Jus apdexruBnoro nposenerns ceanca [II1D Tpebyrores:

- CIIeIMaJbHBIC TUAIN3aTophl ¢ BhicoKonpoHunaeMbiMu (high-flux) memOpanamu, KoTopsle UMEIOT OB~
MK pa3Mep IOop U BBICOKUH Kod(duImeHT ynsTpadiIbTpaliy, 4To, B CBOIO OYepe/lb, NO3BOJSIET d(PEKTUBHO
yIAIATh CPEHUE U KPYITHbIE MOJIEKYJIBI;

- bonbuine 00bembl 3amerieHus. JpdexkruBaocts [1IJID HanpsiMyto 3aBUCUT OT oObeMa cyOcTUTyaTa.
MunuManbeHEI 3¢ QeKTHBHEIN 00beM cyOcTHTyaTa: 23 1 3a ceaHc NPOAODKUTEIBHOCTRIO 4 Yaca s Mmalu-
enTa maccoi 70 kr;

- ONTHMAaJIBHBIA COCYAMCTHIA TOCTYII, CIIOCOOHBIN 00eCIeYnTh CKOPOCTh KpoBoTOoKa >300 mu/mMuH. Tako-
BEIM SIBIISIETCS apTeproBeHo3Has ¢ucrtyna (AB®). Llenrpanbabie BeHO3HBIE KaTeTephl Oosbroro auamerpa (11F
1 OoJiee) He CIIOCOOHBI 00ECTICYNTh CTAOMIIBHYIO BBIIIEYKa3aHHYIO0 CKOPOCTh KPOBOTOKA;

- TWAJIM3HBINA ammapar co BCTPOCHHOW CHCTEMOW MOAa4X CyOCTUTYyarTa 3a CYET ero MPUrOTOBICHUS U3 THa-
JM3aTa B OHJIANH-pEXXUME.
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IIpeumymectsa III'/ID 10 cpaBHEHUIO €O CTAaHJAPTHBIM FEMOAUAIN30M 3aKIIIOYAI0TCA B:

- 0oee 3¢ (EeKTHBHOM YIaJICHHH HIMPOKOTO CIEKTPa YPEMUICSCKHX TOKCHHOB (OT MAJIBIX JI0 CPEIHUX MOJIEKYIT);

- CHIDKEHHE 4acTOThI runepdocharemun;

- YITydIICHUH TT0Ka3aTeae HyTPUTUBHOTO CTaTyca U CHIDKCHNE YacTOThl aHEMUH;

- YIIydIIEHUH Ka4ecTBa )KU3HU MAlleHTOB;

- yd1Iei reMotMHaMuaecKas crabmibHoCTH. bonee pusronornuHoe BocronHeHne oo0beMa 1 yiaJieHue Ba3o-
AKTUBHBIX BEIIECTB CPETHEMOIEKYISIPHOTO BECa CHIKAET YaCTOTY TMIOTEH3MBHBIX AITU30/10B BO BPEMSI IPOLIEAYPHI.

Henocrarku III'JI® u cBsi3aHHbIE ¢ HUMU OTPaHUYEHUS:

- BBICOKHE TPeOOBaHUS K COCYJUCTOMY JOCTYILy: MUPOKHi npocBeT AB®, BO3MOXKHOCTB pa3MeIleHHs UITT
Ha MaKCHMAaJIbHOM YJIaJICHHH JIPYT OT APYTa;

- HeoOXOANMOCTh IPUMEHEHHMS 00JIee TOPOTHUX AUAIN3ATOPOB M OOJIBIINX 00BEMOB CTEPHIIBHOTO 3aMella-
IOLIETO PacTBOPa;

- BO3MOXXHBIM PHCKOM OCJIO)KHEHHWH, CBA3aHHBIX ¢ MH(Y3ueH cyOcTuTyata (MUHUMHU3UPYETCS COBPEMEH-
HBIMH CHCTEMaMH YIIbTpa(uIIbTpaluy OHJIalH-MaIn3aTa);

- HECEJICKTUBHOCTBIO KOHBEKTHBHOTO TPAHCIIOPTAa — MOTYT YAANIATHCS HEKOTOPBIE aMHHOKHCIIOTHI, BUTa-
MHHBI U TOPMOHBI.

Kpurepun ounenku a¢pexrusroctr I1IJID MoKHO pa3nenuTs Ha HECKOIBKO OCHOBHBIX I'PYIII: KMHETHYE-
CKHe, KIIMHUYECKHE U JJabOpaToOpHEIE.

1. Kunetnueckue kputepun. Onpeaemnsior agekBaTHocTs ceanca [13T:

— o0beM cyOctuTyara. lleneBoii mokasareinn: Oosee 23 11 3a ceanc win 6osee 25% o0bema 00paboTaHHOM
KpoBH. Pacyer MpoucxXoauT anmnapaTrHo B aBTOMaTHUECKOM PEXUME;

— Kt/V exxenenenpusrii. LleneBoit ypoBeHs: >2.1 s CTaHOAPTHOTO TPEXPa30BOTO AMAN3a, OOIIEH mpo-
nowkuTenbHOCTRIO 12 w/Hen. s IITJI® nocturaercs mpoie 3a cueT BHICOKOH 3P GeKTHBHOCTH. SBiseTcs oc-
HOBHBIM I10Ka3aTeJIeM KJIMPEeHCca HU3KOMOJIEKYISIPHBIX BEIIECTB (MOYEBHHBI).

— ypoBeHb P2-MHKpOIIOOYJIHHA B CBIBOPOTKE. SIBISETCS «30JOTHIM CTaHIApTOM» OLEHKH dPderTus-
Hoctu [ITJAD. TITID cuuraercst 3¢dGHeKTUBHOM, €clyM NPUBOAUT K CHWXKEHHIO NPEIHAIN3HOTO YPOBHS [32-
MUKporooynrHa Ha 25-40% 1 m03BOJISIET MOAAEPKUBATh €TO CTAOMIBPHO HU3KYIO KOHIIEHTpAIuio (<20-25 mr/m)
B JIOJITOCPOYHOM MEPCIEKTUBE;

— xipeHc B2-mukporodynuna. DddexruBnas [P odbecnieunBaer kimpenc >60-70 Mi/MUH.

2. Knuanueckue KpuTepuu:

— cTabMIBHOCTH TeMoAnHaMUKHU. CHIDKEHNE KOJIMYECTBa AMU30/I0B TUITOTEH3MH BO Bpemst ceanca [1I/1D;

— KOHTPOJb ypoBHS (ocdaror. Yiyumienue KOHTposst runepdocdaremun 3a cyer dosee 3hHEKTHBHOTO
KOHBEKTUBHOTO y/IaJICHHUS;

— BO3MOXKHOE CHIDKCHHE NMOTPEOHOCTH B MpemnapaTax 3pUTPONOATHHOBOTO Psifia U3-3a JYIIETo YIalCHNs
MHTUOUTOPOB HPUTPOIIOI3A;

— yJIy4LIeHHEe OOIIEero COCTOSHUS M Ka4eCTBa KHU3HU: YJIy4IICHHE alllleTUTa, CHIPKEHNE YaCTOThI «CHHPO-
Ma IoCTIeIMaIN3HON YCTAIOCTHY, YilyUllleHne (pU3ndeckoil akTHBHOCTH U KOTHUTUBHBIX (QyHKIUH.

3. JlaGoparopHble KpUTEpUU:

— CHIDKCHHE ypoBHeH C-peakTHBHOTO OelKa U MHTePIeHKUHA-0 B TOJITOCPOIHOH MEPCIICKTHBE;

— VnyudmieHue mapameTpoB (YHKIUK cepana (Mo AaHHBIM YIBTPa3BYKOBOTO HCCIIEAOBAHUS), CHIKECHHE
KECTKOCTH apTepHaAIbHOM CTEHKH 3a CUET CHIKEHUsI KOHIIEHTPAIMK KapJHOBACKYIISIPHBIX MapKepOB.

Saximouenue. [1I71D npencrasisier coboit hr3nonornyHbIi 1 3pHeKTHBHBIN METOI OYMCTKU KPOBH Y TTAIIMEHTOB
C TEpPMHUHAILHOM MOYEYHON HEIOCTAaTOYHOCThIO. Ee mpenMyinecTBo — coderanne npoueccoB auddy3un 1 KOHBEKIIUH,
obecreurBaroiiee 3QHeKTHBHOE YIaIeHHE ITUPOKOr0 CIIEKTPa YPEMHUUIECKUX TOKCHHOB. Ba)kHel M TpeOOBaHHEM SIB-
JsieTCs JOCTIDKEHHE MaKCUMAJIBHO BEICOKOTO 00BheMa cyOcTutyara B xoze ceanca [ /1D, uro TpeGyeT Ge3ympedHoro co-
CYAWCTOTO JJOCTYIIa ¥ COBPEMEHHOM Ananmu3HoH anmaparypsl. Oternka s¢dexrnBroctr [II1P momkaa OBITH KOMITIEKC-
HOM, y4uTHIBaTh He TONbKO Kt/V, HO 1 MOHUTOPHHT YPOBHS B2-MHKPOIIOOYIMHA 1 OLEHKY KIIMHUYECKUX KPHUTEPUEB.
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POJIb PAPMAKOKMHETHYECKOT'O HCCJEJTOBAHUS B PASPABOTKE
WHJIUBHUIYAJTBHOM ITIPOT'PAMMBI BTOPUYHOM MEJJUIIMHCKON
NMPO®UTTAKTUKH KPOBOTEUEHHM Y B3POCJIBIX TAIIMEHTOB C TEMO®UJIHEN A

C.B. lyooBckas, E.H. Ka6aeBa, E.A. Ky3pmuu, H.A. AHTUIIEHKO

I'Y «Munckuii HIIL] xupypeuu, mpancnaanmono2uu u cemamonocuuy, 2. Munck, benapycs,
YO «Benopycckuii eocydapcmeennulii meduyunckutl ynusepcumempy, 2. Munck, berapycw

T'emogumms A — 3TO HacIeACTBEHHAS KoaryJaonarus, Xxapakrepusytomasics nepumurom VIII dhakropa cep-
TBIBAHMS KPOBH, KOTOPAst IIPOSBISIETCS] FeMOPParuiyecKuM CHHIPOMOM reMaTroMHoro turma [HacnencTBeHHbIN ae-
¢unut gaxropa VIII (D66)», 2023]. IIpumepro 30% ciyyaes 3a00neBaHus 00yCIIOBICHBI CIOHTAHHBIMH MY TallH-
smu reHa F8, nokanuzosannoro B X-xpomocome [Thompson AR., 2003]. CortacHo nanHbIM Peructpa nanueHToB
¢ koarynomnaruaMu B Pecriy6nuke benapycs no coctostHuio Ha okTs10ps 2025 roma Bcero 3apeructpuponano 410
TIAI[IEHTOB B3POCIIOTO U IETCKOTO BO3pacTa, 52.7% 13 HUX — MAIlMEeHTHI ¢ TsDKeNIoi ¢popmoii 3abonesanus. [Iposs-
JICHUSI TEMOPPArndecKoro CHHAPOMa MPENMYIIECTBEHHO MpeAcTaBiaeHsl remaprposamu (70-90%) u kpoBonzus-
HUsMH B MsiTkHe TKaHu (20-40%) [Miesbach W, 2021]. OcHOBHBEIMHE ITOIX0JaMH JICUCHHUS TeMOGMITAN A SBIISIOTCS
MIPOBEJICHUE 3aMECTUTENILHOM Tepanuy KoHueHTpaToM Qakropa cBeprbiBanus kposu VIII (nanee — KOCK VIII),
ucronbp3oBaHre HedakTopHbIX areHToB (Omuimsymad) [WFH Guidelines for the Management of Hemophilia,
3rd edition, 2020]. B PecnyoOnuke Benapych 11t KynupoBaHusi TPOSIBICHUH TeMOPParn4eckoro CUHApoMa Kak
B peXuMe MPO(PUIAKTHKH, TaK U Mo TpeboBaHMIO mpenmymiecTBeHHO ucnoib3ytorcss KOCK VIII. Beemupnas
¢denepanns remopmmmu (WFH) ycranapniBaeT mpopuiIakTHKy B KaueCTBE HOBOTO MUPOBOTO CTaHIAPTA JICUCHHUS
JUISL BCEX TAIIEHTOB C TsDKeNoi hopmoii remodmimud4. MHOTOYHMCIEHHBIE CTAaThH M CUCTEMAaTHYECKHE 0030phI B
PubMed/PMC (National Institutes of Health) moarBep»xnarot, yro npoduiIaKTHKa reMopparuueckoro CHHIpoMa
py TeMOGMINH A TIOBBIIIAET Ka4e€CTBO YKHU3HU ITAI[IEHTOB MPEUMYIIECTBEHHO 33 CUET CHH)KEHHUS 4aCTOThI KPO-
BOTEUEHHH, yMEHBIIEHUS] HHTEHCUBHOCTH XPOHUYECKOH OOJIH M ITOpakEHHsI ONOPHO-/IBUTATENIFHOTO anmapara, a
TaKke HeOOXOJMMOCTH MTPOBEJECHHUS OPTOIIEANIECKUX OTEPAIIHHi.

CrangaprHas npodmiaktuka reMmopmmmn A ocHoBaHa Ha BBegeHnn KOCK VIII B 3aBucumocTr ot nme-
fomieiicst Maccsl Tena. OQHaKo HHIMBHUya bHbIC (hapMaKOKMHETHUYECKHE ITapaMeTphl (HarpruMmep, Nepruo Moiy-
BbIBeJICHHS (DaKTOpa W3 OpraHu3Ma, MoKas3aTesb BOCCTaHOBJIEHHUS (recovery in vivo) MOTYT 3HaYHUTENIBHO OT-
JMYaThCsl y pasHbIX JIOAeH, cienoBarenbHo, cranaaptasie 10361 KOCK VIII ve Bcerna adexrusnsr [lorio A.,
2017, E.H. Kabaesa, 2022].

B nmeHp mpenmnonaraeMoro o4epegHOrO BBEACHUS, HO HE paHee 3 AHEH IMOCIHE MOCIEIHEr0 BBEACHUS
K®CK VIII onpenenstor aktuBHOCTE @CK VIII, THTp mErHOuTOpa K HeMy. CrapToBas 103a OIXHOKPATHOTO
6ommocHoro BeeneHnss KOCK VIII cocrasnsier 50 ME/kr maccsl Tena. Bpemst perucrpanuy KoaryasiioHHOTO
orBeTa — onpenenenue akrusHoctd @CK VIII nposoautcs yepe3 30 munyT, 1 yac, 2 yaca, 6 yacos, 12 yacos,
24 yaca, 48 vacos, 72 4aca.

ITo cocrosinuto Ha okTs0pb 2025 rona Ha 6aze I'Y « MHIILL XTul» npoeneno 70 papMakokMHETHIECKUX
uccienoBanuii (manee — ®KN). OCHOBHBIMU TOBOJAMH ISl BHIMIOJIHEHUST TAHHOTO WCCIIEOBaHUS ObUIH MEpH-
OTIEpaIMOHHAsI TTOATOTOBKA K SHAONPOTE3NPOBAHUIO IIEIEBBIX CYCTaBOB M JIPYTHM «OONBIINM XHUPYPTHUECKUM
BMeIIaTeILCTBAM», a Takke Hed(p(heKTHBHOCTH ITPOBOIMMOTO paHee NMPOopHIaKTHIECKOTO JieueHus1. B neHp npen-
M0JIaraéMOro O4epeHOr0 BBECHUS, HO He paHee 3 aHell nocine nocneanero BeeaeHus KOCK VIII onpenenstor
aktuBHOCTh @CK VIII; TTp murnouTopa k GCK VIII

37 nanuenTam ObLT Momo0paH HHAMBUAYaIbHBIN pexuM BBeacHus KOCK VIII, uro mo3Bommio n3bexarsb
PaHHHX OCJIOXKHEHHH IOCICONEPALMOHHOTO TIEPHOJa U MIPOMTH 3Taln peaOMINTALNH B IIOTHOM 00BEME.

31 marenTam ObUT TOKOOpaH HHAMBHTYanbHEIH pexxiM BBeneHus KOCK VIII, aTo mo3BoIuIIo OonTHMHI3N-
posatb ucnonb3oanue KOCK VIII, yirydminTe ka4ecTBO JKU3HU M CHU3UTH FOJOBOE KOIMYECTBO KPOBOTEUEHUII.

BriBogs!:

1. BropuyHast mpoduiIakTHKa TeMOPParndeckuX OCIOKHEHHH SIBJISIETCS OCHOBOM COBPEMEHHOH Teparuu
MAIMEeHTOB ¢ remoduineii A.

2. Vcmonp3oBanue NMepCOHU(HUIIMPOBAHHOTO MOAX0/Aa, OCHOBaHHOTO Ha maHHBIX OKU, memoHcTpupyer
3HAUUTENIbHBIC YTydIIeHI KIMHIYECKIX PE3YIbTaToOB B BUJE YITyUIIECHHUS KadeCTBA KU3HHU U IICHXO0-COINAIEHOMN
ajlanTanyuy ManueHToB ¢ reModuimed A, yMEHbIIEHUs MPOSBICHUH T€MOPPAarndecKoro CHHAPOMA, CHHKEHHS
MHBAJIMIM3aLUH 33 CYET NMPOQHUIAKTUKH aTPONATHH, ITOBBILICHNS PUBEPKEHHOCTH K TEPauy M ONTHMHU3AINN
pacxonia npenapara.
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B3ANMOCBSI3b IAPAMETPOB HETO3A U OBIIETO KOJIMYECTBA
JEMKOIIUTOB Y NAIIMEHTOB C CHCTEMHOM KPACHOM BOJTYAHKOMN

B.B. Keje3ko, U.A. HoBukosa, 7K.B. 3yoxoBa, K.C. MakeeBa
YO «l'omensvcruii 2ocyoapcmeentviii meouyunckull ynugepcumemy, 2. I omens, benapyco

B 2004 . V. Brinkmann u coaBT. OTKpPBLIH €llle OJJMH MEXaHH3M peanu3aiuu HeuTpodunamu cBoeit GyHk-
HOHAJIBHOW aKTHBHOCTH — (popMHpOBaHHE HEHTPO(QMILHBIX BHEKIETOUYHBIX JIOBYIIEK, neutrophil extracellular
traps (obmenpunsiTas abopepuarypa coorBerctBenHo HBJI u NETs). Ha cerogusurauii nens usmenenuss NET-
00pa3yIoINX CBOMCTB HEUTPOQHIIOB BBISIBJICHBI IIPH OOJIBIIOM KOJINYECTBE 32001€BaHHUH 1 MAaTOJIOIMYECKUX TIPO-
neccoB [H. B. Bopo6besa, 2020], a usyuenne HBJI-oOpa3oBanust siBisieTcst aKTyaJ bHBIM W NEPCIIEKTHBHBIM IS
COBpeMeHHOU MenuimHubl. Tak npu cucteMHoi kpacHol Bomuanke (CKB) NETs BeicTymaloT kak OCHOBHBIE HC-
TOYHHUKH ayTOAHTUTEHOB, JApaliBephl BOCIAJICHUS U MpsAMble MEJHaTOPHI MOBpekaAeHus opranos [Lu Liu, 2024].
[Ipeacrapnsier UHTEpEC U3yUYEHHUE MTapaMETPOB HETO3a B KOHTEKCTE B3aUMOCBSI3H C OOLINM KOJIMYECTBOM JIEHKO-
LIUTOB Nepu(epuIecKoll KPOBH, KAK MOTCHIIMATBHBIX HCTOYHUKOB MTOCIIETHHX.

ens. OnieHNTH MOKa3aTeny HETOTHYECKOW aKTHBHOCTH HEUTPO(HIIOB BO B3aUMOCBSI3H C OOIINM KOJIHYe-
CTBOM JIEHKOIIMTOB Tiepudepudeckoii kposu y marmenTos ¢ CKB.

HUccnenoBamm nelikormrapHyto cycnensuio (5%106 xireTok/min) 22 mareHToB (KEHIIUHBI) C JOCTOBEPHBIM
muarHozom CKB (MKB10:M32), B Bo3pacte ot 23 g0 45 ner (cpemanuit Bo3pacT — 33,5roaa), ¢ MPOAOIDKUTEIh-
HOCTBIO 3aboneBanus oT 1 roga o 13 ner B mepuon xkimHUYeCKor pemuccuu. OneHNBaI HETOTHYECKYIO aKTHB-
HOCTb Helrpoduios o merony .M. onrymmna u coast. (2010) B nameli Mogudukauuu [B. B. XKenesko, 2015] u
o0111ee KOJIMYECTBO JIEHKOLUTOB Mepr(eprIecKoil KpOBHU (aBTOMaTHYECKUH reMaToJIOrMuecKHii aHam3aTop Sysmex
XT2000i; Sysmex Corporation, Snonus). Ananuzy mojexand 4etko muddepenimpyembie NETs (BHeKkIeTOUHO
PpacHoyIOKeHHBIE CETEIO00HBIE CTPYKTYPHI) He MeHee ueM Ha 200 HeHTpoQHIIOoB, Pe3yabTaT BEIpaXKain B IIPOLICH-
Tax. [pymity cpaBHEHUsI COCTaBHIIN 25 COMOCTABUMBIX 10 TIOJY M BO3PACTY JIMII. KOTOPBIE 110 JaHHBIM aHKETHPOBA-
HUS, OTIpoca 1 TabopaTopHOTO 00cIeaoBaHUS (00U 1 OMOXUMHYIECCKHI aHAIN3 KPOBH) HE IMENH KIMHUKO-JIa00-
PaTOPHBIX MPU3HAKOB MMMYHOJIOTHIECKOH HETOCTATOYHOCTH 1 TSKETIBIX COMYTCTBYIOIINX 3a00JICBaHHI.

Craructudeckast 00paboTka JaHHBIX TPOBOAMIIACH TIPH TIOMOIIHN TTAKeTa MPUKIAIHBIX IporpaMM «Statistica
Bepeus 10.0 (StatSoft, USA) ¢ ucmonp3oBaHNEM HEMapaMETPHUESCKIX METOIOB, PE3YJIBTAaThl BRIPAXKAJIH B BUIE Me-
nuans! (Me) 1 IHTepKBapTIWIBHOTO HHTEpBaia (25; 75%). Pasmaus cauramm 3HadnMbeiMi Tipu p<0,05.

B wuccrnenoBaHusix, POBECHHBIX HAMH paHee, MPOIEMOHCTPUPOBAHA AKTUBAIIMS HETOTHYECKOW CIOCOOHO-
crti HelirpodmwioB y nanueHtoB ¢ CKB: nosbimenne crionranHoid (NETCI130 u NETCII150) u crumynupoBaHHO#M
(NETCT30 u NETCT150) ciocobHocTH HeliTpoduinoB kK 00pa3oBaHuI0 BHeKIeTOUHbIX cerel NADPH-3aBucuMbIM 1
NADPH-ne3apucumbiM criocobamu (p<0,05) oTHOCHTEBHO TpyTbl koHTposist [B. B. XKenesko, 1. A. Houkosa, 2020].

Bbu1 npoananu3npoBan xapakrep oTkiioHeHu napamerpoB NET-o6pa3soBanus y manuentos ¢ CKB B 3aBu-
CHMOCTH OT OOIIETO KOJIMYECTBA JICHKOIMTOB Neprdepuieckoi kpoBu. CiiemyeTr OTMETHTS, 4To y narueHToB ¢ CKB,
00CJIe/IOBaHHBIX B ITIEPUOJ KIMHUYECKOW PEMHCCHH, J1a0OpaTopHble MPU3HAKH HWH(EKIMOHHO-BOCHAIMTEIBHOTO
TIpolecca, Takue Kak JIeHkoruTo3, yBennaeHne COD, MOBBIIEHHE OCTPO(a3HBIX OEIKOB B CHIBOPOTKE KPOBH, OTCYT-
cTBOBaIH. Mccnenyemas koropra Oblta pas/iesieHa Ha JIBE TPYIIIBI IO 00IEMy KOJTHIECTBY JISHKOIUTOB: 12 manneH-
TOB C yPOBHEM KIIETOK 6,6 (5,9; 7,2) x10%/1; 10 nmauumentos — 3,7 (3,5; 4,0) x10%/1. [IpumedarenbHO, 9TO 00€ TPYIIIBI
JeMoHcTpupoBany akTuBanuio NET-00pa3oBaHus «BUTAIBHBIMY U «CYHIMAATGHBIMY ITyTSIMHU (YPOBEHb p-value ot
0,002 1o 0,007) oTHOCHTETHHO IPYIIIEI KOHTPOJIS, @ XapaKTep M3MEHEHHUH MoKazaTeneil HeTo3a ObLT OAMHAKOBBIM U
COOTBETCTBOBAJI OCHOBHOM rpytme obcnenoBanHbix ¢ CKB. IIpu aToM B3aumocBs3ei Mexay nmokasaremsimu HBJI-
00pa3oBaHMs U OOIIMM KOJIMYECTBOM JISHKOLIMTOB B BBIJIEJICHHBIX IPYIIax HaMHd 0OHAapy»KeHO He ObLIO.

Takum o6pazom, y naunentoB ¢ CKB B cOCTOSIHUM KIMHUYECKOH PEMUCCHUH OTMEYAETCsl BBICOKAs HETOTH-
YecKasi akTHBHOCTh HEHTPO(UIIOB BHE 3aBUCHMOCTH OT OOIIET0 KOJIMYECTBA JISHKOINTOB IepH(epruiecKoil KpOBH.

N3MEHEHHUE ®YHKIIUOHAJIBHOI'O COCTOAHUSA I'OJIOBHOI'O MO3TI'A
Y HAIMEHTOB C MHOKECTBEHHOM MUEJIOMOM U XPOHUYECKUM
BOJIEBBIM CHUHAPOMOM

E.1O. 3aiineBa, M.B. JIunkos, C.I'. Ky3neuosn
I'Y «PHIII] paduayuonnoti meduyunsl u 9K0102UU yernosekay, 2. Iomens, berapyce

Hammune xpornyeckoro 00JIeBOro CHHAPOMA Yy MAIIEHTOB ¢ MHOKECTBEHHOH Muenomoit (MM) sBisercs
TIPUYMHOM CYIIECTBEHHBIX COI[MAIBHBIX M OBITOBBIX OTPaHUUCHHH (3aTPyIHEHNH TIEPEABHKEHUS M CaMOOOCITY K-
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BaHMs), 32 CUET Yero y manueHToB ¢ MM ¢opMupyeTcs HeyCTOHYMBOCTh (hOHA HACTPOCHUS, pACCTPONCTBO CHA,
a TaK)Ke CHUIKAETCS KaYeCTBO JKM3HU. YKa3aHHbIE N3MEHEHHS COIPOBOXK/IAIOTCSI HAPYLICHUEM (DYHKIIMOHAILHOTO
COCTOSIHUSI TOJIOBHOTO MO3Ta, KOTOPOE MOKHO OOBEKTHBM3MPOBATH IPH IPOBEICHUHU 3IEKTpO3HIEdamorpadu-
geckoro (D3I") uccnemosanus [Anexcarnpos M.B., 2020]. Llensio nccinenoBaHus cTajao U3ydeHHUE TOKa3aTele
BO30YIMMOCTH HEHPOHOB I'OJIOBHOT'O MO3Ta y MAI[MEHTOB C XPOHUYECKNM O0JIEBBIM CHHIIPOMOM, BBI3BaHHEIM MM.

Marepuainom Juisi UCCIEA0BaHUs MOCTYXWIN pe3ynsrarsl 34 mamuentoB ¢ MM (18 myxunH u 16 xeH-
IUH, CpeAHui Bo3pacT 64,2+1,4 rona), MPOXOAMBIIMX JIEYEHUE BO B3POCIOM TE€MAaTOJIOIMYECKOM OTIIEICHUU
I'Y «PHIIL] PMuDY» B 2025 roay. Y Bcex HManueHTOB ObLUIO MOIYYCHO HHOOPMHUPOBAHHOE COTIACHE HA YYACTHE
B HMCCJIeI0OBaHUU. Bce maryeHTsl ObUTH OCMOTPEHBI HEBPOJIOTOM, OLEHKA HAM4HsI OOJICBOTO CHHAPOMA BBIIIOJI-
HsJIach TIPY TIOMOIIH BH3yalbHON aHanmoroBoi mkaisl (BALL), D31 mcciaenoBaHue BRIIONHSIOCH Ha SIEKTPOIH-
nedanorpade «Heipon-cuexrp — 4/BIl», cratuctiyeckas 00paboTKa MMOTy4YE€HHBIX Pe3yJIbTaToOB BHIIIOIHEHA IPH
romMo1y nporpaMmsl Statistica 10.0.

Ha momeHT ocMoTpa BbIpaskeHHOCTh 00J1eBOr0 y manueHToB ¢ MM no nanueiv BAIII cocrasuna 6 [4; 7]
6amnoB. [lo pesynbratam DO cpeam obOcienoBaHHBIX ManueHToB, y 20 venoBek (58,8%) 3aperucrpupoBaHa
TMIOBBIIIICHHAs] MEJUIEHHO-BOJIHOBAsA AaKTHMBHOCTH, ITPEUMYILECTBEHHO B NEPEAHUX OTBEACHUSAX. Y 26 MaIlieHTOB
(76,5%) BBISIBIEHBI IPU3HAKH CHIDKCHUS aMIUTUTYABI anbda-puTMa. MHAEKC anbha-puTMa B JIEBOM MOTyIIApUH
coctaBui 36,4 [36,2; 38,1] %, B mpaBoM nonywapuu — 37,3 [36,8; 37,9] %. BsiBinenuble u3MEHEHUs! Y TALIIEHTOB
¢ MM u Hanu4YreM XpOHUYECKOTo OOJIEBOTO CHHPOMA OTPaXKaroT YBEJIMUEHHE aKTUBHOCTH THIIOTaIaMOJHIHIIe-
(aJIbHBIX CTPYKTYp Ha ()OHE XPOHUUIECKOH OOJICBOI CTUMYIISILIMH, UTO JIEJIaeT BO3MOXKHBIM HcIonb30Banue D01 B
KOMILIEKCHOH OIICHKE 00JIEBOTO CHHpMA Y MaIMeHTOB ¢ MM.

OEPTUJIBHOCTDB U KEJE3OAE®OUIIUTHOE COCTOAHUE Y )KXEHIIIUH
A.IO. 3axapko, A.C. Iloaropuas, O.B. Mypauko, A.B. Y3jo0Ba
I'Y «PHIII] paouayuonnot meouyunsl u 3kono2uu wenogekay, e. I omenw, berapyco

PacripocTpaneHHOCTb Oecruionus BapbupyeT oT 48,5 MUIIIMOHOB map 10 186 MUJUIMOHOB KOrga-nnobo 3a-
MYXHHX JKEHILIH B pa3BUTHIX CTpaHaX. B HacTosIee Bpemsi MpIMEPHO KaXkK I IIeCTON 4eTI0BeK UMel IPoOIeMBl,
CBsI3aHHBIC C OECIIIONNEM, HAa KAKOM-TO 3TaIle CBOEH KM3HH, a IpeJonaracMasi paclpoCTpaHEHHOCTh O€CTIIONMS
B TeUEHHE BceH >xu3HM cocTaBmia 17,5% B 2022 roxy. [IpumepHo B 15% ciaydaeB cTaHIapTHOE TECTHPOBAHUE HE
BBISABIISIET OYEBUIHON NPUUYMHBI OecTuIonus. AHEMHS ABIACTCS CEPbe3HON NPOOIEMOH, U, XOTS MaTopru3noIoTHsI
aHeMHUH pazHooOpasHa, neduuT sxene3a siBisieTcsl Hanboee paclpoCTpaHEHHOW NPUYMHOM, BKITIOYAIOIIEH pH-
MepHO 50% u 25% citydaeB B pa3BUBAIOIIMXCS M IPOMBIIIJICHHO Pa3BUTHIX CTPaHaX COOTBETCTBEHHO.

DeppuThH CHIBOPOTKHU (s-heppuTHH) siBisieTcs Ooee 4yBCTBUTEIBHBIM HHMKATOPOM 3aIlacoB jKelie3a,
YeM KOHIICHTPALUs CBIBOPOTOYHOTO reMoriobmna (s-Hb), u, Takium 00pazoM OH MIMPOKO HCIIONB3YETCs IS BEI-
siBIIeHUs AeunuTa Kxene3a. CkaHIMHABCKHUE HCCIEIOBaHUS IPOJEMOHCTPUPOBANIH, YTO Cpean (hepTHIIbHBIX He-
OepeMEeHHBIX JKEeHIHH npuMepHO 40% 1Menn HeOOobIINE WM OTCYTCTBYIOIIUE 3aIIachl JKele3a COITacHO OIIEHKE
ypoBHS s-peppuTnHa. beIIo mokazaHo, yTo Ae(UIMT kesie3a BO BpeMsi OEPEMEHHOCTH CBS3aH C Pa3IMYHBIMU
He6ﬂaFOle/I)ITHl)lMI/I HCXOJaMU IJId MaTE€pu U 1ioaa.

CBs13b MEXIY Ae(DUIIUTOM XKejle3a, aHeMHUeH U OeCIUTOeM HEe COBCEM MOHATHA. B mocTymHO# auteparype
cOo00IIaeTcs 0 pa3INYHBIX pe3yabrarax. B HenaBHEM nccine0BaHNH, TpoBeieHHOM Georgsen M COaBTOPaMH, JKEH-
LIMHBI C TPUBBIYHBIM BBIKHBIILIEM B aHAMHE3€ UMEIH 3HAIUTEIILHO Oosiee HIU3KHE CPeTHUE YPOBHU S-(heppUTHHA
10 CPAaBHEHUIO C KOHTPOJIBHOH I'PYTIION, YTO YKa3bIBaJIO Ha CBSI3b MEX/y HU3KHM yYPOBHEM s-(QeppUTHHA U, CIIe-
JIOBaTeNIbHO, Ae(DUIIMTOM Kelle3a, 1 OoJiee BRICOKUMH ITOKa3aTesIMU BRIKHpIIA. KpoMme Toro, Xomblep u coaBTo-
pBl OOHAPYXKUIIH, YTO YpOBEHb (heppuTHHA <30 MKI/JI OBUI CBSI3aH C HEOOBSCHUMBIM OECILIOIHEM.

YcTaHOBIIEHO, YTO HCIOJB30BAHHUE JKENIE30COACPIKAIIMX IHIIEBBIX 100aBOK MOJIOKUTEIbHO BIMSET Ha
(hepTIIIBHOCTD Y JKEHITHH C OECIUIONNEM B aHAMHE3€ M PHCKOM OBYIISITOpHOTO Oecruromus. Takxke cooOrmanocs,
YTO NOTpebneHne xene3a n GepTUIILHOCTD He OBUTH MOCIEA0BATENBHO CBI3aHbI, XOTS HEKOTOPHIE TaHHBIE YKa3bl-
BAIOT Ha MOJIOKUTEIBHYIO CBS3b CPEAN KCHIINH ¢ (hakTopaMu pHucka aeduimra xene3a. B HekoTopsIx rccienosa-
HUSIX OBLIO MPOJIEMOHCTPUPOBAHO, YTO Y XKEHIIUH ¢ pobieMaMu ¢ (epTHIBHOCTBIO, MOTpedIeHNe jele3a ObuIo
00paTHO CBSI3aHO C KOJIMYECTBOM aHTPAIBHBIX (POJUINKYIIOB.

XoTs mepopabHOE HKeNe30 SBISETCS NePBOi JIMHUEH JieueHus AeuImTa jKele3a, OHO YacTo MJI0X0 Iepe-
HOCHTCS M 00bI9HO Tpebyercs 3-6 MecsIeB, 9TOOBI JOCTHYh aJeKBaTHOTO YPOBHS (peppUTHHA B CHIBOPOTKE. BHY-
TPHUBEHHAs KapOOKCHMAaJIbTO3a JKelle3a MoKa3aHa JuIs JiedeHus Aeduiura xeaesa, Koraa nepopaibHble IpenapaTsl
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xkese3a Hed((hEKTUBHBI MITH HE MOTYT OBITh HCIIOJIF30BAHBIL, M CYIICCTBYET KIMHUYECKAsh HEOOXOIUMOCTh OBICTPO
JIOCTABJITh JKeJe30. Bbbuio nokasano, 4To MHQY3Usl OJHOM /03Bl SBJISIETCSI XOPOIIO NepeHOCHMOl U 3((deKTHB-
HOW. Y manueHToK ¢ 6ecrioarneM OBICTpOe BOCCTAHOBIICHHE JCTIO JKeJle3a IyTeM BHYTPUBEHHOTO BBEICHNUS OBLIO
MIPEIIOYTUTEThHEE W3-3a JOJNTOTO aHaMHe3a 0ecIUIONus, BEICOKOTO (hEpTHIFHOTO BO3pacTa M, CIIEAOBATENBHO,
HEXBaTKHM BPEMCHH Ha oxxuaanue. Jledenne neduimra xene3a ObLTO IMTOJOKHUTEINEHO CBS3aHO C TTOKA3aTeIsIMU 3a-
YaTus — BEPOSITHOCTP 3a4aTHs BEIIIE B 3,2 pasa; U OoJiee HU3KOW BEPOSITHOCTH BRIKUABIIIA — HA 68%. Pe3ynbrars
MTOKAa3bIBAIOT, YTO CTATYyC JKeJie3a BaXKEeH JUIs )KSHIIMH TPH TUIAHUPOBaHUHM OEPEMEHHOCTH.

HccnenoBanus B JaTCKOM MOMYIISILUK [T0Ka3aiIH, 4To pumMepHo 40% MEHCTpYyHpYIOIIUX, HeOepeMEHHBIX
JKCHIIIMH UMEIOT YPOBHH S-¢pepputrHa <30 MKI/T U, CIeIOBaTeIbHO, HEOIArONPUATHBIA CTAaTyC JKejie3a B OTHO-
IIeHNH TIpefcTosmeii 6epeMeHHOCTH. [lepBOHaYaIBHBIC HCCIIEIOBAHIS ITOKA3aIH, YTO AS(UITUT jKele3a CBsI3aH ¢
OecrionueM U Ooliee BEICOKUMHE TIOKa3aTeIIIMU BEIKABIIIA. TeM He MeHee, TONBKO HECKOIBKO UCCIICIOBAHHHN OIIe-
HWIH POJIb T0OABOK KeJie3a U UCXOIOB OEPEMEHHOCTH Y JKCHIIUH, CTPAIAIONINX OCCIUIONNUEM, H TAKHE PE3YITBTAThI
OBUTH JIOCTATOYHO MPOTHBOPCYUBBIMH.

WuTtepecHbl naHHbIe (PUHCKUX YYEHBIX, KOTOPbIE BBISIBUIIM, YTO MOCJIE HH(Y3UH MTPENaparoB xkene3a 0l
MAIIECHTOK C )KHBOPOXKACHHBIMHU JIETHMH yABOMIACH ¢ 26% 10 51%. BeposiTHO, 3TO sBIsSeTCS pe3yasraToM Oosee
BBICOKOTO YPOBHSI 3a9aTHsI, a TAaK)Ke CHIDKCHHS YaCTOTHI BHIKUABIIICH. Y MAIMEHTOK ¢ HEOOBSICHUMBIM OeCIuIo-
JUeM YBEIMYCHHE YacTOTHI 3a4aTusl Mociie MHQPY3UU IpenapaToB Xkeje3a ObUIO eIlle BEHIIE W COCTaBHIO 76%
mpoTuB 58%; cieayeT OTMETHTD, YTO 3Ta TPYIIA )KESHIIUH UMEJIa CPETHIOI0 MPOAOIIKUTEIBHOCTD Oecrutonus 40,8
MecsIeB U cpeHuii Bo3pact 36,3 rona. ['unoresa o ToMm, uto Oosiee BEICOKHE YPOBHHU (DeppUTHHA CBA3AHBI C YITyd-
IICHUEM TI0Ka3arelyiel 3a4aTusi, TaKKe MOATBEPKIACTCS HEJIaBHUM HCCIICIOBAHUEM CHHIPOMA ITOJHUKHCTO3HBIX
SUYHUKOB WM HEOOBSCHUMOTO OeCIIIOnusI.

Takum 00pa3oM, pe3yasTaThl MHOTOYHCICHHBIX MCCIEOBAHMHA YKAa3bIBAIOT HA CBA3b MEXKAY IE(HUITITOM
xKeJe3a v OeCIUIoueM U JEeMOHCTPUPYIOT HeOOXOAUMOCTh paHHETO CKPUHHUHTA KeTe30¢(PUIIUTHBIX COCTOSHUHN y
MAIMEHTOK, O0OpAIafONIMXCsl 38 TOMOIIBIO 110 MTOBOY OeCTIIONusL.

B3ANMOCBA3b TEMATOJTOI'MYECKHUX ITAPAMETPOB C KIMHUYECKUMU
OCOBEHHOCTSAAMU CUCTEMHOM KPACHOM BOJTYAHKH

7K.B. 3y6koBa!, I.A. HosukoBa!, B.B. Kenesko!, T.U. Kupeepa?

YO «l'omenvekuil 20cyoapcmeenviil MeOUyuHCKuil ynueepcumemy, e. Iomenn, Benapycy,
IV « PHIII] paduayuonnou meduyutul u dKono2uu yenogexay, 2. I'omens, benapyco

Cucremnas kpacHas Boquanka (CKB) mpezacrasisier co00i XpOHHUECKOE MYIBTHCUCTEMHOE ayTOMMMYH-
HOe 3a00JeBaHne, XapaKTePU3YIOIeecs IOJIMOPTaHHBIM OPAKEHHEM U Pa3HOOOPa3HBIM KIMHUYECKUM TeUeHHEM
[Haconos E.JI., 2022]. Cpenu naboparopusix mapkepoB CKB remaronorndeckue nokasaresid 3aHIMaioT 0co0oe
MECTO, SBJISISICH HE TOJNBKO ANArHOCTHYECKUMH KPUTEPUAMH, HO M IOTEHIMAIbHBIMI HHIUKATOPaMH aKTHBHOCTH
U TshKecTr 3a0oneBannsa. HecMoTps Ha MpU3HAHHYIO BAXKHOCTH TeMaroiormdeckux nsmenenuii npu CKB, ux B3a-
HMMOCBSI3b C KOHKPETHBIMH KIIMHUYECKUMH TIPOSIBICHUSAMHE TPeOyeT AajbHEHIIEero H3ydeHusl.

Lenpro HACTOSAIIErO MCCIIEAOBAHUS SBUIICS KOMIUIEKCHBIN aHaJIM3 B3aUMOCBS3€H MEX/y OCHOBHBIMH Te-
MAaTOJIOTHYECKUMU TapameTpaMu (YpOBEHb TPOMOOIIMTOB, TPOMOOIIUTAPHBIC HHACKCHI, KOJIMYSCTBO JICHKOIMTOB,
COD) u xnmHn4YeckuMu ocobennoctsiMu CKB, BkiTtodass akTHBHOCTH 3a00JI€BaHUSs, €T0 UIUTENLHOCTD, a TaKKe
HaJIMYUE U XapaKTep MOpakeHHUs: OPraHOB-MHUIIICHEH.

B uccnenoBanne Brimrodensl 31 manuent (30 sxeHmuH u | Myxunna; Bo3pact 17-53 mnet; 30 (27; 40)) c
cucteMHON KpacHoi BomdaHkoi (MKB-10: M32). [lnarao3 BepuUIIpoBaH Ha OCHOBAaHUH KIMHUYIECCKIX ITPOSIB-
JIeHUH, TabOpaTOPHBIX U HHCTPYMEHTAIBHBIX METOJ0B MCCIICIOBAHHS M KJIACCU(HUKAIIMOHHBIX JUarHOCTUIECKUX
kpurepues (ACR, 1997). Crenens akTUBHOCTH 3a00JIeBaHKs yCcTaHaBIMBalach cornacHo uaaekcam SLEDAI2K,
OCHOBAaHHBIM Ha OLICHKC KIIMHHUYCCKUX H na6opaT0pHI)1x IIPU3HAKOB BBIABJICHHBIX HA MOMCHT OCMOTpa WUJIX MIpPH-
CyTCTBYyIOmUX B TeueHre 10 mpeamecTBoBaBmux ocMoTpy aueit [Gladman, D. D., 2000]. Ha momenT o6cnenosa-
Hus y 12 (38,7%) nammenToB ycraHoBineHa Hu3Kas, y 10 (32,3%) — ymepennas u'y 9 (29,0%) — Beicokas creneHb
aKTHBHOCTH 3a007eBaHMs. TedeHne 3a00neBaHns COMPOBOXKAATIOCH HOPAKEHUEM CEpACIHO-COCYAUCTOI CHCTEMBI
y 32% manueHToB, mouek — 64,5%, KOCTHO-MBIIIIEUHOU cHCcTeMBI — 58%, KOXKH U CITU3UCTBIX 000704eK — 35,5%.

[NanpeHTs! HAOMIONAIMCH B OTJEICHUH PEBMATONIOTUH YupekaeHus «lomenbckas oOliacTHas KIIMHHYECKas
OospHHMIaY. [TalmeHTam B paMKax CTalMOHAPHOTO JICYeHHs IPOBOIMIIOCH JIAOOPATOPHOE 00CIIEIOBaHNE BKIIFOUAIOIIIEE
OOIIEKITMHITYECKUIT aHAIN3 KPOBH (TemMarosormdeckuii anamm3arop Sysmex XT2000i (Sysmex Corporation, SmoHus).
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Crarucruueckass o0paboTKa JaHHBIX MPOBOIWIACH C MCIOIB30BAHUEM HEIapaMeTPHUUECKUX METOJIOB B
nporpaMMe CTaTUCTHYESCKOro aHajm3a Statistica, 6.0 (StatSoft, CIIIA). JlaHHbIe IPEACTABICHBI B BUIC MEIUAHBI
¥ MHTEPKBAapPTWIBHOTO pazmaxa (Me (25; 75%)). CpaBHEeHHE KOIMYECTBEHHBIX MMPU3HAKOB B JIByX HE3aBHCHUMBIX
rpynmnax npoBOAMIIM C UCHOIb30BaHUEM paHroBoro U-kputepus ManHa — YutHu. i aHanau3a CBS3M IBYX MpU-
3HAKOB IPUMEHSIIN METOJ] paHroBoil koppensunu no Crnupmeny. Pazmuuus caurany 3HauuMbiMu 11pH p<0,05.

[Ipu mpoBeneHnn aHaM3a NaHHBIX 00ceqoBanus nanueHToB ¢ CKB HaMu ycTaHOBICHEBI B3aUMOCBSI3H 110~
Ka3aTels CTCICHU aKTHBHOCTH 3a00JICBaHUS C KOJIMYCCTBOM TPOMOOIMTOB B miepudepuieckoir kporu (241 (160;
319) x 10%/1, 1=-0,36; p=0,049) u yposaem COD (11,5 (5,5; 24,0) mm/4, 1=0,63; p=0,0003).

JmurensHOCTS 3a007eBaHus ObUIa aCCOLMMPOBAaHA C OTHOCHTEIHHBIM KOJTHMIECTBOM CEIMEHTOAICPHBIX HEl-
tpodummos (63 (51,5; 67,5) %, r=-0,48; p=0,01) u ;mmdorturos (26 (22; 37) %, r=0,46; p=0,017). [Ipu sTOM y marmeH-
TOB C JUTUTEITFHOCTHIO 3a001IeBaHs OoIee 5 JIeT yPOBEHb CETMEHTOSICPHBIX HEUTPO(DIIIOB OBLT 3HAYMMO HIDKE, YeM Y
TIALEHTOB ¢ OOJIBIICH JTMTENEHOCTHIO 3a00neBanus (58 (45; 64) % vs 66 (63; 70) %, p=0,027). IaTepecHo OTMETHTS,
YTO B 3THX IPyIIIax MaIMEHTOB KOJIMYECTBO JISUKOLUTOB B NepHEpUIECKOI KPOBH TAKKe ObLIO HUKE Y MALlIEHTOB C
JUIMTENTLHOCTBIO 3a00reBanus cbitire 5 et (58,0 (45,0; 64,0) x 10%/1 vs 66,0 (63,0; 70,0) x 10%/1, p=0,042).

Taxoxe H3ydiiIN 3aBECUMOCTh TeMaTOJIOTMIECKUX MoKa3aTesnel y namuenToB ¢ CKB npu mopaxernu pazimmd-
HBIX OPTaHOB M CHCTEM. TaK y IMaIrieHTOB C TIOPaKEHHEM CepIeTHO-COCYANCTON CHCTEMBI KOJTMIECTBO TPOMOOITITOB
B niepudepriaeckoii KpOBH MPEBHIIIATIO 3HAUCHMS MMAIIMEHTOB He UMEIoMIel yka3aHHOH maroioruu (266 (230; 328) x
10%/n vs 188 (146; 301) x 101, p=0,04). Y nanueHToB ¢ CHHAPOMOM PeliHO KOJTMYECTBO JICUKOIIUTOB OBLIO HUKE OT-
HOCHUTEJILHO MAI[MeHTOB 6e3 JaHHoro ocioxueHus (5,6 (4,0; 6,9) x 10%/n vs 7,4 (6,3; 9,7) x 10%/1, p=0,01). YpoBeHn
nevikorToB y nanueHToB ¢ CKB Takke ObUT CHIDKSH MPH HATMYUH CUMITTOMOB [TOPAYKSHHUSI KOYKH M CITU3HCTBIX 000-
nouex (5,5 (4,1; 6,8) x 10°/mvs 7,5 (6,5; 9,6) x 10°/11, 0,018). Kpome Tor0, B IAaHHO# TPYIITIE MAIIMEHTOB HAOIIOIATOCH
camxenue nokazarenst PCT (tpombokput) (0,18 (0,14; 0,27) % vs 0,29 (0,22; 0,35) %, p=0,042). [Ipn Hammaun y
nanuenToB ¢ CKB nonmmaprpura MPV (cpennuii 06beM TPOMOOIIMTOB) 3HAYMMO OTIMYAIICS OT MALMEHTOB HE HMEI0-
[IMX CUMIITOMOB mopakenust cyctasoB (10,3 (10,2; 10,6) ¢ vs 11,6 (11,0; 12,6) ¢, p=0,02).

[IpoBeneHHBII aHATM3 MPOJEMOHCTPUPOBAIT, YTO TEMATOJIOTHYECKHIE MTapaMeTphl SBJISIIOTCS HHTETPUPOBaH-
HBIMH ITOKa3aTCIsIMU, TCCHO CBA3AHHBIMU C KIIMHUYCCKUM TCUCHHCM CKB. BbISBIEHHBIH KOMILIEKC npeumyuie-
CTBEHHO OTPHIIATEIBHBIX KOPPEILIIIIA MEKAY YPOBHEM KIICTOYHBIX 3JIEMEHTOB KPOBH (TPOMOOIIUTOB, JICHKOITUTOB)
¥ KITFOYEBBIMHI KIMHUKO-JIAOOPATOPHBIMI XapaKTEPUCTHKAMHE 3a00JIEBaHMUS CBS3aH C CYMpPECCHE KOCTHOMO3TOBOTO
KpPOBETBOPEHHsI, OOYCIIOBICHHON XPOHUYECKAM aKTUBHBIM ayTOMMMYHHBIM BOCIIAJICHHEM H, BOZMOXKHO, TIPSIMBIM
BO3JICHCTBIEM ayTOAHTUTEN Ha KieTKku-mipeamectBeHHUIb [ConobeB C.K. u np., 2019; Wentian Lu et al., 2021].

OTpHuarenbHble KOPPEISIMU [eMaTOIOTHUECKUX MoKa3aTesel ¢ BUCIEepaIbHBIMU IIOPKEHUSIMH, 0COOCH-
HO Ba30CIAaCTUYECKOTO XapaKTepa, YKa3bIBalOT Ha TO, YTO JIaHHBIE HAPYLICHHs HE SIBISIIOTCS MPOCTO J1abopaTop-
HbIM (heHOMeHOM [[leTpor A.B. u mp., 2019]. OHr oTpakaroT IIyOMHY CHCTEMHOTO HMOPaKCHHSA, IPU KOTOPOM
rmoTpeOIeHNe 1 TOBpEXAeHHEe (POPMEHHBIX 3JIEMEHTOB KPOBH B 30HaX MHUKPOCOCYIHNCTOH MAaTOJIOTHHA BHOCHT CY-
IICCTBEHHBIN BKJIA]l B OOIIIE N3MEHEHUS TEMOTPaMMBI.

Takum 00pa3oM, MOHUTOPHHT TEMATOJIOTHYECKOTO MPOGMIIS BEIXOAUT 33 PAMKH JHATHOCTHKY I[IUTOIICHHHA
W TIPEeJIOCTaBISIET IEHHYI0 HH(OpMaIHI0 00 MHTEHCHBHOCTH MMMYHOBOCIAJIMTENILHOTO MIPOLIecca U CTENEHU BO-
BJICYUEHHOCTH COCYAMCTOTO HIOTEIHSI.

3axitoueHue

Pesynprarel uccnenoBaHus JeMOHCTPUPYET, YTO H3MEHEHHS B TEMaTOJIOTHIECKHUX Tokazatensx npu CKB
HOCST CHCTEMHBIH XapakTep M 3aKOHOMEPHO CBS3aHBI C KITMHHYECKUMH MPOSBICHUAME Oone3Hu. [Ipeobnananme
OTpPHULATEILHBIX KOPPEISIIIUI MEXAY YPOBHEM TPOMOOIIUTOB, JISHKOIIUTOB M aKTUBHOCTHIO 3a00JI€BaHMS, €T0 JUIH-
TENBHOCTBIO, @ TAKXKE C PSAJAOM OPTraHHBIX MOPAXKEHUH MOMYEPKHBACT POJIb YHHBEPCAIBHBIX MAaTOTCHETHYECKHX
MEXaHN3MOB, TAKMX KaK XpOHUYECKasA UMMYHHas CyIpeCCuA KOCTHOTO MO3ra 1 OHA0TE/IMaIbHasA )II/IC(byHKLII/ISI.

OIIbIT IPUMEHEHWSI HE®PAKTOPHOM TEPAIIMH Y MAIIMEHTOB C
TEMO®WJIMEN A B PECIIYBJIMKE BEJIAPYCh

E.H. Kabaesa, U.A. Uckpos, /I.I'. IIBupko, H.A. Autunenxo, C.B. [lyooBckast

YO «Benopycckuti cocyoapcmeentulil MeOUYUHCKUL yHugepcumemy, 2. Munck, benapycs,
I'Y «Munckuu HIIL] xupypeuu, mpauncnaianmono2uu u cemamonoauuy, 2. Murnck, benapyco

I'emodunus — 3T0 opdanHOe, TeHETHUECKH 00yCIOBIEHHOE X-CLEIUIEHHOE, 3a00JIeBAHUE CHCTEMBI CBEp-
TBIBaHUS KpOBH, oOycnosneHHoe nedpunurom VIII daxropa cBepThIBaHKSA KPOBH, KIMHUYCCKH MPOSBIIIONICECS
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reMopparuueckiux CHHAPOMOM. Yactora pacrnpocTpaneHHOCTH reModummun A cocrasisieM 1:10 000 HOBopoX-
neHHbIx wind 5-6: 100 000 nacenenusi. CoriacHO perucTpy manueHToB ¢ remodunueii A B PecnyoOnuke Bena-
pycs Ha okTs0pp 2025 ronma. ITo manueM PecmyOnukanckoro Pernctpa xoarynonaruit B Pecrry6nuke bemapych
643 manueHToB ¢ remModrmeit. 519 nanuenToB ¢ remodrmeit A; 289 manueHTOB ¢ TshKenol remopumeit A: 206
B3pOCIBIX, 83 mereil; n3 HuX 44 manuenrta ¢ uarnOuTopamu K FVIII remodpumun A: 39 B3pocnsix u 5 nereit; 80
MAICHTOB CO CPEIHEH CTEIICHH TSDKECTH: 74 B3POCIBIX MAIIMEHTOB U3 HUX 2 mHruoutopamu k FVIIL, 6 gereit.

[Ipodunaktrueckoe eueHue reMOQUINE A COCTaBIISIET OCHOBY Tepanuu. JlaHHBIH BHJ Tepamuu ocy-
HIECTBIIATHCS C UCIONb30BaHUEM IpenapaToB (akropa cBeprbiBanus VIII (ruiazmarnyeckoro 1 pekoMOMHaHT-
Horo). [IpobnemMHO# cTOpOHOW NAaHHOTO JEYEHHUs SIBISIETCS BO-TIEPBBIX HEOOXOOMMOCThH MOCTOSHHOTO BEHO3-
HOTO J0cTyma (Ha MpO(HUIAKTHIECKOM JEICHNH YaCTOTa BHYTPUBEHHBIX HHBEKIMHA COCTABIAET OKOMNO 3 X pa3
B Henenro npu BBeAeHnn KOCK VIII co craHgapTHRIM epuoaoM MmoiryBeiBeeHUs . [Ipu TakoM crocobe BBe-
JeHus 3a 18 5eT Tepanuu KOJMYCTBO BHYTHPHBEHHBIX MHBEKIMH cocTaBuT 2468. Bropas mpobinema — 310
BO3HUKHOBEHHE MHrHOMTOPOB K (akTopy VIII, T.e. mepexon B mHrnoburopHyto gpopmy, koraa tepanus KOCK
VIII ue Oyner adexTrBHA. AJBTEPHATHBOM SBJSETCS HA3HAYCHUE IPYrOro BUAA MPOQHIAKTHUECKON Tepanuu
— Tepnust He()aKTOPOTBIM ar€HTOM C IOJKOKHBIM MEXaHHU3MOM BBEICHUS — OMKOIAHbHBIM aHTUTEIIOM DMUIIH-
3ymabom. Omunnzymabd — mumetnk FVIII mas mpodumakTukyn KpOBOTEUSHHH Y MalMEHTOB ¢ reModuineit A.
Bucnenudunueckoe antureno (IgG4) c apunanoctsio k FIXa n FX, «MuMmuxpupyromee» ko-QpakTOpHYIO aKTHB-
Hoctb FVIIL. Ilepnon momyBwiBeneHus: cocrasisieT 4-5 Henenb, /K Gopma BBeAEHUS, HE HYXXIAaeTcs B cTa-
ownnzanuu pakropom BumieOpanna, He HelTpanusyercs uaruoutopamu k FVIIIL Iognepkanue akTHBHOCTH
FVIII ue Huxe 12% mo3BoisieT MUHUMU3HPOBATh KOJTMYECTBO CYCTaBHBIX KpoBoTeueHUH. [Toka3aH B kauecTBe
PYTHHHOH NPO(UIAKTUKY AJIS PEIOTBPALICHUS MU CHU)KEHHSI YaCTOTHI KPOBOTEUEHHUH Y B3POCIBIX U JIETEH C
remodumeit A (BpoxxaeHHBIH nepunut ¢pakropa VII): ¢ narnburopamu k gaxropy VIII, 6e3 HHTHOUTOPOB K
¢akropy VIII, y kotopsix Tspkenas ¢popma 3aboneBanus (FVII <1 %) nnm cpennss popma 3aboneBanus (FVIII
>1 % n <5%) ¢ TsoKeNBIM (PEHOTHIIOM KPOBOTECUEHUH.

[IpumeHnsieTcs y manueHToB ¢ MHruouTOpamu u 6e3. Jlons namuentoB 6e3 nHrubuTopa pacrer Tepamuro
HayaJy MalyeHThl BO BceX 00macTsax, kpome MoOruieBcKoi 00nacTu.

2021-2022 rr. — iepBBIN TAITUEHT

2023 rox: Yncno manuenToB — 6 : B bpectckoii, [ pogrenckoit, [omensckoit obmacTsix

2024 ron: Ywucno nanueHToB 10 18 ner — 11, u3 Hux 1 nmanueHTt crapiue 18 net nponoykaeT noaydyarb
Omunm3ymad BO B3pOCIO ciryx0e

2025 rox: Yucno nanuenToB 1o 18 ger — 15, n3 Hux 3 nanuenra crapiie 18 yiet: u3 2 npogomkaer noay4arb
Omunusymad mociie JOCTIKEeHUs 18 et Bo B3pOCioi ciyx0e, a 1 malMeHT Hadasl Tepanuio B Bo3pacte 18 yiet.

3a nepuon HabmroneHus ¢ 2021 roma HexenaTeabHbIX SABICHUNA U PEAKINi He 3aQUKCHPOBAHO

VY manueHToB 3HAYMMO CHU3WIIOCH KOJIMYECTBO KPOBOTEUCHMH, TPEOYIOIINX TeMOCTAaTHIECKON TeparmHy,
YMEHBIIHJICS PACXO]] IPETIapaToB ¢ UIYHTUPYIOUIMM MEXaHU3MOM aKTHBAIIMH CBEPTHIBAHUS KPOBH.

3a BpeMs1 HCIIOJIb30BaHMs y IETEH: Y 2 pa3HbIX MALEHTOB 3a(h)MKCHPOBaHO 2 CITydasi TPaBMaTHYEeCKHX KPOBOTE-
4yeHuit, morpedosaBumx jedenus, HO He CBSI3aHHBIX ¢ MpUMEHeHHeM DMUIIMy3yMaoa (1- Tshkerast TpaBMa CIIM3HCTOMN
HOJIOCTH PTa; 2 — HE COONIOICHHE UHCTPYKIMH 10 IPUMEHEHHIO KapOIIOHMIKAIOIINX JIEKAPCTBEHHBIX CPEJICTB).

HaxomiieH onbIT Majoro Xupyprudeckoro BMEIIATeNbCTBa — YAAJIEHUE OPT CUCTEMBI Ha (DOHE PEryIIsipHO-
ro mpueMa DMUII3yMada ¢ KpaTkocpodHoi remocrarnueckoit Tepamueiit KOCK VIIILL

B 2025 romy HawyHeT IedeHHe MEpBEIA paHee He yeueHHBIH nmanueHT (13 mueit BBegenns KOCK VIII) B
BO3pacTe 10 2 JeT.

Wurunduropos nocie HaznadeHus npenapara JIC Dmunnzymad BeisiBIeHO He OblI0. HexxenarenbHbIX siBTe-
HHUM Ha mpenapar B TEUeHUH KU3HU OTMEUEHO He OBII0

HaOmtonenne 3a manneHTaMy IPOAOIHKACTCS.

BriBonsr:

1. PesxxuM BTOpHYHOHN TIPOQHUIAKTHKY SBISIETCS OCHOBOH COBPEeMEHHOW Tepamuu remodmimu A. Perymsp-
Hoe npodmiakTyeckoe ¢ npumeneHneM JIC Dmuisymad obecrieunBaeT NpeaoTBpanieHue CIOHTaHHBIX TeMOop-
parn4ecKux 3MHU30/10B, 3AIUTY IEJIEBBIX CYCTaBOB OT MPOrPECCUPOBAHUS apTPOMNATHH U 3HAYUTENIBHOE YIyyYllle-
HHE KaueCTBa JKU3HH MAl[IEHTOB [0 CPABHEHMIO C PEKUMOM Tepanuu «1o tpedoBanuto». [Ipodunakrika dmu-
nu3ymabom y marmentoB ¢ uaruoutopamu K FVIII n 6e3, y KOTOpBIX Tshkenas ¢popma 3a00IeBaHUS U CPEOHAS
(opma 3a005eBaHUS C TOKETBIM (PEHOTHIIOM KPOBOTEUEHHUIT BO BCEX BO3PACTHBIX TPYIIIAX MOMOXKET CHA3UTH TIPO-
rpeccupoBaHue reMouinieckoii aprponaruy. M Kak CiieACcTBHE 3TOTO YMEHBIINUTD WHBAJIHIU3ALUIO TAI[IEHTOB
c remodunmeit A.
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2. Puck pa3BuTHS HFHTHOUTOPOB OTCYTCTBYET, U Tpernapar 3QeKTHBEH B TOM YUCIIE U JJIsI JICUSHHS Mally-
€HTBOB C MHTMOUTOPHBIMH (hopMamu 3a00JIeBaHHUS.

3. Omunuzymab BHeceH B KilmHIUeckne mpOoTOKOIBI JIeUeHHS U MPO(UITAKTUKYA KPOBOTEUCHUH Yy MaIi-
€HTOB ¢ TeMouiIHeH A.

4. D¢ dexTuBHOCTD U Oe30MaCHOCTh DMHUIIM3yMaba MpHU3HaHAa BCEM MHUPOBBIM COOOIIECTBOM

5. JlokalpHBIA OMBIT KCHONB30BAHUS [OKa3ajl 3asBJICHHYH MpoH3BoAuTeNeM 3((PEKTHBHOCTD H
0€3011acHOCTb.

6. YnoO6CTBO 1I/KOXKHOTO BBEICHUSI 00ECIIEUUT BOZMOKHOCTh JJOMAIIHETO JICYSHHUS U MO3BOJIUT CHSITH BO-
IIPOC TPYAHOT'O BEHO3HOT'O JOCTYIIA.

TPOMBO3bI Y HOBOPOXXJIEHHBIX JETEN
C.H. KoBaan', T.E. Anukuna*

TV « PHIIL] paouayuonnoti meduyunsl u 9Ko102ull yenosekay, 2. 1 omenv, berapyco,
2I'V3 «lomenvckas copoockasn knunuyeckas oononuya N *», e. Tomens, berapyce

I'maBHBIMHU prCKaMu TPOoMOOOOpPa30BaHHsI y HOBOPOXKICHHBIX SIBIISIOTCS KaTeTEPH3aLUsl COCYNOB, IEpEHE-
CCHHasl aC(UKCHSI IPH POXKACHUN U TTonunuTeMust. Karerepusaimys ImymoyHoi BEHbI MOXKET BBI3BaTh 00pa3oBaHuUE
TpombOa B Ductus venosus. Hactora TpoMO030B BOPOTHOH BEHBI MOCJIE KaTETEPU3alMHU MyNOYHON BEHBI IO JaH-
HBIM MPOCIEKTUBHOrO uccienoBanus 210 HeJOHOMEHHBIX ¢ Maccoll Tena MeHee 1250 r mpu poXKJIeHUH COCTaB-
nsiet 10%, npyroe uccieaoBaHue cMeIaHHONH KoropThl 109 HETOHOMIEHHBIX M JOHOIIEHHBIX HOBOPOXJAECHHBIX
BBISIBIJIO 4acToTy B 43%. Puck TpoMO006pa3oBaHus BO3pacTaeT C MPOAOIDKUTEIHHOCTHIO HAXOXKICHUS KaTeTepa
B BEHE, 0COOEHHO IocIe 7 CyTOK M BBICOKOM YPOBHE reMatokpura (>55%).

Tpom0603 BOpPOTHOI BEHBI MOXKET MIPUBOANTH K T'€NaTOMETaIMH U TPOMOOIIUTOIICHNH, HO 9aCTO MPOXOAUT
HE3aMEUYEHHBIM 1 CIIOHTAHHO PErpeccUpyeT, HO M 0e3 KIIMHUYECKHX MPOSBIEHIH TPOMOO3 BOPOTHOH BEHBI MOXKET
TIEPCUCTHPOBATh U MPHUBOJUTH K OCTOSIHHO MOBBIIIEHHOMY JIaBJIICHHIO B BOPOTHOH BEHE M, B KOHEYHOM HTOTe, K
KPOBOTEUEHHIO U3 BAPHKO3HO PACIIUPEHHBIX BEH MTUILEBO/IA.

Karerepu3auus myrno4Hoil apTepuu CBsi3aHA ¢ HECKOJIBKO MEHBILIMM KOJIHMYECTBOM TPOMOOTHUYECKUX OC-
JIO’KHEHUH, YeM KaTeTepu3alys IMyoYHOH BEHbI, HO JOJDKHA MIPUMEHSITHCS IO CTPOTUM MOKa3aHUsAM. ApTepuans-
HBIE TPOMOO3MOOINH MOTYT IIPUBOANTD K MOTEPE KOHEYHOCTEN NI K HEOOPAaTUMBIM ITOBPEXICHUSM BHYTPEHHUX
OpraHoB (IIOYKH, KAIICYHHUK).

LlenTpanbsHO-BEHO3HBIE MUKpOKaTeTephl (criacTukoBble Karetepbl, PICC), ycranaBnmBaemble yepes Iie-
pudepruyeckre BeHbI M KareTepbl 0oJblIero o0beMa, HalpuMmep, Ul KaTeTepu3alui OeJPeHHON BEHBI, 4acTo
HIPUBOIAT K TpoMOO3aM.

B 1% cmy4yaeB MHKpOKaTeTephl MIPUBOAAT K CUMITOMaTH4YeCKHuM, a B 20-30% ciydaeB K aCHMOTOMHBIM
TpoM0O03aM, IOATOMY, KaK TOJIKO BO3MOXKHO, UX CJIELyeT 3aMCHUTH Ha NepU(epHICCKHe BEHO3HbIE KaTETEPHI.

TpomOO03El, He CBA3aHHBIE C KaTeTepu3alieil BeH, Jallle BCEro JIOKAIN3YIOTCS B BEHaX CaruTTaILHOIO CH-
Hyca (TpylIa BEHO3HBIX CHHYCOB TBEP/IOH MO3roBOil 00OIOYKH), B TIOUYEYHBIX MM B ME3EHTEPHUAIBHBIX BEHaX.
[Ipu TpoMO03e NMOUEUHBIX BEH MOXKET MAJILIIMPOBATHCS YBEIHMUCHHAS TI0YKa, MOSBIISIOTCS reMaTypHsi, OJIUTYpus,
pa3BUBaeTCs IIOK, PaCIpOCTpaHEHHUE TPoMOa Ha MPOTHUBOIIOIOKHYIO CTOPOHY, TPOMOHUPOBaHHUE HIDKHEH MOJIOH
BEHBI C OTEKOM HM)KHUX KOHEYHOCTEH.

Jns aparHocTHKY Hanbosee IMPOKO MPUMEHSIETCS yIbTPa3ByKOBOE HUCCIEIOBAHUE C TOMIUIEporpaduei.
JlaHHBII MeTox SABIISETCS MPErapaToM MEpBOrO BHIOOPa B CBSA3M C JITKOCTHIO BBIMIOJHEHHMS, HCHHBa3HBHOCTEIO,
JUIS OLIEHKA IMHAMUKH TIPOBOJMMON TEpaIny, 9yBCTBUTEILHOCTD €T0 orpaHnyeHa. CHUMOK IOCIIe BBEICHHS KOH-
Tpacta uepe3 LIBK yacTo ncrnons3yercs 1 AMarHOCTUKH KaTeTep-acCOLMMPOBAHHBIX TPOMOOB, MPOCT B HCIIOJI-
HEeHUH U nHpopMaruBeH. Beenenne kontpacta yepes [IBK moxker ObITh HEOOXOAUMO, HO HE JaeT HHPOPMALIUH O
pacnpoCTpaHEHNH BEHO3HOTO TpoMO03a MPOKCHMAIbHO KOHUMKA KaTeTepa (BKJIIOUasi AJMHY KaTeTepa); HCHONb-
3yIOT IIPH TPOMOO3aX BEPXHEH IOJOBUHBI IPYIHOM KIETKU U PYK.

Y IOHOIICHHBIX ¥ HEAOHOIICHHBIX HOBOPOXK/ICHHBIX aHTUKOATYJITHTHASI TEPAIHs TPHU TPOoMOO03axX U3-3a pHU-
CKa BHYTPHYEPEIHBIX KPOBOM3IIHMSIHUHN MIPUMEHSETCS ¢ OCTOPOXKHOCTBIO, BO3MOXKHA CIIOHTAaHHast peMuccusi. Mo-
JKET [IPUMEHSIThCA TernaprH B 1o3upoBke 75 IE/Kr macchl Tena 000CHO, Jajiee POBOANTCS AIUTENbHAs HHPY3Us
28 (20-25) IE/kr maccer Tena/gac. Lens: AUTB (50)-60-85 cexyH.

AJBTepHATHBA: HU3KOMOJIEKYISIPHBIH TefaprH (IHOKCAIapyH), y JOHOIICHHBIX HOBOPOXKICHHBIX 1,5 MI/KT
MACCHI TeJla MOJKOKHO Yepe3 Kaxkaple 12 yacoB, y HeHOHOMIEHHBIX AeTeit 0,8-2 MI/KT Macchl Tella MOAKOXKHO depes
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kaxasle 12 wyacos. Llenb: nopnepxanne ypoBHs (akTopa anTH-Xa B auanazone mexay 0,5 u 1,0 U/l, nepBoe u3-
MepeHue yepes 4 yaca rociie BBeIeHHs DHOKCaapyHa.

Hcnonp3oBanne TpoMOOIH3HCa y HOBOPOXKICHHBIX MOXKET OBITh 3()(EKTHBHO U CBA3aHO C OTPAHUYCHHBIM
KOJINIECTBOM CEPBhE3HBIX OCIOKHEHNH. Heo0XoammMo yoeanThes B OTCYTCTBHUH BHYTPHUEPETIHBIX KPOBOM3IHSHNHN
JI0 Havaja TpoMOonmuTHdeckoi Tepanun. [IpoTuBonoKa3zanus Al MPOBENCHUST TPOMOOIM3UCA BKIIIOYAIOT aKTHB-
HOE KpOBOTEUEHHE, OOJIbIINE XUPYPrHUeCKHe Olepalliy Wi KpoBOTeUeHHs B nocienanue 7-10 aueit, Helipoxu-
pYprHyecKHe Orepaly B TEUEHUE MPEALISCTBYIOINX 3 HEe/lellb, TSHKEIYI0 TPOMOOIUTONIEHHIO U CPOK IeCTalin
MeHee 32 Henenb. PekoMeHIyeTcs HCTIoNb30BaHNEe TKAHEBOTO aKTHBATOPa IIa3MuHoreHa (tPA) nimu crpentokuna-
351 (B HACTOAIIEE BPEMs HCIIONb3yeTcs penko). tPA mpumensioT B no3uposke 0,1-0,6 mg/kr/4ac B TedeHne 6 4acos,
HATrpy309HOH JTO3BI HET; BBEICHUE MOXKET IPOIOIKATHCS 10 12 4acoB MITH MOBTOPSIOT uepe3 24 gaca. CTpenToku-
Ha3a: Harpy3ouHas 103a 2000 U/kr B Tedenue 10 munyT; TuTpoBanue 1000-2000 U/kr B Teuenue 6-12 gacos. Mo-
JKET UCIIOIb30BaThCS TUTPOBAHKE TellaprHa C 3TUMHU Ipenaparamu B no3uposke 5-20 IE /kr/gac (6e3 GomocHOM
Harpy3KH); IpOI0JDKUTEIBHOCTh THTPOBAHMS 3aBUCUT OT KIIMHUYECKOTo dddekTa.

Oxximosus LIBK pa3BuBaercs BcneacTBre TpoMOMPOBAHUS WM 3aKyTIOPKH XUMHYECKUM MPELUIUTATOM,
00BIYHO Ha (OHE MPOBOAUMOTO MApEHTEPaTBLHOTO MUTaHuUs. [ mu3uca TpoMba MOXKET OBITh UCTIONH30BAHA MH-
¢y3uro tPA B mambix no3ax — 0,01-0,05 mg/kr/gac (cucTeMHBIH TpoMOOIH3IC HAYNHAECTCS ¢ 03UpoBKH oT 0,05
mg/kr/4ac). [IpogoKuTeTbHOCTD TEpalii OCHOBBIBACTCS Ha KIIMHWYECKOM oTBeTe. Onrcana MEeToAnKa JIOKaJIb-
HOW MHCTWIIISIINY 1pu Onokaze xarerepa — tPA 0,5 mg/o6bem karerepa, pa3BecTH B (pU3NOIOTHIECKOM PacTBOpe
(MakcuMyM 110 3 mun).

YV HoBOpOXaeHHBIX Oosiee yeM 80% BeHO3HBIX U 90% apTepranbHBIX TPOMOO30B SABISIOTCS CICACTBHEM
MIOCTaHOBKH BHYTPHCOCYAUCTBIX KareTepoB. [lsl KaTreTepu3alMu IMyHOYHOH BEHBI WIIM apTepUH JIOJKHBI OBITh
OIIPEICIICHHBIE TOKAa3aHMsI, HEOOXOANMOCTH HCIIOIb30BAHMUS KaTETEPa OLIEHUBACTCS ©XKEIHEBHO. Y AeTel cooOre-
HUM M MCCIIEIOBAaHUH TI0 MTPOBEICHUIO TPOMOOIUTHYECKON Tepaluyu HEMHOTO, BKJIIOUasi BOSMO)KHBIC TIOKa3aHMUS,
0€3011acHOCTb HCIIOIb30BaHUs, BBIOOD TIpenapara, MpoIoKUTEILHOCTh TEPAIK, UCIIONb30BaHUE COBMECTHO C
rernapuHOM M HEOOXOIMMBIIl MOHUTOPHHT. PekoMeHay 0CHOBBIBAIOTCSI Ha HEOOIIBIIIOM YHCIIEe UCCIICAOBAHUMA U
OIIMCAaHHBIX KIIMHUYCCKUX 31IU304aX.

OLEHKA MTAPAMETPOB, YHACTBYIOIIINX B ITIPOT'PECCHUH
MOHOKJIOHAJbBHOI TAMMAIIATUA HEOIIPEJAEJJEHHOI'O 3HAUEHU SI

K.M. Kozu4', T.B. Pynenxona> H.H., KnumkoBu4?,
B.H. Maprunkos!, 7K.H. Ilyrauesa', O.C. Bpuinikas'

I' TV « PHIIL] paduayuonnoit meouyunsl u sKono2uu yenosexay, 2. Iomens, Berapyco,
2YO «benopycckuil 20Cy0apcmeeHnblil MeOuyuHcKull ynusepcumemy, 2. Munck, berapyce

MuoxectBeHHas muenaoma (MM) xapakTepusyeTcst KIIOHaIbHOU Mposidepareii 310KkaueCcTBEHHbIX I11a3-
Marndeckux kietok (I1K), n mo cux mop, cunraercs HenzneuynMbIM 3aboneBanneM. Eit wacto npemmectByeT Oec-
CHUMITTOMHOE TIPE/IOIyX0JIeBOE COCTOSTHIE — MOHOKIIOHAJIbHASI TaMMariaTus HeonpeaenenHoro 3Hadenns (MI'H3),
KOTOpasi IMPOTPEecCUpyeT A0 TICIOMIEH U CHMIITOMAaTHYeCKOW MUEIOMEL. [Ipu mepBUYHOM 00CIICIOBAHHH ITAIH-
eHToB MI'H3 CIOXKHO OTIMYUTH MAIUCHTA CO CTAOMIBHBIM TEUCHUEM OT IANMEHTa, Y KOTOPOTO pa3oBhETCS MM
WK CBsI3aHHOE C Heil 3a0oneBanue. OJHAK0, HEKOTOPbIE KIMHUKO-1a00paTopHbIe XapaKTePUCTHKH U JaHHbIE MO-
JIEKyNApHO-TeHeTHYecKuX uccnenoBanuii 11K mo3BossSioT BEISBIATH MAIIMEHTOB C BEICOKUM PHCKOM IPOrpeccu-
pOBaHUS yXKe Ha IIEPBOM dTalle AUAarHOCTHKH. B manHOi paboTe mpoBeneHa OIieHKa KITMHAKO-TEeMAaTOIOTHIECKUX
apaMeTpOB B MOJEKYISIPHO-TeHETHUCKNX n3MeHeHnH npu MI'H3,

Henp: mpoaHaMTHM3UPOBATh KIMHUKO-TEMATOIOTHIECKIE MTAapaMEeTPhI, TIPOBECTH OLCHKY MYTAIlHil B T€HAX
pu MI'H3 1 BBISIBUTE B3aUMOCBSI3b C MTPOrPECCUEH.

IIpoBeneH aHanM3 KIMHHUKO-Ta0OpaTOPHBIX JaHHBIX U MyTanui B reHax NRAS, KRAS, BRAF, ATM,
DIS3 60 manmentoB ¢ MI'H3, Habmogaembix B iepuoa 2018-2023 rr. Meaunana Bo3pacta coctasuia 61 ser (55,0
u 66,0). Bcem marpieHTaM BBITIONHEHB! OOIMIEKIMHUYCCKUE UCCIICIOBAHMS, aCIUPAIlMOHHAs OHOIICHS, OHOTICHS
KpBIJIa TIOAB3IOMIHON KOCTH C THCTOJIOTHIECKIM B IMMyHoTHcToXuMuaeckuM (UI'X) uccnenoBanreM KOCTHOTO
mo3ra (KM). MornekynsipHO-TeHETHIECKOEe HCCIeOBaHIE MPOBOMIIIN ¢ MpuMeHeHneM Mmetona [IL[P B pexume
pEeaNbHOTO BPEMEHH.

B rpymmne uccnenoBanus npeodiiaaaiy MarueHThl ¢ cekperuei nmmyHoniooynuna G (IgG) (54,7%) u ner-
KuX 1eneit ummyHorooOynuHoB (13,2%), coderanue qeyx uMmmyHorioOynuHoB (IgG / IgM) obHapysxeHo B 9,4%
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ciy4aes. [Iporpeccust MI'H3 10 MM B TeueHue neprojia HaONIOACHUS pa3Buiack y 14 maruentos. He BhIsIBICHO
B3aWMOCBSI3H IIPOTrPECCUU 3a00JIEBaHIsI C MIMMYHOXHMHUYECKAM BapraHToM 3abosiesanus (p=0,736). OmHako, mpo-
rpeccus Yalie BCero pa3Bmiach y nanueHToB MI'H3, y KoTOpbIX Ha EpBUYHOM 3Tale JUarHOCTUKH OOHApyKeH
agemmdeckuii cuaapom (p=0,01), ypoBens P2-mmkpornoOynawmna mpessiman 3,0 mr/n, (p=0,02), Hamuane Kio-
HaspHBIX 11K B kocTHOM Mo3re >3% (p=0,001), a Takxe oOHapy>keHa noBbILeHHAs dkcnpeccus MOT mapkepos
CDI117 (p=0,001), CD56 (p=0,048) u orcyrcTBoBana sxcupeccuus CDI95 (p=0,005). O6HapyxeHa 3HaUNMast B3a-
HMMOCBSI3b TIPOTPECCUH 3a00JIeBaHus ¢ ypoBHEM KiIoHaIbHBIX [IK>10% mo nanneix UI'X (p=0,001). OTmeuanacs
B3aMMOCBSI3b TAK)KE C YPOBHEM M-TpaiueHTa CBIBOPOTKH, ONHAKO Ha ypoBHe TeHaeHuuu (p=0,081).

IIpu uccnenoBaHuM MyTaluil B IeHaX YCTaHOBJIEH BBICOKMM YPOBEHb pPaclIpOCTPaHEHHOCTH MyTaluil
cpeau mammeHToB ¢ MI'H3, ograko He 0OHapyXeHO 3HAYMMOM B3aMMOCBSI3U C Iporpeccuert 3aboneBanus (p =
0,756). Tak myramuu B renax NRAS Brrsiinena B 33,3% ciryyaeB, U3 HUX nporpeccust Hactymuia B 50% ciryuaes
(p=0,269), KRAS BrIsiBneHa B 69,2% u3 HuX nporpeccust Hactynmia B 50% ciydaes (p=0,198), BRAF BrisiBneHa
B 23,1% w3 Hux mporpeccus Hactynuia B 28,6% cimydaes (p=0,681), ATM BeraBneHa B 82,1% u3 HUX mpo-
rpeccust Hactynuia B 85,7% ciydaes (p=0,75), myranuu B rene DIS3 BoisiBnena B 10,3%, U3 HUX Iporpeccuu y
MAIIMEHTOB HE BBISABICHO.

OpnHako, MbI OOHAPYXWJIH, uTO y marreaToB MI'H3, nmeromux coueranne mytanuii B reHax KRAS/NRAS
TIpY TIEPBUYHON TIOCTAHOBKE IMarHo3a, Halmoganock 0ojee HA3Kask BEDKUBAEMOCTh 0e3 ITPOrpecCHpOBaHusI.

3akirouenue: B pesynbsrare ucciieoBaHus Mbl 00HApYKWIIK, YTO HalMeHTs ¢ KomuecTBoM I1K Gonee 3%
B KM, npeBbltnenne ypoBHs B2-MukpornodynuHa 6onee 3,0 Mr/i, aHEeMUYECKUM CHHIPOMOM M HAJTMYUEM TTOBBI-
menHo# skcnpeccuert CD117, CD56 u yrpatoii axcnipeccun CD95, mporpeccupoBaiu 3HaYUMO Yallie.

Hamre nccriemoBanme mokas3ano TeHETHYECKYI0 TeTepOTeHHOCTh OMyXoyieBhIX KieTok mpu MI'H3. Hamu
HE MPOBEJICHO CpaBHEHHE C ManueHTaMu MM, BO3MOXKHO B MOCIEAYIOIINX HCCIEIOBAHUAX MBI CMOXKEM BBISIBUTH
MYTallM{, KOTOPBIE SIBIISIOTCS MPEIBeCTHUKAaMK nporpeccun. [Ipn aTom oOHapykeHHe y MalueHTOB COYeTaHUs
myraimii B reHax KRAS/NRAS M0XHO paceHUTh Kak HeOJIaronpusiTHbIE B OTHOLIEHHH IIPOTHO3A.

BrisiBneHHe MalMeHTOB C BHICOKMM PHUCKOM IPOTrPECCHPOBAHUSI MOXKET CHU3UTh Pa3BUTHE TSXKEIBIX OC-
JIOKHEHUH U YIy4LIUTh KaueCTBO KU3HH MAI[MEHTOB, 32 CYeT OoJiee aKTHBHOTO HAOIFOACHHS.

JTUHAMHUKA KOHIIEHTPAIIUA BBICOKOYYBCTBUTEJIBHOTO
C-PEAKTUBHOI'O BEJIKA B IPOCOEKTUBHOM HABJIIOAEHUHU Y MAIIUEHTOB
C HIIEMHWYECKOM BOJIE3HbIO CEPILIA U APTEPUAJIBHOM T’MNEPTEH3UEN

A.B. Koporaes, A.M. IIpucrpom, JI.E. Koporaesa, O.A. Ilacmypuesn
I'Y «PHIII] paouayuonnou meduyunsl u 3kono2uu wenosekay, e. I omens, berapyco

B Hacrosiee Bpems aTepoCcKIepoTHIECKOE H3MEHEHHE COCYAUCTOMN CTEHKH apTepHil paccMaTpUBaeTCs Kak
XPOHUUYECKOE IMMYHOOIIOCPEIOBAHHOE BOCHIAJICHUE, HTOTOM KOTOPOTO SIBISIETCs] (HOPMUPOBAHKE aTepOCKIEPOTH-
YeCcKuX OJSIIeK, B TOW WM MHOH CTENICHH MPUBOSIINX K CYKEHUIO TIPOCBETA apTepHil U XPOHNIECKON HUIIEMUH.
OnHNM 13 MapKepOB XPOHMYECKOTO BOCTIAJIMTENBHOTO TIpoliecca sBisieTcsi C-peakTHBHBINA OEIOK.

Lenpro wuccienoBaHUs: MNPOBECTH IPOCIEKTHBHOE IMHAMUYECKOE MCCIIE0BaHNE KOHIIEHTPAUU
C-peakTuBHOTO O€JIKa Ha MPOTSHKEHUN YETHIPEX JIeT HAOMIOeHNS Y TTAallEeHTOB C apTepHaIbHON THIIEPTEH3HEH U
UIIeMHYECKOM 00JIe3HBIO ceplia.

O0cenoBaHo 629 ManUeHToB, PACHPEACICHHBIX B 3 TPYIIIBI HCCIIEI0BAHUS: C apTEPHAIbHOI rHIIepTeH-
sueit (Al), n=153, arepockinepornaeckum (ACKC), n=382 u noctunpapkrasiM (ITMKC) kapanockieposom,
n=94. CpenHuii BO3pacT NaIIICHTOB, BKIIOUYEHHBIX B UCCleA0BaHue, B rpymme ¢ Al cocraBun 56,0 (48,0; 60,0)
net, Myx4uH 05110 85 (55,2%), sxenuuH — 69 (44,8%). Y naunenros B rpynne ¢ ACKC Bozpact 6611 68,9 et
(64,0; 73,0), myxuun 187 (48,8%), xenmmu 196 (51,2%). Bospact manuentor rpynmsl [IMKC cocraBmn 68
(62,0; 73,0) net, myxxums 73 (75,3%), xenmun 24 (24,7%). OnpenencHue koHeHTpaun C-peakTHBHOTO OeJi-
Ka MPOBOIMIIOCH BhICOKOUYBCTBUTEIbHBIM MeTooM (hsCPB) Ha Onoxumuueckom anamuzarope ARCHITECT
c8000 (CILIA). ITanneHTH 06CTIeTOBATICH HCXOIHO MPH BKIIOYEHNU B UCCIEOBAHNE U €)KETOHO B TeueHue 4
JIeT B JUHAMUKE (BH3UTHI 1-5).

AHanu3 MONY4YEeHHBIX JaHHBIX OCYLIECTBISUIM ¢ momoulpio cratuctuyeckoro makera STATISTICA 10
(StatSoft, USA) ¢ mpuMeHeHHEM HemnapaMeTpUIEeCKUX METO/IOB CTaTHCTHYECKOTO aHaiu3a. V3MeHeHue rmokasa-
TeNed B JUHAMUKE aHAIM3UPOBAIKCH 110 Metoay Friedman ANOVA. Pa3nuuus cuutanuch CTaTHCTUYECKH 3HAYH-
MBIMH TIpH ypoBHE 3HaunmMoctu p<0,05.
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HsCPb y mammentoB ¢ Al cocrapuin 1,50 (0,89; 2,90) ucxomno mr/m, 1,55 (0,80; 2,80) mr/n yepes 1 rox, 1,20
(0,70; 2,70) mr/m yepe3 2 rona, 1,15 (0,80; 2,75) mr/n — uepe3 3 rona u 0,85 (0,55; 1,70) mr/n — uepes 4 rona; Friedman
ANOVA p=0,21. Kax crreyer u3 IpeAcTaBICHHBIX JaHHBIX, CTATUCTUYECKH 3HAYMMBIX Pa3iIMUMii BEIABICHO HE OBLIO.

B rpynme marmentoB ¢ ACKC hsCPb onpenensiics va yposre 1,80 (0,90; 3,40) mr/m Ha Busmte 1, 1,80 (0,90;
3,80) mr/m ma Busure 2, 1,70 (0,80; 4,20) mr/m va Buzute 3, 1,25 (0,70; 2,50) mr/n va usure 4 u 1,40 (0,80; 2,70) mr/n
Ha Bu3uTe 5; pasmuns Friedman ANOVA Haxoquimichk Ha ypOBHE TEHJICHIIMH CTaTUCTHYECKOH 3HaunMocTH, p=0,059.

VY manuenrtor ¢ [TMKC hsCPb 6511 2,07 (1,10; 4,10) mr/m ucxonuo, 1,55 (0,85; 3,85) mr/a yepes 1 rogx,
2,00 (1,10; 3,40) mr/n uepes 2 roaa, 1,65 (0,70; 2,95) mr/n — uepe3 3 roxa ot Havaja uccienoBanus u 1,70 (0,60;
4,20) mr/im uepes 4 roxa; Friedman ANOVA p=0,86. Ha ocHOBe npecTaBIeHHBIX JaHHBIX CIEAYET, YTO CTaTHCTH-
YEeCKH 3HAYMMBIX M3MeHeHNH conepykanus hsCPB BrisBiIeHO He OBLIO.

3akiroueHue

Kak ciienyet w3 peicTaBICHHBIX TAHHBIX, CTATUCTUYCCKH 3HAYMMBIX pas3iunii B ypoBHe hsCPb y nmarmmenToB
¢ AI' u ITMKC =e BbisiBneHo. Y nanuenTos rpymnnsl ACKC pa3miuns HaXOAWTHCh Ha YPOBHE TEHAEHIIUH, YTO MT03BO-
JIACT MMPOrHO3UPOBATH HAJTMYNEC CTATUCTUYCCKU 3HAYUMbBIX pa3J'[H‘-IPII71 Ipu 60Hee JUIATEJIBHOM IIEPHUOJC Ha6J'IIO,l:[eHI/IH.

BO3MOXXHOCTHU CUNTAII-TEPAITUY ITPYU BTOPUYHOM DPUTPOILIUTO3E
B COYETAHUU C MOPBUIHBIM O)KUPEHUEM U CHHAPOMOM
OBCTPYKTUBHOTO AITHOD CHA (KJIMHUYECKHUM CJTYYAW)

O.A. Kpusomueii, A.B. Kapukopa, A.Il. CanuBonunk, B.K. llInyneiiko
I'Y «PHIII] paduayuonnou meduyunsl u 3kono2uu wenosekay, e. I omenn, berapyco

OpUTPOLINTO3 XaPAKTEPU3YIOTCSI YBEINYEHHEM YHCIIa SPUTPOLMTOB B NEepU(epHUIECcKoll KPOBH, COUYETAIO-
IIeecs C MOBBIIICHUEM IT0Ka3aTesie FeMaTOKPUTa, KOHIIEHTPAI[MH FeMOTJIO0OMHA BBIIIE HOPMAaIbHBIX BO3PACTHBIX
1 (QU3NOTIOTHYECKUX TOKA3aTeNeH, M CBSI3aH C MOBBIIIEHHOH BA3KOCTHIO KPOBU M PUCKOM TPOMOOOOPa30BaHUsL.

ITo cBoeii mpupoe S3pUTPOLUTO3BI ACTATCS Ha:

I UcTunnas monuuuteMusl.

II. BropuuHble aGCOTIOTHBIE SPUTPOLIUTO3HI (BCIISICTBHE MTOBBIIIEHHOTO 00pa30BaHMsI )PUTPONIOITHHOB):

1). IIpu reHepann3oBaHHOI TKaHEBOW TMIIOKCHH (THUIIOKCHYECKHE, KOMIICHCATOPHBIE): C apTepUabHOM
THIIOKCEMHEH: B YCIIOBUSIX BBICOKOTOPbS, XPOHHUYECKUE OOCTPYKTHUBHbBIE 3a00NIeBaHMs JIETKHUX, BPOXKICHHBIC
TIOPOKHU CEP/Ia, APTEPUOBEHO3HBIE COYCThsI, OXKUPEHHE — CHHAPOM [IMKBHKa, CHHOPOM OOCTPYKTHUBHBIX arlHO?
cHa(COAC), xapOokcureMornoonHeMus (y KypHIIBIIUKOB); 0e3 apTepUANTbHON TUIIOKCEMIH: TeMOTIIOONHOIATHI
C MTOBBIMIEHHBIM CPOJICTBOM K KHCIOPO/LY.

2). [Ipu onyxonsx (mapaHeoIIacTHYECKHE, TUCPETYISTOPHEIE): pak MoYeK, FeMaHrHo0IacToMa MO3KeuKa,
cunapoM ['mnnens-JInHaay, onmyxoiu HaAIIOYEYHUKOB U SIYHUKOB, aJileHOMa runodusa.

3). IIpu noKaIbHOM MIIEMHUH HOYEK (IUCPETYISATOPHBIE, YMEHBIIEHHE KPOBOCHAOKECHHUS MTOYKU CTHMYJIH-
PYET NPOIYKLHUIO 3PUTPOIIOITHHA): aTePOCKIIEPO3 TOUCUHOH apTepuu, TUIpoHe(PO3, KUCTHI MOYEK, (HOKATBHBINH
TJIOMEPYIOHEPPUT.

4). KoGansroBble (IPEUMYIIIECTBEHHO IKCIICPUMEHTAIBHBIC).

[II. Bropu4Hble OTHOCUTENBHBIE TEMOKOHIIEHTPALIMOHHBIE A)PUTPOLIUTO3BI: CTPECC-IPUTPOLIUTO3, CHHIPOM
TaiicOeka, IICeBIOMOIUIIMTEMHUS U T.1I.

I'V. IlepBuuHsIii (HACTIEACTBEHHBINA, CEMEWHBIN) SPUTPOIIUTO3.

OpUTPOLUTO3 SBISAETCS OTOOpAXKEHNEM KOMIIEHCATOPHO-TIPUCIIOCOOUTENBHBIX PEAKIM OPraHu3Ma B OTBET
Ha TeHEePATM30BAHHYIO 1 JIOKAJIbHYIO TUIIOKCHIO TKaHelH. Cpeny IPHYMH Pa3BUTHS THIIOKCHIECKOTO 3PUTPOLINTO3a
Ba)XHOE MECTO 3aHUMAaeT MOPONIHOE OKMPEHUE C pa3BUTHEM CHHIpoMa oOcTpykTuBHOTO anHod cHa (COAC) n/
WIN CHHJpOMa ajbBEOJSIPHOI TMIIOBEHTHIISIIMKU. Bricokoe cTosiHue quadparMbl, HOCTOSIHHAs OOCTPYKIUS BepX-
HUX JbIXaTeNIbHBIX MyTeH, yMEHbIIEHHEe 00beMa JIETKHX, 0COOEHHO BO BpeMsi CHA CIIOCOOCTBYIOT aIbBEOJISIPHOM
TUTIOBEHTUJISIIIUY, 4TO BeeT K XpoHuueckomy oboramenuto CO2. ITpu COAC HapymiaeTcs OKCUTeHAIUS KPOBU
B JIETKUX, BOSHUKAET TMIIOKCEMUS, KOTOpasi CONPOBOXKIACTCS TCHEPAIN30BaHHOM TUIIOKCHEH TKaHEeH, THIepmpo-
JOyKIUEH 3pUTPOIIO3THHA, CTUMYJISIINEH SPUTPOII033a ¥ TeMOIIOOMHOOPA30BaHUS, YTO IPUBOAUT K YBETHUCHHUIO
KOJINYECTBA SPUTPOLIUTOB.

COAC - 310 cocTosiHHE, XapaKTepu3ylolleecss HaIudhueM Xpara, COMpPOBOXKAAIoIIeecs MepHOANIEeCKIM
CIaJIeHEeM BEepXHUX JbIXaTeNbHBIX ITyTel Ha YPOBHE INIOTKU U IPEKPALIEHUEM JIETOUHOW BEHTUIISALIMY IIPU COXPa-
HSIOIINXCS ABIXaTeIbHbBIX YCUIINAX, CHIDKCHHEM YPOBHS KUCIIOpOJa KPOBH, Tpy0oii pparmMeHTanneil cHa 1 U30bI-
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TOYHOHN JHEBHOH coHnmMBOCThI0. Hanbonee TounbiM MeTonoMm auarHoctukn COAC siBisieTcs moiaucoMHorpadust
WM Kapauopecnuparopnoe MoHuTopupoBanue. Ctenenp Tsbkectu COAC olleHHMBalOT Ha OCHOBAaHWW HMHJIEKCA
anmHOod — runonHod (UAT) 3a gac cHa (B HOpMe — MeHee 5, Jerkas cTerneHb — 5—14, cpenuss crenenp — 15-29,
Tsokenas crerieHs — 30 u 6onee). Tsokenas creneHh COAC BeZeT K JOCTOBEPHOMY YBEIHUICHUIO PUCKA CEPACIHO-
COCYIMCTOH M 001IeH 3a0071eBa€MOCTH 1 CMEPTHOCTH.

Henbro neuenust COAC sisttorcst HopManu3zanus AT, ycrpanenne xpara, n30bITOYHOM JHEBHOM COHIIHN-
BOCTH, THIIOKCEMUU BO CHE U BOCCTAHOBJICHHE CTPYKTYphI CHa. CHIDKEHHE MacChl TeJla MPU OKUPEHUH, HEUHBA-
3MBHAasi BEHTWISALIUS TIOCTOSIHHBIM MOJIOKHUTENILHBIM JIABJICHUEM BO3JYIIHOTO 1T0TOKa BO Bpemsi cHa (CUITATI-Te-
pammst) cnocodctyet Koppekuu COAC, 9To MO3BOJISIET CHU3UTH HATPY3Ky Ha JAbIXaTelIbHYI0 MyCKYyJIaTypy, ONTH-
MH3HPOBATh MEXAHUKY JBIXAHHS, BOCCTAHOBUTh YyBCTBUTEILHOCTD JAbIXaTebHOrO0 HeHTpa k CO, n oOecreunBaeT
MIPOXOJMMOCTh BEPXHHUX JbIXaTeJbHBIX IIyTeH BO BpeMs CHA, CO3/1aeT MHEBMaTHUECKUH KapKac, peaypeKaato-
M CMBIKAHHE BEPXHHX JbIXaTEJIbHBIX IIyTEeH BO BpeMs CHa.

B kauecTBe mpuMepa NpUBOAUM KIMHUYECKHH ClTydail THIIOKCUYECKOTO SPUTPOIUTO3a, Pa3BUBIIETOCS Y
nanuenra Ha ()oHe MOPOUIHOTO OXKUPEHHS U CHHAPOMA OOCTPYKTHBHOTO alTHO? CHA, a TAKXKe MOJXO/Ibl TepaIuu
y JAHHOTO MalMeHTA.

[Manwment P., 58 ner Obl1 HampaBieH Ha KOHCYABTAIMIO K TEMATOJIOTy C AMATHO30M: DPHUTPOLUTO3 HEYTOU-
HEHHOW 3THOJIOTHH C ’kano0amMu Ha c1abocCTb, COHJIMBOCTD, IIOBBILICHHE apTepUalIbHOTO AaBieHust 10 180 MM pr
CT, TSDKECTh B TOJIOBE, YaCTOE HOYHOE MOUYECHCITYCKaHHUE, OAIBIIIKY NPH (HU3HMYECKON Harpy3Ke, OTCUHOCTD HIDKHUX
KOHEYHOCTEH, HaJTMuKe Xparna Bo cHe. VI3 aHaMHe3a: manueHT paHee Kypuil B TEUCHHH S JIeT, N30BITOYHBIH BeC — C
40-neTHEero Bo3pacTa, M3MEHEHHs B 00ILEM aHaJIM3€ KPOBH — B TEUEHHU HECKOJIBKUX JIET.

OOBeKTUBHO: 001IIEe COCTOSIHUE YIOBICTBOPUTEIBHOE, CO3HAHHE SICHOE, TTOJIOKEHHE akTHBHOE. Temocnoxe-
HHe — runepcreHnueckoe. Poct 179 cm, okpyxuocTh Tanmuu 134 cMm, macca Tena 127 kr, UMT 39.2 kr/m?. KoxHbie
TIOKPOBBI YHCTBIE, JIETKUH udQysnbii muanos. Carypamms SpO, — 94% IlonkoxkHO-XMpoBas KJIETYaTKa pa3BUTa
n30BITOYHO, pacnpezeneHa abgomMuHabHO. [lepudeprueckue muMbarnyeckue y3isl He yBennueHsl. [lactosHocTh
rojeHeld. BuauMmble CIM3MCTBIE TOJOCTH pTa YMCTHIC. SI3bIK HE3HAUUTENILHO YBEJIMYEH B pasmepe, oOlokeH Oe-
JbIM HasteToM. JlpixaHue yepe3 Hoc cBoOoaHOoe. OXpUILIOCTH rojioca Het. [IpunarouHble ma3yxu Mmpu naliblialui
U niepKyccun 06e3005e3HeHHBI. | pyqHas KieTka mpy nansnanui 6e30omesHenHa. Ha Bcel MOBEpXHOCTHIO JIETKUX
BBICITYIIINBAETCS BE3WKYISIPHOE JIbIXaHWE. XPHIOB HET. JKUBOT yBenndeH B 00beMe 3a CUET MOIKOXKHO-)KHPOBOM
knerdarkd. Ilynee 78 B MMH, CHMMETPHYHBIH, YOBIETBOPUTEIFHOTO HAITOJIHEHUS, IeUIUTa Myabca HEeT. TOHBI
cep/ila MpUNIyIIeHbl, pUTMUYHBIE, ITyMOB HeT. A/l Ha ruredeBbIX aprepusix: cripaBa — 180/105 mm pr. cT., ciieBa —
178/106 MM pr. cT. JKMBOT MATKHIA, 0¢300IC3HEHHBIH, CETIC3CHKA MATBIIATOPHO HE ONIPEACISICTCS.

B o6uiem ananuse kpoBu: remoriooun 204 r/i; spurporutsl — 7,72%10'%/1; remarokput 68,7%, neikonu-
TbI — 8,23%10° /11; COD — 8 MM/u; 303uHO(UIBEL — 3%; 6azoduisl 1 %, cermenTosnepHbie — 58%; MOHOIUTHI — 9%);
muMborutet — 27%; TpoMoormTel — 150%10%/11.

[IpoBeneHo pomnomHUTENBHOE JTA0OPAaTOPHOE O0CIEOBaHNE: aHAJN3 KPOBH Ha MyTallid I'€HOB XpOHHYE-
CKOTO MueltoIposrdepaTuBHOro 3a0oeBanust — MyTanuii reHoB XMI13 He BBISABICHO, YPOBEHb PUTPOIIOITHHA —
470 (mpu HOpME 2,59-18,5) MME/mi1.

Ha ocHoBanuu xano0, aHaMHe3a 3a00JIeBaHUsl, JaHHBIX 0OBEKTHBHOTO OCMOTpA U Pe3yJbTaroB Jiabopa-
TOPHBIX UCCIICIOBAHNHN YCTAaHOBJICH AMArHo3: Bropmunslil (cumnromMaTnyeckuii) sputporuro3. Oxupenne 111 ct.
Cunppowm [Tuxsuka? CHHAPOM HOYHOTO aImHO? cHAa? ApTrepuanbHas runepTersus 3 ct. puck 4. HO.

Jia uckmouennss COAC manyieHT HampaslleH K Bpady-HeBposory-comHonory I'Y «PHIIL PMudU» mna
poBezieHust KapanopecnuparopHoro Monutopunra (KPM). Io pesynsraram KPM BBIsSIBIICHBI TPU3HAKH TSKEIIO-
r0 00CTPYKTHBHOTO aITHOA CHA, TIO3UIIMOHHO He3aBHcuMoro. CHHIPOM THITOBEHTHIISIIMY (onpezeseHo 513 pecnu-
paTopHBIX cOOBITHH, HHACKC anHod/TunonHod (MAID') cocraBun 55). Uuneke necarypauuu — 59 KonuyecTBo/4yac.
Cpennss carypaunus SpO, Bo BpeMst cHa — 68%, MunumanbHas SpO, —43%.

Jns yToYHEeHU TPUYUH BTOPHYHOTO 3PUTPOIMTO3a, MPOBEACHHUS TeMOdKC(y3Hid, KOPPEKIIUU BIXATENb-
HBIX PacCTPOMCTB BO BpPeMs CHA MALMEHT rocnuTanusuposad B cranquoHap ['Y «PHIIL PMu34» ¢ auarmozom:
CuHIpoM 0OCTPYKTUBHOTO artHO? CHA TSDKEJION CTETEHHM, MO3HLMOHHO He3aBHCHUMBIH. CHHIPOM ajbBEOJSIPHOM
TUNOBEHTWISIUU. BTopuunslit spurporuros. Oxupenue III cT. Aprepuansaas runeprensus I ct., puck 4. UBC.
Atepockiepornueckuii kKapauockiaepos H1-2 A. XpoHudeckas nepeOpoBacKy/sipHas HEAOCTATOYHOCTh. ATepo-
CKJIepo3 OpaxmnodanuaibHBIX COCYIOB CO cTeHO3MpoBaHHEeM MeHee 25%. [lomomaurensHo BeimonHeHO: KT op-
TaHOB TPYIHON KIIETKH — OYarOBHIX M HH(WIFTPATHBHBIX W3MeHeHni He BosiBiIeH0. PKT romoBrOTO MO3ra — 663
naronoruueckux u3MeHeHuid. OKI' — putm cunycossiil, YHCC 64 B mun, DOC — HOpManbHas, Harpy3Ka Ha JIEBbIE
TIpeICepaANE U XKEITyA0oueK, M3MEHEHUs B NepeIHe-BepXylIeuHO-00KOBOH 1 3aHe-1nadparMaibHOl o0acTy Je-
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Boro sxenynouka. Xonrep IKI' — puTM cHHYCOBBIH, MPEpbIBAEMbIi OMHOYHBIMHA ¥ MApHBIMU JKEITYIOYKOBBIMH,
OJMHOYHBIMU U NAPHBIMU CYyIPaBEHTPUKYJIIPHBIMHM KCTPACUCTOIAMM, KOPOTKUMU NTAPOKCU3MAMHU NIPEACEPAHON
TaXWKapIuH, YBEINYCHHE aKTUBHOCTH U BIMSHHUE HA CEPACYHBIA PUTM CHMIIATHYECKOTO OT/EeNa BEreTaTHBHOM
HEPBHOI1 crcTeMbl. brnoxuMudeckuii aHaau3 KpoBu: oOmmid OmmmpyOuH 35 MMONB/JI, OcTadbHEIE TAOOPaTOPHEIC
rokasarenu 6e3 ocodennocTer. Y3/II' BeH HMKHUX KOHEUHOCTEH: 0e3 MaToinorndeckux m3MeHennid. OxoKI: au-
JIaTanuys JICBOTO IpeJICepIus, IPaBOTO IPeCEPIusl, KOPHS U BOCXOJSIIETO OT/eia aopThl. [ uneprpodus Muoxap-
Jla JICBOTO JKeIy/I0uKa, TIIo0aibHasl CUCTOINYecKast (DYHKIIMS JICBOTO XKeIyJouka He HapylleHa, INacTOINYecKas
TUChYHKIMS JIEBOTO JKeNyouKa, TUI 1. YBeIrdeHue CpeiHero AaBieHus JIeroqHoi aprepun. Koncynsraums og-
TaJbMOJIOTA — AHTHOMATUS CEeTYATKH.

B ycioBusx crarmoHapa ManieHTy HadaTa pyJHasi TATPAIHs TapaMeTpOB HEMHBA3HBHOM BEHTHIISIIIAN JIET-
kux ¢ ucnonb3oBanueM meroga CUITAII-Tepamuu moq KOHTPOIEM KapIHOpecIupaTOPHOTO MOHUTOPHPOBAHMS,
MPOBE/ICHUEC HOYHOW KHUCIOPOTHOU MOANEPKKU B 00beMe 3 TUTpa/ B MUHYTY B TEUCHHE 5 JHEH C TOCIEeaYoNIeH
OTMEHO} OKCHTEHOTEpANMU B CBA3M ¢ HopManusanuei carypamuu SpO,. Ilposenenst 4 ceanca remoskcysuit
no 500 mi 1o poctmxkeHus: remarokpura — 50%. Ha ¢oHe npoBeieHHOTO Jie4eH sl CaMOYYBCTBHE YIIYUIIHIIOCH.
B nuenoe Bpems SpO, — 98%. Ilepen BeImucKkol 0OIME aHAM3 KPOBH: TeMOIIOOUH — 183 I/11; 5pUTPOIUTEI —
6,3x10"%/; remarokput — 51%, CO3 — 10 Mmm/4.

B maHHOM KIIMHHYECKOM cllydae MPUYHMHON IPUTPOLUTO32a SBIIIOCH HAJMYUE CHHAPOMA HOYHOTO aIHO?
(OpoHxoJeroYHBIA MeXaHu3M), cuHApoMa [TukBrka (Topako-nuadparMansHblii MexaHu3M). HapyireHue s3kckyp-
cun TuadparMel CmocoOCTBOBAJIO Pa3BUTHIO THIIOKCEMUH, YTO SIBUJIOCH CTUMYJIOM JUTSI BBIPAOOTKHM MOBBIIIEHHOTO
KOJIN4eCTBa SpUTpouuToB. CTONKHUI 3 (PEeKT OT HEMHBAa3UBHOM BEHTHJISILIUK JierkuX ¢ nomortupto CUITATI-Tepa-
MUY COXPAHSUIICS B TEUEHUE BCEX MOCTEIYIONINX JHEH HaOMIOACHNS B CTallHOHApE, IPH deM Oosee 97% 3HaueHMiA
UAT Haxomminch B OUY€Hb Y3KOM IeeBOM auanazone — 4,2-6,2. Hounas carypanus mocie 3aBepIIeHus] KUCIIo-
POIHOH MOANEPKKA B HOYHOE BpeMs coxpaHsnack He Hike 90% SpO,. [TannenT oTMeTHT yiydmienue oomero
CaMOYYBCTBHSI, HOUHbIE MOYEHCITYCKaHUs He OECIIOKOAT, PErpecCUpOBaIN OTEKH HIDKHUX KOHEUHOCTEH 1 THEBHAS
COHJIMBOCTb. [laliieHTy peKOMEHI0BaHO MPOAODKUTH B IOMALIHUX YCJIOBHUSX MEIMKaMEHTO3HYIO (TMIIOTEH3UB-
HblE JIEKAPCTBEHHbIE CpeACTBa, aHTUarperanTbl, craruibl) 1 CUITAII-Tepanuio ¢ 3aJaHHBIMH 110JJO0paHHBIMU
nmapaMeTpamMu, COONIOAeHNE THIIOKAJIOPUHHON JUETHI, JOCTAaTOYHYI0 YMEPEHHYIO (PU3HIEeCKyl0 aKTUBHOCTD, KOH-
TPOJIb IENIEBBIX YpoBHEH A/Jl, mynbca, caTypalin, OCMOTpP Bpada-COMHOJIOTa, TeMaToJiora 4yepes 2 MecsIia.

[IpencraBneHHBI KIMHIYSCKUH CTyYall TIOKa3aj, YTO MAIEHTaM C BTOPHYHBIM SPHTPOIIUTO30M, a TAKKE
MIOTPAaHUYHO BHICOKMMH 3HAUCHMSMH J1a00PaTOPHBIX IOKa3aTesied SpUTPOLMUTOB U TeMaTOKpUTa, COXPaHSIOIIN-
MHcs Oonee 2 MecsIeB, M OKUPEHHEM B TUTIaH 00CIIeI0BaHMs IOJDKHBI BKJIIOYATHCS TIOIMCOMHOTpadys WK Kap-
nuopecnuparopHbiii MOHUTOPUHT JTst uckitouennss COAC. Lenpio TaHHBIX BUAOB UCCIICOBAHUS MOXKET SIBUTHCS
YCTaHOBJICHHE OJHOM M3 IMPUYNH BTOPUIHOTO SPUTPOIMTO3a. BOBpEeMs 1 M0 MOKa3aHUSAM HadaTasi HEMHBA3HUBHAS
BerroMorarebHast BeHTIws Jerkux (CUITTAII-Tepanmst) mo3BonseT TOOUTHCS TTONOKHUTEIBHBIX CTOHKHX pe-
3yIBTATOB JICUCHUS CHHAPOMA aITHO? CHA M TUIIOKCUYECKOTO BTOPHYHOTO PUTPOIIMTO3a, BRI3BAHHOTO BBIPAXKEH-
HOH JJIUTEIHLHON THIIOKCEMHUEH.

NHOUJIBTPALIUA XOPUOUJAEN KAK ITPOSABJIEHUE
OCTPOI'O MUEJIOUJTHOT'O JIEUKO3A (KIMHUYECKUM CIIYYAHN)

A.H. Kypunenxko', T.B. Boop?

'V «lomenvckas 06nacmuas cneyuanu3uposanias Kiunuieckas bonvuuyay, 2. Iomens, benapyco,
2 I'V «PHIIL] paduayuonnoii meOuyunst u 3kon02uu werosekay, 2. Lomens, Berapyce

[ma3HbIe CTPYKTYpHI HEPEAKO 3aTParuBarOTCs NMpH 3a0o0jieBaHUSIX KpoBH. OMHCHIBAIOTCS MEPBUYHBIC
(IpsiMble) U BTOPUYHBIE (HENpsIMbIE) MOPaKeHHsI OpraHa 3peHus npu Jeiikose. [lepBuunas nHpuUIbTpauus
yale 3aTparuBaeT yBeallbHbIH TpakT U opoOuty. Jlelikemuueckas nHGUIBTPALMS OKa3bIBAET MEXaHHYECKOE
BO3/IeiicTBHE (IaBleHIE) HA MTPHIIEKAIIME TKAHU, YTO CIIOCOOCTBYET Pa3BUTHIO THIIOKCHYEKCUX U3MEHEHHI U
HApYUICHUIO (PYyHKIIMOHATHLHOIO COCTOSIHUS. BTOpUYHOE ke MopaxKeHHe BO3HUKAeT Ha GOHEe aHEMHHU, TPOM-
OOIMTONEHUH, TIOBBIIIEHHOW BS3KOCTH KPOBH, OMMOPTYHUCTHYECKHUX 3a00JIEBAHUAX, XUMUOTEPAIUU U JIP.
[IposIBISITOTCS BTOPUYHBIC H3MCHCHUS KPOBOUBIUSHUSIME, OKKIIO3USIMHU COCY/IOB, BOCIAIATEILHBIMHU 3200-
nesanuamu [J. Kancku, 2009].

Taxum 06pa3oM, B BEICHUH 1 JICUCHUH JAHHBIX MAI[EHTOB TPEOyeTCsl TECHOE COTPYIHMUECTBO O(TaIbMO-
JIOTOB U TeMaTOJIOTOB.
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Lenb. Onucars KIMHUYECKUH Ciy4dail JIeHKeMUuecKoil HHOUIBTPAME XOPUOUIEH KaK MEePBUYHOTO IPOo-
SBJICHUS OCTPOTO MUEIOUIHOTO JICHKO3a.

[Mamment A., 1982 roma poxxaenus oopatuics B 0hTaTbMOIOTHIECKOe KOHCYIBTaTHBHO-THATHOCTHIECKOE
TIOJIMKIIMHUYECKOE OTAeNIeHHE YupexaeHne «loMenpckas o0nacTHasl CrieMain3ipoBaHHas KIMHAYIECKas 00b-
Huna» (Y «'OCKb») ¢ xxanobamu Ha CHIKEHHUE 3pEHUSI Ha [IPAaBOM IVIa3y B TEUEHHE TPEX JHEH.

Kparkue naHubple IpoBEIEHHOTO OCMOTpa: 0cTpoTa 3peHus npasoro rasza (OD) 0,4 ¢ sph +0,75/1=0,7; ne-
Boro (OS) 0,3 ¢ sph +0,75/1 cyl -3,0/] ax25°=1,0. beckoHTakTHas TOHOMETpuUs BHyTpHUIIa3Horo aasieHus (BI])
OD/OS =13/15 mm pt cT.

[Tocne npoBeneHns onTr4eckoi korepeHTHOM ToMorpadmu cetdarku (OKT) Gplna BEIsIBICHA SKCCynaTHBHAS
OTCIIOWKA HEMPOCEHCOPHOIT ceTdaTku BrIicoToi 360 MkM. [TanmeHTy OBIT BRICTABIICH AUATHO3 — OCTPast IEHTPabHAS
ceposzHas xopuoperuHonarus (LICXPIT) va npaBoM m1a3sy n ObUT pEKOMEHJOBAH ISl 3aKalbIBAaHUS B IIPABBIM IM1a3
«Hemnadenax» 0,1% mo 1 xarne 3 pasa B neHs (1 mecs) ¢ korTpotem OKT maxyssipHO# 30HEI uepe3 1 mecsl.

[ToBTOpHO ManKeHT 00paTUIICs Yepe3 MECHIL YKe ¢ KajJo0aMH Ha IPOrPECCHpPYIONIee CHIKEHUE OCTPOTHI
3peHHsI [IPABOTO I1a3a, ObUT OCMOTPEH KOHCHIINYMOM.

Hannbie ocmotpa: octpota 3perus OD 0,09 ¢ sph 0,75 11 =1,0; OS 0,3 ¢ sph +0,751 cyl -3,0/] ax25°=1,0.
Ha rrazaom mae OD Obla BEISIBIEHA CKIIAAYaTOCTh B MAKYIIIPHOW 30HE, IPOMHHHUPYIOIINE OYard 1o BCEMy IJIa3-
Homy aHy. ITo nanaeiM OKT makyssipHO#t 30HBI — nedopManys peTuHaIbHOTO npoduins (KoHBekc-aedopmars),
BBICOTA OTCIIOMKM UrMeHTHOTOo AnuTenust 409 MkM. Taxske BU3yalIM3UPOBAIOCH CKOIICHHUE THIOPE(IEKTHBHOTO
COZAEP>KUMOTO TI0/1 HEHPOCEHCOPHOH CeTUaTKOM.

[Tpu oO1iemM BU3ya bHOM OCMOTpE OblIa OTMEYeHA OJIETHOCTh KOXKHBIX TIOKPOBOB MalueHTa. 113 anamHesa
CTaJIO U3BECTHO, YTO MALMEHT B IPOMEKYTKE MEXK/Ly TIEPBBIM M BTOPHIM ITOCELICHUE O TaIbMOJIOTa HAXOAWICS Ha
JIe4eHNH (B TEUCHUE 5 THEH) B CTAIMOHAPHBIX YCIOBHAX 0 MOBOY MOAYETIOCTHOTO TNM(aaeHNTa, ObLT BBISIBICH
HU3KHH YPOBEHB reMoriodnHa (co ciioB manuerTa, Hb = 86 r/m).

Hamwu nipennonararcst 1MarHo3 — OIyXoJieBble O4ary IopayKeH sl XOpHoHuen Ha (hoHE OCHOBHOTO OHKOJIOTH-
YeCKOro 3a00JIeBaHusl Ha MPaBOM I1a3y. bputo coo0IIeHO B TOJMKIMHUKY 110 MECTY JKHTENILCTBA O JaHHOM Tal[ieHTe
C peKOMEHIALMSIMU J1000CIIe0BaH s (BBIIOIHEHHST O0LIEro aHaun3a KPOBH, a TAK)KE MPOBECHUsI OHKOIIOUCKA ISt
YTOYHEHHs XapaKTepa 04aroB Ha IA3HOM JHE). B 3ToT e JAeHp manueHTy ObLT POBEIeH OO aHaIn3 KPOBU U
OblIM BEIABIICHBI OnacThl. [TaneHT ObUT TOCTIMTAIM3UPOBAH B TEMATOIOTHIECKOE OTAeeHne. B nampHelemM Obit
BBICTABJIEH JUAarHO3 OCTPBIA MUETIOUAHBIH Jietiko3, M2 BapuaHT, BIIEPBbIE BBISIBIEHHBIH, IEPUO]] pa3rapa.

Takum o6pa3oM, B JaHHOM Cilyyae MOKHO HaOMIIONaTh NEPBUYHYIO, WK NPSAMYIO, JEHKEMUYECKYI0 WH-
¢unsTpanyio xopronaen. KimHu4eckne nposiBIeHHS JaHHOH MaTOJNIOTHH MOXKHO BBISIBUTH yXKe TIpH oranbmo-
CKOIIMH, & MPH TIOMOIIY ONTHYECKOH KOrepeHTHON TOMOrpauu CeT4aTKy OTCISKHBATh TEUEHHE 3a00IeBaHMUS.

HEWMPO®PU3UOJIOINYECKAS JUATHOCTUKA BOJIEBOTO CUHJIPOMA
Y HAIIMEHTOB C MHOXECTBEHHO MHUEJIOMOM
B KJINHUYECKOM MPAKTUKE

M.B. JIunkos, /I.K. HoBuk
I'Y «PHIII] paouayuonnou meduyunsl u 3kono2uu wenogekay, e. I omenw, berapyco

[Ipu mHOXecTBeHHOH Muenome (MM) oqHMM M3 BEIYIIMX CHMITOMOB SIBIISIETCS XPOHUYECKHUIT OOJIeBOI
CHUHAPOM, 3a CYHET KOTOPOIo y MannuCHTOB C MM MPOUCXOAUT 3HAYUTCIIBHOC OIPaHUYCHUC B NEPCABUKCHUN U
camooOciyxuBannu [3eipuHa I'B., Cirocaps T.A., 2020]. [lepcoHanu3upOBaHHBINA ITOIXO B TEPAITUH OOJIEBOTO
cuHApoMa npru MM B 3HaYMTENBHOI CTEIIEHH OCHOBAaH Ha ONpPENENICHHH MHTCHCHBHOCTH OOJIEBOTO CHHIpOMA
TIPY TIOMOIIM BU3yalibHOHM aHanoroBoi mkaisl (BALLD). Bmecre ¢ Tem, CyOBEKTHBHOE BOCTIPUSTHE OOJIEBBIX OIIIY-
LIEHUH 3aTpyIHSIET 0OBEKTUBU3ALMIO HHTEHCUBHOCTH OOJIEBBIX OIIYIIEHUH, YTO SBISETCS peasIbHOM MpooieMoit
noznoopa 006e300MMBaroLIel Tepaluy B KIMHUYECKoi npakTuke [Xapuenko 10.A, 2014]. Hannune XpoHH4eckoro
00J1IeBOTO CUHApOMa IMPUBOAAT K HAPYHICHUIO (byHKLII/IOHI/IpOBaHI/IH COCTOAHUA CUCTEMbI BOCIIPUATUA 6OJ'II/I, 4qTo
BO3MOXKHO 00BEKTHBU3NPOBATH ITPH IIOMOIIH PETUCTPAIINH HOITUIIETITUBHOTO (urekcopHOro pedexca (HOP) [Lie-
muaoBa F0.B., 2020]. Lenpio uccneqoBaHus CTANO H3YIeHHE BOZMOKHOCTH HEHPOPH3NOIOTHIECKON JHATrHOCTH-
KM 00JIEBOTO CHHAPOMA Y MAMeHTOB ¢ MM B KIMHHUYECKOH MpPaKTHKE.

B uccnenoBanun npunsanu ydactue 102 manueHTa ¢ Boepsble BbIsBIeHHOM MM B Bo3pacte oT 42 1o
80 neT, y Bcex MalMEHTOB IOJIyYeHO MHPOPMUPOBAHHOE COIIacHe Ha y4yacTue B HccieqoBaHMH. MHTEeHCHB-
HOCTh Oosu orneHuBaiach mo mkaine BAILL. Perucrparums HOP ocymiecTrisiacs Ha 3jeKTpoHeiipomuorpade

29



Heiipo MBII-8 (Heiipocodr). CraTuctuueckas 00paboTKa NOITy4YEHHBIX PE3yJIbTaTOB BBHIIIOIHEHA B IPOrpaMMme
Statistica 10.0 (StatSoft).

Jlo Hagana KypcoB XUMHOTEpAIHU XPOHUIECKUN OOJIEBOM CHHIPOM MHOXXECTBEHHOH JIOKATN3AI[IH UCIIHI-
teiBanu §80,7% nmanuentos ¢ MM. Ilpu cpaBHUTETPHOM aHAJIN3€ OCHOBHBIX HEHPO(PHU3HOIOTNIECKUX TAPaMETPOB
HO®P y manmentoB ¢ MM ¢ HanmmumeMm (Tpymmna 1) m orcyrcTBueM (Tpymma 2) G0IeBOr0 CHHAPOMA BBISBICHBI
crarucTrdecku 3HaunMble (p<0,05) paznuuus B MenuaHax 3Ha4eHUH CyObEKTHBHOTO U 0OBbEKTHBHOTO KOMIIOHEH-
toB RIII, xotopsie B rpymnme 1 coctaBuiu 162 [134;190] mc u 171 [138;188] mc, a B rpynme 2 — 112 [102;120] mc
u 112 [102;120] mc coorBercTBeHHO. [Ipy BBINONHEHHUS KOPPETAIMOHHOTO aHAJIN3a BBIABICHA CTATHCTHYECKU
3raunMasi (p<0,05) ymepeHHas! KOppesIHOHHAs CBA3b MEXIY HHTEHCHBHOCTHIO OoJieBoro cuuapoma o BAIIl u
BEJIMYMHOH yKa3zaHHBIX apameTpoB HOP, uTo ykaspiBaeT Ha BO3SMOKHOCTh HHCTPYMEHTAIBHOW 00bEKTHBU3AIIH
WHTEHCHBHOCTH OOJIM ITPY TMarHOCTHKE OOJIEBOTO CHHPOMA y ManueHToB ¢ MM B KIIMHUYECKOH MTPaKTHKE C MO-
MOIIBI0 HEWPOPHU3HOIOTNIECKUX METOAOB 00CIICIOBAHMS.

MHUKPOBUOIEHO3 KHIIEYHUKA Y JIETEW C AHEMUEW
O.I1. JlorunoBa, H.H. IlleBueHko
I'Y «PHIII] paduayuornoii meduyunsl u 9kon102uu yenosekay, 2. Iomenn, berapyce

HopmanbHast MUKpoOnoTa OpraHu3Ma 4ejJoBeKa UIpacT BKHYIO POJIb B PETYJSIINHN BCEX JKU3HEHHO Ba-
HBIX TIPOLIECCOB M HET HU OJHOM (DYHKIIMM OpraHu3Ma, Ha KOTOPYIO NPSIMO WIIM KOCBEHHO HE BIHsIA OBl pe3u-
JICHTHasi MUKpoOHOTa Toro Jubo apyroro Jiokyca [Anenymkuna A.B., 2010]. J{nucOno3 KuIeYHUKA, COTIACHO
SMUAEMHUOJIOTHUECKIM UCCIICIOBaHUSM, BBIsBIsETCS Oojee ueM y 90% Hacenenus. Haubomnbiee 3HaueHue Juic-
01103 KUIIEYHUKA UMEET AJIsl AETEH paHHETO 1 JOIIKOIBHOTO BO3pacTa. B oTBEeT Ha M3MEHEHNE KHUIIEYHOTO MUKPO-
OWoIICHO3a Y NIeTel MEepBBIX JIEeT KU3HH, (popMupyercss HeOIarompusATHEIN MPeMOPOUIHBINA (DOH, KOTOPHIHA IpH
BO3JICHCTBUH PA3IMYHBIX ITPOBOLMPYIOMNX (PAKTOPOB MOXKET TPAHC(HOPMHUPOBATHCS B IATOJIOTHYECKHUI TIpoIiecc.
Hawubomnee yacTbiM npeMopOuHbIM (hOoHOM siBIsieTcs xene3oneduuuTHas anemust (JKJ{A). [To maHHBIM dKeniepToB
BO3 XKJIA nopaxarot 60%aeTckoro HacesieHus pa3BuBaromnuxcs crpad. Haubonee gacro (50-60%) XKJIA Berpe-
4aloTCs y JeTel B Bo3pacTe oT 6 mecsies a0 3 aet [Kapumosa M.H., 2016].

Lenp uccnenoBaHus: U3y9UTh COCTOSTHUE MUKPOOHOTHI KHIIIEUHUKA y AE€TEH C aHEMHUEH.

B na6oparopun knerounsix Texaonoruii ['Y «PHIIL PMu3Y» npoBeneHo 0aKTeprHOIOTHIeCcKOe HCCIe0-
BaHMe (heKasMK Ha JUCOAKTEpHO3 OT 36 MAIMEeHTOB JETCKOTO Bo3pacTa ¢ aHeMuel. V3 anHaMHe3a N3BECTHO, YTO
JIETH MMEJU TIpejipaciioiaraionye GakTopsl pa3BUTUS aHEMHHU: 12 MalWeHTOB POMINCH C BHYTPHYTPOOHBIMHU
MHQEKUUsIMH, 8 HaXOAWINCh HA MCKYCCTBEHHOM BCKapMIIMBaHMH, y 6 MMeJach Haclle[ICTBEHHAs IPeapacIoo-
JKEHHOCTb. BBITIOMHSIIM KOIMYECTBEHHBIN CITOCO0 MOCeBa ¢ Mocaeayonei naeHTudrkanuen 10 BUIa, BbIICICH-
HBIX MUKPOOPTraHu3MOB. KollnuecTBEHHbIH COCTaB BCEX BHOB MUKPOOPTaHU3MOB B | T dheKanmii onpenesnsm 1mo
¢dopmyne: S =N x A x B, rme S — KOTHYECTBO MUKPOOPTaHU3MOB B 1 T (ekannii; N — KOINIeCTBO KOJOHHMA,
BBIPOCIINX Ha Yamke; A — Ko HIIEHT NOCEeBHOI 103bl; B — cTenens pa3senenns Marepuana. 3aTeM BblJaBa-
JIOCh 3aKJIIOYCHHE O HAIMYMH W OTCYTCTBHH ANCOAKTEpHO3a.

Jucbakrepros ObuT BeIsIBICH Y 30 HManueHToB, 4T0 cocTaBmio 83,3%. Y 6 malueHTOB COCTaB MUKPOOUOTHI
KUIIIEYHHKa HAXOIUIICS B IIPE/ieNiaXx HOPMBI. B pe3ynbrare netanbHOro aHainu3a pe3ylbTaToB I0CeBa YCTaHOBIICHO,
YTO Y MAIMEHTOB C BBISIBICHHBIM AUCOAKTEPHO30M OTMEUATIOCh CHIKEHHE KoindecTBa E. coli ¢ HopManbHO# (ep-
MeHTaTuBHOU akTHBHOCTHIO <10’KOE/T. V 2-X naiueHToB 0TMEUEHO Hanu4uue remonutudeckoi E. coli. [leduuut
nakrobakrepuii u oudumodakrepuit (<10°KOE/T) Habmogascs y OoipmmHcTBa 00cnenoBanHbIx aeteit (80,5 %).
[Narorenusle sHTEpOOAaKTEpUK HEe OBUTH BBISBIECHBI HU y ofHOro manueHTa. ¥ 11(31%) nanmeHToB BbIIENSIACH
yCIIOBHO-TAaTOreHHasi MuKpoduiopa B komudectse >10°KOE/T, cpenut KOTOpOH PEerucTpUpOBATHCH TaKHE «arpec-
CHBHBIC» MHKPOOPTaHU3MBI, Kak K. oxytoca, P. mirabilis, E. cloacae. Bce BbIeIeHHBIC SHTEpOOAKTEpHH 001a1a-
JIM SIPKO BBIPQ)KEHHBIMU TE€MOJMTHUECKHMHU CcBoHCTBaMH. ClielyeT OTMETHUTD, YTO CIIOCOOHOCTh KOHKYpPHPOBAaTh
3a KeJe30 XapakTepHa sl OONBIINHCTBA OakTepwii cemeiictBa Enterobacterales. Klebsiella spp. ciocoOHBI Tipo-
IyLHPOBAaTh XENATOPBI JKelle3a — SHTEPOOAKTHH M a3pOo0aKTHH, KOTOPhIE CBS3BIBAIOT HOHBI Fe' W CHIKAIOT MX
CoziepXKaHUe B TKaHX, TEM CaMbIM OCJIOXKHSISI TEICHUE aHEMHUH.

Takum oOpaszom, y 83,3% nmereii ¢ aneMuei BBISIBIICH BbIPQKEHHBIA NUCOAKTEPUO3 KHINEYHHUKA, KOTOPBIH
SIBJISIETCS OTHUM M3 OCHOBHBIX (DakTOpOB pucka Bo3HHKHOBeHHs KA. DTO MOXET yCyryOusiTh TeueHUe U CHHU-
*aTh 3QPEKTUBHOCTD TEpalMK aHEMHUH y TaKUX MAIMEHTOB. DTOT (PaKT HEOOXOMUMO YUHUTHIBATH TPH JICUCHHH
aHEMUH U IIPOBOUTH KOPPEKIIUIO, BBISBICHHBIX HAPYIIEHUH CO CTOPOHBI MUKPOOHOTHI KHIIIEYHHUKA.
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OINBIT JTUATHOCTHUKHU MAPBOBUPYCHBIX B19 UHOEKIIUM
YV IETEA C OHKOT'EMATOJIOTHUYECKHUMM 3ABOJIEBAHUSIMHA

O.II. JlorunoBa, H.W. llleBuenko, H.B. TerepeBa
I'Y «PHIIL] paouayuonnou meduyunsl u 3kono2uu wenogexay, e. I omens, berapyco

[MTapBoBupycHas undexuus (IIBMN) sBisercs mmpoko pacnpocTpaHEeHHBIM 3a00JIEBAHUEM BO BCEM MHPE
W TIPE/ICTaBIsIET cO00M cepbe3HyIo MpodieMy I MAalMeHTOB ¢ HapyIISHHSMH KpOBETBOpeHHs. B pesynbrare
MHQUIUPOBaHNS MapBOBHPYCOM B 19 y maiueHToB ¢ cOmyTCTBYIOUIMMH HAPYIIEHUSIMHI CHCTEMbI KDOBETBOPEHUS
BO3HUKAIOT CEPhE3HBbIE TeMaTOJIOINYECKUE OCIOKHEHUS (HalpuMep, TPaH3UTOPHBIN arutactuieckuit kpus). Ilo-
BEIIIICHHBIH PHCK TaKUX U3MEHEHUI NMEIOT JINIIA C CEPIIOBUIHOKIICTOYHOM aHEeMIEH, HacIeACTBEHHBIM ceporu-
TO30M, TaJacceMueid, (PepMEHTONATUIMH SPUTPOLIUTOB (HanpuMep, ¢ NePUIUTOM THPYBAaTKMHA3bI WIIU TIIFOKO30-
6-¢docdarazpr). [ToaToMy 10 HacTOSIIEr0 BPEMEHH COXPAHSETCS aKTyaJIbHOCTh IPOOIEeMBl ITapBOBHPYCHOH B19
WH(EKINH, €€ AUATHOCTHKH, JICUeHHUS] U TPO(UIIAKTHKY B FEMaTOJIOTUH/OHKOJIOTH.

[TapBoBupycHas nHpekuuss — nHPEKHOHHOE 3a00JIeBaHNE NMPEUMYIIIECTBEHHO JETCKOTO BO3pacTa.
[Tepenaua nmapsoBupyca B19 ocymecTsisieTcs, Kak MpaBUIIO, BO3AYIIHO-KANEIbHBIM IIyTE€M, IO3TOMY Hadu-
HaThCs 3a00JeBaHne MOXeT, kak OananbHas OPBU. HanGonburyto onacHoCTh HHPEKIUS TPEACTABISIET IS
JUI] ¢ IMMYHOJIE()UIINTOM M TeMaToJIOTHYECKUMH 3a00sieBaHuAMH. HIEKC KOHTarno3HOCTH ITapBOBUpPYyCa
B19 cocrasausier ot 15 10 30%. detu 10 1 rona peaxo GoJICIOT 3a CYET HATUYHS TPAHCILIAEHTAPHOTO HMMY-
HuTeta. [IpenMyIiecTBEHHO cTpagaloT A€TH JOIMIKOIBLHOTO Bo3pacTa. YacToTa BRISIBICHHUS CEPOIOTHIECKHUX
MapkepoB Bo3pacTaeT oT 2-10% y mereit 1-5 net, no 40-60% y U1l MOJIOAOTO U CPETHETO BO3pacTa U 0
85% B ctapuieit Bo3pacTHoi rpynmne. [lepcuctupyronuit napsoBupyc B19 nmeer TeHIEHIIMIO BCTpeYaThCs
y HaIMeHTOB ¢ OCIabICHHBIM HMMYHHTETOM U HPOSBISICTCS B BHAE YNUCTOW SPUTPOIUTAPHON aIuIasuul U
XPOHMUYECKOM aHEMHH. DTO CBA3AHO C TE€M, YTO MAaPBOBHUPYC MOPa)kaeT MCKIIOUUTEIBHO KIETKU-IIpele-
CTBEHHUKH SPUTPOII0I3a.

Ienb. [IpoBecTH CEPOIOTHUECKYIO AUATHOCTHKY MapBOBUPYcHOM B19 undeknuu y aereii ¢ OHKOremMaro-
JIOTMYEeCKUMHU 3a00JIeBaHUSIMH.

OOBEeKTOM HCCIIeIoOBaHMS ABWIIHCH IeTH (n=71) ¢ oHKoreMaroorndeckumu 3abonesanusmu (OJLJI, mano-
raTugecKkast TpOMOOIMTONIEHNYECKasl My pITypa, TPAaH3UTOPHAS SPUTPOLIUTAPHAS alliasusl U JIp.) U KIMHUYECKUMHU
nposeiaeHusiMu OPBY Ha MOMEHT uccienoBaHus, HaXOJUBIIMECS HA JICUCHUH B OHKOJIOTHYECKOM Te€MaTOJIOTH-
yeckoM otaenenuu s aeteit ['Y «PHIIL PMudDUy». Cpennuit Bo3pact manuentoB 7 (2; 17) ner. Marepuanom
JUISL HCCIIEIOBAHMS TIOCITYKHIIH 00pa3Iibl CBIBOPOTKH KPOBH MAIIMEHTOB. B CHIBOPOTKE KPOBH MPOBOIIIIN KOJIHYE-
CTBEHHOE OIpeJIeTICHNEe MMMYHOIIIO0YIMHOB Ki1acca M 1 G ¢ HCIoIb30BaHuEM HA0OPOB PEareHTOB U1l IMMYHO-
(epmenTHoro ananuza Virion/Serion (I'epmanus).

B pesynbrare mpoBEICHHOTO HCCIIEA0BAHNUS YCTaHOBIIEHO, 9To Ig G 6butn 0O6HapyxeHs! y 30 (42,3%) 00-
cienoBaHHbIX, [g M B 14 ximHndeckux obOpasiiax, uto coctaBmwio 19,7%. BeisiBnenue antuten IgM cBunetens-
CTByeT 00 ocTpoil MH(EKINH, HO HY)KHO yYUTHIBaTh KoiaudecTBO IgM B oOpasie. TombKo BBICOKHE 3HAYEHHS
CBHJIETENBCTBYIOT O HAIMYMHU OCTPOH nmapBoBupycHoil B19 undekiun. Crneruduueckue [gM nosBistores B Kpo-
BHU yepe3 7-10 qHel mocie MHOUIMPOBAHUS U COXPAHSIOTCS B TeYEHUE 2-3 MecsleB. Y HEKOTOPHIX MallieHTOB
cneruduaeckne IgM MOryT coXpaHsThCS B TeueHHe 6 MecsneB nin 6onee. [loaToMy Hanu4IMe TaKMX aHTUTEN B
HU3KUX TUTpax He SBISieTCs yOeqUTEebHBIM JI0Ka3aTeIbCTBOM OCTPOi HH(pEKIMU. B cBsA3u ¢ 3THM HEeoOXomumo
MIPOBOUTH OMpezieeHue anTuTen knacca M u G ogHoBpemenHo. /IBa kimacca anruren Ig M u Ig G BbIsiBICHBI B
13 (18,3%) obOpasuax cpIBOPOTKU. Y 16 MalMeHTOB MOJdy4eH COMHHUTENbHBII pe3ynbrar onpeaenenus g M. [Ipu
TIOJTy9EHUN HU3KNX YpoBHEH IgM MIIM COMHHTENBHBIX Pe3yJIbTaTOB ONPEEeNICHNs] aHTHTEN, PEKOMEHIYETCsl Mo-
BTOPUTH HCCIIEZOBaHNE B AuHamuKke dyepe3 7-14 mguei. Octpas I1BU unbexus y nerei ¢ reMaTolIOTH4eCKUMU
3a00JIEBAHUSIMHA MOXKET NMPUBECTH K Pa3BUTHUIO TSDKEJIOTO alIaCTHYECKOr0 KpH3a C pa3BEpHYTOH KIMHUKOHM HaH-
LUTONEHUN. DTH TeMaToJI0TnIEeCKNE PACCTPOiicTBa TPEOYIOT MPOBEICHNS KOMITJIEKCA HEOTIIOKHBIX MEPOTIPUATHH,
3aMECTUTENbHBIX reMoTpaHcdy3uii. [ToaTomy npoBeneHne cBoeBpeMeHHO quarnoctuk [IBU momoxer KimHu-
LHCTaM YCTAaHOBUTH IIPHYMHY I'€éMaTOJIOTHUECKIX U3MEHEHHH.

BriBozpl. Takum 06pa3oM, YCTaHOBIIEHO, 4TO MapBoBUpycHas B19 mHpeknns ¢ BICOKOH yacToTO! BCTpe-
YaeTcs y JeTel ¢ OHKOreMaToJIoTHIecKUMH 3a0oneBannsiMu. Heobxonmumo paccMarpuBaTh HH(EKINH, BEI3BAHHBIC
napBoBupycoM B19, kak omHy U3 BO3MOXKHBIX IPUYHH aHEMHH H SPUTPOLUTAPHON allTa3HuH y STHX JeTeil. B cBsa3m
C 9THM CEpOJIOrNYECcKOe MCCIIeI0BaHNe Ha aHTHTeNa K ITapBoBUpYcY B19 nomkHO OBITH BKIIIOUEHO B TUarHOCTH-
YEeCKHH MepedeHb TECTOB y TAKHX MAIlHEHTOB.
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W CITOJb30BAHUE MOJIEKYJISIPHO-TEHETUYECKHUX METO/IOB
51 JM®PEPEHIUAJIBHON JUATHOCTUKHU BPOKJIEHHBIX HAPYIIEHU
CBEPTBLIBAHUS KPOBU

A.B. JIrooymkun',?, J.LU. Boakosa?, U.E. I'ypssinoBa'

TV «PHIIL] 0emckotl oHKOIO2UU, 2eMAMONO2UY U UMMYHOTIo2UUY, 0. bopoensanwi, berapyce;
2VO «benopyccruii 2ocyoapcmeenHblil MeOuyuHcKull yuusepcumemy, 2. Munck, berapyco

HacnencreeHHble HapylIeHHs CBEPTHIBAHUSI KPOBHU NPEICTABISIOT CO00i TeTepOreHHYI0 IpyIIy BPOX/ICH-
HBIX 3200JICBaHUH, KOTOPBIE XapaKTEPU3YIOTCS HPEIPACIIONOKEHHOCTHIO K CIIOHTAHHBIM KPOBOTEUEHHUSIM C BBI-
pakeHHOH BapHaOeNbHOCTHIO KIMHUYECKUX TPOSIBICHNUH — OT JIETKHX 110 TshKembiX. K Hanboee pacipocTpaHneH-
HBIM BPO)KJICHHBIM KOATyJIOIATHsIM OTHOCST reModmiuio A, remodrnuio B u 6one3ns Bunedpanaa. Ipuannoit
UX BOSHUKHOBEHHS SIBIISIIOTCSI IATOT€HHBIE U3MEHEHNUS B TeHaX, KOTOPBIE KOOUPYIOT COOTBETCTBYIOIINE (haKkTOphI
CBEPTHIBaHHS KPOBH.

JlmarnocTika HacIeCTBEHHBIX HAPYIIEHUH CHCTEMBI TeMOCTAa3a C HCIONb30BAHNEM PYyTHHHBIX KIIMHUKO-
1ab0paTOPHBIX TECTOB 00ECIEYNBAET TOYHYIO OUATHOCTHYECKYIO0 WH(OPMALUIO IS OONBIINHCTBA MAIlUCHTOB
C TsOKENbIMU (PEHOTUIIMYECKUMH NPOSIBICHUSIMH 3a00sieBaHus. TeM He MeHee, y HallUeHTOB C JIeTKUMH (eHo-
THIIaMH HE YJaeTCsl yCTAaHOBUTH TOUHBIN JIMAarHO3 M3-3a Pa3HOOOpa3us KIMHUKO-Ta00paTOpPHBIX MpOosiBICHUH. B
TaKUX CIydasX FeHEeTHYeCKas TUarHOCTHKA CTAHOBUTCS IIEHHBIM MHCTPYMEHTOM HE TOJIBKO ISl BepH(UKaInu
KIIMHUYECKOTO IMarHo3a, HO 1 JUIs TIOCTaHOBKU TOYHOTO AMArHo3a, Ha3HAYEHHs MaTOrCHETHYECKH 000CHOBAHHOM
3aMECTUTEIbHON TePAITiH, BHISIBICHNS] HOCUTENEH U TPOBEIACHUS METUKO-TE€HETUIECKOTO KOHCYIETHPOBAHUSL.

Henp nccnenoBanus. OLEHNTH CHEKTP TEHETUYECKUX HAPYIICHNH y MAlMEeHTOB ¢ KIIMHUKO-1a00paTopHBI-
MH TIPOSIBJICHUSIMU BPOXXICHHON KOAr'yJIONaTHH.

B uccnenosanue BkimodeHs! 21 manuedT B Bo3pacte 70 18 met (17 MansaukoB u 4 1eBOYKH) u3 19 Hepon-
CTBEHHBIX ceMeil. Cpeny HUX 15 MalMEeHTOB ¢ KIMHUYECKH YCTAaHOBJICHHBIM JHAarHO30M reMOGMINN A JIETKOH
U CpeIHETSDKENION CTeneHH, | manueHTt ¢ (PeHOTUIIOM JIETKOM reMOQUIn A M CHI)KEHHEM aKTUBHOCTH (hakTopa
BureOpanna, 1 1 marueHT ¢ KOMOMHHPOBaHHBIM JedunutoM (akropo ceepThiBanus VIII u IX. ¥V Tpex neBouek
B aHaMHE3€ IMPUCYTCTBOBAJI TeMOPPAaruidecKuii CHHIPOM M CHIKEHHE aKTUBHOCTH (pakropa cBeprhBanus VIII, a
y OJJHOI — CHIKEHHE aKTUBHOCTH Kak Qakropa cBepreiBanus VIII, Tak u daxropa Bunebpanna. 'emocrazuomno-
TMYECKHE TECThI IPOBOAMINCH Ha aBToMaTHdeckoM koaryinomerpe ACL9000 (Instrumentation Laboratory, CILA).
Marepuanom AJst TEHETHUECKOTO HCCIIEIOBAaHMS CITY>KHIIM 00pa3Ipl BEHO3HOH KPOBH manmeHToB. OnpenencHne
WHBEpCUH 22-10 U 1-ro HHTPOHOB rera F8§ ocymecTBIsiocs ¢ moMoIipio MeTosna naBepTupoBanHoi TP u Myms-
turiekcHoi [1LP, coorBeTcTBeHHO. [ €HETHUECKHIT aHATTU3 TapPreTHBIX PETMOHOB MPOBOJMIICS METOAOM BBICOKO-
TIPOM3BOIUTENEHOTO CEKBEHUPOBaHUS Ha reHeTndeckoM aHanmzarope MiSeq (Illumina, CIIIA) ¢ ncnonbs3oBanu-
eMm kactomHoO# maHenu reHoB F§, F9, VWF, ADAMTSI13, FI13A1, F13B (Qiagen, ['epmannus). Bee knmuHmIeckn
3HAUMMBbIE aJICIbHBIC BAPUAHTHI MOATBEPKAAINCH C IIOMOIIBI0 KATMIUIAPHOTO CeKBEeHNpoBaHus 1o CeHrepy Ha
reaetuueckoM anaimuszarope 3500 Applied Biosystems (Thermo Scientific, CILIA).

B pesysbrare reHeTHYeCKOro aHali3a y MalMeHTOB BBISBICHBI MAaTOT€HHbIE BapUAaHTHl MM BapUaHTHI C
HESCHBIM KIMHUYECKUM 3HAYEHHEM TOJIBKO B reHax F8 u F9.

YV Bcex ManyeHToB ¢ KIIMHIYECKH YCTaHOBIEHHOH remodmmeii A (n=15) oOHapyXeHbI TaTOTEHHBIE Bapu-
anthl B rene F8, onmucannsie B 0a3e manubix Factor VIII Gene (F8) Variant Database u accounupoBanHsie ¢ de-
HOTHIIOM reMorinu A. B 3aBHCUMOCTH OT THIIAa TEHETHYECKOTO HApyIICHUS paclpeiesieHHe ObUIO CIICTYIOLINM:
11 muccenc-myrarmii (c.398A>G, p.Tyr133Cys; c.815T>C, p.Val272Ala; c.1172G>A, p.Arg391His; c¢.1171C>T,
p-Arg391Cys; c.1433A>G, p.Asp478Gly; ¢.1834C>T, p.Arg612Cys; c.5414A>G, p.Tyr1805Cys; ¢.5879G>A,
p-Argl1960GIn; ¢.6533G>A, p.Arg2178His; ¢.6785T>C, p.Val2262Ala; ¢.6968G>A, p.Arg2323His), oqHa caii-
nent-myTtanus (c.1569G>T, p.Leu523Leu) n ogHa 0AHOHYKIJICOTHIHAS AYTUIMKAIMS, BBI3BIBAIOIAs CABUT PaAMKH
CUMTHIBAHUS U 00pa3oBaHUE MPEXKIAEBPEeMEHHOTO cTom-KomoHa (¢.4379dupA, p.Asn1460Lys fs 1461Ter). Y onHo-
TO MAaIMeHTA C JIETKOH popMoii reModuim A, TOMIMO TaTOTEHHOTO BapuaHTa, OOHapy)KeHa paHee He ONMCaHHAs
OJHOHYKJIeOTH IHas 3aMeHa B reHe F8 (¢.3746T>G, p.Leul249Arg). Y nanuenTa c nerkoii popmoit remodpumin A
U CHIDKEHHEM aKTHBHOCTH (akTopa BuieOpanna B aHaMHe3€e MOJIEKYISIPHO-TEHETUYECKUI aHaIN3 BBISIBUII T1a-
TOTCHHBIN aJuTenbHEIH BapuaHT (c.330G>A, p.Met110Ile) Tonsko B rere F8, moareepskaas nuarao3 remoduimm A.

V manueHnTa ¢ KOMOMHUPOBAHHBIM JehuiuToM (paktopos VIII u [X BEISBICH ONMCaHHBIA M aCCOIIMUPOBAH-
HbII ¢ reModunuei A naroreHHblid BapuaHt B rene F8 (c.1172G>A, p.Arg391His), a Taxke panee He ONMCAHHBIH
BapuanT B rere F9 (c.1250C>T, p.Thr4171le). B coorBeTcTBUM C pe3yibTaTaMy I'€HETHUECKOTO MCCIEAOBaHUS
JUISl yTOYHEHHS XapaKTepa HacIeIOBaHMUS BbIBICHHbBIX TEHETHUECKUX BAPUAHTOB, 00CIeI0BaHbI OECCUMITOMHBIC
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KPOBHBIE POACTBEHHHKH MalMeHTa (MaTh U pofHas cectpa). Kak y Marepu, Tak U y cecTpbl NallMeHTa BBISBICHO
reTEepPO3UrOTHOE HOCHUTENILCTBO aJljIebHOrO BapuanTa ¢.1172G>A, p.Arg391His B rene F8, npu atom amienbHOTO
BapuaHTa c.1250C>T, p.Thr4171le B rene F9 oGHapyxeHO He OBLIO, UTO TPEAIoNaracT BepoiaTHRINA de novo xa-
pakTep Bapuanra B rere F9.

TeneTnyeckoe 00OCIeI0BaHUE TPEX ICBOYEK C IOHMKEHHBIMHU MOKa3aTessiMu akTHBHOCTH (akropa VIII, mo-
3BOJIMJIO WICHTU(HUINPOBATH PaHee ONMCAHHBIC TATOTeHHBIC BApHAHTHI B TeHe F§ B reTepo3nroTHOM COCTOSTHHU:
c.970C>T, p.GIn324Ter; ¢.5879G>A, p.Arg1960GIn u naBepcuio 22 UHTPOHA. Y JE€BOYKH ¢ KOMOMHHUPOBaHHBIM
nedururom dakropos VIII u Bumtebpanaa natoreHHbie BapuadThl B reHe VWF He ObLIH BBISBICHBI, IIPH 3TOM
B reHe F8 BBIsABIECHA TeTepo3uroTHas ogHOHyKIeoTHaHas 3ameHa c.1171C>T, p.Arg391Cys, Takke AETEKTHPO-
BaHHas y €€ KPOBHbBIX OparheB ¢ reModunueil A. Takum 00pa3oM, HCClieoBaHUE TIOATBEPIUIO CTATYC HOCHTEIS
reMomiInU A y 4eThIpeX JEBOYEK, UYTO UMEET BAXKHOE 3HAUCHUE JUIS METUKO-TEHETHUECKOTO KOHCYIBTHPOBAHMUS
1 IJTAaHUPOBAHMSI CEMbH.

3akirouenue. MonekynsipHO-TeHETHUECKOE UCCIIEI0BaHUE TTATOTeHEe3a BPOXKICHHBIX KOAryJonaTrii o3Bo-
JSIET He TOJbKO BepH(DUIMPOBATh KIMHUUYECKHI THArHO3, HO M IPOBOAUTH AU PEpeHINATIbHYIO TUarHOCTHKY B
CJIOXHBIX KIIMHUYECKUX cliydasx. [losydeHHble JaHHBIE MOJUYEPKUBAIOT BAXKHOCTh T€HETHUECKOM JAMArHOCTHKH
JUISL TOYHOTO OIPE/ICIICHHS TUTIA KOAryJIOMaThuy, BEIOOpa ONTUMANIBHOM 3aMECTUTEILHOM Teparuu U YIydIIeHUs
MOAXO/I0B K MEAUIIMHCKOMY U TeHETHYECKOMY KOHCYJILTUPOBAHUIO.

®U3UOTEPATINA B KOMIINIEKCHOW PEABUJIMTAIIAN TAIITUEHTOB
CI'EMATOJIOI'NYECKHUMMU 3ABOJIEBAHUAMMU: COBPEMEHHBIE
BO3MOXHOCTHU U OT'PAHUYEHUA

A.B. Makap4uxk
I'Y « PHIIL] paouayuonnoti meouyunsl u sxor02uu yenosexay, e. Iomenv, benapyco

CoBpeMeHHOE JIEYEHHE TeMaTOJIOTHIECKUX 3a00JI€BaHIM, B YACTHOCTH OHKOTEMAaTOJIOTNYECKUX, MOpa3-
yYMEBaeT UCIIOJIb30BaHNE BHICOKOAO3HON MOJMXUMHOTEPAIINH, TAPTETHBIX MPENapaToB M TPaHCIUIAHTAIMN T'eMO-
nostrdeckux ctBonoBbIX KieTok (TI'CK). Hecmotpst Ha noBbIeHne 3¢ (heKTHBHOCTH JI€UeHHs, YKa3aHHbIE MO/
XOJIbI COTIPSDKEHBI C Pa3BUTUEM BBIPAKEHHBIX MTOOOYHBIX 3(P(EKTOB, CYyIIECTBEHHO CHIKAIOIINX KA4YECTBO KHU3HU
NAlMEeHTOB U 3aTPYyAHSIONINX IPOBEICHNE TOJTHOLICHHBIX JIeueOHBIX MporpamMm. B aTo# cBsi3M Bo3pacTaer 3Ha4HU-
MOCTb METOJIOB MEJMIIUHCKON peabMINTaIi1, CPEAN KOTOPBIX 0c000€ MECTO 3aHUMAET (PU3HOTEepaITusl.

[Ipumenenne ¢uzngeckux GakTopoB y reMaToIOTHUECKUX MAIIMEHTOB TPeOyeT MPEAETbHON OCTOPOKHO-
CTH ¥ IIIyOOKOTO TOHMMaHHMs MaTO(pHU3HOJIOTHH OCHOBHOTO 3a0oseBaHus. KitoueBbIMH JIMMHUTHPYIOINME (ak-
TOpaMH SIBISIIOTCS: YyTHETEHHE KOCTHOMO3TOBOTO KPOBETBOPEHUS, IMMYHOCYIIPECCHS, PUCK TeMOPParnuecKix 1
TPOMOOTHYECCKUX OCIOKHCHHIA.

Hasnauenue (pu3MOTEpaneBTHUECKUX NPOLENYP AOJDKHO MPOBOAUTHCS MOCIE TIIATEIBHON OLIEHKH TeMO-
TpaMMBI ¥ OOIIETO COCTOSHUA ManueHTa. AGCOMOTHBIMYU NIPOTHBOIIOKA3aHUAMH SIBJISIIOTCS: BEIPAYKCHHAsI aHEMUS
(ypoBens remormiobuna < 80 /1), irybokas TpomOormTonieHus (< 50 x 10°/11) u3-3a prcka reMopparuii, HelHTpo-
merust (< 1,0 x 10°/m) B CBsI3U ¢ BRICOKHM PUCKOM HH(EKIHNI, OCTPBIN mepuos 3a00JIeBaHUs, aKTUBHBIN pacmaji
OITyXOJIH, JINXOPajKa HeSICHOTO TeHe3a.

TpanuiuoHHbIe METO/BI, CTUMYJIMPYIOIINE 3PUTPOII033 (HApUMep, IEKTPOMAarHUTHOE T0JIE), UMEIOT
OrpaHUYEHHYIO JI0Ka3arelbHyo 0a3y. B To ke BpeMs, METOIMKa HOPMOOAPHUECKON TMIIOKCUTEpAuK (MHTEp-
BaJIbHbIE TUIIOKCHYECKNE TPEHUPOBKHU) JEMOHCTPUPYET MOTCHIMAI B IOBBIIICHUH aJalTAllMOHHOTO pe3epBa
opranusMa. MccienoBaHus MOKa3bIBAIOT, YTO THIOKCHYECKHE BO3ACHCTBHUS CIIOCOOHBI aKTUBHUPOBATH TPAHC-
kpununonusi ¢paktop HIF (Hypoxia-Inducible Factor), koTopslif, B CBOIO 04epe/b, CTUMYJIUPYET CHHTE3 PHU-
TPONOATHHA, YCHJIUBAs 3pUTponod3. OJHaKo KPYIHbIC paHJOMU3NPOBAHHBIE MCCIIECJOBAHUS Yy TeMaToJIOTHYe-
CKUX MallMEHTOB OTCYTCTBYIOT.

Hawnbonee n3y4yeHHbIM M JOKa3aHHBIM HANPaBJICHHEM SBISETCS NMPUMEHEeHHe (HU3UOTEepanuy Ui yIpaB-
nerns no6ouHbIMH dddexramu. UpeckokHas 3nexrponeiipoctumymsinusa (UDHC) pexomeHmoBaHa psiioM py-
KOBOJICTB JUI1 YMEHBIIICHUST HelporaTndeckoii 6omm. MexaHu3M AeWCTBUS CBS3aH C aKTHBALUECH HUCXOISAIINX
WHTUONTOPHBIX IMyTeH M TEOpUeH «BOPOTHOTO KOHTpOisD» Oosm. Hu3kouacToTHass MarHUTOTEpanus Ha o0JacTh
KOHEYHOCTEH mokasayia 3(p(eKTHBHOCTh B yMEHBUICHUH TNapecTe3uid n GoneBoro cuuapoma npu XIIH B psne
MUIOTHBIX UCCIIENOBAaHUM.
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HuskonnrencuBHast nasepnas tepanust (HUJIT) sBnsercss HanOonee nepcnekTHBHBIM MeToaoM. KokpaHoB-
CKHit 0030p U pekoMeHIanuu MHOroo0I1IeCTBeHHOr0 MexKayHapoaHoro koncencyca (MASCC/ISOO) noareepixaa-
10T 3¢ dexruBHOCTF HWIT Amst mpodunakTHKy 1 JIeYeHNS OpaTbHOTO MyKO3HTA Y MAIIMEHTOB, TOyYarOIHX BBICO-
komo3Hyto xumuorepanuio repex TT'CK. MexaHusM nefcTBUSI CBSI3aH C CTUMYILIIHEH KIETOYHOTO MeTaboImn3Ma,
YCHJIEHHEM MUKPOLIMPKYIIAIUN U TPOTHBOBOCIIAATEIHHEIM Y dekToM. BHyTprBEHHOE JTa3epHOE 00ITydeHNE KPOBH
(BJIOK) paHee HO3MLIMOHNPOBAIOCH KaK METOJ KOPPEKLMH PEOIOTHYECKUX CBOMCTB KPOBH U MIMMYHOMOMIYJISALIHH.
OnHako B COBpEMEHHOH I'eMaToIOTHHY €ro MPUMEHEHHE KpaifHe OrpaHMYeHOo M3-3a OTCYTCTBUS MacIITaOHBIX JJOKa3a-
TECJIbHBIX I/ICCJ'IC}IOB&HI/II?I 1 IOTCHIHAJIbHBIX PUCKOB Y UMMYHOKOMIIPOMETUPOBAHHBIX IMAIIMEHTOB.

TpanckpannansHas MarauTHasE cTUMYIIHS (TMC) ¥ 371€KTpOCOH U3y4JaroTCs B KOHTEKCTE KOPPEKIMN ACTCHH-
YEeCKOTO CHHJPOMA U JICTIPECCUBHBIX PACCTPONCTB y OHKOJIOTMUECKUX MAIMEHTOB, B TOM YHCIIE U B reMaroiiorun. [an-
HBIE METOIBI MOTYT YITyHIIIaTh KaY€CTBO JKI3HH, BO3NEHCTBYS Ha HEHPOTPAHCMUTTEPHBIE CHCTEMBI TOJIOBHOTO MO3Ta.

[TpumeHeHne MPUPOIHBIX Je4eOHBIX (PaKTOPOB (MHHEPAIILHBIE BOIBL, JIEUEOHbIE IPsI3N) 10Ty CTUMO TOJIBKO
B IEPUOJ CTOMKOH KIIMHUKO-TE€MaTOJIOTHYECKOH PEMUCCHU M TIPH HOPMAaJBHBIX MOKa3aTelsix nepudeprudeckoit
KpOBH. }Iame B 3TOM CJiy4da€ NpEANOYTCHUE OTAACTCA JTIOKAJIbHBIM aIllllJIMKAIUAM, a HE O6HH/IM mpoueanypam, KOTo-
pBIE MOTYT OKa3aTh U30BITOUHYIO HATPYy3Ky Ha CHCTEMY KPOBOOOPAIIEHUS H UMMYHHTET.

Takum oOpazoMm, Qu3HoTEpanus mpeAcTaBiIsIeT cOOOH BaKHBINA, HO TPEOYIOMNI B3BEUICHHOTO MOIXO/a
KOMITOHEHT KOMILICKCHOH peaOHInTanuy B reMaTosorun. Ee mpuMeHerne qomKHO 0a3upoBaThCs Ha CTPOTOM yde-
Te IOoKa3areied reMorpaMMel, (a3sl OCHOBHOTO 3a00J1€BaHMS W OOIIEro COCTOsIHUS NanuenTa. Ha ceromusinmamit
JIeHb HanboJee yOeanuTenbHbIe J0Ka3aTeabcTBa dY(PPEKTUBHOCTH HAKOTUICHBI JUIsi HU3KOMHTEHCHBHOM JIa3epHOM
TCparunu B HpO(bI/IJ'[aKTI/IKe 1 JICYCHUHN OPaJIbHOTO MYKO3UTa U JJId METOAOB JJICKTPO- U MArHUTOTEpAIIUM B KYyIIU-
POBaHUU MPOSBICHUN XUMHOTEPANIEBTUYECKOM MOJTUHEHPOIaTUH.

[TepcriekTHBBI JaTBFHEHIIX UCCIICIOBAHNHN CBSI3aHBI C TIPOBEICHUEM PaHIOMI3UPOBAHHBIX KOHTPOJIHpYe-
MBIX UCTIBITAHUH, HAIIPaBJICHHBIX Ha OIEHKY 3()()EKTUBHOCTH M O€30IMaCHOCTH OTACIBHBIX (PU3NICCKIX METOJOB
y KOHKPETHBIX T'PYIIN reMaToJIOTMYecKUX MalleHTOB, YTO TO3BOJIMUT (popMaIn30BaTh MOKa3aHHUs M pa3padoTarh
KIIMHUYECKUE PEKOMEHAlNH.

AHTHOKCHUJAHTHBIN CTATYC ILIA3MbBI KPOBH Y JETE C UMM YHHOM
TPOMBOIIUTOIIEHUEN

K.C. MakeeBa!, U.A. HoBukoBa', B.B. Kenesko!, E.®. Muuypa’

YO« omenvcruii 20cy0apcmeaenubiii MeOuyunckull ynugepcumemy, 2. Tomens, Benapyce,
I'Y « PHIIL] paouayuonnoil meouyunsl u 9Kono2uu yenosekay, 2. I omens, berapyce

Nmmynnas tpombormronenus (MTII) npencrasisier codoii ayTOMMMYHHOE reMaToJIoruueckoe 3aboneBaHue,
B OCHOBE KOTOPOT'O JIXKUT aHTUTEII03aBUCHMOE pa3pyIIeHHe TPOMOOLIMTOB U MOABICHHE UX POAYKIIMH B KOCTHOM
MO3T€, YTO KIMHHYECKH MaHH(ecTupyeT TpOMOOIMTONCHUEH 1 TTOBBIIICHHBIM PUCKOM T'éMOPParnueckKuX OCIIOX-
sernnit (Nicole M. Pietras, 2024). ITarorene3 UTII TecHO cBsI3aH ¢ XpOHHYIECKOH aKTHBALMEH HMMYHHOW CHCTEMEI,
KOTOpast CONPOBOXKIAETCSl N30BITOUHOM reHeparieii akTuBHBIX GopM kuciopona (ADK) (MS Elalfy, 2015). Ocobyro
3HaYMMOCTB 3TO NIPUOOPETAET B MEANATPUUECKOM MTPAKTHKE, T7e 1e0I0T 3a00IeBaHMs YacTo CIIEyeT 32 BUPYCHBIMU
UH(}EKIMAMH, SBISIOIMMHUCS MOILIHBIM CTHMYJIOM JUISl «pECIPAaTOpHOro B3pbiBa» (arouutoB (B. A. Haymenko,
2018). MaccoBasi rHOe/ib TPOMOOITUTOB B PE3y/IbTaTe MMMYHHOH aTakd M BOCIAIUTEIbHAS PEaKIUs CO3MAI0T I10-
CTOSTHHYIO HAarpy3Ky Ha CUCTEMbl aHTHOKCHIAHTHOM 3aIllUTHI, YTO MPUBOJHUT K X HCTOIIEHUIO U (DOPMHPOBAHHIO
CHCTEMHOTO OKHCIIUTEIBHOTO cTpecca. PazBuBaronuiics qucOanaHc MOKET HE TOJIBKO YCYTYOISITh JECTPYKIHIO Kie-
TOYHBIX MEMOpaH, HO ¥ CIIOCOOCTBOBATh MOBPEXKIACHHIO 3HIOTEIHS COCYIOB M JaJbHEHIICH Ae3perysui HMMYH-
HOTO OTBeTa, HOPMHUPYsI HOPOYHBIH KpyT nartojiornueckoro nporecca (Shuang Wang, 2021).

Henb. OueHuTh Npo-/aHTUOKCUAHTHBIHA CTATyC IJIa3Mbl KPOBH y JieTeil ¢ IMMYHHOM TpoMOoLUTONneHHEeH
METOJIOM XEMITIOMHHECLICHITUH.

HUccnenoBanue npoBoawmu Ha 6aze 'Y «PHIIL] paguannoHHO# MEOUIMHEL U SKOJIOTHUH YejoBekay. B oc-
HOBHYyIO Tpymmy Bouwm 11 mereit ¢ UTII (5 manpuukoB, 6 aeBouek; MenuaHa Bozpacta — 13 net). KonTponpHas
Tpymma coctostia u3 38 MpakTHYECKH 3I0POBBIX JIeTeH, COMOCTAaBUMBIX IO Moy U Bo3pacty. CocrosHue mpo-/
AQHTHOKCHJAHTHOTO OajaHca IuIa3Mbl KPOBU OIICHHUBAJIM METOAOM JIIOMHHOJI3aBHCUMOM XEMHIFOMUHECHCHIIUH
(JI3XJI) ¢ momorpro duroopumerpa Cary Eclipse (Varian, CIIIA) o metony FO.A. Bnagumuposa (1976) B mo-
mudukanuu T.C. Terpenxo, U.A. HoBukoBoii (2013). M3mepsun ciocoOHOCTH Mmi1a3Mbl KpoBu nonasisTs JI3XJT
panukanooOpasyorei cMecu. PeructpupoBain MakCUMaIbHYI0 HHTCHCUBHOCTD cBeueHHs (Imax) u cBeTocymMmy

34



XeMUTFOMUHECIICHIIUY (S). Pe3ynbraThl BEIpaXkaad B MPOICHTAX MOJABICHHUS XEMUITIOMUHECIICHITUH PaTUKaIIO-
oOpasyrolieil cMecH B MPUCYTCTBUH ILIa3Mbl KPOBH. CTaTUCTHUYSCKYI0 00pabOTKY JaHHBIX MPOBOIUIN C ITOMO-
B0 TIporpaMMbl «Statisticay v. 12.5, npumenss U-kputepuit Manna — YutHu. KonmnuecTBeHHBIE TTapaMeTphI
TpeCTaBIeHbl Kak Meauana (Me) u MeKKBapTHIIBHBINA pazmax [25%; 75%]. Pazmuuus cuntanyu cTaTHCTHIECKH
3HauuMbIMU ipu p<0,05.

AHanu3 ToKa3aj CTaTUCTHYCCKU 3HAYUMBIC Pa3lIM4us B MPO-/aHTHOKCHIAHTHOM CTaTyCce MEXKIy Mallu-
enramu ¢ UTII u 310poBEIMU 1eThMHU. YCTaHOBIIEHO, 4TO Tu1a3mMa kpoBu OonbHEIX U TII o6nagaer Gonee HU3KOM
CIOCOOHOCTBIO IMOJABIIATH XEMUJIFOMUHECICHIIMIO PaauKaiooopasyromiei cmecu. Tak, mokaszarens Imax, orpa-
JKAFOIINH MPEeNMYIIECTBEHHO aHTHOKCHIAHTHYIO aKTHUBHOCTh, B OCHOBHOH Tpy1ime coctaBui 45,2% [39,4; 49,3],
YTO 3HAYNMO HIDKE, 9eM B KoHTpoie — 50,7% [47,5; 57,1] (p=0,003). Ananorn4ao, 3Ha4CHUS CBETOCYMMEBI XeMH-
JTIOMHUHECHeHINH (S) ObUTH Taroke CHIKeHb! y manueHToB ¢ UTIL: 43,7% [40,0; 55,0] mpotus 48,7% [44,2; 56,2]
B rpynme koHTpons (p=0,03). OmHOBpeMEHHOE CHIDKCHHE O0OMX MapaMeTPOB CBHUICTEIBCTBYET O HAPYIICHHH
PaBHOBECHUS MEXIY MPO- U aHTHOKCUIAAHTHBIMU CUCTEMaMH U MO3BOJISICT KOHCTATUPOBATh HAJIMYUE y 00CIeno-
BaHHBIX MAIIMEHTOB YMEPEHHO BBIPAXKEHHOTO OKHUCIUTEIBLHOIO CTpecca.

3axiouenue. Takum 06pa3oMm, MPOBEICHHOE UCCIICAOBAaHHUE MOATBEPIKIACT HAIMIHNE MTPO-/aHTHOKCHIAHT-
HOTO fucOanraHca y MarueHToB IETCKOTO BO3pacTa ¢ MMMYHHOH TpoMOonuToneHne. JTo MOATBEPKIAeTC s CTa-
TUCTHYCCKU 3HAYUMBIM CHIDKEHHEM CITOCOOHOCTH IIIa3Mbl MOJABIATH XEMILTIOMIHECIICHITHIO: TIOKa3aTels Imax
ymeHbuics 1o 45,2% [39.,4; 49,31, a ceerocymma S — 110 43,7% [40,0; 55,0] o cpaBHEHHUIO € TPYIIION KOHTPO-
ns1. COBOKYITHOCTh 3TUX U3MCHEHUH yKa3bIBaeT Ha (hopmupoBanue y nanueHtoB ¢ UTIT ymepeHHO BBIpaKCHHOTO
OKHCIIUTEIBHOIO cTpecca, 00yCIOBICHHOTO UCTOIIICHUEM aHTHOKCHIAHTHOM 3aIUThl Ha (POHE XPOHHYCSCKON MM-
MYHHOW aKTUBaLMH.

IHOKA3ATEJIM OBMEHA KEJIE3A U AHEMUSA
Y IETEW C CAXAPHBIM JTUABETOM

E.®. Munypa, B.M. Muunypa
I'Y «PHIII] paouayuonnou meduyunsl u 3kono2uu wenosekay, e. I omenw, berapyco

Caxapnprit nuabet (CJI) y nereit conpoBOXKIa€TCs MHOTOYHCIEHHBIMUA META00IMUYECKIMH HAPYIIIEHUSIMH,
B TOM YHMCJIE Pa3INYHBIMU HapyIICHUIMH oOMeHa xkene3a. XKenesoneuuut u xeae301ePUIUTHAS aHEMUS MOTYT
HETaTUBHO BIMATH Ha KOHTPOJIb aHEMHUH M CIIOCOOCTBOBaTh pa3BuTHIO ociokHeHui C/I. Hedunur xenesa npu
CJ] MoxeT NOBNUATH ¥ HA TOYHOCTH OLIEHKH YPOBHS INIMKMPOBAHHOTO reMOIIO0NHA, KOTOPBIH CHI)KaeTcs MpH Ha-
JMYUY aHEMHHU U HE OTPaXKaeT PeabHBIX YPOBHEH TIIMKEMHUH.

C 1esbpio ONpeaeuTh YPOBHU chiBopoTouHOro skene3a (CXK) u depputuna y aereit ¢ CJ| mis mudde-
PCHIIMATBHON AMArHOCTHKH aHEMHHU TPOBEICHO KOropTHOE uccienoanue ypoBHer CX u depputuna y 89 ne-
teit ¢ CJ] B Bo3pacte ot 1 mo 17 netr. MccnenoBanme mposeneHo ¢ saBaps 2023 roga mo ¢espans 2025 rona B
I'Y «PHIIL PMu3Y» cpenu manneHTOB 3HAOKpHHOIOTHYEeCKOro otaeneHus. Bee netn umenu C/I 1 tuna, cpen-
Hui Bo3pact (M£SD) 10,5+4,8 net, mansuukoB 35 (39,3%), neBouek 54 (60,7%). Crarucriueckas oOpaboTka
nposeaeHa ¢ noMolsko nakera STATISTICA v.12. [lns cpaBHeHuUs B AByX HE3aBUCUMBIX IPyIIIaxX UCHOAb30BANCA
Kputepuil MaHHa- YUTHU, TPOBOIMIICSA KOPPESIUOHHBIN aHanu3 o CrnupMeny. s onucareiabHON CTaTHCTUKU
B IpyIIax NIpUMEHsITUCHh MeanaHa (Me) M MHTepKBapTWIBHBIN pa3max (25-75%). J{ns cpaBHEeHUS 10JIei HCTIONb-
30BaJicst KpuTepuit 2. YpoBeHs p<0,05 cUMTAIICS CTATHCTHYCCKH 3HAYMMBIM.

Cpemumii Bo3pact MansaukoB (7,0; 4—11 ner) u nesouek (12,5; 11-15 meT) craTrucTH4eckn 3HAYMMO pas-
mvancs (p<0,001). B obmeit rpynme (n=89) yposau CXK Obun HIke Bo3pacTHOI HOpMBI y 15 mereit (16,9%),
npeBbiay ee — B 3 (3,4%) cioyvasx. 3HaueHus peppuruna Hke 30 Hr/mi BeisiBisutHch y 12 (13,5%), HO mo-
BBILIEHHBIE €0 YPOBHH ompeeneHsl B 3 ciyyasx (3,4%). [Tokazarenn CXK cocrasisim ot 1,8 10 45 MxMmonb/n
(Me 13,1; 10,2-18,8), dbeppuruna — ot 19,1 mo 349,8 (Me 51; 38,3-83). Ilpu cpaBHeHuu 1o moiy, yposau CXK
y mansankoB (Me 12,8; 8,4-17,4) Opumn 3HaunmMo Hinke (p=0,022), yem y neBouek (14,6; 12-21,6). Yposuu dep-
putnHa y MaasaukoB (49,0; 39-83) u neBouek (56; 36-88) 3Haunmo He pazmuyaanuck (p=0,94). KoppensmuonHsie
ceasn C)K m QeppuTHHa C BO3paCTOM: BBISBIIEHA TTOJNOKHUTENbHAs Koppensnus Bo3pacta ¢ CXK (r=0,33; p=0,001),
OTCYTCTBHE 3HAYMMOHN KOPPEJAIMOHHON CBA3M Bo3pacTa ¢ pepputunom (r.=0,12; p=0,28).

B oOuieit rpynme nereit, y KOTopbix ObLIHM BbINONHEHBI HechienoBanus Ha CXK u ¢eppuTHH, HOpMalIbHBIE
3Ha4YeHUs 000oux mokasareneit umenucs y 63 (70,8%). Camxenue CXK conpoBokaanoch CHKEHUEM (QEppUTHHA y
5 (5,6%), nHopmanbHbIie 3Ha4eHUs: CXK codeTanuch co CHIKEHHBIM (eppuTHHOM y 7 aetei (7,9%), camxenne CXK
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nipu HopMastbHOM (hepputrre —y 10 (11,2%). [Ipu cpaBHeHHH YacTOT CHIKEHHBIX rokasareneit COK B 3aBucuMO-
CTH OT IOJIa 3HAYMMBIX PA3In4uil He BhIABICHO (}*=3,23; p=0,072), KaKk ¥ Ui CHIDKEHHBIX YPOBHEH (eppuTHHA
(x*=1,37; p=0,12).

CHmxeHHe TeMOTTIO0NHA HIDKE BO3pAaCcTHOM HOpMEI uMmenu 18 nmereit (20,2%). 13 Hux y 4 (22,2%) ObuH
cHrxeHbl iokazarenu CXK n ¢eppuruna, eme y 1 camkeno CX u 'y 1 — yposens peppuruna. Beero y 12 nereit
(66,7%) ypoBuu CXK u ¢depputrHa ObUTH B IpeaeiiaX HOPMBI, YTO YKa3bIBaC€T HA WHOW reHe3 aHemuH. MMenach
3HaYMMas TOJIOXKHUTEIIbHAS KOPPEIAIHOHHAsI CBA3b Bo3pacTa ¢ remorioonnom: rs=0,30, p=0,005.

Takum 00pa3om, HOpMaJIbHBIC 3HAYCHUS MMOKa3areael oOMeHa jkene3a nmenu Toibko 70,8% nereit. Boisis-
neHsl Oonee HU3KMe 3HaueHU C)K y MamBIHMKOB 10 cpaBHEHHIO ¢ neBoukamu (p=0,022). ¥V nereii ¢ CI onpenerre-
HHE CBIBOPOTOYHOTO JKeJie3a U (PepPUTHHA MOXKET YCTAaHOBUTH HAJMYHE XKEINE30C(PUINTHOTO COCTOSHHA y 5,6%.
Amnemus BoisiBeHa y 20,2% nereid, npuyueM JIMIIb y TPETH AeTel ¢ aHeMuel ObIIIM BBISIBICHBI IPU3HAKY Ae(umTa
xene3a. OcTanbHble cilydan TpeOyIOT JOTIOIHUTEILHOTO 00CIIeJOBaHMS ISl YTOUHEHHUS THarHo3a.

JNOOPEPEHIINAJIIBHAA JUATHOCTUKA AHEMUU
Y MAIMEHTOB C CAXAPHBIM JUABETOM

E.®. Muuypa!, B.M. Munypa!, E.C. Maxjuna',2, B.P. Cko6aux?

TV «PHIIL] paouayuonnoii meOuyuns u skon02uu yerosekay, 2. Lomens, Berapycs,;
2YO «l'omenvckuti 20cyoapcmeenmblil MeOuyuHckull yrugepcumemy, 2. Tomens, Berapyce

CaxapHnblit fuader (CJ]) conpoBoxkaeTcsi MHOKECTBOM METa0OMMUECKUX HapyIICHUH, BKIIIOYasi H3MEHeE-
HUsI B OOMEHE KeJe3a, YTO MOXKET ITPUBOANTH KaK K aHEMHH, TaK M K TIeperpy3Ke OpraHnu3ma jkesie3oM. AHEMUs y
nanuenToB ¢ CJ] siBisieTcst pacpocTpanEHHOM po0ieMoii, €€ 4acToTa, 1o pa3HbIM TaHHBIM, Konebnercs ot 4,5%
1o 38,8%. Bonee Toro, HabiromaeTcss TEHACHIS K POCTY 3TOTO MOKa3arens B mociennue rogs! [Antoniadou C.,
2025]. Ipuunnasr pazsutus anemun npu CIl pa3nudHbIe, BKITIOYas THA0ETHUECKYIO HE(POIATHIO U SHTEPOIIaTHIO,
ayronMMyHHBIe niponeccs npu CJ] 1 Tnna, a Takke XpOHHYECKOE BOCTIaJICHHE 1 ITOO0YHBIE 3 (EKTH JeKapCTBEH-
HOH Tepanuu, Harpumep, Mmetdopmuna, mpu C/ 2 tuna. Hannune anemun ycyryonser Tedenue nuabera, sBIssICh
3HAYMMBIM (PaKTOPOM PUCKA CMEPTHOCTH M yBEJIHYEHUs uucia rocnuranusanuii [Huang B., 2025]. BaxxuHeliiei
3ajaueil B KIMHUYECKON TpaKTUKe siBJsieTcs: nuddepeHimanbHas THarHocTuKa MeXIy Kene301epUIUTHON aHe-
MHEH 1 aHEMUEH XPOHUYECKOTO 3a00/I€BaHN s, TTOCKOJIBKY MOAXO/BI K MX JICUCHHIO TPUHINIHAIBHO Pa3InialoTCs.
OnHaxo 3a4acTylo XapakTep aHEMUH MOXKET ObITh CMEIIaHHBIM.

C nespio OLIEHKHM BO3MOXKHOCTH MCIIONB30BAHUS I U depeHInanbHON TUarHOCTUKY aHEMHH Y Talu-
enrtoB ¢ CJ/l mapaMeTpoB oOMeHa xeje3a OblIN H3yUeHbI KIIMHUYECKHE JJaHHbIE U TIOKa3aTesI 00Iero 1 OMOXUMH-
4eCKOT'0 aHaJIM30B KpoBH (3puTpouuTsl, remorioonn, MCV, MCH, MCHC, ceiBoporouHoe xene3o (CXK), dheppu-
THH, INIMKUPOBaHHBIN reMoriodut (HbA1c)) anst BeipaboTky noaxonoB k quddepeHunansHoi quarnoctuke y 96
narerToB ¢ C/] crapme 18 ner. U3 Hux 6610 14 Myxuns (14,6%) n 82 xenuuns! (85,4%) B Bo3pacte ot 18 1o
83 ner, cpennnii Bozpact (M+SD) 56,1+15,0 ner. [Taruentsr ¢ CJ] 1 Tama cocrasumnm 42,7%, ¢ CJI 2 Tama — 57,3%.
[Tpu cpaBHEeHMM BO3pacTa XEHIIMH M MYX4YHH 110 MaHHY-YUTHH pasnuuuid He BbIsABiIeHO (p=0,61). Bo3pact ma-
mueHtoB ¢ CJI 1 tuma (44,2+11,7 ner) Obu1 okugaeMo Huxke, yeM y namueHToB ¢ CII 2 tuma (64,9+10,3 ner),
p<0,0001. Cratuctudeckas 00pabOTKa MOIYUYEHHBIX PE3yJbTaToOB MpoBezcHa ¢ momolibio nakera STATISTICA
v.12. Jlnst onmcaTebHON CTaTUCTHKY B IPYIINaX IPUMEHSINCH Meaana (Me) ¥ MHTepKBapTHIIbHBIN pasMax (Q -
Q,), a WA cpaBHEHMSA B IBYX HE3aBUCHMBIX TPYTINIAX MCTIONB30BANICSA KpuTepnii Manna-Yurau. [l cpaBHEHHs
Josieit ucrosnp3oBaics kpurepuit x>, Ypoensb p<0,05 cuutasncs CTaTUCTHISCKH 3HAYUMbBIM.

Hannuane anemun ycranosneHo y 36 u3 96 nmanmentoB (37,5%). Anemust Bctpeuanach y 5/14 (35,7%)
MyxuuH 1y 31/82 (37,8%) sxeHiuH, pa3anuuns He Obutn 3HauuMbiMH (3°=0,02; p=0,88). [Ipu C/] 1 Tuna yactora
anemuu gocrurana 20/41 (48,8%), mpu CII 2 tuna — 16/55 (29,1%), cratuctudecku 3Haunmo (y*=3,89; p=0,049).
CpaBHeHHE BO3pacTa MAlMEHTOB M JIAOOPATOPHBIX MMOKa3aTesell B 3aBUCMMOCTH OT HallM4YKs aHEeMHH IO0Ka3alio
OTCYTCTBHE CTAaTHCTHYECKU 3HAYMMBIX pasnuunii Bodpacta (p=0,38), MCV (p=0,17), MCHC (p=0,28), HbAlc
(p=0,73). 3ragenns MCH B rpynme nanueHToB ¢ aHemueit — 28,7 (25,5-30,1) ObuTH HECKOIBKO HIDKE, YEM Y JIHIT
6e3 anemun — 29,7 (28,2-30,3), p=0,018. Taxxe npu anemun Hibke Obutn 3Ha9eHUs CXK — 10,9 (8,1-15,5) u dep-
putuHa — 38,8 (26,5-85,1), uem y nmarmenToB 0e3 anemun: CXK 16,6 (12,7-21,1) u deppurun 81,5 (47,9-119,7),
p=0,001 1 p=0,004 cOOTBETCTBEHHO.

Ipu Hanuuuu anemun, ogHOBpeMeHHOe cHmxkenue CXK u deppurrna Habmonanocs y 8 usz 36 marueH-
TOB (22,2%), 9TO COOTBETCTBYET AMATHO3Y XKenezoaedunutHon anemun. Y 5 maruenTtos (13,9%) camxenne CXK
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COYETANIOCh C HOPMaJIbHBIMU 3HaueHusIMH (eppuTtuHa. [1pn HopMankHbIX ypoBHAX CX y 18 mammentos (50%)
ypoBeHb (eppuTrHa ObLI B HOpME, a y 1 (2,8%) — MOBBIIICH. Y 3TUX MAI[MEHTOB HE UCKIIIOUCHO HATHYNE aHEMHH
XPOHHYECKOTO 3a00JIeBaHUS TNO0 aHEMHUN MHOTO TeHe3a, 9To TpedyeT noobcnenosanus. Y 4 marmentos (11,1%)
OBLT CHIDKEeH (heppUTHH IIPH HOpMaITbHOM conepxarni COK. AHamn3 TOTONMHUTETFHBIX TEeMATOJIOTHYECKUX MTOKa-
3areneit (MCH, MCV, MCHC) BrisiBr1 Hanmuue Mukporurosa (cHmwkenne MCV) y 9 u3 36 mammentos (22,2%),
MakpouuTo3 (nossimerne MCV) Hu y onHoro nanuenTa He ooHapyskeH. CHibkenne MCH BeisiBieHo y 9 (25%)
narenTos, camkerane MCHC —y 19 (52,8%), noBeimenne MCHC y 1 (2,8%).

B T0 xe Bpemsi, y manueHToB 6e3 anemuu B 2 ciaydasix nokasarenu CXK u ¢pepputnHa ObUTH CHIKEHBL, 2 B
4 cnyyastx ObUTH CHHDKEHBI TONBKO 3HaueHuss COK, 9To TOBOPHT O JJaTeHTHOM AedunuTe xene3a. Takum oOpaszom,
B 00meil rpynmne y 44 nanuenTtoB (45,8%) oTCyTCTBOBaNIM aHEeMHsl M HapyIIeHHUsS (EpPOKMHETHKH, a emé y 18
(18,8%) Obuta anemust pu HopManbHbIX 3HaYeHHAX CXK n deppurnna. Y ocraBmuxcs 34 manuentos (35,4%)
BBISBISUIMCH T€ WIM WHBIE HApYyLIEHUs: oOMeHa kenesa, u3 HuX 8§ (8,3%) uMenn xene3oneGpuIuTHYI0 aHEMHIO, 2
(2,1%) — narenTHbIi gedunmt xene3a. Y 3 manueHToB ObLIM NMOBHIIIEHB! 3HaYeHust COK Oe3 noBsieHus deppu-
THHA, YTO HE MO3BOJISET OJHO3HAYHO PACIEHUTH MX KaK MMEIOIINX CUHAPOM IEepPEerpy3KH XKeIe30M.

Taxkum oOpa3om, aHemus BbIsiBIeHA y 37,5% B3pocnbix manueHToB ¢ CJ, mpu 3ToM ee pacmpocTpaHEH-
HOCTH CTaTUCTHYECKH 3Ha4MMO BhIIe y maruentoB ¢ CJ] 1 tuma (48,8%) mo cpaBaenuto ¢ marmentamu ¢ CJI
2 tuna (29,1%). UcturHas xenezonedunuTHas aHeMus (OTHOBPEMEHHOE CHIDKEHHE CBIBOPOTOYHOTO XKele3a H
(depputnHa) THarHOCTHPOBaHA y 8,3% MAIMEeHTOB, a JIATCHTHBIN qeuiuT xene3a — y 2,1% nanuentoB. CHIXe-
HUE YPOBHSI CHIBOPOTOYHOTO XKeJje3a sIBIsieTcs Ooiee 4acThbIM HapymeHueM (22,1% nanueHToB) 1o cpaBHEHHIO CO
CHIKeHHeM ypoBHs (eppuruna (8,4%) n yame Bcrpedaercs npu C/1 1 tuna. Y 50% nanueHToB ¢ aneMueil ypoB-
HU CBIBOPOTOYHOTO KeJe3a U (heppUTHHA B IIPEIeIaXx HOPMBI, UTO YKa3bIBaeT Ha HAJMYNE aHEMHUH XPOHUIECKOTO
3a0oseBaHus U TpeOyeT AabHEHUIero 00CIeI0BaHNUS.

KINHUKO-AUATHOCTUYECKHUE KPUTEPUU NE®ULNTA KEJIE3A
Y TAHUEHTOK C AHOMAJIBHBIMU MATOYHBIMHA KPOBOTEYEHHUSMHA

O.B. Mypamko, A.C. Ilonropnas, A.1O. 3axapko
I'Y «PHIII] paduayuornoti meOuyunsl u 9Ko102uU yenosekay, 2. Iomens, berapyce

[Ipobnema aHOMaNBHBIX MaTOYHBEIX KpoBoTeueHHH (AMK) He TepseT akTyalbHOCTH, IIOCKOIBKY KPOBOTe-
YEHUS SBIIAIOTCSI OHOW M3 CaMbIX paclpoOCTPaHEHHbIX MPUYHH 0OpaIIeHNs )KEHIIH PEIPOAYKTUBHOTO BO3pacTa
32 MEIMIIMHCKOH TOMOIIBIO, IPY ATOM NOUTH 1/3 M3 HUX CTATKMBAIOTCS C JAaHHOW CUTYaIlel XOTs ObI pa3 B )KU3HU
[Uepnyxa I".E., 2022]. HanGosnee 4acTo AMarHOCTUPYIOT OOMIIbHBIE MEHCTpYyalibHbIE KpoBoTeueHus: (OMK), koro-
pBI€ OmpeneNsIoTcs Kak upe3mepHas MeHcTpyanbHas kpoBonoteps: (MKII), oka3biBaromas HeraTUBHOE BIHMSHUE
Ha (hU3NUECKoe, IMOLIMOHAIIBHOE, COL[MaIbHOE, MaTepHUabHOE OJIaronoiIyune U CylIeCTBEHHO CHIKAIOIAs Kave-
cTBO ku3HM KeHIUH. OMK MoryT OBITh KaK OCTPBIMH, TaK 1 XPOHHUECKHMH, IIOBTOPSIIOLIUMUCS B TEUCHUE 3 U
Oornee MecAILEeB, YTO YAaCTO CONPSDKEHO € Pa3BUTUEM JIATEHTHOTO Je(HIINTA JKele3a WK JKelle301e(DUINTHON aHe-
mun (OKIA). Cornacuo knaccudukanny BO3 nareHTHBIH geuuT xKeae3a XapaKTepru3yeTcsi CHIKEHHEM yPOBHS
(bepputrHa HUXKE 15 MKT/JI, TIPU 3TOM MMOKa3aTeIu reMoroouHa B oTiamaue ot JKJJA MoryT ObITh O3 H3MEHCHHI.
Taxk xe 7151 KIMHULKMCTA BaYKHO, YTO IPH TOBBIIIEHUH YPOBHsI C-peakTHBHOTO OeJIKa MM HAJTMYUH BOCHAIUTENb-
HOTO TIpoIlecca B OpraHu3Me YpPOBEeHb (eppUTHHA MOXKET JIOKHO Bo3pacTaTh [BuHorpamosa M.A.,2019]. B atux
CUTyalusAx ypoBeHb (eppuTHHa HIDKEe 70 MKI/T MOXKET yKa3blBaTh HA JIATEHTHHIN AepUIUT Kele3a. YpOBEHB
(eppuTHHA B CHIBOPOTKE — «30JI0TOH CTAHAAPT» UL BBISIBICHUS JKEIE304C(PUIINTHBIX COCTOSHUH, KOTOPHIH He-
00XOIMMO ONpeneNsiTh Y BeexX sxkeHIMH ¢ AMK commacHO KpUTepHsM OLEHKH KauecTBa OKa3aHMs MEANIIMHCKOH
oMoy [Poccuiickoe obmecTBo akymiepos-ruaekonoros. KPAMK. 2021]

Lenb uccnenoBanys: ONMPEAETUTS KIMHUKO-IUArHOCTHYECKUE KpUTEpUH Aeduiura xenesa y naupeHToxk ¢ AMK.

Ha 6a3ze I'Y «PHIIL] pagnaunoHHOH MEAUIIMHBI U SKOJIOTUH YesioBeka» B 2024 roy npolwiy o0ciejoBaHUe
1 edeHne 352 manueHTKH penpoayKTuBHOTO Bo3pacta ¢ AMK. Cpenauii Bo3pacT MamueHTOK COCTaBmiI 32,5 JeT.
Juarao3 AMK ycraHaBIMBajCst HA OCHOBAaHHH KaJi00, aHAMHECTHIECKHUX JAHHBIX M (PH3UKAIBFHOTO 00CIIeJOBAHHS
MAaIMEeHTOK. BEIABIEHNE NMPUYMHBI MAaTOYHBIX KPOBOTECUEHUH M WX pasTpaHUUYCHHE B 3aBUCHMOCTH OT KaTe€ropHu
PALM unu COEIN umMenu kiro4eBoe 3Ha4€HHE, IOCKOJIBKY OMNPEEeIsiId TAKTUKY BEJCHUS MallUeHTKU. BeimonHe-
HbI UCCIIEI0BaHMsI OOIIIETro aHaIN3a KPOBH, OIIpe/ielieHNne YPOBHS (peppUTHHA KPOBH, reMocTasnorpamma. OLeHnTh
BIIMSIHUE KPOBOIIOTEPHU Ha 3arachl )Kee3a IMOo3BOJIsIeT OnpeliesieHue ypoBHs (eppuTrHa B CbiBOpoTKe. DepputnH —
BBICOKOMOJICKYJISIPHBIH BOZOPACTBOPUMBIH GEIOK (METAIIIONPOTENH), B KOTOPOM COJIEP)KaHUE JKeIe3a COCTaBISIET
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B cpeaHeM 20%. CnemyeTr OTMETHUTh, YTO KPUTEPUU HOPMAIBHOTO MEHCTPYaJIbHOTO LIUKJIA OIPEENEHb! COIIACHO
nepunuipsiM AMK. CoracHo coBpeMeHHo# nedunuiun, AMK — 310 H30BITOYHOE M0 [UTUTEABHOCTH (O0JbIIE 8
IHEel), 00beMy KpoBoroTepH (6osbie 80 MIT) /WK HACTYHAOIIEe C HHTEPBAJIOM MEHbIIe 24 THEl KpOBOTEUEHHE
[Poccuiickoe obmiectBo akymrepoB-riuaekonoros. KP. AMK, 2021]. Xots na npaktuke Tounsii 006eM MKII TpynHO
OIIPENIeNIUTh, HO MOXKHO 3aIl0fI03pUTh HapyIICHHUS, €CIH MPABMIILHO MPOBECTH ONPOC NanueHTkH. Ha HagansHOM
9Tane MaleHTKaM PeyIaraisoch pacCMOTPETh 7 CIIENYIOMNX YTBEPKACHNUH, pa3paO0TaHHBIX ISl AUArHOCTUKU
AMK rpynmoii He3aBUCUMBIX SKCIIEPTOB, 3annMatomuxcs nmpodnemoit OMK [da Silva Filho AL, Caetano C., 2021]:
1. «Mowu MeHCTpyauuu JusiTes ooee 7 THEH Kax bl Mecsiy. 2.« MHe NPUXOIUTCS MEHSITh TUTHEHUUECKHE TIPO-
KJIaJKH B TEYCHHUE HOUM». 3. «S1 omacaroch HEMPUATHBIX MHIUICHTOB, CBSI3aHHBIX C KpOBOTeueHHEM». 4. «B Gonee
«TSDKETIBIe» JHU S IOJDKHA MEHSATH CPECTBA 3alIUTHI Yallle YeM depe3 Kaxasle 2 u». 5. «Sl oTMedaro BhIIEICHUE
OOJBIINX KPOBSIHBIX CTYCTKOB BO BpeMs MEHCTpyarum». 6. «S1 omrymiaio ciadocTh MIM OABIIIKY BO BPeMsl MEH-
cTpyamum». 7. «51 n3deraro conMalbHOM aKTMBHOCTH WJIM BBIHY)KAEHA HCIIOIB30BATh ONPEAEICHHYIO OIEKIy B
MeHCTpyasibHble 1HIY». Upeamepryto MKIT u OMK npennonaranace npu Hanuauu 3 U 6osiee U3 yKa3aHHBIX ITOKa-
3aTesiell Wi COBOKYITHOCTH HU3KOTO YPOBHS (JEPPUTHHA B CBIBOPOTKE, HAJIMYHMS CT'yCTKOB B MEHCTPYaJIbHOW KPOBU
1 4acTOl CMEHBI CAaHUTApHBIX CPEACTB 3auThL. Tak e mpu coope kanod, aHaMHe3a U (HU3UKAIBHOM OCMOTpE
YYUTBHIBAINCH TAKUE COCTOSTHMS, KaK OJIETHOCTH KOXKM M CIIM3HCTHIX, KOTOPBIE KEHIIHBI YaCTO HE BCETZa CBA3BI-
BaJIM C OOWJIBHBIMM MEHCTpPYalMsIMH, dacTasl TOJOBHAsI OOJIb W TOJIOBOKPY)KCHHE, HApyLIEHHE TEPMOPETYIISIHH,
TIOBBILIEHHAS! YyBCTBUTEIILHOCTD K XOJIOAY, TPEBOXKHOCTb, IEpeIaabl HACTPOCHHUS, ICTPECCHs], IOMKOCTh HOTTEH,
CYXOCTb, BBITIAJICHUE BOJIOC, IOCTOSIHHOE YyBCTBO YCTAJIOCTH, CHU)KEHHE CIIOCOOHOCTH MEPEHOCUTD JIaskKe He3HAYH-
TEeNbHYI0 (PM3UYECKYIO0 HATPY3KY M BBIOIHITH KOTHUTHBHBIE 33/1a4U.

B mporiecce m3y4eHnst KIMHAYECKUX cUMITOMOB y nanueHTok ¢ AMK y 184 marmentox ¢ AMK auarso-
ctupoBaHa JXJ[A pasHoli crenenn Tshxectu. Bee mammentkn (n=184) ¢ XA nMenn cHImXEHHE ypOBHS deppH-
tuHa HIKe 15 1 10 Mkr/n. V 168 KeHIIH moka3aTeian reMOornIoOnHa OBUTH B TIpeeax HOPMaIbHBIX 3HAYCHUH.
VY nanmeHTok ¢ HOpMaJbHBIMH 3HaYE€HUSIMHU reMonoOnHa ypoBHU (GeppuTtHHa HIke 20 Mkr/n 'y 75(45%) nauu-
eHTOK, HIKe 15 Mkr/ny 37 (22%) uenoBek, y 56 (34%) — HopManbsHble YpoBHHU (eppuTHHa. Bce nccnenyemble
ManuCHTKH OBLIH C ’KajJ00aMK Ha U3MEHEHMS MCHCTPYaJIbHOTO ITUKJIa B OTHOIICHUN 06’BeMa, O6I/IJ'[I)HOCTI/I u JJIn-
TENBHOCTH MEHCTPYyaIbHOTO KA. M3 352 06cnenyeMbIxX KEHIIMH MO aHAMu3Y kajnob: 28 (8%) He nmenu xanoo,
y 63 (18%) — 2 mokazarens, y — 124 (35%)- 3 nmokazarens u'y 137 (39%) — 6onee 3 mokasareneii u3 7 BBIIIETIe-
PEUMCIIEHHBIX YTBEPXKICHHUH, pa3padoTaHHbIX Uil 1uarHoCTUKH AMK. Du3nKanbHEI OCMOTpP Jajl ClIemyonye
Ppe3yabTarhl: OJIeTHOCTH KOXKHBIX TIOKPOBOB y 173 MaIeHToK, ToJIOBOKPYXEHHE Y 57 KeHIIHH, CyXOCTb KOXU y 27,
BhIMaJieHUe Bosioc y 39, nenpeccus y 21 manueHTKH. 3HAYMMBIX PAa3In4Uil B CUMIITOMAX U XapaKTepe MEHCTpY-
AJIBHOI'O MKJIA Y MAMEHTOK HOPMAJIbHBIMH ITOKa3aTCIIAMU reMorIoornHa 1 Yy DanUeHTOK C )KI_IA HC BBIABJICHBI.

MHoroo0pa3ue KIMHUYECKUX CUMIITOMOB M M3MEHEHHS IT0Ka3aTenel peppuTrHa MOTYT OBITH pacCMOTpe-
HBI KaK KpuTepru neumuTa sxenesa y narueHTok ¢ AMK, uTto TpeOyeT MeTnkaMeHTO3HOH KOPPEKIINU — JICUCHHe
npenaparamy xene3a. CBoeBpeMeHHas IHarHoCTHKa aeduiura xene3a y naunentok ¢ AMK nosBosster ymyud-
LIUTH JICYEHHE U KaueCTBO XKHU3HU.

BTOPUYHBIE AHEMUWU IIPU TUIIEPO®EPPUTUHEMUU: TATOI'EHE3,
JNOPOPEPEHIINAJBHASA ITUATHOCTUKA U ITOAXO/JAbI K JIEYEHHUIO

O.B. MypsbiueBa, 10.B. TosikaueBa
I'Y «PHIII] paduayuornoii meduyunsl u 9ko102uu yenosekay, 2. Iomenn, berapyce

AHEMUsI — 3TO COCTOSHHUE, TIPU KOTOPOM CHHXKAETCSl KOJTUYECTBO SPUTPOLIMTOB HIIM reMOIIOOMHA B KPOBH,
YTO HapyllaeT TPaHCIIOPTHPOBKY KHCIOpOIA K OpraHaM M TKaHsM. B KIMHHYECKO#l mpakTHke ocoboe 3HauYeHHe
puo0OpeTaeT rpymnmna BTOPUYHBIX aHEMUI, COITPOBOXIAIOIINXCS TUNepheppUTHHEMUEH. JTa IpyIa XapakTepusy-
€TCA CJIOKHBIM IMaTOr€HE30M, CBA3AHHBIM C XPOHHYCCKUMH BOCHIAJIUTCIIbHBIMA 1 MeTa00INYECKMMU COCTOSIHHUAMU,
U TIPEeNCTaBIsET TMarHOCTHYECKYIO IPOoOIieMy, Tak KaK OHa 9acTO MIMHTHPYET WM COBHANAET C COCTOSIHHUSAMH, CBSI-
3aHHBIMH C HapyIIeHneM Metabomu3ma xene3a [Ganz & Nemeth, 2015]. [loanmanne MeXaHU3MOB U MIPaBHIIbHAS
b depeHnaIbHas IMarHoCTHKa KpailHe BaXKHBI 1Sl BRIOOpa aeKBaTHOM TEPAITUX U YITy4LICHUS HCXO/IOB.

®eppHuTHH — BHYTPUKIIETOYHBIN O€JI0K, 00eCIIeUMBaIOIINIi 3a11ac Kene3a M y9acTBYIOIINH B €r0 Perysiun
[Andrews, 2013]. B HopMe ero ypoBeHb OTpaKkaeT, Kak 3arachl jkelie3a B OpraHu3Me, Tak U HaJu4yhe BOCIaJIH-
TEJIBHOTO Iporecca, OepeMeHHOCTH. Perymsauus (peppuTHHA OCYIIECTBIETCS Yepe3 CI0KHYIO CUCTEMY, BKIIIOYa-
IOIYIO0 TeNICHMH — NENITHAHBII TOPMOH, CHHTE3UPYEMBIi B IIEYCHH, PETyIUPYIOIINHA 0OMEH Kejle3a B OpraHu3Me
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[Kroot et al., 2014]. Beicokuii ypoBeHb (heppHUTHHA, IPU BEIPAXKCHHBIX BOCHAIMTENBHBIX IpOIeccax, 00yCIOBICH
B OCHOBHOM CTUMYJISILIMEH CHHTE3a 3TOro Oelka, a He yBEeIMYEeHHEM 3aracoB xkene3a. VIMEHHO mo3ToMy rumep-
(eppuTHHEMHUS HE BCETJa O3HA4aeT M30BITOK XKEJIe3a, a MOXKET CBUICTENLCTBOBATh O HAJMYNH BOCIIAJICHUS HIIH
JIPYTUX TMaTOJOTHYECKUX cocTtogHmit [Ganz, 2018].

KiroueBbIM MEXaHM3MOM pa3BUTHSI BTOPUYHBIX aHEMHH SIBIETCS XPOHUUECKOE BOCIIAIEHHE, IIPH KOTOPOM
BBIJICJICHHE [IUTOKMHOB (HaIlpuMep, HHTEPIICHKUHOB-0, (aKTOp HEKPO3a OITyXoJiel ) CTUMYJIMPYET CHHTE3 TeIICHIMHA
neueHbio [Ganz & Nemeth, 2015]. Iencuaua B3auMOACHCTBYET ¢ (DEPPOIIOPTHHOM, HHTHOUPYET BCACHIBAHUE JKEIIe-
3a U3 KEeTyJTO0YHO-KHIIIEYHOTO TPAKTa U YMEHbLIAET BHICBOOOXKICHHE JKeJie3a 13 MakpogaroB. LIUTOKMHBI CHUKAIOT
BBIPAOOTKY SPUTPONOITHHA NMOYKAMHU, YMEHBIIAIOT MPOJOJDKUTEILHOCTD )KU3HA IPUTPOLUTOB M CHIKAIOT 3G dek-
THUBHOCTB 3pHuTponods3a [Ganz & Nemeth, 2015]. B To ske Bpems ypoBeHb (eppUTHHA OCTAETCSI BEICOKHM BBUILY
BOCITAJIUTENILHOTO KOMIIOHEHTA. DTOT MEXaHU3M XapaKTepeH Ul aHEMHN XpOHHYecKoro 3abonesanns (AX3).

[IpuunHO# AX3 MOryT OBITH: ayTOMMMYHHBIE W ayTOBOCIIAJIHMTENIbHBIC 3a00eBanus (B 4aCTHOCTH, 0O-
ne3nb Kitactiaemana, BOCIaauTeNIbHBIE 3a00JIEBaHUS KMIIEYHUKA, PEBMATOMIHBIH apTPUT, CApPKOUI03, CUCTEMHAs
KpacHasi BOJTYaHKa, BACKYJIMT), XpOHUYECKas cepieuHas HenocrarouHocth, XOBJI u nerouynas runepreH3us, Xpo-
Hu4eckas Oone3np nodek (XBII) B mo3mHUX cTaamsx, KpUTHUIECKoe 3a00lieBaHUE MM TPaBMa, reMaTojioruye-
CKHe 3JI0KaueCTBEHHBIC HOBOOOpa30BaHUS W APYTHE BHIBI paka, MH(EKIHOHHBIE 3a00MeBaHUs (OCIOKHEHHBIC
MH(EKINH MOYEBBIBOISIINX IyTeH, KOXH WIN CTPYKTYp KOXH, dHHokapaut, BUY-uHdeknus, ocTeoMHeNuT,
ITHEBMOHWUSI, TyOepKyJle3, CENTUIIEMUS], 8 TAKXKE JIpyriue CHCTEMHBIE OaKTeprualbHble, Tapa3uTapHble, BUPYCHBIC U
rpudkoBble nHpekuun. Kpome atoro, runepdeppuruHeMust MOXKET pa3BHBAThCS IPU META0OIMUECKOM CHHJIPOME,
OXKHPEHHUH — B 3THX CIIy4asx MEXaHU3M 4Yallle CBI3aH C HapyIICHUEM peryisaiuuu merabosm3ma [Nairz et al., 2018].

JuddepeHnmpoBars NpUIUHBI THITEPGEPPUTHHEMHUHN HEOOXOTUMO C TIOMOIILI0 KOMITIIEKCHOTO JIabopaTop-
HOTO HCCIICZIOBaHMA, KOTOPOE BKIFOUACT: OOmIMii aHanm3 KpoBU (YMepeHHas aHeMus, OObI9HO He Hike 80 1/i
(amxe Tonbko y 20% HanMeHToB)); SpUTPOLUTAPHBIE HHAEKCH (OOBIYHO HOPMOXPOMHEBIE, PEIKO THIIOXPOMHBIE,
yamie Ha (oHe NeQHIUTA XKejle3a); PeTHKYIOUUTH! (PETUKYJIOLUUTONECHHSI — CHIDKCH MHJIEKC CO3PEBAaHUS PETH-
KYJIOIIMTOB); CHIBOPOTYHOE JKeJie30 (CHMXeHO); pepputuH (moBbimieH >300 MKr/i); TpaHchepprH (HOpMaTbHBIN
WM CHUDKEH); Mapkepsl BocnaieHuss — COD u C-peakTHBHBII 0€10K (ITOBBIIMIEHB); ONpeeIeHHe PaCTBOPHMBIX
penenTopoB TpaHchepprHa (TIOBBIIICHB] ); TeICHIUH. JlonomHUTENbHBIE NccienoBanus: Y3 opranoB OpronrHOM
TIOJIOCTH, OMOTICHSI TIPH HEOOXOMTUMOCTH.

BaXHBIM MHCTPYMEHTOM CTaHOBHTCS OIPE/IEIICHHE COOTHOIICHHS (eppUTHHA M IPYTHMX MAapKepOB IS
muddepeHnraIbHOl quarnoctuky tTumna anemun [Ganz & Nemeth, 2015; Gfr et al., 2014].

OcHOBHas TaKTHKa JIEYEHHS — JICYEHHEe OCHOBHOTO 3a00JeBaHMsI, IPUBEALIECTO K BO3HUKHOBEHUIO AX3.
[epopainbHbie npenaparsl xesae3a MOryT ObITh 3 (EKTHBHBI IPY HOPMAIBLHOM YPOBHE I'elICUIMHA, IPH BBICOKOM
YPOBHE — MpPEANIOYTECHNE OTAAETCS BHYTPUBCHHOMY BBEICHUIO IpenaparoB. [lepennBaHue KOMIIOHEHTOB KPOBU
MOKa3aHO MPY aHEMHH TSDKENIONW CTENCHM TSDKECTH. DPUTPOMOITHHBI MOTYT OBITh TOKa3aHBI B OIPAaHUYEHHBIX
ciry4asx, a uMeHHO: 1pu XbBII ¢ nepuunToM >puTpOnoITHHA, NAIMEHTH! C OHKOJIOTMYECKUMH 3a00JICBaHUsMU (B
OTZEJIBHBIX CIy4asix), MAalMEeHTHl ¢ MUEJIOIUCIIACTHYECKUM CHHPOM HU3KOTO PHCKA, MAlUeHTHI C ayTOUMMYH-
HBIMH 3200JI€BaHHUSIMHU (B OTJCTBHBIX CITy4asix). Ba)kHO MOMHHTB, 4TO IpH THIIEP)EPPUTHHEMUH HE PEKOMEHyeT-
s BBEIICHHE Kejie3a 0e3 MOoATBEpKAeHUs ne(UINTa, YTOOBI HE yCyTyOUTh MATOreHe3 BOCHIAIUTEIbHOW PeaKIInu.

l'unepdepputuHEMUs IPU aHEMUAX CBHJIETENBCTBYET O BOCIAIMTEIBHBIX, IAPAHEOMIACTHIECKUX U Me-
TabONMYIECKUX Tporeccax, TpeOyromux mudQepeHnnaIbHOi THarHOCTUKA. Y YUTHIBAs CIOKHOCTD MAaTOTeHE3a,
JMarHOCTHKA JIOJDKHA OBITh KOMIUICKCHOM, BKIIIOYAs OIIPE/IENICHHE YPOBHS TEICHANHA U PACTBOPUMBIX PELENTO-
poB TpaHCcheppuHa. JledeHre JOIKHO ObITH OPUEHTHPOBAHO Ha YCTPaHEHHE IPUYHHBI, @ HE TOJILKO Ha CHMIITOMa-
THUYECKYI0 Tepanuto. COBpeMEHHOE MIOHNMaHUE NaToreHe3a U UCII0NIb30BaHHE HOBBIX TMarHOCTHYECKUX METOI0B
MIO3BOJISIFOT MOBBICUTH 3 (EKTUBHOCTD TEPAITUH U YAYULIUTh UCXOJBI Y TTAIUEHTOB.

OUTOMOP®OIOTI'NMYECKHUE XAPAKTEPUCTHUKHU DPUTPOLIUTOB Y
HAIIMEHTOB C HACJEJICTBEHHBIM C®EPOIIUTO30M 'OMEJbCKOM
OBJIACTH

N.A. HoBuk, N.JI. KpaBuoBa
YO «l'omenvcruii cocyoapcmeenusiii meouyunckuil ynugepcumemy, e. I omens, berapyco

HacnenctBeHHBIH MHKPOC(HEPOIUTO3 — IPyIIa FeTepPOreHHBIX 3a00JCBaHUN, KOTOPhIC HACICIYIOTCS IO
ayTOCOMHO-JIOMUHAHTHOMY THIY. KIIMHUYEeCKH TPOSIBIAIOTCS aHEMHEH, JKEeITYXO0H, yBeleueHneM CeNe3EHKH U
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TOSIBJICHUEM MHKpOc(heponnToB B nepudepudeckoii KpoBu. [lepBbie naHHbBIE 0 3a00JI€BaHUU YIIOMHHAIOTCS Y
O. Minkowski (1900) u A.M. Chauffard (1908) Haubonee ynorpeOnumMoe Ha3BaHUE «HACIEACTBEHHBIN Cheporm-
T03» [Makcumos A.I. u ap., 2009].

Hacnencteennstii cpeporuros (HC) — mHanbombee pacnpoctpanenne momyuni B CeBeproii Espore [Bolton-
Maggs P.H.B., 2004]. B nenom pactpocrpanenrocts HC okono 1 va 5000 nacenenus [Eber S.W., et al., 1990].

B marorenese HaciiencTBeHHOTO cheponnTo3a KIHOYEBYIO pOJIb MIPAIOT JIBa OCHOBHBIX (hakTopa: 1) BHY-
TpeHHHH NedeKT 000I0UKH SPUTPOIIMTOB U 2) CeJIe3eHKa, KOTopas H30MUparesibHO YTHIIN3UPYET U pa3pylaeT aHo-
MaJibHbIe 3puTpouuThl. [Makcumor A.I. u ap., 2009, Bolton-Maggs P.H.B., 2004]

Henp paboTel. YcTaHOBUTH OCOOCHHOCTH 3HAUYEHHUH IMOKa3aTeieid oOIIero aHain3a KPOBH y MAlMEHTOB,
CTpaJIafOIINX HACICICTBEHHBIM C(EPOIIUTO30M, C YIETOM HX TIOJIA.

Marepuainom 115 HccieJOBaHMs TOCITY KN IJaHHBIE 0011ero aHanu3a KpoBH 20 ManyueHToB CTPaJarolIix
HacJeICTBEHHBIM cepornTo3oM (13 manpunkoB u 7 neBouek) u 20 310poBbIx manueHToB (11 MansuaukoB u 9 xe-
BOYEK) Pa3IMYHBIX BO3PACTHBIX IPyYII, penocTaieHHbie 'Y «PecryOaukaHCKui HayYHO-IIPAKTUYECKUI LIEHTP
panuanMoHHO METUIIMHBI U KOJIOTUH 4YeoBeka». CTaTHCTHYECKUI aHaAJIN3 TTOJyYeHHBIX JIaHHBIX TPOBOIUIICS C
HCIIONIb30BaHUEM TPOTpaMMBI «Statistica», 13 (trial-Bepcus).

B pesynbrare uccnenoBaHus CpaBHUBAINCH 3HAUYCHHUA TakuxX mokazareneit OAK, kak 00bEM 3puUTpOIUTOB
1 YPOBEHb reMOII00KHa y MAalMeHTOB, CTPAIAIONINX HACTIEACTBEHHBIM C(h)epOINTO30M M 310POBBIX MAIIMEHTOB, C
y4€TOM HUX I10JIA.

AHanu3 pe3ynbTaToB MOKasal, YTO CPeTHUH 00BEM DPUTPOIMTOB y 3[0POBBIX MAallMEHTOB KOHTPOJIBLHOM
rpymisl coctaBui 82,8+3,0 ¢t u coorBercTBoBa HOpMe(80-100 ). Ipu HaceacTBEHHOM C(HEPOIUTO3E aHAIIO-
THYHBIN TIOKA3aTeh COCTaBHI 75,2+7,4 i1, 9TO 3HAYMMO HIKE KOHTpOIbHOU Tpymmsl (p<0,05).

Cpenauil 00bEM SPUTPOLIUTOB y MATBINKOB, HE CTPAAAIOIINX HACIEACTBEHHBIM C(EPOLIUTO30M, COCTABII
82,1£3,4 ¢, uto coorBercTByeT HOpMe(80-100 ¢hir). AHATOTHYHEIH [TOKA3aTeNb Y MATBYUKOB C HACIICACTBEHHBIM
ceporro3oM coctaBui 74,9+8,6 ¢, 4To 3HAYNMO HIKE KOHTpONIbHOH rpynisl (p<0,05).

CpenHuit 00bEM 3pUTPOLMTOB Y JIEBOYEK, HE CTPAAAIONINX HACIECICTBEHHBIM C(EPOIMTO30M, COCTABUII
83,6+2,2 ¢, uro coorBercTByeT HOpME(80-100 hi1). AHaMOTrHYHBIN TOKA3aTeIb Y JACBOYCK C HACIICACTBEHHBIM
cepormro3oM coctaBmi 75,8+5,0 ¢, 9TO 3HAYMMO HIKE KOHTpOIbHOU Tpymnmsl (p<0,05).

CpenHuil ypoBeHb reMOITIOONHA 3PUTPOLUTOB Y 3AO0POBBIX IAIIEHTOB KOHTPOJIBHOM T'PYIIIBI COCTABUI
137,7+10,4 /1 u cooTBeTCTBOBaN HOpME. [IpH HacaeACTBEHHOM C(HEepOINTO3¢e aHAJIOTHYHBIN MTOKA3aTellb COCTa-
B 98,8 £20,3 1/71, 9TO 3HAYMMO HUKE KOHTPOIBHOI rpymisl (p<0,05).

CpenHuii ypoBeHb FeMOINIOONHA SPUTPOLIMTOB Y MAIBINKOB, HE CTPAJIAIOIINX HACIECACTBEHHBIM C(EpPOIMTO-
30M, cocraBmi 141,0+ 11,7 /1, yro coorBercTByeT HopMme (130-160 1/11). AHAJIOTMYHBIN MOKAa3aTeNb y MaIbYUKOB
C HacNeICTBEHHBIM ceporro3oM coctaBmi 101,0+£23,8 1/71, 9T0 3HAYMMO HIKE KOHTPOJIBHOM Tpymis! (p<0,05).

CpenHuil ypoBeHb reMOITIOONHA 3PUTPOLUTOB Y IE€BOYEK, HE CTPAJAIONINX HACIIEICTBEHHBIM C(EpOoLH-
To30M, coctaBmi 133,7+7,0 /1, uto coorBeTcTByeT HOpME (120-140 1/71). AHaIOTHYHBIHN MTOKA3aTeNb ¥ JEBOYEK
C HACJIEJCTBEHHBIM C(eponnuTO30M cocTaBmi 94,7+11,7 r/n, 4To 3HAUUMO HIDKE KOHTPOIBHOM rpymis (p<0,05).

[IpoBeneHHbII aHATTM3 CBUIETEIILCTBYET O 3HAYUTEIBHBIX N3MEHEHHAX 00bEMa SPUTPOLIUTOB U YPOBHS TEMO-
I00KMHA Y MAIMEHTOB C MOATBEPKICHHBIM HACIIEACTBEHHBIM C(EPOIIMTO30M B CPABHEHHH CO 3[I0POBBIMH MalUEH-
tamu. [lomydeHHbIe TaHHBIE MOTYT OBITH HCIOIB30BAHBI B KAYECTBE AJTOPUTMA OLECHKH HAJIMYMS HACICACTBEHHOTO
cdeponnTosa y ManueHToB, YbH MOKA3aTENN KPOBH HAXOSTCS HA HIKHEM ITOPOTOBOM 3HAYEHUH HOPMBI.

AHAJIN3 ATPETAIIUU TPOMBOLUTOB HA OCHOBE ASPI-TECTA
Y MAIIMEHTOB C UCTUHHOM MOJIUIIUTEMUEH

B.H. Maprtuunkos, /I.K. HoBuk, 10.U. fpeu, A.E. Cunumn,
O.B. MypbrueBa, [I.A. bauszun, U.JI. CamyceB

I'Y «PHIIL] paduayuonnoii meduyunsl u 9K0102UU Yerosekay, 2. Iomens, berapyce

ITocrosiHHAS Tepanust HU3KUMHU 103aMU alleTUIICAIUIMIOBON KHCIOTEl PEKOMEH/I0BaHA BCEM ITAIUEHTaM C
uctuaHON nommnuTemueit (UI1) mpu orcyterBuu sBHEIX npotuBonokazanuii (Tefferi u Barbui, 2023). D¢ dexTus-
HOCTh Ha3HAYCHUS alETWICAIUIMIOBON KUCIIOTHI IMOATBEPKIeHa pe3yibTaramu uccienoBanus ECLAP, Bxuio-
yuBiiero 6oabpHEIX ¢ MIT 1 mpoeMOHCTpHpOBaBIIEM CHIKEHHE PHCKA PAa3BUTHSI TPOMOOTHYECKUX OCIOKHEHUH
B rpyIie OOJbHBIX, TOYYABIIMX AlCTHICATUIMIOBYIO KUCIOTY. [IpH 3TOM, aCMPUH B HU3KOH JTO3UPOBKE CYIIC-
CTBEHHO HE YBEJIWYHMBAJ PUCK Pa3BUTHs CHIBHBIX KpoBoTeueHu (Barytun u ap., 2012).
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B cooTBeTcTBUM ¢ HAMOHAIBHBIMU KIMHHYECKHMMH PEKOMEHJIAIMSAMHE IO JMarHOCTUKE W JieueHuto Ph-
HEraTUBHBIX MHUeNIonpoindepaTuBHbIX HOBooOpa3oBaHuil (PXD) pekoMeHIOBaHHas /1032 alleTHJICATHIIMIOBOM
KHCIOTHI cocTapisieT 40-325 MI/CyTKH IpH OTCYTCTBHH NMpoTUBOIoka3annii (MemukstH u np. 2024). B pexomen-
JAIHAX 0 AUATHOCTHKE, CTPATH(HUKAINN PUCKa U JiedeHNio ncTuHHOW monmureMun 2024 1 (Tefferi m Barbui,
2023) yka3aHO Ha 1eJIeco00pa3HOCTh MPUMEHEHHUS HU3KUX 103 alleTHICATUIIMIOBON KUCIOTH (81 MT) omuH pas
B CYTKHM JUId BceX nauuenTtoB ¢ UII npu oTcyTCTBMM NMPOTHBONOKA3aHUH M /1BA pa3a B CYTKH IPU HAIMYUH MO-
BBILIEHHOTO PHCKa apTepHaJIbHBIX TPOMOO30B, B TOM YHCJIE Y NAMEHTOB C CEPACIHO-COCYUCTHIMH (hakTopamu
pucka u neitkounto3om (Tefferi u Barbui, 2023).

B T0 xe Bpemst mpreM areTHICATUIMIOBOH KUCIOTH y YaCTH MAIlMeHTOB HE TPEI0TBPAIIaeT TPOMOOTHYe-
CKHe OCIIOXXHEHHS, UTO pacIeHNBaeTCsA KaK KIMHUYECKas aCUPUHOPE3UCTEHTHOCTh. Kak oTMeueHO MenmuksH n
Ip. 2024, BEIIENAIOT TaKkKe OMOXUMHYECKYIO aCTHPHHOPE3UCTEHTHOCTh — HEOCTATOYHOE TIOIaBICHUE (PYHKIIH
TPOMOOIIMTOB Ha ()OHE IpHEMa ALETHIICATUIMIOBOM KHUCIIOTHI, YCTAaHOBICHHOE 110 pPe3yJbTaTraM JIabopaTOpHbIX
TECTOB. B 3aBHCUMOCTH OT NMPUYMH, MPUBEANINX K aCTUPUHOPE3UCTEHTHOCTH, BBIICNISIOT HCTHHHYIO U JIOKHYIO
pe3ucTeHTHOCTh. K BO3MOKHBIM IIPHUYMHAM IICEBIOPE3UCTEHTHOCTH OTHOCST HU3KYIO IPUBEP)KEHHOCTH TallUeH-
TOB K IpHEMy Tpenapara, JIeKapCTBCHHbIC B3aUMOICUCTBUS, CIUIIIKOM HHU3KHE O3Bl Mpernapara, CHIDKEHHE €To
OMOOCTYITHOCTH, HAPYIICHNE PETYISAINA albTePHATUBHBIX (HETPOMOOIMTAPHBIX) IyTeH MPOLYKINH TPOMOOK-
caHa, YCKOPEHHOE OOHOBJIEHHE TPOMOOIHUTOB. VICTHHHAS YCTOHYMBOCTD K allETHIICATHIIMIOBON KHCIOTE MOXET
ObITH 00yCIIOBIIEHA TOTUMOP(PHU3MOM T€HOB IIMKJIOOKCUreHasbl, mkonpoTtennos (GPIIb/II1a, GPIba, GPVI), pe-
nentopoB AJ1D (P2Y1, P2Y12).

ASPltest — ananu3 U1 KOIMYESCTBEHHOTO OINIPEAEIeH s in Vitro GpyHKIUH TPOMOOLIUTOB, 3aIlycKaeMoi apa-
XHUIOHOBOW KUCIIOTOW. PeareHT npenHasHa4eH AJsl TECTHPOBaHUS (PyHKIMH TPOMOOITMTOB B 00pa3max LeNbHOM
KpoBH Ha aHanm3arope Multiplate. Pearert ASPItest comep>KuT apaxugoHOBYIO KHUCIIOTY, KOTOpasi IpeBpamaeTcs B
TpoMOOKcaH A2 ¢ moMoIbI0 TpoMOomTapHo# 1ukiookcurenassl (COX). @epment COX1 npucyTcTByeET B TPOM-
0olMTax M JIETKO HHIMOMPYETCs] HU3KOH 110301 alleTHICAIHIMIIOBON KHCIIOThI, KOTOpas HHAKTHBUPYET KITFOYEBOH
(epMeHT, y4acTByOIIMI B MeTabom3Me apaxuoHara. Huskas 103a aneTmicanuiuioBol KACIOTHI JOCTaTOuHa
T TomaBieHust oonee 95% mpoxykiuu tpombokcana COXI1, u Takoe MOAABICHUE CIIOCOOHO WHTHOMPOBATH
arperauio TPOMOOIIUTOB. ApaXxruIOHOBasI KHCIOTa caMma Mo cede He aKTUBHUPYET TPOMOOIIUTHI, TEM CaMBIM 00€-
CrieunBas UACaIbHBIN METON I onpeneneHus crenenn akruBHocTH COX1 B Tpomborrax. Ecnu akTuBHOCTH
COX1 uHrHOHpyeTCs aleTHICAIUIIIOBON KUCIOTOW MM APYTHMH HECTEPOUIHBIMU areHTaMH, pe3yIETHPYIO-
mias arperamys Oy/ieT yMeHbIIIeHa.

O>xujaeMble MOKa3aTeIn i 310POBbIX JOHOPOB, HE MOIYYAIONIUX aHTUATPETAaHTHYIO TEPaIuio U JeKap-
CTBEHHBIE CPEJICTBA, BIHSIOLINE HA PE3yNbTaThl TecTa (IIPOTHBOBOCIIAIUTENBHBIC MPeTIaparskl, -1akTaMHbIe aHTH-
OMOTHKH, aHTHKOATyIIHTHI), cocTaBioT 740-1360 AUxmin. IIpu 3ToM HEe HaOGMIONATOCH 3HAYUTEIFHOTO BIIHSA-
HUSI Ha Pe3yJbTaT TeCTa 3HaYCHUH reMaTtokpuTta Mexay 34% u 55%.

B peanbHoll knuHnyeckoil npakruke B Pb nanuentam ¢ UII yame Ha3Ha4aloT alieTUIICAIMLIMIIOBY IO KUC-
JIOTY B JO3HPOBKE 75 Mr/cyTku. Mex Iy Tem, CTaHIapTHAas TO3UPOBKA 75 MT' MOXKET OBITh HEIOCTATOYHOMU IS
YacTH TalueHTOB.

JlocTynHble faHHBIE O PACIPOCTPAHEHHOCTH PE3UCTEHTHOCTHU K alETHJICAIUIIMIOBON KHCIOTE MPOTHBO-
peumBHI B BapbupyIoT 0T 5% 10 80%, B OCHOBHOM B 3aBUCHMOCTH OT HCITOIB3YEMOT0 THArHOCTHIECKOTO METOIA.

Henpro paboTsl OBIIa OLIEHKA arperaiy TPoMOOIUTOB Ha ocHOBEe ASPI-TecTa y manueHToB ¢ HCTHHHOM
TTOJTUIIUTEMHEH, TIOCTOSHHO IIPUHUMAIOIINX allETHJICAUIIIIOBYIO KHCIIOTY

B uccnenyemyto rpynny BkitoueHsl 92 nauuenrta ¢ M1, koTopbIM Ha3HAUYEH NMpPUEM aLETUICATUIUIOBOM
KHCJIOTHI B JIO3UPOBKE 75 Mr exeaneBHO. M3 maruentoB 39,0% Obutn Mysxckoro moia, 76,3% Obuin B BO3pacTe
crapie 60 ner.

B pesynbrare onpeneneHus arperaldi TpPOMOOITUTOB C apaxuA0HOBOM kucioToi (ASPItest) B m3ygaemoii
TpyTIe 3HaYCHNE arperaui MEHbIIIE HIDKHEH TpaHUIIbl 0KHAAeMOT0 TIOKa3aTels UL 3J0POBBIX TOHOPOB (MEHB-
11e HIbKHeH rpanuisl Hopmsl 740 AUxmin) onpeneneno y 45,5% manuentos (51/92). V 15,2% nauunenTos (14/92)
arperanusi TpoMOounToB 1o pe3ynasraraMm ASPI-Ttecra Obuta cHIKeHa 10 1esieBoro ypoBHs — MeHee 400 AUXmin.
Yposens arperaiuu TpomoormToB MeHee 300 AUXmin umenu 7,6% (7/92) naiueHToB.

Takum 00pazom, 1eaeco00pa3HOCTh MCIIONB30BAHNS HU3KHX 103 alleTUICAIUIMIOBOW KHCIOTHI JIst
npopUIaKTHKH TpoMboTHUeckux ocnoxHeHuil npu MII He BrI3pIBaeT comMmHeHnH. OgHAKO, MO pe3yIbTaTaM
Hamed paboThl, CHIDKEHHE arperanny IPU Ha3HAYSCHUU OJHOM M TOH e JO3HPOBKH IIperapaTa 3HAYUTEITHHO
BapbHUPOBAIO. YCTAHOBICHO, YTO Y 3HAYUTEIEHOHN M0NH marueHToB (54,5%) nmpueM ameTHICaInIIOBON KHC-
JIOTHI B JIO3UPOBKE 75 MTI HE MPUBOAMII K CHH)KCHHIO arperaliiu TpOMOOIIMTOB HIKE HOPMaJIbHBIX 3HAUYCHUH
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ASPI-tecta. 3nauenus arperanuu Mmeaee 400 AUXmin OBIIM TOCTUTHYTHI Jiuiib y 15,2% nanuentos. Tpe-
OyeTcsl aHaJIU3 MPUYKH, CBA3AHHBIX C aCMMPUHOPE3UCTEHTHOCTHIO, B TOM YHCJIC OLICHKA MIPUBEPKCHHOCTH K
MpueMy Ipenapara, a TakKe J0CTaTOYHOCTH JO3UPOBKH 75 MT U CHHIKEHUS YPOBHS arperariu 10 LeJIeBhIX
3HaueHuil y nauueHTos ¢ UIIL.

3HAUUMOCTBH MMOKA3ATEJEN KOATYJISIIMOHHOTO TEMOCTA3A
Y MAIIMEHTOB C MHOKECTBEHHOM MHUEJIOMOM B OIIEHKE
CEPIEYHO-COCYIUCTOM CUCTEMBI

E.B. Poquna, /.. 'appunenxo, H.U. Kop:keneBckas, A.Il. CaiuBoHYHK,
O.A. PomannBa, E.A. CBHCTYHOBa

I'Y «PHIIL] paduayuontoti meduyunsl u 9K0102UU Yerosekay, 2. I omens, berapyce

MHuoxecTtBeHHass muenoma (MM) — KIIOHaIBHOE 370KAUECTBEHHOE 3a00JICBaHNE CHCTEMBI KPOBH, IS
KOTOPOTO XapaKTepHBI Mponudepaniuy 1 HAKOTUICHHUS IUIa3MaTHYECKUX KIETOK M B — nmumdponnTos, crnocoo-
HBIX HPOAYLHPOBATH OONBIIOE KOJIMYECTBO CTPYKTYPHO-TOMOTEHHBIX HMMYHOITIOOYJMHOB W/WIIM WX YacTEH.
l'unepnponyknns IMMYHOITIOOYJIMHOB H/WIIM MX YacTel 4acTO MPUBOAUT K OTIIOKECHUIO OEITKOBBIX MOJICKYJN B
BHJIE aMHJION/Ia, AETIO3UTOB JIETKUX IeNe, JerkuxX U TKENbIX Ieneil B opraHu3Me M TKAaHSX, YTO BBI3bIBAET
HapylIeHHne UX QYHKIHHA

B HacTosimee Bpems B pazsutun MM Hapsy ¢ TpaAULIMOHHO 3HAYUMbIMHU HapyLIEHUSIMU KPOBETBOPHOU 1
MMMYHHOW CHCTEMBbI BayKHAsI POJIb OTBOAMTCS MATOJIOTHH CEPIECUHO-COCYANCTON CHCTEMBI, KOTOpasi 0OBIYHO pa3-
BUBaeTCs Ha ()OHE NMPOTPEeCcCHPOBAHMS OONIE3HH 1 OKA3BIBACT CYIIECTBEHHOE BIIMSHUE HA KIMHUYECKYIO KAPTHHY
3a00JIeBaHNs, YTO HEPEIKO MIPUBOAUT K JIETAIILHOMY HCXOLY.

Y4uTBIBasL, 4TO CEPACYHO-COCYIUCTAS MATOIOTHS P MM HOCUT MOJTUMOPOUIHBIN XapaKkTep, HHTepeCHa
POTIb KOATYIIALMOHHOTO TeMOCTa3a B TaHHOH IaTOJIOTHH.

Lens uccnenoBanust. ONEHUTh B3aMMOCBSI3H TOKa3aTeNeH CepAeIHO-COCYIUCTON CUCTEMBI C TOKA3aTes-
MH KOaryJsIIHOHHOTO TeMOCTa3a y HallMeHTOB C MHO)KECTBEHHOM MHEITOMOH

B uccnenosanue Bouten 113 nanuent B Bozpacte ot 40 1o 75 net npoxkupatomux B I. ['omene u ['omenbckoit
o0nactH, ¢ BeprU(pUIIMPOBAHHBIM THAarHO30M MHOKECTBEHHAs! MUEJIOMa, CTa sl 3a00JIeBaHMs ONpeessiach co-
miacHo kiaccugukayu B. Durie u S. Salmon 1975.

[Tarents! 6pUTH pa3zaeneHs! Ha 3 rpynmsl. [lamuents: ¢ MM 6butn pasaenens! Ha 3 rpymmsl. B 1-fo rpym-
my (n=49) BKITIOUEHBI MAIIUEHTHI C BIIEPBEIC BRIABICHHON MM (umTensHOCTHIO 3a00neBanus <6 MecsIen), 6e3
MIaTOT€HETUIECKOT'O JICICHHS.

Bo 2-10 rpynty (n=47) BKJIIOYSHBI MAMEHTHI, KOTOPbIE TOJTyYall CTaHAAPTHYIO TEPamHuio 1o nosoxy MM
C MCIOJIb30BaHUEM CXEM JUINTEIbHON Xumuorepanuu: VBAP, neprogquuHoCcTh KypcoB 00yCIIOBIMBAIACH COCTOS-
HUEM IallMeHTOB M HAJIMYMEM [IPU3HAKOB ITPOrpeccpoBaHus 3aboneBanus. JnnuTenbHOCTh 3a00€BaHus B Cpel-
HEM cocTaBuia 7,5 JeT.

V¥ mamenTtoB 3-# rpynmsl (n=17) 3-x kpaTHO Hcmoap30Bain cxemy VAD B kadecTBe HHAYKIIMOHHOM XU-
MHOTEPANHUH € MOCIEAYIOUIEN JBOMHON ayTOJOTMYHON TPAaHCIUIAHTALMENH TEMOIIOATHYECKUX CTBOJIOBBIX KIETOK
(ayTo-TI'CK). InurensHOCTH 3a007€BaHus B CpeTHEM cocTaBmia 1,5 rona.

Bcem 00BbHBIM TIPOBOAMIIOCH MCCIIEIOBAaHHUE DHIOTEIHAIBHON (DYHKINHU C UCIIOIb30BAaHUEM YJIBTPa3BY-
Ka BBICOKOTO paspelleHus ¢ paryukom 7,5 MI' ¢ momomipio yasTpasBykoBoro ammapara « VIVID 3» (General
Electric). M3yuanu nuaMeTp ¥ CKOPOCTH MOTOKA KPOBH B uteueBoii aprepuu (ITA) B nokoe, npu peakTHBHOU T'U-
TepeMuH — SHAOoTeNui3aBrucuMas Basoawratanus (33B/]) u mocne cyOmuHrBaIbHOTO IpHeMa HUTPOTIUIICPIHA —
sHpoTenuiiHe3aBucuMas Bazommstanus (OH3B/I) (mo metomy D. Celermajer).

BbIsiBII€HO, YTO MMOKa3aTeI! SHA0TEIHANBHON (QyHKIMH y manueHToB ¢ MM cTaTHCTHYECKH 3HAYNMO KOp-
peNUpoBaIU C HEKOTOPBIMH MOKA3aTeNIMHU KOATYJIIUOHHOTO FeMOCTa3a. YCTaHOBIICHO, YTO Y MAlUEHTOB C BIEp-
BbI€ BRISIBJICHHOI MM npupocT nuaMerpa mieueBoit aprepuu npu 93B/1 u OH3B/] craructiuecku 3HAYUMO KOp-
PENMpPOBATI ¢ TOKa3areaMu oomro 6enkom u J{-numepamu (r=-0,34; p=0,020, r=-0,54; p<0,001 cooTBeTCTBEH-
HO). Y maruenToB ¢ MM, AMUTENHHO MOMyYaromuX KyPChl XHMUOTEPAINH, IPHPOCT THaMETpa IIeYeBOH apTepHH
npu O3B/1 u OH3B/I nMen KoppeAIuoHHyIO CBA3b C ypoBHEM (pubpuHorena u JI-numepamu (r.=-0,45; p=0,001,
=-0,53; p<0,001 cootrsercTBenHO), (r,=-0,34, p=0,015, r =-0,30, p=0,040 cooTBeTCTBEHHO). Y manuenTos ¢ MM
nocne asoiHoN ayTo-TT'CK mpupoct nuamerpa ruiedeBoi aprepuu npu O3BJI xoppenuposan ¢ [I-gumepamu
(r=-0,54; p=0,029 cooTBeTCTBEHHO).
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YuuTeiBas NoNy4eHHbIE JaHHBIE, Ha ocHOBaHNM ROC-aHanu3a BbIAETICHbI, YPOBHHU IOKa3aTelel, KOTophIe
OIIPEACIIAIOT HAJIWYKME WM OTCYTCTBHE JHAOTENNANBHON nucdyHKIuK y nanueHToB ¢ MM. YcraHOBIEHO, 4TO
ypoBeHb ¢pubpuHOTreHa >4,0 r/1, I-aumepoB >660HT/M conpsixeH ¢ HapymeHneMm O3B/ u OH3B/I.

ITomyuyeHHBIE TaHHBIE CBUAETENBCTBYIOT B [TOIB3Y TOTO, YTO y MAUEHTOB ¢ MM BBIPaKEHHOCTB dHIOTENH-
IBHOM TUC(YHKINH 3aBUCUT OT KOAryJISILMOHHBIX PACCTPOHCTB

Bruo npeanoxxeno y nanuento ¢ MM nipu ypoBHe pudpunorena >4,0 r/i, J1-numepoB >660Hr/mi1 — OLeH-
Ka SHJI0TeNHaIbHON QyHKIMH ¢ moMonIbio PI™ 1 moTokoHe3aBucuMoi BazoauIaTanuy Ha poHe mpremMa HUTpOIIIn-
[[EpUHA, C IEJIbI0 JAIbHEHIIEro BhISIBICHHUS BEPOSTHOCTH UIIEMUH MUOKap/a.

OLIEHKA PUCKA PA3BBUTHSA JEMKO30B Y YUACTHUKOB JINUKBUJALIUA
HOCJEJICTBUI KATACTPO®bI HA YADC

A.B. Po:xko, 1.B. Besakun, B.A. Po:xxko, C.H. HuxonoBuu,
C.B. IlankoBa, 10.B. YaiikoBa, O.H. 3axaposa, O.I1. OBunHHUKOBa

I'Y «PHIII] paouayuonnou meduyunsl u 3kono2uu wenogekay, e. I omenw, berapyco

CornacHo moHorpadun MAUP, noHu3upyromiee U3ay4eHne MOXKET CIIOCOOCTBOBATh PA3BUTHUIO 3JI0KaYe-
CTBEHHBIX 3a0oseBanuii kpoBu. B mokmamax HKIIAP cBsa3b jeiiko3oB ¢ karactpodoit Ha YADC cuuraercs 10-
CTOBEPHO HE YCTaHOBICHHOW, HO B TO K€ BpeMs BeposATHOH. IIpoBezeHNe MOHUTOPHHTA COCTOSHHS 3[J0POBbBS
HaCeJIeHHs, mocTpanasmero ot karactpopsr Ha YADC sBisercss 00s3aTeIbHBIM YCIOBHEM MPaBWIBHOTO ILIa-
HUPOBAaHMS MEAMIIMHCKUX MEPONPHUATHH, HAPaBICHHBIX HA MPOQHUIAKTUKY M OKa3aHHWE CHEeNHabHON MOMOIIN
JTAaHHOM Kareropuu jui. [IpoBeieHHBIN paHee AMUAEMHOIIOTMYECKUI aHaIN3 OKa3aJl BRICOKUIH PUCK JIEHKO30B Y
YYaCTHHKOB JIMKBUAAMu nocienctuii karactpodsr Ha YADC (YJIIT), onnako Ge3 yueTa KOMIUIEKCHOTO BIHSIHUS
MHOTOYHMCIIEHHBIX ()aKTOPOB.

Henp. OnernTs puck pa3BuTws jJeiiko3oB y YJIII B 2015-2024 rr.

O6wexTom uccnenoBanus sBisuAck YJIII, crosmue Ha yuetre B [ocymapcTBEHHOM perucTpe JIHIL, TOCTpa-
JaBIIMX B pesynbrare aBapuu Ha YADC, 1pyrux paauanyoHHBIX aBapuil. B pabote ObUM paccyuTaHbl cTaHIap-
THU30BaHHBIE COOTHOIIEHUS 3a0oneBaemMoctH (SIR). Puck onennBacs no cienyromum akropaM Kak I0JI, MECTO
POKUBAHUSA, BO3PACT HA MOMEHT aBapHu, EPUOJ] HAXOXK/ICHHS B 30HE PaJHOAKTUBHOTO 3arps3HEHUs], INIOTHOCTU
paaMoaKTUBHOTO 3arpsizHeHus1 Tepputopuu Cs u St B 1986 T., MPOJOHKUTEIHLHOCTh HAXOXKACHUS B 30HE PaJIuo-
aKTHBHOTO 3arpsi3HEHUS, HHINBHyaTu3upoBaHHas 3(GEKTUBHAS 1032 MONIOMICHHAsI B KPACHOM KOCTHOM MO3Te,
HaKOIIJICHHAsI BHELITHSAS 1033 OOy IEHHSL.

[ToBbImEHHBIN PUCK BCeX JIGHKO30B OBUT OTMEUEH JUISl KEHIIMH, B TO K€ BPEMs aHAIM3 IO OTACIBHBIM
HO30JIOTHYECKUM (popMaM IToKa3all MPEBBIIICHUE PUCKA KaK Y JKeHIIHMH, TaK ¥ MY>KYHH, YTO MOXET OBITh CBSI3aHO
C XapaKTepOM BBIIIOJIHSIEMBIX pabOT U OrpaHUYEHHEM JIOMyCKa JKEHIIMH Ha TEPPUTOPHIO C BHICOKOH TUIOTHOCTHIO
3arps3HeHus. [lokazaHo, 4To BRICOKUHN puck oTMedaincs He Toiabko y YJIIT 1986 1., Ho u mocne 1987 1. Ha Teppuro-
PHAX C BBICOKOH IJIIOTHOCTBIO PaJMOAKTHBHOTO 3aTrPSI3HEHHS, YTO BO3MOXKHO CBSI3aHO C HEa/IeKBaTHBIM YPOBHEM
paananoHHON 3amuThl. PaHHUI BU3HT B 30HY PaJHOaKTHBHOTO 3arpsi3HeHus (MeHee 40 mHEH ¢ MOMEHTa aBa-
pUH) 3HAYUTETHHO YBenH4nBal puck. [IpomomkurensHOCTE ipeObiBanus B uHTEpBaiie 10-100 qHelt 3HAYUTETHHO
yBEIMYMBaJIa PUCK 110 CPABHEHHMIO C TPYIIaMH, KOTOpble Haxoaumuch MeHblne 10 queit u 6onbie 100 mHel, yto
TaKXXe MOXET OBITh CBSI3aHO C XapaKTepoOM padoT.

IIpu ananm3e pucka XpOHHMYECKOTO MHeTouTapHoro Jeiiko3a (C92.1, C93.1, C94.1) (XMJI) ycTaHOBIEHO,
yto BbIcokre SIR moxaszarenmn ormewanmcs B rpymmne YJIII skeHmuH, mpuObBIIMX B 30HY B 1986 . B mepBrie 40
JiHE#, ¢ mpeObIBaHUEM Ha TEPPUTOPUSIX C IIOTHOCTHIO 3arpsizueHus ¥'Cs cbiiie 40 Ku/km? (SIR=5,5 (1,14-16,12)).
Hasnuuue Ha naHHOM TeppUTOpHHM 3arpsisHeHus *°Sr yBenuuusaio 3HadeHue SIR mokaszarens mo 16,0 (3,31-46,85).
Y My>X4MH MOBbIIIEHHBIH pruck XMJI ormevascs npu padortax B 1986 . Ha TeppUTOPUH C TFIOTHOCTHIO 3arPsI3HEHUS
37Cs cebime 15,0 Ku/km? (SIR=1,9 (1,04-3,32)) wm *°Sr 6omnbire 2,0 Ki/km? (SIR=5,8 (1,19-16,92)), npu y4actiu B
pabotax nmocie 1987 roga u nponommKUTebHOCTH KoMaHANPOBKH OT 10 1o 100 nHEl Ha TEpPUTOPHAX C INIOTHOCTHIO
sarpsizaennst 'Cs coie 40 Ku/km? (SIR=23,7 (2,87-85,58)) wnu mipu pabotax Ha TEPPUTOPUH C TIOTHOCTHIO 3a-
rpsizaenust ¥’Cs cbime 40 Ku/km? u *°Sr cbitie 1,0 Ki/km? (SIR=128,1 (3,24-713,8)).

Bricoknii puck xpoHndeckoro JumdonuTapHoro ueiikoza (C91.1) 6bu1 0OTMEUCH y KEHIIWH MpH pado-
Tax B 1986 1. Ha TeppUTOPHAX C MIOTHOCTHIO 3arpsi3HeHus *°Sr ceeire 1,0 Ku/km? (SIR=2,8 (1,29-5,34)) win
B 1987 I. Ha TeppuUTOPHSIX C IUIOTHOCTHIO 3arps3uenus *’Cs cBoime 15,0 Ku/km? u *°Sr ceeimre 0,5 Kun/km?
(SIR=13,1 (1,58-47,26)).
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Bricokuii puck ocTporo MuenodimactHoro Jeikosa (C92.0, C93.0, C94.0, C94.2, C94.4-C94.5) ormeuancs
TOJIBKO Y JKEHIIHMH, 3aHATHIX B 1987 I. Ha TEPPUTOPHSIX C TUIOTHOCTHIO 3arpsizHenust *’Cs cpimie 15,0 Ku/km? u *Sr
>2.0 Ku/km? (SIR=39,1 (4,73-141,17)).

BriBonsl. HecMoTpst Ha jumnTenbHOE BpeMsl, Tpoluesiiee nocie karactpodsl Ha YADC, puckn pa3BUTHS
3JI0KQYECTBEHHBIX HOBOOOPA30BaHUH KPOBHU J0 CHX HOP COXPAHSAIOTCS, YTO TPEOyeT, IIPH HAIMYUN OTMEYEHHBIX
BbIIIE (haKTOPOB, IPOBEECHUS OOJIee TIIATEIbHON TUCTIaHCEPHU3ALHH.

OILIEHKA PUCKA PA3BUTHSA JEMKO30B Y IOTOMKOB YYACTHUKOB
JUKBUJAIIAU MOCJEJICTBUMA KATACTPO®bI HA YADC

A.B. Poxxko, .B. Bestnkun, B.A. Poxko, C.H. HukoHoBHY,
C.B. IlankoBa, FO.B. YaiikoBa, O.H. 3axaposa, O.I1. OBunHHUKOBA

I'Y « PHIIL] paduayuonnou meduyunsl u skono2uu yenogexay, e. I omens, berapyco

Iocne karactpodbst Ha YADC BO3HUK OOMNBIION BOIPOC O BEPOSTHOCTH MYyTAaLMH Yy JETEH, POXKICHHBIX OT
YUYaCTHUKOB JIMKBHJALUK €€ nocneAcTsuil. IIpenckaspiBanock yBeaM4eHUE BPOXKICHHOMN MAaTONOIUH U CITy4aeB 3710-
KadeCTBEHHBIX HOBOOOPa30BaHMi, 0COOEHHO KpoBH. /1711 OTBETa Ha 3TOT BOIPOC OBLIO MPOBEICHO UCCIIEAOBAHHUE TI0
OLICHKE PHCKa Pa3BUTH JISHKO30B y TOTOMKOB Y4aCTHHKOB JINKBUJIALIMH TTOCIIeCTBHI KaracTpods! Ha YADC (TTVIIIT).

Henp. OneHNTH pUCK pa3BuTHA Jeiiko30B y [TVIIIL.

OOBEKTOM HCCIIEIOBaHUS SIBJSUTUCH J€TH YYaCTHUKOB JIMKBUAAIMN TIOCJIEACTBUN KaTacTpodbl, POXKACH-
HBbIE 110 npomecTBuu 280 HEH mocie BBIIOJHEHNS paboT B 30HE paJMOaKTHBHOTO 3arpsizHeHns. B padore Obutn
paccuuTaHbl CTaHAAPTU30BaHHBIE COOTHOIICHHS 3abomeBaeMocTH (SIR). Puck orneHuBasics 1Mo HHAWBUYadIbHBIM
¢axropam pucka ITYJII, Tak u ux poauTemnei.

B pabote He 0OTMEUEHO BBICOKHMX 3HAUYCHHH MONIONMICHHBIX 7103 y YYaCTHUKOB JIMKBUIAINH, KOTOPHIC IIa-
HUPOBAJIN UMETh JieTel (OONBIIMHCTBO U3 HUX YK€ UMEJIH JIeTel 10 MOe3KH B KOMaHJUPOBKY B 30HY pajually-
OHHOTO 3arpsi3HeHUs). B mccmemxyemoii xoropre [TYJIIT 6put0 oTMedeHO 15 ciaydaeB JEHKO30B 32 BECh IEPHON
naomonenus (SIR=1,4 (0,77-2,27)). B rpymne, rae u Marh, 1 OTell ObUIH JIMKBUAATOPHI, HE OBLJIO OTMEYCHO HU
OJHOro cirydas mpu oxuaaeMoM 3HadeHuH 0,3. CiryuaeB MUENOAUCIIACTUYECKOTO CUHAPOMA, AIIaCTHYECKON
aHEMUH, UICTUHHON TOJIMIMTEMUU U JPYTHX HOBOOOpa30BaHMI HEOIPEAEIEHHOTO WJIM HEM3BECTHOTO XapakTe-
pa nmuMbONIHON, KPOBETBOPHOH M POACTBEHHBIX UM TKaHel oTMmedeHO He Obuto. HambGonee wacto BcTpedancs
octpsiit umdpoonactaenii (OJUT) (8 ciryuaeB) u ocTpblit MUEIOOTaCTHBIHN NIeiKo3 (4 ciydast).

13 u3 15 ciy4daeB peanmuzoBanocs 10 2015 rr. B 2015-2024 rr. 66111 otMeuens! 1 ciyyait OJIJI u 1 cinyyait
XPOHHYECKOTO MuenonuTapHoro jeikosa (XMJI), y myxuunt (1990-1994 rr. poxnenns). s HuX onpenesieHs
BBICOKHE PUCKHU: Y 000UX TOJBKO OTIEI sABIsuch YJIII, kotopbie pabotanm B 1986 T. Ha TEpPUTOPHH C TIIOTHO-
ctbio 3arpsizaenus ¥’Cs csbime 15,0 Ku/km? u °Sr >1,0 Ku/km? (SIROJIJI=160,7 (4,07-895,34) u (SIRXMJI=60,8
(1,54-338,52)). B cirygae ¢ OJIJI oTens mMe MHINBUAYATU3NPOBAHHYIO MOTJIOMICHHYIO 103y Ha KPACHBIN KOCTHBIN
Mmo3r cBeie 300 M3B.

BeiBozsl. [IpoBeieHHBIN aHAIM3 XOTh M OTMEYAET BEICOKMH PHUCK Pa3BUTHS OTACIBHBIX JIEHKO30B B Y3KOH
TpyTIIe JIUI, OHAKO 3TO OCHOBAaHO Ha Majoi BeiOopke. ITVJII] Ha maHHBIN MOMEHT SBJISIFOTCS OTHOCHTEIBHO MO-
JIOABIMU JTIOABMHU (710 38 JIeT) ¥ B LIEJIOM PHUCK JIEWKO30B JJIsl TAKOW BO3PACTHOM I'PYNIIBI OYeHb HU30K. JleTckue
TIeKo3HI yke peanu3oBanuch. [lockonpky ITVIIIT HaunHAIOT TPUOIMKATECS K BO3PACTy BBICOKOTO PHCKA JICHKO-
30B, 0COOCHHO XPOHUYECKUX, PEKOMEHIYETCS! IPOBOIUTD NMEPUOANIECKUIN AMHUAEMHUOIIOTHYECKHI aHAIU3 PUCKa
Pa3BUTHUS y HUX 3JI0KaYE€CTBEHHBIX HOBOOOPA30BaHHUI KPOBH.

BPOXJIEHHBIE KOATYJIONIATHU Y JETEA TOMEJbCKOM OBJACTH

NL.II. PomameBckas!, F0.U. fApeu!, Xonynesa?, A.H. lemunenxo’, E.®. Munypa', O.B. Kyk!,
T.U. Kupeena', U.0. Jlaneto', }10.C. Jlapuonosa'

TV «PHIIL] paouayuonnoit meouyunsl u sxono2uu yerosexay, . Lomenn, Berapyce,;
2YO «l'omenvcruti 2ocyoapcmaennbiil MeOuyunckull yrugepcumemy, 2. Lomens, Berapyce

3a6OJ'I€BaHI/I$I, COMIPOBOXKAAOIIIUCCS ,I[Cq)CKTaMI/I B CBGpTBIBaIOH.Ieﬁ CHUCTEMC KPOBU, COCTABJIAIOT 3HAYUTCIIb-
HYI0 4acCTb CPCAU IEMOpPpArnicCKuX CUHAPOMOB M BCTPCUANOTCS B HpaKTH‘leCKOﬁ JACATCIIBHOCTH KaXXAO0I'0 Bpada.
VuureiBasgs 0COOEHHOCTH HapyHIeHI/Iﬁ TeéMOCTa3a, NalluCHTBI C KOAryJIonaTuaMu MOTYT HYKAAaTbCAd B OKa3aHUH JKC-
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TPEHHOH MIOMOIIY B JIIOOBIX YCJIOBHSAX: JIOMA, B aMOYJIaTOPHBIX YUPEKACHUSX, B CTAIMOHAPE. Y UNTHIBAsK YBEINUCHHE
qHuCJia TaKUX IMallMCHTOB, HCO6X0):[I/IMOCTI) 3HAHUHI JaHHOI'o pasaeciia BCEMH BpadaMH CTAHOBUTCA O‘IeBHI[HOﬁ.

PacnpocTpaneHHOCTE Bcex Koarymnonaruii coctasiseT 9,3 ciydas Ha 100 Teicsid HaceneHus B Pecry6mu-
ku benapyce.

Cpenu BpOXKAEHHBIX KOArylornaTuil y neTeil Hanbosee pacipoCcTpaHEHHBIMU SBJISIIOTCS TeMOpuins u 60-
ne3ub Brnebpanna. YacTo o Mackoi 3THX 3a00JIEBaHUH CKPBIBAIOTCS PEIKHE HAPYILICHNS CBEPTHIBAHHS KPOBH,
BBI3BaHHbIC HACJICICTBEHHBIM JIe(DUIINTOM HJIM aHOMalInel puOpHUHOreHa, IpOTPOMOHHA, )aKTOPOB CBEPTHIBAHHS
kposu V, VII, X, XI, XII, XIII.

bone3ns Buuiebpanna — HacneICTBEHHOE HAPYIIECHUE CBEPTHIBAIOLICH CHCTEMBI KPOBH, 00yCIOBIEHHOE
KOJIMYECTBEHHBIM HMJIM Ka4eCTBEHHBIM nedekToM ¢akTopa hon Buurebpanna (vVWF). Hacrora HocuTenscTBa Ie-
¢exrHoro reHa VFW B momymsmun nocruraer 30-40 va 100 000 wenosek, HO b gacTh Hocurenei (10-30%)
HMMEIOT KIMHUYECKue NposiBieHus. PacrpocrpaneHHocTh Oone3nn BumneOpanna B mupe okono 1%. Xapakrep
HacJIeJOBaHUs IPEUMYIIIECTBEHHO ayTOCOMHO-IOMUHAHTHBIN, 3a00IeBaHNE MOXKET MPOSIBISITHCSL Y O0OMX T10JIOB.
B 3aBucumoctu ot koHkperHoro nedekra vVWF nuddepennupyror tpu tuna bB: s tuna I u tuna 111 xapaxre-
per konmmyecTBeHHBIN Aedurut vWF, a mng tuna Il — pa3nndnsie kauecTBeHHbIE HapymeHns. Hanbonee Tsoxenoe
TeueHne 3aboneBanusa orMedaercs npu tune 111 [Mamaesa E.I", 2023].

I'emodnmst — remopparndeckoe 3aboeBaHHE W3 TPYNIIBI KOArYJIONaTHH, 00yCIOBIEHHOE BPOXKICHHBIM
neduiToM uiaK (GYHKIMOHAIBHONW HENOJHOLIEHHOCTHIO IJIa3MEHHBIX (PAaKTOPOB CBEpTHIBaHUS KpoBHU ((akTopa
VI unu 1X). Beigenstror remodpmnmio A (nepunut FVIIL) n remopunuro B (nedurur FIX — 6onesns Kpucrma-
ca). PacnipoctpanenHocts 3a0oneBanus coctamsieT 15-20 na 100 000 myxuun win 1:10 000 HOBOPOXKISHHBIX
MapuuKoB. [emodmmma A nuarnoctupyercs B 4-5 pasa wamie, yeM remoduns B. HacnencTBeHHBINH XapakTep
remormn numerot 70-90% marmenTos [Kyanosa 1./1.,2022].

Lenpro HacTOSAIIETO MCCIIeIOBaHNS OBIIIO MPOAHAIM3UPOBATE CTPYKTYPY BPOXKACHHBIX KOATYJIONATHH y Je-
Teit [omenbckoli obmacTu.

B uccnenoBanune 6putn BritoueHsl 40 neteit ¢ BpoXKICHHBIMH KOaryJnonarusiMi. Bee nanueHTsl HaxoaaTest
Ha IUCIIAHCEPHOM y4YeTe y Bpada-IeTCKOTo OHKojora-remarojyiora B I'Y «PecmyOnukaHCKUil Hay4YHO-IIPAKTAYC-
CKHM{ LIEHTP paZiMalliOHHON MEIANLIMHBI U SKOJIOI'MH yesioBekay I. ['omerns.

C remo¢mnmeit Habnromaercs 18 marmenToB. YHCIEHHOCTH IETCKOTO HaceneHus B | oMenscKoi obmacTr Ha
2025 rox cocrapnset 266 023 denoBeka, TAKMM 00pa3oM, PaclpoCTPaHEHHOCTh TeMO(HINH B AETCKON MOITYJIs-
nuu coctasisier 7:100 000 meTckoro HaceJIeHusl, 4YTO COOTBETCTBYET JINTEPATYPHBIM JaHHBIM, ¥ CBHJICTEIbCTBYET
0 JIOCTaTOYHOM KauecTBE IMarHOCTHKH AaHHOI maronoruu. Cpenu Bcex cilydaeB 3a00JIeBaHUsI 3apETHCTPUPOBa-
HO 18 ManpunkoB ¢ remoduirert A u 4 manpuuka ¢ remodwineii B (cootHomenue 4,5:1, BBIOOpKa HE perpe3eH-
tatuBHA). CpenHmiA BO3pacT Ha MOMEHT Habmronerns B 2025 rony cocrasmi 10 net. Cpemgauii Bo3pacT Ha MOMEHT
YCTaHOBIICHHS IUarHo3a reMo¢mmms A coctaBun 3 roxa, s reModunrmu B — 2 roma. Tsoxenbsie popmer 3abome-
BaHWH AMAarHOCTHUPOBAHBI B BO3pacTe JI0 ABYX JeT. Tspkenoe TedyeHue 3aboneBanus Habmomaercs y 50% nereit ¢
remomimeit A n 75% — c remommeii B.

B o6mieii momyssiiny 60mbHBIX reModuimeit 30-40% ciyyaeB NMpUXOAMTCS Ha CIIOPAJNYECKyI0 reModu-
JIMEO, KOTOpas 00yciioBiieHa de novo maToloru4eckoi MyTtanueil B X-XpoMoCcoMe reHa, KOHTPOJIMPYIOIIEro CHHTE3
TOTO WJIHM MHOTO (akTopa cBepThiBaHUSA KpoBH. [Komoropora H.A., 2017]. B T'omennckoii obmactu 44% neteii ¢
remodunueil A u B He UMEIOT ceMeifHOTo aHaMHe3a 10 TeMO(HIINH, YTO COOTBETCTBYET JIUTEPATYPHBIM JTaHHBIM.

B npodunaktuueckoM pexuMe HoIyJaroT 3aMECTUTENBHYIO Tepanuio KOHIEHTPaToM (akTopa CBepThIBa-
Hust 29% mnanueHToB ¢ reModuineil A, HeakTOpHYI0 NPOoQHIAKTHKY OHcIeln(UIECKUM TYMaHH3UPOBAaHHBIM
MOHOKJIOHAJIBHBIM aHTHTENIOM Ha ocHOBe 1gG4 — smun3ymab (remnmopa) — 21%. Jleuenne konneHTparom ¢akro-
pa cBepThIBaHMsI 110 TPeOOBaHMUIO MOTy4aroT 43% neteit. OQKMH MAIUEHT ¢ HHTHOUTOPHOM (HOPMOI TSHKEIION reMo-
¢unnn A noryyaer Tepanuio 1o Tpe00BaHUIO AHTUMHTHOUTOPHBIM KOAryJISTHTHBIM KOMILIEKCOM. Bce manneHTsl ¢
TSDKeJIoH remo¢mneii B momydarot nmpogunakTiHaeckoe JedeHne KOHIIEHTpaToM (akTopa cBepThiBaHms [X.

B 2025 romy Ha mucmancepHOM ydere coctosaT 19 mereit ¢ muarHo3om Oone3Hp BuieOpanna, u3 HUX 9 nie-
Bouek M 10 MaypunKoB. PacyeTHOE KOJIMYECTBO MAIEHTOB HA YHCIICHHOCTD JIETCKOTO HACEJICHUSI COCTABIISIET OKOJIO
100 uenoBek. CpenHuii BO3pacT HAOMIOAAEMBIX MTAMEHTOB cocTapiseT 9 net. Tun 6one3nu BunneOpanna onpene-
néH y Bcex mamuenToB. Y 10 mereit (50% manburkoB u 50% neBouek) ormedaercs: 1 tun 3adoneBanus, y 7 (72%
MaITBIUKOB M 28% NeBOYEK) — 2 THII, Y OHOTO MAJIFIMKA U OHON JIeBOUKH — 3 TUI. CTENeHb TSHKeCTH 3a00JIeBaHuA
ompezenena y 10 manuenTos. [1o moryueHHsM qanHBIM B [oMenbckoit obmactr y 60% HabIrOmaeTCs JeTKoe TeIeHne
6one3nn BuiuteOpanga. C TSHKENBIM M CPEIHETSDKEINBIM TedeHneM 3adoneBanns — 40% nanuenToB. Bee namueHTs ¢
6one3Hpio BrineOpanna nomyyaror JiedeHre KoHIeHTparoM (akropa BusneOpanaa o TpeGoBaHmMIoO.
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Takxe Ha ITUCTIAHCEPHOM YyYeTe COCTOMT 3 J€BOYKH C PEIKHMMH KOAryJlonaThusiMH, a UIMEHHO C Hacie[-
CTBeHHBIM JeuuuToM (akropa cBeprbiBanus VII (runonpokoHBeprHeMus). Bce maueHTs! NOyYaroT JIeueHUe
KOHIIEHTPATOM ITPOTPOMOMHOBOIO KOMILJIEKCA 10 TPEOOBAHUIO.

[NomyyenHnble HaMK JaHHBIE TTO3BOJIMIIN CIIENaTh CICAYIONINE BEIBOIBL. B cTpykType 3a001eBaeMOCTH BPOX-
JCHHBIMH KOAryJIOIaTHAMH y AeTeil B [omensckoii obmactu npeobmamaer 6one3ns Bumnebpanna (47,5%). Cpeau
MIAMEHTOB ¢ Ooe3Hbl0 BriteOpanyia nmpeobnasaer jerkoe redenue 3aboneBanus — 60%. [Tokazarens pacnpocrpa-
HEHHOCTH reMO(UIIIAMH KaK COOTHOIICHHE BYX TUIIOB TeMOGINK A 1 B cormocTaBuM ¢ IuTepaTypHBIMH JaHHBI-
MU, YTO CBUACTCILCTBYET O BLICOKOM Ka4€CTBC JUArHOCTHUKH, JICUHCHUA U Ha6HIOI[eHI/IH. Yacro PEAKUE BPOKICHHBIC
KOaryJIonaTiy KIMHIYECKH IIPOSBILIIOTCS O Mackoi Oose3Hn Buiuiebpanna u reModuinm, 4to TpeGyeT npopene-
Hus uddepeHnranbHON THArHOCTUKY Ha OCHOBAHMH PACIIMPEHHBIX TapaMeTPOB KOATYJIOTPAMMBI.

JEYEHUE OCTPBIX IPUCTYIIOB HACJIEACTBEHHOI'O
AHI'NOHEBPOTUYECKOI'O OTEKA U I-AUMEPBI

A.IlL. CanuBonuuk, O.A. Pomanusa, E.B. Poquna, B.B. CaauBonuuk
I'Y «PHIII] paduayuonnou meduyunsl u 3kono2uu werosekay, e. I omenn, berapyco

[Ipn aHrHOHEBPOTHYECKHUX OTEKAX NMPOMCXOANUT BBIXO JKUAKOCTH M3 COCYAHCTOTO pycClla B MSTKHE TKAHU
U3-32 BPEMEHHOTO TTOBBIIICHHSI IPOHUIIAEMOCTH COCYIMCTON CTEHKH, BEI3BAHHOTO BBICBOOOKACHHEM Ba30aKTHB-
HBIX MEANATOPOB 1 JIOKAIFHOTO HAKOIUICHHS BOCIIAJIMTENBHBIX coeinHeHnil. Hanboee onncanHbIME B TUTEpary-
pe MeAnaTopaMy aHIMOHEBPOTUYECKOTO OTEKa SBIIAIOTCSA MMCTAMUH U OpaJuKUHUH. bpaguKuHUH-0IOCpEn0BaH-
HBIC OTeKH Jenstcs Ha BpoxaeHHbie (HAO) u npuobperennsie (ITAO).

Jleaenne marmenToB ¢ HAO mpemmonaraet MOCTOSHHYIO TTOXU3HEHHYIO TIPOQIIAKTHKY Pa3BUTHS U KyITHPO-
BaHHUe OCTpPBIX posBIieHNH 3a0oneBanns. HAO nposiBisiercst ciiyualiHbIMH M 4acTO HETPECKa3yeMbIMU ITPUCTYTIaMU
OTeKa, OOBIYHO MOPaYKAIOIIMMK KOHEYHOCTH, CIIM3UCTYIO 000JIOUKY KHIIEYHMKA, TCHUTAJINH, JINIIO0 W BEPXHUE JbIXa-
TespHbIe My TH. Hanbomnee TsokensiMu KIMHNYecKuM nposiBieHrneM HAO siBiisieTcst aHrMOHEBPOTHYECKUI OTEK BEPXHUX
JIbIXaTeIbHBIX ITyTEeH C BBICOKUM PHCKOM CMEPTHOCTH ITPH OTCYTCTBUH JIOJDKHOTO JIEYEHHS U a0IOMUHAIIBHBIE OTEKH.

ITo nanneM aHkeT manuenToB ¢ HAO B PecmyOnuke bemapycs no 80% cimydaeB mMenuch JapHHTeab-
Hble, a0JIOMUHAJIBHBIC WM MPUCTYIBI OTEKa JIMIa B aHaMHe3e. KinmHuueckuit mpoTokon «JluarHocruka u jede-
HHE MTAIINEHTOB ¢ NEPBUYHBIMUA UMMYyHOAE(PUIINTaMU (B3pOCIIOE HACEIECHNUE)», YTBEP)KIACHHBIH TOCTaHOBICHHEM
MunucrepcTsa 3apaBooxpanenust Pecryonuku benapyck 11 oktsa6pst 2022 1. Ne102 comepKUT ajaropurtM Jjede-
HUS TTAIMEHTOB C IEpBUYHBIMU UMMYHoAeuuramu. IIpu nedekre B cucreme KOMIUIEMEHTa U KYITHPOBaHUS
npuctyna HAO ucnone3yeTcs BHyTpruBeHHas WH(Y3Us KOHIIeHTpara nuaruouropa Cl-acrepassl B 1o3e 1000 ME
IIpY HauaJIbHBIX IPU3HAKax oTeka. Bropast no3a koHnenTpara uaruouropa Cl-screpassr — 1000 ME moxer ObITH
BBezieHa yepe3 60 MUHYT, €CJIM He TPOU30IIII0 YMEHBIICHUE OTEKOB.

Panee coobmanock 0 TpOMOOTHYECKHX/TPOMOOIMOOINYECKUX OCIOKHEHUSIX IPH NPUMEHEHNH KOHIICH-
TparoB uHrnouTopa Cl-3crepassl. OneHka prcka TpoM003a BO3MOXKHA 0 yPOBHIO pacmnana pudpuna (D-mumepon
ia3mel). Oxgaako y nanueHToB ¢ HAO ypoBHE JI-1rMepoB HOBBIIICHBI BO BPEeMs OCTPOTO MPUCTYIIa aHTHOOTEKA.
[Ipn MOHUTOPHHTE JAaHHBIX MMALMEHTOB ¢ ocTpbIM npuctynoMm HAO, ypoBHH D-arumepoB B 11a3mMe KpoBu ObUTH
TIOBBIIIECHBI U OBUIH BBIIIE Y MAIMEHTOB C MOJCIN3UCTHIMH (a0lOMHUHAIBHBIME, OTEKAMH BEPXHHUX JBIXATEIBHBIX
IyTeH) MPUCTYaMu B CPABHEHUH C TIOAKOKHBIMH NpUCTynamHu. [Ipu 3ToM ypoBHH J[-AMMEPOB IpH OCTPOM IpH-
CTyIe U mocie nHy3un KoHneHTpaTa naruouropa Cl- sctepasbl OBUTH COMTOCTABUMEL.

Takum 00pa3oMm, MOBBIIICHHBIE YPOBHH D-THMEpOB B IU1a3Me KPOBHU CBSI3aHBI C OCTPBIMH IPUCTYNAMH
HAO u He 3aBHCcAT OT IpUMEHEHUs KOHIIeHTpara nHruouropa Cl- screpasbl.

PACIIPEJAEJEHHUE CJIYYAEB HEXO/’KKUHCKUX JIMM®OM, XPOHUYECKOI'O
JUM®OJIEMKO3A U PEAKTUBHBIX JIUM®OIIMTO30B Y MAIIUEHTOB
TOMEJBCKOM OBJACTH C ABCOJIOTHBIMHU JIUM®OIMTO3AMHU

J.C. CaunnoBuy, K.H. [Iyrauesa
I'Y «PHIII] paduayuornoii meduyunsl u 9Ko102uu yenosekay, 2. Iomens, berapyce

AOGCOIIOTHBIN TMM(OLINTO3 — 3TO YBENWYEHHE a0COIOTHOTO KOINIECTBA JIMM(OIIUTOB B IepH(epuIecKoit
KPOBH CBEpPX YCTAHOBJICHHOW HOPMEL. B oTiH4Me 0T 0THOCHTENBbHOTO ITMMQOIHTO32a (YBEIIMUYECHHE MTPOLIEHTHOTO
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coziepXaHusl TUMQOIUTOB B JISHKOLUTAPHOU (opMylie) aOCOMOTHBIH JTMM(OINTO3 TOYHEE OTPaXKaeT peabHOe
KOJIMYECTBO KJIETOK B €AMHUIE 00beMa KPOBU. AOCOIOTHBIN JTUM(OIIUTO3 HE SIBISCTCS JUarHO30M. ITO J1abopa-
TOPHBIN CHHAPOM, KOTOPBIH yKa3bIBaeT HA HEOOXOAUMOCTh HAMTH MPUIHHY, IPUBEAIIYIO K YBETUIECHHUIO MPOIYK-
UH TAMQOIUTOB MM UX TIEPEPACTPECIICHHIO B KPOBSHOM pycie. AOGCONIOTHBIN TUM(OINTO3 SIBISETCS YacTOM
reMaToJIOTHYECKUM HaXOIKOH, KOTOpasi IPECTaBIsAeT cOO0H ANAarHOCTHYECKYIO IPOOIEMy, TaK KaK MOXET OBITh
MIPOSIBJIEHUEM KaK PEaKTHBHBIX COCTOSHHMH, TaK M 3JI0KaYeCTBEHHBIX JUM(ONpoindepaTHBHBIX 3a00JICBaHU, B
TIEpBYIO o4Yepeb XpoHndeckoro tumdoneiikosa (XJIJ1) u Hexomkkuucknx mumdom (HXJIT). M3ydenue cTpyKTyphl
NpUYMH JTUM(OLUTO30B UMEET 0co00e 3HaYeHue il AupdepeHInaTbHON JUarHOCTUKU M ONITUMH3AI[H Mapll-
pyTH3aIMH TTALIECHTOB.

Henp: mpoaHamM3MpOBATH YAaCTOTY U paclpeielieHue CirydaeB HeXOKKIHCKUX JruMpom (HXJT), xpormnde-
ckoro Jmmpodneiiko3a (XJLJT) u peakTHBHBIX THUM(OIMTO30B CPeIu MAUEHTOB [ OMeIhCcKOi 00IacTH C BBISABIICH-
HBIM a0COJIIOTHBIM JIMM(OLINTO30M.

[IpoBeneH peTpoCHEeKTUBHBIA aHann3 86 pe3ynbTaToB J1ad0paTOpHOTo 0OCIEeAOBaHMUS MAlUEHTOB ¢ abco-
JIOTHBIM JuMporro3om (> 4,0 x 10°/1), nadnrogasuruxcs B ['Y «PHIIL] PMuDUy. [{ns Bepudukaiiuu quarsosa
HCHOJTH30BAIMCH: OOIINI aHAIN3 KPOBHU C OACYETOM JICHKOITUTAPHOH (POPMYIBI U OIIEHKOH MOP(OIOTHH KIETOK,
AMMYHO(QECHOTHITUPOBAHNE TUM(POIUTOB TeprPepUIecKOi KPOBH M KOCTHOTO MO3Ta.

W3 86 naumenTtoB ¢ abcomoTHBIM TUMGonuTo30oM y 78% (67 uenoBek) ObUT ANarHOCTUPOBAH PEAKTHBHBIN
muM¢oruTo3 (Ha (oHe BUPYCHBIX, OaKTepHAIbHBIX MH(MEKIMH, ayTOMMMYHHBIX 3aboneBaHuii). Ha momo 3mo-
KaueCTBEHHBIX JMMponpoaudepaTuBHbIX 3a00neBannii npunuioch 22% (19 genosek). Cpeny OHKOJIOTHYECKHX
JIUarHO30B HauOoJiee 4acTo BepUPHIIMPOBAH XpoHUYeckui tumdorerkos (XJIJI) — 58%. Ha HeXOmKKUHCKHE
amdomsl (HXIT) ¢ mumbonmro3om B epudepudeckoii kposu npunuiock 42%. B crpykrype HXJI npeobnanamm
neikeMuieckue (OpMbl MAHTHHHOKIETOYHOM TIM(OMEI.

BeiBonsl. CoBpeMeHHBIE JUArHOCTHYECKUE METO/IBI (B MEPBYIO O4epelb, UMMYHO(QEHOTHINPOBAHHUE) MO-
3BOJISIIOT Pa3/IEIUTh BCEX MAIMEHTOB C a0COIIOTHBIM JIMM(pOIITO30M Ha TPH KIIFOYEBBIE TPYIIIBI: pEaKTUBHEIE CO-
crosuust, XJIJI u HXJI u ycTaHOBHTb, KaKasi U3 IPUYUH IIPe00IagaeT B peruoHe. Y MoJIaBisionero OoNbIINHCTBA
nanueHToB ['oMenbekoit 00acT a0COMIOTHBIA TUM(OIIMTO3 UMEET JOOPOKAYeCTBEHHBIHM, PEAKTHBHBIN XapaKTep.
Cpenu 3n0KkadecTBeHHBIX TpuuuH JuaupyeT XJIJI, uto TpebyeT B mepByro ouepeb €ro HCKIIOYEHHS C IIOMOIIBIO
AMMYHO(QECHOTHITUPOBAHUS. 3HaunTeNnbHas 1ot HXJL, mposBistomuxcst TuMQpOIHUTO30M, TIOTIEPKUBACT HEOOXO-
JMMOCTh KOMIUICKCHOW JMAarHOCTHKHM, BKIIIOYAIONIeH OMOICHIO JIMM(OY3JIOB U THCTOIOTHYECKOE HCCIIEJOBaHNE
JUIsl TOYHOH BepuuKanuy BapuaHTa 3adoneBanus. [lomyueHHbIe JaHHBIE O paclpeAeIeHIH CITydaeB BaXKHBI IS
pa3paboTku 3P PEKTUBHBIX AUArHOCTHYECKUX aJTOPUTMOB JIJIsl HAIMEHTOB PETHOHA C CHHIPOMOM a0COIIOTHOTO
AUMQOIUTO3A.

BTOPUYHBINA SPUTPOILMTO3 Y PEIIUIIMEHTOB IOYEYHOT'O
TPAHCIIJIAHTATA

E.A. CBucryHnoBa, I.A. bausun, A.Il. CajnBoHYnK
I'Y «PHIII] paouayuonnou meduyunsl u 3kono2uu wenogekay, e. I omens, berapyco

BropuuHslit (cHMOTOMAaTHYECKUIT) IPUTPOLIUTO3 PETUCTpUpPYeTCA Y 0Koio 20% pEeLUIHeHTOB OYEIHOTO
TpaHCIUTaHTaTa. Pa3BuBaercs, Kak MpaBUiIo, Yepes J1Ba roja Mocie olepann TpaHCIIaHTaul nouky. OH mpak-
THYECKH HE BCTPEYAETCS y MALMEHTOB, KOTOPHIM ObIIa BBIIOJIHEHA HE(PIKTOMHS COOCTBEHHBIX MOYEK IO OIIe-
pamy# , MOTOMY €r0 pa3BHTHE B MEHBIICH CTETICHU CBS3BIBAIOT C TIepecakeHHON MoUKoi. OCHOBHOW MPUUYNHOM
SPUTPOLUTO3a CUNTAETCSI HApyILIeHHe 00paTHOro MEXaHW3Ma PETyISIHUN MeTaboiau3Ma 3puTpornostuHa. Ilocne
TPaHCIIAHTALUH TIOYKH MOXKET YBEJIIMUMBATHCS CUHTE3 3PUTPOIIOITHHA, HO B HEKOTOPHIX Cllydasx He HaOirona-
€TCs YETKOM CBSA3U SpUTPOLUTO3a C YPOBHEM SPUTPOINIOITHHA, OH MOXKET 6])IT]) HOPMAJIbHBIM HUJIK CHUIKCHHBIM. .
IloBbImIcHNE BI3KOCTH KPOBH IIPU HAJTUYHUHU SPUTPOLNUTO3a MOBBIMIACT BEPOATHOCTD TpOM603OB , BOSHUKHOBCHUIO
apTepHaTbHON TUIIEPTEH3UH, pePPAKTEPHON K THIIOTEH3UBHOM TEpanuy , 4YTO IPUBOIUT K yXyALICHUIO (yHKIUH
MIOYEYHOTO TPAHCIUIAHTATa , BOSHUKHOBEHHIO CEPACYHO- COCYIHUCTHIX OCIIOKHEHHH, HEPEAKO NMPHUBOISIINX K JIe-
TAJIEHOMY MCXOJy CPE/U MAIMEHTOB C TPAHCIUIAHTUPOBAHHOM IOYKOH.

Lens nccnenoBanus: OLUEHUTH PACIPOCTPAHEHHOCTh BTOPUUHOTO APUTPOLIUTO3A CPEAU PELUIIUEHTOB MO~
YEYHOI'0 TpaHCIUIaHTAaTa U BO3MOXKHBIC TOAXO/AbI K JICUHCHHUIO JaHHOT'O OCJIOKHCHUA TpaHCILJIaHTalluX IMTOYKHN

B uccnenosanue Bomnu 107 maruenToB (76 Myxu4rH, 31 *KeHIIMHA) ITOCNIe TPAHCIUIAHTAI[H TOYKH B BO3-
pacte ot 25 no 70 net, mpokuBaromux B T. [omene u ['omenbckoit o6macTu, co cpokaMu OT 2 10 5 JIeT mociie ome-
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panuy npy HAIMYUH YIOBJIETBOPUTENLHO (PyHKIMOHHUPYIOIETo moyeqHoro Tpancianrtara (CK® 55- 60 mm/Mun
u Oosee). Hamuune spurpornntosa (MOBBIMICHHE TeMATOKpUTa KpOBH 55% u Oosiee, reMorioOMHa KPOBH BBIIIIE
170 1/ny my>xunH, Bele 155 /11 y sxeHImuH) 3adukcuposano y 20 manueHToB (16 MyxunH, 4 eHmuHb). Bcem
MAIeHTaM Ha3zHadanuch WHTHOMTOpPHl AIID wmim aHTaroHHUCTHI penenTopoB aHTHoTeH3wHa I, Tepamms aHTH-
arrperaHTHBIMH  ITpenaparami. [Ipn JUMTenbHOM IpHeMe NpenaparoB JaHHBIX TPyHIl (HE MeHee 3 MecsIeB) B
rporecce JMHAMUYIEeCKOro HaOIoeHns1 pUKCHpOBaJIOCh CHU)KEHHE YPOBHS TeMaTOKpuTa KpoBH MeHee 55%. Ilo-
TpeboBasioch TpoBeieHHe 3KC(Yy3uu KpoBH B KoiudecTBe oT 1 1o 3 mpouenyp S manuenTam ( Bce MareHTHI
MY’KCKOTO ToNa). Y MaiueHToB ¢ HapylieHueM (yHkuuu tpaHciantara (CK® Hmwke 50 MM/MUH) Npu3HAaKoB
BTOPUYHOTO IPUTPOLIUTO3a HE HAOIIOIaI0Ch

B nmo3aHeM noceonepanoHHOM NEPUOAE y PEIUNMEHTOB TPAHCIIIIAHTATA TTIOYKH C yAOBIETBOPHTEIHLHOM
(yHKIMEH TpaHCIIIAHTUPOBAHHOHN IMOYKH HaOJIONANOCh YBEIMUCHHE TAaKMX IOKas3arelel, Kak KOJIN4eCTBO JpH-
TPOLIUTOB B KPOBH M KOHLEHTpALUsl TeMonioonHa. Koppekuust BTOpHYHOTO 3pUTPOLNTO3a KOHCEPBATHBHBIMHU
METOJ]aMH, TIPOBeJIeHNEM 3KC(hy3nH KpoBH 3(D(EKTHBHA U TTO3BOJISET CHU3UTH PUCK (haTalIbHBIX KapHO- BacKy-
JIAPHBIX CO6I)ITI/Iﬁ B OTAAJICHHBIX CPOKaXx IMOCJIC TPpaHCIJIAHTalUX IMOYKH, a TAKXKE 3aMEJINTh TCMIIbI IIPOTPECCU-
pOBaHUS MOYEHHON AUCHYHKINU

BBISABJIAIEMOCTH KJIMHUYECKHU 3HAYUMBIX MYTAIIUN TEHOB JAK2, CALR
N MPL BTPYIHIE NAIHUEHTOB C ITIOJO3PEHUEM HA PH-HET'ATUBHBIE
XPOHUYECKHUE MUEJIOITPOJIUPEPATUBHBIE 3ABOJTEBAHUS:
PE3YJBTATBI 'OAOBOI'O HCCJIEJLOBAHUA

A.E. Cuinn, B.H. Maptunkos, 10.HU. fIpen, A.A. Cuiuna
I'Y «PHIII] paduayuonnou meouyunsl u sKon02uu weiosekay, e. I omens, berapyco

OnmHuM u3 OONBIIUX KPUTEPHUEB TUArHOCTUKU Ph-HEraTMBHBIX XPOHUYECKUX MHUENONpPOIH(epaTHBHBIX
3abonesannii (XMII3) — HCTHHHOHN NOMMIUTEMHAN, XPOHUYECKOTO HAMOIATHIECKOT0 MUeno(prOpo3a U ICCEHITH-
JIBHON TPOMOOIIUTEMHH SIBISIETCS BBISBJICHUE NPH MOJIEKYISIPHO-TEHETHYECKOM TECTUPOBAHUM OIHON M3 (MM
MX coueTaHuii) comarnuecknx myranuii renoB JAK2, CALR n MPL. Ba>xHpIM MOMEHTOM B TOHUMaHUH 3HAYNMO-
CTH JIaHHBIX MapKepOB KJIOHAJIBHOM Mposidepaliy SBISIOTCS 3HaHUS 00 NX ANArHOCTHYECKOM ITOTEHIMAIIE TIPH
o0cne[oBaHUM TalMeHToB ¢ npu3Hakamu XMII3 Ha ypoBHE aMOynaTopHO-MOJUKIMHUYECKOIo IMpHeMa Bpaya-
rematosiora. J[is nmomyueHus mogoOHBIX JaHHBIX 1€J1eCO00pa3HBIM MPEACTABISIETCS TPOAHATIN3UPOBATH TOIOBOM
TICPUOJ TTOMYYICHUS PE3YIbTATOB MOJIEKYISIPHO-TEHETUIECKNX ANAarHOCTHYECKUX UCCIIE0OBaHUI MAIMEHTOB C MO-
no3perneM Ha XUIT3.

enp. OnieHUTH pe3ynbraTsl rofoBoro trectupoBanus myranuid V617F rena JAK2, DEL/INS rena CALR n
WS515L/W515K rena MPL y manMeHTOB ¢ KIMHUKO-Ta00paTopHbIMU npu3Hakamu XMIT3.

B rpynny nccnenoBanus BKIFOUYEHbBI ALMEHTHI, poxoauBIne odcienoBanue B I'Y « PHIIL] PMulY» B Te-
yernu 2024 r. KputepueM BKIIOUCHHS SBIAIOCH HATMYKE Y MAIlMeHTa TakuX pu3HakoB XMII3, kak mOBbIIICHHE
YPOBHS reMorIo6uHa Bbimie 165 1/ y Mysxuus u 160 1/11 y *KEHIIUH WK MOBBIIICHHE reMaTokpuTa bonee 49% y
MYX4HH # 6o1ee 48% y JKSHIIMH ITPH OTCYTCTBUU MPHYHH U CHMITOMAaTHYECKOTO 3PUTPONNTO3a, IOCTOSIHHBIN
TpomOouuTo3 Ooiee 450%10°1, HaIM4Ke B TpenaHOOKONTaTe KOCTHOTO MO3ra IPpOIU(epalii MEerakapuoLHTOB
C TIPU3HAKaMM aTUIHX 0e3 PEeTUKYJIMHOBOTO (hrOpo3a, COMPOBOXKIAIONIEHCS THITEPKIETOYHOCTHI0 KOCTHOTO MO3-
ra, He COOTBETCTBYIOILEH BO3pacTy, rpaHylonUTapHol nponudepanneil nim nponudepanreil MerakapuoIuToB ¢
NpU3HAKaMK aTHIIUK B COYETAHHH C PETHUKYJIMHOBBIM M/WIIM KOJUIAr€HOBBIM (PUOPO30M, OTPHLIATEIBHBIN TECT Ha
Hanmnune Tpanckpunta BCR-ABL t(9;22).

Marepwuanom 1iist ucciieroBanus sBIsuAck 00pasnsl JHK, BeiaeneHabIe u3 ensHONH BeHO3HOH KpoBH. My-
tauuto V617F rena JAK2 n mytauuun W515L u W515K rena MPL ananuzuposainu metonoM ARMS-PCR. Myra-
uun DEL (tum 1) u INS (tun 2) rena CALR ananuzuposaiu metogoM [P ¢ ucnonszoBanuem aByx npaiiMepos,
¢dankupyromux 9 sx30H. [Jerekuus npoaykros [P ocyriecTBisuiach 3eKTpOPOPETHISCKH B arapo3HOM refie ¢
OKPaCKOil OPOMHUCTBIM STHUANEM.

B teuenun 2024 1. xns TectupoBanus myTtanuii reHoB JAK2, CALR u MPL 6vi10 HanpasneHo 290 manu-
eHToB. JlaHHas Tpymma BKiIodana B ceds 149 myxunH (cpemanii Bo3pact 52,4 roga) u 141 sxeHmuHy (cpeqHuit
Bo3pacrt 58,1 mer).

B pesynerare NpoBEAEHHOTO MONEKYISPHO-TEHETHMUECKOr0 aHanu3a coMarmdeckas Mmyrtanus V617F
rena JAK2 BoisiBiieHa B 68 ciiydasx, 4To cOCTaBWIO 23,542,5%. Y MyXUdH JaHHAs MyTalus OOHapyKeHa B

48



19,5+3,2% ciyyasx (29 u3 149 o6cnenoBannbix). Heckonbko Bbinie nons mytaruu V617F Obuta B rpyrmime skeH-
e — 27,7+3,8% (39 cinyuaer u3 141 oGcnenoBanHOM keHIIuHbI). B o6meit rpynme XMII3 cpennuii Bo3pact
nmanuenToB ¢ mytanueir V617F cocrasun 67,0 net, B To BpeMs Kak y JAK2-0TpHIaTeTbHBIX MAITUSHTOB CPEIHIH
BO3pacT paBHsIICS 51,5 Tomy, cpeu My»XYUH JaHHOE COOTHOIIEHUE COCTaBMIIO 63,6 rona n 49,7 e, a y )KeHIIINH —
69,6 et u 53,7 roga COOTBETCTBEHHO.

Myratmu INS u DEL rena CALR BbisiBieHb! y 12 naieHToB, 4to coctaBuiio 4,1+1,2% ot Bcex npoaHaiu3upo-
BaHHBIX citydaeB. [Ipu aTom y 9 manmentoB npucyrcrBoBana MyTarwst DEL (75,0+12,5% ot Bcex BBISIBICHHBIX CITy4acB
mytatmid CALR u 3,1+1,0% ot o6mieii rpynisl uccnenoBanus), a B 3 ciaydasx — INS (25,0+£12,5% ot Bcex BbIABIEH-
HBIX ciay4aeB MyTaiwii 1 1,0+0,6% ot ob1eit rpynmsl nccnegosanust). Y MyxduH (149 nanpeHToB) ObIIO BBISIBICHO
8 cimywaeB mytammit CALR, uto cocraBuio 5,4+1,9% B manHoi# noarpymme, u3 Hux 7 DEL u 1 INS. Cpennnii Bo3pact
MYXUIHH C MyTaImer u 6e3 Mmytaruu coctaBmi 61,9 rox u 51,8 rorn cootBeTcTBeHHO. B moarpyme sxernmH (141 mamu-
€HTKa) 0OHapy>KeHbI 4 cirydast Mytauuii rena CALR (2,8+1,4% B nonrpymnre), u3 HUX 2 ripencrasiens! mytatmeid DEL,
a 2 cimyuasi — INS. CpermHuii BO3pacT >KSHIIWH ¢ MyTaIpeii u 6e3 mytarmu 06wt 49,8 et u 58,4 11eT COOTBETCTBEHHO.

B pesynbrare aHann3a pacnpoCTpaHEHHBIX KIMHUYECKH 3HAYMMBIX MyTanui reda MPL B o0mie# rpyrme
MAIIMEHTOB BBIABIECHO 2 MOJIOXHUTENBHBIX Clydast, uTo cocTtaBmio 0,7+0,5% mist obmie rpynmel nauueHTos. My-
TaIM{ BBISIBJICHBI TOJIBKO Y JKCHIINH.

Cpenu 290 npoaHann3upOBaHHBIX NMAUEHTOB B 81 Cilydyae MyTallMOHHBIN CTaTyC OKa3ajcs MOJIOKUTEIb-
HBIM, YTO COCTaBMIO 27,9+2,6% oT 001mei rpyb.

[IpumMeuaTensHBIM ABIsETCA Clydail cCoOBMecTHOTO BhIsiBIeHUs V617F rena JAK2 u myrtaruu MPL y onHOM
NauUEHTKHU 77 JIeT.

3akmrodenue. [Ipy HampaBiIeHUH MALMEHTOB C MOJHKINHAYECKOTO IPHEMa Bpada-reMarosora mpu Hajlu-
YUH KIMHUKO-Ta00paTopHbIX Mpu3HakoB XMII3 aist mpoBeneHNsT MONIEKYIIPHO-TEHETHYECKOTO aHATM3a MOXKHO
0XHIAaTh, 4TO Oosee 27% ciaydaeB OyAeT CONMPSIKEHO C BBISBICHHEM Y MAIIMEHTOB KaKOTO-JIMOO U3 MapKepoB KO-
HaJILHOHM MHUeIoNpoindepalvy B BUIE COMAaTHIECKUX MyTaluid TeHoB JAK?2 (23,5+2,5%), CALR (4,1£1,2%) nim
MPL (0,7+0,5%), koTopble oTHEeCeHbI 1o pekoMeHaanusiM BO3 k GonpimM kputepusm quarHoctuku XMIT3.

TFEMATOJIOTHYECKHUE MPOSIBJEHUSA NIEPBUYHBIX UMMYHOJAE®UIITUTOB
E.C. Tuxonona, C.B. 3b101eBa, HO.H. BricTpenkoBa
I'Y «PHIIL] paduayuonnou meduyunsl u skono2uu wenosekay 2. I omens, berapyco

[NepBuunsle ummyHoaeduunTs! (ITM/]) yacTo conpoBoXIar0TCsl TEMATONIOTMYECKUMHE MPOSIBJICHUSIMH, Ta-
KUMH Kak repudepuueckasi [UTONECHNs WK JTuMponpoindepaTnBHble CHHAPOMBL. B HacTosiiiee BpeMs: cuurTaer-
Csl, UYTO HapyUICHUE PEryasid UMMYHHON CHCTEMBI U ayTOBOCHAIUTEIBHBIC CHHAPOMBI SIBIISIOTCS OCHOBHBIMU
MIPUYMHAMHU PACTYIIETO YHCIA TEPBUYHBIX NMMYHOAE(MHUINTOB, MEPBBIMHU MTPU3HAKAMHU KOTOPBIX SIBISIOTCS IIH-
torreHuu. XoTst [11/] 00BIHO XapaKTepU3yIOTCS MOBHIIEHHON BOCTIPUIMYHBOCTBHIO K HHPEKIIHAM, ayTONMMYH-
HBIC UTOTICHUN CUNTAIOTCS BaKHBIM KOMITOHEHTOM HECKONBbKHX (hopM nMmyHozaeduunToB [Zufferey A, Kapur R,
Semple J.W., 2017]. LluToneHnn BO3HUKAIOT B pe3yJbTaTe BHIPAOOTKM ayTOAHTHTEIN, KOTOPBIC CBS3BIBAIOTCS C
KJIETKaM{ KPOBH M pa3pylIatoT ux. B narodusnonoruu ayTonMMYyHHBIX HUTONIEHUH Y 9THX MAl[IEHTOB pacCMarpu-
BAIOTCS Pa3IMYHbIC MEXaHU3MBbI, BKIII04as Je(PEKTHYI0 HEraTHBHYIO CEJIEKIHIO ayTOPEaKTUBHbIX T-TMM(pOIUTOB
B TUMYCE, Ae(EKThl KONNYECTBA W/MIN (PyHKIUHN PEryasTOPHBIX T-KIETOK, HapylIEHHE aloNTo3a ayTOpeaKTHB-
HBIX JTUM(OLIUTOB, HApyIIEHUE TOJIEPAHTHOCTH U3-3a MOBBIMICHHON HATPY3KH WM CHIKEHHS KIIMPEHCA aronTo-
THYECKHX KJIETOK M IIATOI€HOB, @ TAK)KE MOBBIIIEHHYIO TOMEOCTaTHUECKYIO MTPOIU(EPaALUIo TUMPOUTHBIX KICTOK
1 CEKpeluIo IMTOKMHOB, CBI3aHHYI0 ¢ muMdonenueid [Dupuis-Girod S, Medioni J, Haddad E, 2003].

WzBecthbl Tpu ¢opmbl TN/, npu KOTOPBIX ayTOUMMYHHBIE IIUTOINEHUH OCOOEHHO PacIpOCTPaHEHBI, U
BKJTIOUAIOT: ayTOMMMYHHBIN JnMbonponudepatuBabiil cuaapom (AJIIIC), oburyio BapuaGenbHyI0 UMMYHHYIO
HepoctarogHocTh (OBUH) u otaensHble hopMBI KOMOMHHPOBAHHBIX UMMYHOAE(HUIINTOB, XapaKTePU3YIOLIIHECs
nedexramu pazsutus T-kierok [Seidel M.G., 2014].

AyTOMMMYHHBIE IMTOIIEHIH TAK)X€ OYE€Hb YacTO BCTPEUAIOTCS y MAIMEHTOB ¢ CHHIpoMoM Buckorra-Oun-
Jpuya. Y NanueHToB C JaHHBIM CHHAPOMOM OOBIYHO HAaOJIOAAETCsl TPOMOOIIMTOIICHUS! C MJIaJICHYECTBa, dK3eMa U
nporpeccupyonuii uMmyHoaeduuut. [Ipu sTom 3a6oeBanun 10 90% ciydaeB paka yacTo MPeACTABISIOT COO0M
BDb-no3uTHBHBIE TUMGOMBI U JIeiiKo3bl. AyTouMMYyHHBIE [uToneHnd npu [1M]] yacto ObIBAIOT TSHKENBIMU U
PE3UCTEHTHBIMH K Tepanuu. [lo 3TM mpuYrHAM B MPOIIIOM IS JiedeHus HekoTopsix (opm ITU]], Hampumep
AJITIC, yacTo MpUMEHAIACH CIUIEH3KTOMHUS; OHAKO TOT IOIXO0/ HECET 3HAUNTENBHBIN PUCK PAa3BUTHS CETICHCA.
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B HEKOTOPBIX HCCIEOBAaHUIX COOOIIANIOCH O PACTIPOCTPAHEHHOCTH TEMATOJIOTHYCCKUX ayTOMMMYHHBIX
nposiBiICHUM, mocturaromieit 11%, npuuéM UMMyHHAs TPOMOOITMTOIICHUYECKasl ITyPITypa sBJIICTCS Hauboee pac-
MpOCTpaHeHHOH. PactipocTpaHeHHOCTs ayTOMMMYHHBIX IUTONIeHHH cpenu namuenToB ¢ OBYH B 100-1000 pas
BEIIIIE, YeM B o0miei nomymsnuu [Abbott, Jordan K.; Gelfand, Erwin W., 2015]. YactoTra ayTONMMYHHBIX IIUTOTIE-
Huit npu OBUH He koppenupyeT ¢ opranocnennpuaeckuM ay TONMMYHUTETOM, HO IMEET TCHICHIIUIO K KOppes-
LMY CO CIUICHOMETAITUCH.

[ToMHMO BBINICYOMSHYTBIX TEMATOJIOTHYCCKUX HAPYIICHUH, y MAIMCHTOB ¢ UMMYHOACHUITUTOM TaKKe
PETUCTPUPYIOTCS TEMATOJIOTHYECKHE 37I0KaueCTBCHHBIC HOBOOOpazoBanus. [Burg M, Gennery A.R., 2011]. Y ne-
teit ¢ [TN]] oOmmii puck pa3BUTHS paka OLIEHUBAETCS B qUana3zoHe oT 4 1o 25%, u3 koTopbeix 60% npuxonurcs Ha
B-kneTounsie TUMQPOMBI, TPUIEM HANOONBIIHNA BKIIa BHOCHT HEXODKKIHCKAs TnM¢poMa

VY mammenToB ¢ OBUH nHaOmomaeTcst o0mmiasi MOBBIMICHHAS 3a00JIEBAEMOCTh JIMM(POMOM, UTO ITO3BOJISET
MIPEJIONIOKUTD, 4TO (YHKIHUS U B3auMozercTBre B-u T-KI1eTOK CiocoOCTBYIOT HMMYHOJIOTHYECKOMY HA/I30py 3a
passutieM JuMmpoMel. Y nanueHToB ¢ OBUH ObUT BBISABICH 3HAYUTEIBHO MOBBINICHHBIA PUCK HEXOMKKAHCKOM
nmumomsl [Porta F, Forino C, De Martiis D.,2008].

ITepudeprueckas UTONEHUSI W HEKOTOpBIe JMMQOIponudepaTUBHBIC 3a00JeBaHMs TOHKHBI BBI3BIBATH
MOJJ03peHIE Ha IMMYHOIEHUIHT. [IfarHO3 OCHOBHIBACTCS B TIEPBYIO Ouepedb Ha TaHHBIX aHaMHe3a, AeTATbHOM
(u3nKaTbHOM 00CTIeTOBaHUM, OOIIEM aHaJ3¢ KPOBU U ONPEICIICHIH YPOBHSI UMMYHOITIOOYTHHOB B CBIBOPOTKE
KpoBH. J[ampHEHIIIIE UMMYHOJIOTHYCCKUE ¥ TEMATOIOTHICCKIE UCCIICIOBAHMS, BKIFOYACMEIC B IIPOLIECC JIUATHO-
CTHKH, OYyT 3aBHCETh OT KIIMHUYECKOTO (heHOTHUIA manueHTa. [Ipr HaTMYuy OKa3aHUH CeAyeT KaK MOXKHO CKO-
pee Ha3HAYKUTh 3aMECTHTENBHYIO TEPANUI0 UMMYHOIIO0YIMHAME, YTOOBI H30€kKaTh MH()EKIIMOHHBIX OCIOKHEHHH.

MOPAKEHHUE CEPIEYHO - COCYAUCTOM CUCTEMBbBI
IPA XPOHUYECKOM JUM®OILUTAPHOM JIEMKO3E

JI.A. Tkauenko, B.M. Muuypa, 10.B. Toakauesa, /I.U. I'agpuienxo, E.B. Ponuna,
H.N. Kop:xenenckas, JI.K. Houk, H./. KoB3uk, B.B. KomikeBuu, O.B. IIapxomenko

I'Y «PHIII] paduayuonnou meduyunsl u 3kono2uu wenosekay, e. I omenn, berapyco

Xponnueckuit aumbonurapHsiil neiikos (XJLJI) — ato B-kneroynas omyxonps u3 Manblx B-nmumdonnTos.
XJIJI siBnisieTCst caMbIM 9acThIM BHJIOM JIEHKO3a Y B3POCIBIX C OIaronmpusITHBIM MPOTHO30M. PacmpocTpaHeHHOCTD
XJUI B Pecrrybnmuke Bemapycs cocrapmnser 4,8 va 100000 B rox, B Poccuniickoit dexepannu nepBudHas 3aboneBa-
€MOCTb COCTABISIET 3,7 TBIC. CIIy4aeB JIEHKO30B y B3POCIIOTrO HACENEHUs B TOJ, M MEIUaHa BO3pacTa HA MOMEHT
YCTaHOBJIIEHHS AUAarHo3a cocTaBisaeT 62 roja.

B Hacrosiiee Bpemst Onarozapsi pa3BUTHIO CTPAaTETHil JICYEHHS B OHKOTE€MaTOJIOTHH, MPOAOIDKUTEIIBHOCTh
JKM3HU MAI[EHTOB 3HAUUTENbHO YBEJINYMIACh U MPUYMHOW CMEPTHOCTH MAIMEHTOB, UMEIOLIUX OHKOI'€MaTOoIOTH-
YECKYIO MAaTOJIOTUI0, B OONIBIIMHCTBE CTPAaH MHUpA SIBISIOTCS cepacyHo-cocymuctoie 3aboseBanus (CC3). Jlanubie
TIPOLIECCHI CBSI3aHBI C BIMSHUEM CaMOT0 HEOIIACTUYECKOTO MPOIIecca Ha CEepAeUHO-COCYAUCTYIO CHCTEMY H C 00-
IIHOCTBIO NTATOT€HETHIECKUX MeXxaHn3MOB pa3BuTusi CC3 1 KaHIeporeHe3a: MOBPEXKICHHIE SHIOTENNS B PE3yJIbTare
CHCTEMHOTO BOCTIAINTEIBHOTO MIPOLIECCA, OKUCIUTENBHOTO CTPECCa, KOTOPBIN TAKKE JIEXKHUT B OCHOBE YHI0TEIHANb-
HOM AUCQYHKIMHU U CIIOCOOCTBYET MPOrPECCHPOBAHUIO aTeporeHe3a. ATEpOCKIIepOo3 COPOBOXKIACTCS BOCHAJICHHEM
CTEHKH apTepHil C MOBBIILIEHHON MPOAYKIMEW NPOBOCHAIUTENbHBIX IIMTOKMHOB (MHTepeiikuH-8, ®HO-anbha u
UHTEp(EpOH-TaMMa), YTO CIIOCOOCTBYET Pa3BUTHIO BOCIIAJICHHUS HA CUCTEMHOM ypoBHe 1 pa3sutuio CC3.

B nmreparype ommcaHBI CilydaW MOBpEXKISHHS MHOKapnaa HM3-3a Jeko3Hoi mHpuisTpannu npu XJUI,
KOTOpas IpoTeKaa 0e3 KIMHUYECKHX CHMITOMOB M ObIIa BBISABIICHA MIPU MTATOTMCTOIIOTHYECKOM HCCIIEJOBAaHUT
OuontaroB Muokapa. JlefikozHas MHGUIBTpanus pa3IudHbIX CTPYKTYp cepala Oblra 0OHapy»eHa IPH TUCTOJIO-
rudeckoM uccnenoBanun (o1 20% no 64% ciyuae). Bmecre ¢ TeM, KIIMHHYECKUI AMATHO3 JIEHKO3HOW MH(MIIB-
Tpaluu ceplla yCTaHABIUBACTCS KpaiHe peako. Y marueHToB ¢ XJIJI MoxkeT pa3BUThCS aMIJIOUIHAS HH(DUIb-
Tpauus cepAua, Ipu KOTOPOH OTIOKEHHS BHYTPU KOPOHAPHBIX apTepPHUH BBI3BIBAIOT KOPOHAPHYIO OKKIIO3HIO H
OCTPBIIl KOPOHAPHBIN CUHIPOM.

C npyroii CTOPOHBI, CEPAECYHO-COCYAUCTas CHCTEMa MOXET ITOCTPAIaTh MPH MIPOTUBOOITYXO0JIEBOH TepaIuu
XJIJI. B mporuBoonyxoneBoit Teparnmu XJ1JI Hyxarorcest TONBKO ManueHTsl B craauax B mmm C no cucreme Binet.
Iepsoit nuuueit Tepanuu XJ1JI 17151 OTHOCUTENIBHO MOIO/BIX NAIIUEHTOB IPU OTCYTCTBUU TSDKENIOM cOMaTn4ecKon
TIaTOJIOTUH SIBJIETCS KOMOMHMpOBaHHas Tepanus (uyaapadunom c nukiodocdamunom u purykcumadbom (FCR),
KOTOpas 00JaaeT U3BECTHOIN KapAHOTOKCHYHOCTHIO B 3aBUCHUMOCTH OT J03bI IpenaparoB. CHCTOIHYECKas IHC-
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(hYHKIIUS JICBOTO JKETY0UKa, HAPYIICHHUS PUTMa Cep/IIia, IEKOMIICHCAIHSI CEPACYHON HEJIOCTATOUHOCTH SBJISTFOTCS
OTHUMHU 13 HanboJiee TPO3HBIX CEPACUHO-COCYIUCTHIX OCIOKHEHUH TPOTUBOOIYX0IEBON TEPAITUU U MOT'YT OBITh
MIPUYUHON MTPEPBIBAaHMS IPOTHBOOIYXOJIEBOTO JICUCHUS B YXYAIICHHUS IPOTHO3a ManueHTOB. C IebI0 Yy IIeHUS
MIPOTHO3a IS TAIIIEHTOB C OHKOT€MaTOJIOTHYECKAM 3a00JI€BaHUEM F CHIDKCHUSI CMEPTHOCTH OT HETeMaToJI0THye-
CKUX MPUYUH, TPeOyeTCsI KOMIDIEKCHBIN MOIXO/ B pEaM3alliil IPEBEHTUBHBIX MEPOIIPHATHI OT CBOEBPEMEHHON
JUArHOCTUKU CYOKIIMHIUYCCKUX M3MEHEHHH (DYHKIIMU MHOKap/a 10 pa3padOTKH aJITOPUTMOB JJOITOCPOYHOTO Ha-
OmroneHus manueHToB nocie jgeueHus XJ1J1.

YuuThIBas BBICOKYIO 4acToTy BbisiBIsieMocTH XJIJI B moxxuiaom Bo3pacte, clienyeT oOpaTHuTh BHUMaHUE
Ha MCXOIHO BBICOKHI YPOBEHh KOMOPOHUIHOCTH Y AAHHBIX IMAIMCHTOB HA MOMEHT yCTaHOBICHHS AuarHo3a XJIJI,
nprieM yaenbHbIH Bec marueHToB ¢ CC3 ocrasmster ot 30% mo 60% B 3aBHcuMocTH OT Bo3pacta. Hambomee
4acTO BCTPEUAIOTCS apTepHalibHas TUIEPTCH3UA, (GHOPWILIAIHS MPEeICcepanii U XpOHUYECKas CepAedHas Helo-
CTaTOYHOCTh. BepoATHOCTh KapIHOTOKCHYHOCTH W CBSI3aHHBIX C HEH JICTAIBHBIX UCXOIOB YBEIHMYHBACTCS MPU
HaJIMYUH UMCIOIIEHCS CepACYHO-COCYTUCTOM TATONOTHHU, YTO TPEOyeT TIIATEIBHOTO 00CICIOBAHMS MAIUCHTA U
Ha3HA4YCHHUS KapAUONPOTEKTUBHON TEPANMHU A0 Hayaia MPOTUBOOITYXOJIEBOTO JICUEHHUSI.

Taxum o6pa3zom, BeIcoKast pactipoctpaHeHHOCTs CC3 y manmenToB ¢ XJIJI Ha MOMEHT yCTaHOBJICHHUS THa-
THO3a, BBICOKHH PHCK JICHKO3HON MH(IIBTPAINK MHOKap/a, HETaTHBHOE BIMSHIE MTPOTHBOOITYXOJIEBOH TEpaTIH
XJIT sa CCC tpedyeT nepecMoTpa B3TISA0B HAa MAMEHTa ¢ TeMOOIacTO30M C TTO3UITNH KOMaHIHOTO IOIX0a
MEXIUCIMIDTMHAPHOTO B3aMMOJICHCTBUS Bpada-reMaroiora U Bpada-KapAuoiora. AKTUBHOE JOJTOCPOYHOE Ha-
omonenue 3a coctosauem CCC nanuenTta ¢ XJIJI u gpyruMu reMo01acTo3aMu MO3BOJIUT MOATOTOBUTH MAI[UCHTA
K IIPOTUBOOIIYXOJIEBOM TE€paluH, yily4dlllas NEPEHOCUMOCTb U PE3yJbTaThl JICUEHUS, CHU3UTh PUCKH CEPAEYHO-CO-
CYIUCTBIX OCJIO)KHEHUH U CMEPTHOCTH OT HETEMAaTOIOTUIECKIX IIPUINH.

POJIb BUPYCOB B ITIOBPEXKXKJEHHWUU DHAOTEJIUA
P XPOHUYECKOM JIUM®OJIEMKO3E

10.B. ToikaueBa, B.M. Muuypa, JI.A. TkaueHko
I'Y «PHIII] paouayuonnou meduyunsl u 3kono2uu wenosekay, e. I omenn, berapyco

Xponnueckuit mumoneiikos (XJIJT) — 910 310KauecTBEHHAs OMyXOJb 3penbIx B-muMpouutos, koTopas
XapaKTepU3yeTCsl XPOHMUECKUM MPOIH(EpaTHBHBIM TIPOILIECCOM B KPOBH, KOCTHOM MO3T€ U JINM(DATUIECKUX Y3-
nax. OOBIYHO MPOTEKAET MEIUIEHHO U SIBISIETCS] CAMbIM YacThIM TeMOOJIacTO30M y B3pociblX. CTagupoBaHue Xpo-
HHUYECKOro juMmdoneiiko3a npoBoauTcs mo cucreme Rai mmm mo cucteme Binet. Cuctema Rai: pansst craaus
(I-IT) — nammuue nUMQaTHYECKUX YBEIMYCHUI O€3 CUMIITOMOB WM C JTUM(OLNTO30M M yBEJIMYEHHEM JMM(a-
THYeCcKUX y31oB; no3ansis cranust (I11-1V) — nposiisiercst anemueit (I11 craaus) w/mnm tpombouuronenueit (IV
cranus) [Rai F.B. etal., 1975]. Cuctema Binet: A cramus — yBenuueHue TuM()aTHYCCKUX Y3JI0B B OMHON 001aCTH;
B cragus — ysenmuenue muM(aTHYECKUX y3JI0B B IBYX WiH Oonee obnactsax; C ctaans — HaTM4Ine aHeMUH W/ AIH
TPOMOOIIMTOTIEHNH HE3aBUCHMO OT KoMdecTBa TuMdarndeckux y3moB [Binet J.L. et al., 1981]. Otu cuctemsl mo-
MOTafOT ONPEACINTH MPOTHO3 U BBIOOD JeueHus. [Ipu paHHUX, OECCHMNITOMHBIX CTaUAX MCHOJIB3YIOT aKTUBHOE
OXKHIaHUE C PETYISIPHBIM KOHTposieM (ctaanu Rai 0-1, Binet A). [Tpy CHMITTOMHBIX ¥ TIPOTPECCUPYIOLINX CITYJasX
ucnonb3yercs xumuorepanus (XT), B OTIEIbHBIX CIIy4asx IPUMEHsETCs OMosIornyeckas Teparnus (MOHOKJIOHAb-
HBIC aHTI/ITeJ'Ia), HNHas TapreéTHasd Tepanus.

HemanoBaxxnyto ponb y nanueHToB ¢ XJIJI B pa3BUTHH U IPOTrpecCUPOBaHUM CEPAECHHO-COCYIUCTOM Ma-
TOJIOTHH UT'PAET KapANOTOKCHYHOCTb. DTO HEXENIaTeIbHbIE SIBICHUS CO CTOPOHBI CEPACYHO-COCYIUCTON CHCTEMBI
Ha (oHe JIeKapCTBEHHOH Tepanny OHKOJIOTHYEeCKHX OonbHBIX. Hanbomnee oOIenprHATHIM ONpeeieHueM Kapan-
OTOKCHMYHOCTH B HACTOsIIIEE BPEMsI SIBISIETCSI aOCOIIOTHOE CHIDKEHHE (DpaKIUK BHIOpOCA JICBOTO JKEyH0YKa Ha
10% win Gosiee IO CpaBHEHUIO C UCXOJHBIM YpoBHeM Ha (oHe xumuorepanuu [Davydkin I.L., 2020]. Kapauo-
TOKCHUYHOCTH y ManueHToB ¢ XJIJI MoxeT mposBIsSIThCS B BUAE HapyIICHUH CEpAEYHOrO puTMa (apuTMHUM), cep-
JIEYHOM HEJOCTAaTOYHOCTH U HIIeMUM MUOKapaa. UmmyHorepanus B neyeHuu XJIJI MoxkeT BbI3bIBaTh IMMYHHBIE
peaKuny, HarpaBJIeHHbIE IPOTUB CEPACYHON MBIIIIIBI, YTO MPUBOAUT K BOCTIAJICHHUIO U TOBPEXICHUIO MUOKapa.
Hapymenue snexkrponurHoro 6ananca npu XT yBelnduBaeT prCK CepIeuHbIX apUTMHUH.

[Tpw pa3nuuHbIX JopMax MaToIOrHy, B TOM YUCIIE U IPH OHKOJIOTHYECKUX 3a00JIeBaHMSX, BayKHAs POJIb OTBO-
JUTCSE TUC(HYHKINK SHIOTENNS COCYI0B, KOTOPBII MIPEACTABISET COO0H rOPMOHAIBLHO aKTUBHYIO TKaHb, OT (PyHKIIH-
OHHPOBAHHsI KOTOPOH 3aBHUCAT NMPAKTHUECKH BCE MPOTEKAIOIMe B opranuime mpoueccsl. Oxnako mpu XJIJI coctos-
HHUe (YHKIIMOHATIBHOW aKTUBHOCTH SHIOTENHNS MIPAKTHYECKHU HE UccieqoBaioch [Anémedknaa M.M. u np., 2015].
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XJIJT MOXxeT MPUBOAUTH K MOBPEKIAECHUIO SHAOTEIHNS U KapJHOTOKCUYHOCTH Uepe3 HEeCKOJIbKO MEXaHU3-
MOB, BKJIIO4asi BOCTIAJIEHHE, BBIPA0OTKY IIUTOKWHOB M UIMMYHHBIE peakimu. [loBpexxaenue sanorenus npu XJLJT
BO3HHKAET 3a CUET XPOHMYECKOTO CHCTEMHOTO BOCHAJICHHS, KOTOPOE MPOUCXOAMT H3-3a BBIPAOOTKH IPOBOC-
TTAJINTEIBHBIX UTOKUHOB, Takux Kak TNF-a u IL-6. IncdyHKuns 3HAOTENNS MOXKET NPUBECTH K TpomMOo3aM,
HapyLIEHHIO KPOBOTOKA M IIPOTrPECCHPOBAHUIO aTepockiepo3a. [Ipu mpoBeneHnn ucciienoBaHus OHOMapKepoB
BOCIIAJIEHHS ¥ CEPAEYHO-COCYUCTHIX 3a001eBaHHUH Y IPYIIIbI HeJleueHHBIX nanuenToB ¢ XJIJI ycranosneHo npo-
THOCTHYECKOE 3HaYCHUE MAapKEPOB SHAOTEINANBHON TUCOYHKINN — SHAOTEINHA-] 1 (aKTOpa pocTa SHAOTEIUS
cocynoB (VEGF) u BO3MOXXHOCTB MX HCIONB30BaHMS B Ka9Y€CTBE paHHUX MapKepoB NPOrpeccCHpoBaHus 3a00ieBa-
Hus [Larsson K., Hoglund M., 2020; Davydkin I.L., 2020].

M3BecTHO, YTO BUPYCHI MOTYT TIOBPEXK/IaTh SHIOTEIHI U BBI3BIBATH CEPICIHO-COCYIICTRIC OCIOKHEHHUS. Bupy-
col renarutoB B 1 C (HBV u HCV) BbI3bIBalOT XpOHUYECKUI BOCHAIMTENBHBIN MpoLece, TPUBOISIINI K SHIOTEIH-
apHOM mucdyHKmu u atepockieposy [Chang H-H. et al., 2019]. Huromeranosupyc (CMV), Dmmretina-bapp Bupyc
(EBV) u Bapuuemna-3ocrep Bupyc (VZV) UMEIOT TPOIHOCTB K SHJIOTENNIO, CIOCOOCTBYS Pa3BUTHIO aTepOCKIIEpO3a
3a cueT BocmajieHns 1 uMMyHHoro otBeta [Kwiatkowski A. et al., 2018; Syvanen M. et al., 2017; Faggioni G. et al.,
2021]. I'epriecBupyc 6 tuna (HHV-6) Taxke obagaeT criocoOHOCThIO HHTETPUPOBATHCS B KIICTKH SHIOTEIHUS U APY-
THX TKaHEH, BBI3bIBasI MX MPSIMOE MTOBPEXK/ICHIE WM aKTHBAIMIO BOCTIAJIMTENBHBIX ITyTeil. Hapymenue nenoctHocT!
SHIOTEINATIBHBIX KJIETOK IIPUBOIUT K ITOBBIIICHHOW Ba30KOHCTPUKLIUHN, YCHIICHUIO aIT€31H JISHKOLIUTOB U TPOMO000-
pazosanuto [Miller et al., 2020]. [laxke BO Bpems JIaTEHIMK BUPYCHI IOICP>KUBAIOT BOCIIAIICHUE COCYIUCTOM CTEHKH,
npraem HHV-6 cBs3aH ¢ GONBIIIM SHIOTENAIBHBIM ToBpexaeHneM, ueM CMV [Nunes, 2024]. Cepneunas mucyHK-
st csizana ¢ coxpanenueMm JJHK HHV-6 npu Guorncun sunomuokapna [Escher, 2015]. Koponasupyce! (Harmpumep,
SARS-CoV-2) npoBonupyroT SHIOTENHAIBHYIO TUCHYHKIMIO Yepe3 IPsIMOe MOBPEXKIICHHE IHI0TETHAIBHBIX KIICTOK
1 CHCTEMHOE BOCTIAJICHHE — «IIMTOKMHOBBII mTopm» [ Varga Z. et al., 2020]. BUY-unekms BBI3BIBACT XPOHUIECKOE
CHCTEMHOE BOCHAJIECHHE M SHIOTSIHMAIBHYIO ANCQYHKIHMIO, YBEINUMBAs PUCK CEPACUHO-COCYMCTBIX 3a00IeBaHUH
[Battegay M., et al. 2017]. Curoii rpurm (HIN1) u ap. BupycsI Tpunma IpoBOIUPYIOT BOCHAICHHE, IPUBOLIAIIEE K
TIOBPEXKICHHIO SHIOTENNS ¥ pa3BUTHIO TpoMO030B [ Warren-Gash C. et al., 2012].

Bupycs! urparor HeMaIoBaXKHYIO poiib B TeueHHH 1 ucxone XJUJI 3a cyer ocnabneHnss IMMYHHON CHCTEMBI
U pEaKTUBALMK UMEIOIIUXCS XPOHUYECKUX BUPYCHBIX MH(eKuuii. Co CTOPOHBI CepleYHO-COCYJUCTON CUCTEMBI
TIPY peaKkTHBAIMY BUPYCHBIX HH(peKuni y nanueHToB ¢ XJIJI MOryT BO3HHKATh TaKHE OCIOKHEHUSI KaK THIIEPTPO-
(udeckas KapINOMHUONATHS U MHOKapAWT. PeakTuBanus BHpycoB (BKIIOYast BUpyc npoctoro repreca, EBV, CMV
U BUPYCHI TPHIINA), MOXKET BBI3BaTh MHOKAP/IHT, YTO CIIOCOOCTBYET Pa3BUTHIO THIEPTPO(UH, CHIDKEHUIO (DYHKIIMU
JIEBOTO JKEITyI0YKa ¥ MIPOTPECCUPOBAHUIO CEepACUHON HepocTatouHocT [Kawai et al., 2019; Fagioni et al., 2021].
BupycHble nHdekiyn, Takue kak rpuni wid EBV, BeI3bIBaOT 0CTpoe BOCHAJICHUE SHOTENNS COCYA0B, OBBIIIASL
PHUCK Pa3BHUTHS aTepOCKIepo3a, TPOMOO30B M OCTPHIX KOPOHAPHBIX CHHIPOMOB [ Yousif et al., 2015; Libby et al.,
2019; Gowda et al., 2012]. Bupychl Takxke COCOOCTBYIOT apUTMUU M XPOHUYIECKOU CEPACUHON HETOCTATOYHOCTH
BCJIC/ICTBUE MHOKapIUTa M MIIEMUYECKHX OCIIOKHEHHUH, 4To BeTpeyaercs Uy nanuentoB ¢ XJIJI [Kawai et al.,
2019]. OTi ocnOXKHEHHS CYIECTBEHHO YBEIMIUBAIOT PUCK JICTAIBHOCTH U YXY/IIIAIOT Ka4eCTBO )KU3HHU AIIUEHTOB.

Takum o6pas3om, B maroreneze XJIJI BakHYIO pOJib UTPaIOT MPOLECCHl BOCTAJICHUS M dHIOTEIUAIBHOM
IUC(YHKIMH, 9aCTO OIOCPET0BAHHbBIE BUPYCAMH, YTO BBI3BIBACT OCIIOXKHEHHMS B BUE THITEpTpoduIeckoii kapauo-
MHOIATHU U MUOKapAKTA, aTePOCKIEPO3a, TPOMOO30B U OCTPBIX KOPOHAPHBIX CHHIPOMOB, TPOMO0IMOOIHYECKUX
OCJIOKHEHUH, apUTMUH U XPOHUIECKOH cepJedHON HeJJ0CTaTOuHOCTH. [103TOMY NepcrieKTHBHBIM HalpaBlIeHUEM
ABJIACTCS MCCIICIOBAaHNE PEAKTHBALMM BUPYCHBIX MH(MEKIMH Ui pa3pabOTKH CTpATETHH JICYEHUs] U Mep Ipo-
(UITAKTUKU CEePIEYHO-COCYNUCTHIX ociioxkHeHud npu XJIJI. PesroMupyst u3noxxeHHoe, podiaeMa MoBpEeKACHHS
SHIOTENHS ¥ DHIOTEINANBHON AUC(YHKINH o7 Bo3neiicTBreM BupycoB pu XJIJI HemocTaTouHO M3ydeHa, pe-
CTaBJIETCsI NEPCIIEKTUBHON U TpeOyeT JaibHEeHIIero n3y4eHus..

AHTH®OC®OJIMIIUIHBIA CUHAPOM: PE3YJIbTAThI HABJIIOJEHUI

C.A. Xoayaesa!, U.A. Hosukora', JI.LE. Koporaesa?, I.A. ManuiueBckas’,
A.E. Cuimun?, ILII. Pomamesckas?, A.H. lemuaenko?, E.®. Muuypa? , E.B. BopucoBa?

YO «T'omenvckuil 20cyoapcmeennvlii MeOuyuHckuil ynusepcumemny, 2. Iomens, Benapyco,
’I'Y « PHIIL] paouayuonnoil meouyunsl u dKono2uu yenosexay, 2. I omens, berapyce

Antudochonunuansiii cungpom (ADC) unm cunapom Xbro3a (Hughes) — ayroummynHoe 3a0oseBanue,
XapaKTepU3YIOLIeeCs PELUIUBUPYIOIIMMI BEHO3HBIMU U apTEPUaIbHBIMU TPOMOO3aMH, aKyILEPCKON aTOIOrHeH
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W THIEpIpOAYKIMEl ayToaHTuTed K hochomunua-oenkoBomy komiuiekcy. AOC npu3HaH OIHOW M3 Ba)KHEHIINX
NPUYUH MPUOOPETEHHOH TPOMOODHIMKY UMMYHHOTO I'eHe3a, OCHOBY KOTOPOW COCTABIISIET BaCKyJIONATHsI, CBsI3aH-
Has ¢ TPOMOOTHYECKHM H (VIJTH) OKKITIO3MBHBIM [TOpa’keHIEM KPOBEHOCHBIX cocyoB. Pacmipoctpanenrnocts ADC
cocrasisier 40-50 Ha 100 000 Hacemenus. 3aboneBaHne Yalle TUATHOCTUPYETCS y KCHIIMH, YeM y MYKYHH B
cootHowmenuu 5:1. CpeqHuii BO3pacT Ipu NepBUYHON quarHoctuke — 35-45 net, Ho ADC MOXET pa3suThCs Jaxe
y HOBOPOXK/IGHHBIX 3a cueT TpaHciuianeHTtapHoro nepenoca ADC-anturen (ADC-AT) [Garcia D., 2018]. Co-
CYIMCTBIE KaTacTpodpbl, CBsI3aHHbIE ¢ HanuuueM y nanuerta ADC BHoOcAT OONbIION BKiag B 3a001€Bac€MOCTb,
ABIsAsACh B 14% npu4nHOi Bcex HapylueHuit Mo3roBoro kpoBoobdpamienus: (HMK), B 11% — undapkroB Muokapa,
B 10% — TpomM0030B IIy0OKHX BEH U B 6 -15% — maronorun 6epeMeHHOCTH. YacToTa pernpoayKTHBHEIX IpolieM
pu ADC cocrasmsiet ot 50 10 75% [Gomez-Puerta JA., 2014]. Inarno3 AD®C ycTaHaBIHBaeTCs B COOTBETCTBHH
¢ Cupneiicknmu kputepusimu (2006), Ho B 2023 1., onyOnukoBanbsl HOBble Kpurepun ADC B kinaccudukannos-
HOM cucteme, KOTopas MOJIep)KUBAETCsl COBMECTHO AMEpPHKAaHCKOH Koyuterneit pesmaronoros (ACR, American
College of Rheumatology) u EBpomnetickum anbsincoM peBmaronormueckux accoruanuii (EULAR, European
Alliance of Associations for Rheumatology). 3Tu kputepun I1eMOHCTPUPYIOT O0bIIyIO crieiuduaHocTh (99%)
10 CPaBHEHUIO C IepecMOTpeHHBIMU KpuTepusmu Cammopo (86%). HoBele kputepun comepikaT nepapXudecKu
CTPYTITUPOBAHHBIC U B3BELICHHBIE HE3ABUCHMBIC KIIMHUYECKHUE U JJADOPaTOPHBIE JOMEHBI U TPEOYIOT JOCTHKEHHS
moporoBoro 3HadeHus [Barbhaiya M., 2023; Knight JS, Erkan D., 2024].

Lenp paboTHI: IPEICTAaBUTh PE3YNIBTAThl AMATHOCTUKH aHTHU(OCOIUITUIHOTO CHHPOMA.

Ha 6a3e kabunera tpombodmmmii I'Y «PHIIL PM u OU» 3a nepron 2013 — 2024 rozsr ObLIO ANATHOCTHPO-
BaHo 70 ciy4yaeB ADC y manueHToB B Bo3pacte ot 14 set g0 61 roga. Bepudukanus nuarsoza AOC ocymiecTsisi-
nack B cooTBeTcTBUH ¢ CunHeiickumu kputeprsiMu (2006). AOC-AT onpenensimuch METoIoM UMMyHO(epMeHT-
soro ananmsa (ELISA) nByxkparHo ¢ nHTepBanioM 12 Henens. JlabopaTopHBIE HCCIeIOBAaHHS BKITIOYATH OLIEHKY
(DYHKIIMOHAIBHOTO COCTOSIHHSI CBEPTHIBAHMS KPOBH: aKTUBHPOBAaHHOE YACTHYHOE TPOMOOIUIACTUHOBOE BpPEMS
(AYTB); pudbpunoren u [I-aumepsl. C 1enbi0 HCKIFOYEHUs HacsencTBeHHo# Tpombodmmu (HTD) onpenensinu
akTHBHOCTB aHTHTpoMOmHa 111, mporennoB C u S; ypoBeHb TOMOIMCTENHA; POBOANIOCH MOJIEKYJISIPHO-TCHETH-
yeckoe tectupoBanue (Meronom I11IP) Ha Hanuuue TpomOoreHHbIX MyTauuii. CrarucTuyeckas o0paboTka JaH-
HBIX OCYIIECTBIUIACh C IPIMEHEHHEM ITaKeTa MPHKJIAIHBIX IporpaMM «Statistica», Bepcus 10.0 (StatSoft, USA).
Hcnonp3oBanuch HemapaMeTPHIECKHE METOJIBI C PacueToM MeanaHsl (Me), BEpXHETO M HIKHETO KBaPTHIIS.

Pesynprars 1 ux obcyxaenue. CpeaHUi BO3pacT NaMEHTOB COCTAaBIII 35+5,78 neT, mpeoOiiaaanu sKeHII1-
HbI (83%) B cootHOomennu 4,8:1. Iepron HabmroneHus — ot 6 Mecsites 10 12 yet. Cpean KIMHAYECKHUX MPOsIBIIE-
HUH IpeBaupoBaa aKylepckas maronorus — 57% cioydaes. Y 23,6% nanueHTOB AMAarHOCTHPOBAHBI TPOMOO3BI
pasnuunoi nokanmsanuy; HMK o nmemngeckomy tumy — B 16,5% ciyuaes.

[Ipeobnaman ADPC xareropuu I (29%) (mpucyrcrBue 6omnee ogaoro tuna ADC-AT); Ila xareropus (Ha-
JWYHE TOIBKO BOIYAHOYHOTO aHTHKoArynsiHTa (BA)) anarnoctuposana y 21,8% nmannenTos, [Ib (anTurena k xap-
nuonmununy) — y 12,7%, 1lc (mpucyrctBue anturen K B2-mmkonporenny) — y 20% nanuentos. B 16% ciaydaes
(B COOTBETCTBHH C KIIMHUYECKUM TpoToKosioM 2012 r.) Obl1 tuarHocTupoBaH ceponeraruBHblii ADC, yunThIBas
HaJM4Ke y MaIleHTa KPUTEPUANbHBIX KIMHUUYECKHUX MPOSBICHUM U MCKIIIOYEHUE JPYToi MaTONOTHUH, aCCOLUH-
pOBaHHOW ¢ TpoMOOTHYECKMMH prckamu. Ha Ham B3nisia, BeiaesneHue ceponerarnBHoro A®C ocraercst akry-
aJIbHBIM, TaK KaK BEIECHHWE JAHHBIX MAIMEHTOB B COOTBETCTBHM C PEKOMEHIAUMAMH MO KputepraabHoMy ADC
OIIPaBaHO, YTO MOATBEPKIACTCSI MHOTOJIETHIM OIBITOM PaOOTEHI.

B psne ciryuaes (8%) nadbmonanocs coueranue ADC ¢ HT®: myramus rena nporpom6raa G20210A, rete-
PO3UIOTHBIN BapHaHT — 5 MalUEHTOB; JleiineHckast MyTanus, FeTepO3UrOTHBINA BapuaHT — | MalueHt.

VY 19 nauumenToB (27,1%) auarHoctipoBaH Bbicokono3uTHBHBIH ADC: 11 xenmuH u 8§ myxunn (1,4:1).
Cpenu MHMIMANBHBIX KIMHUYECKUX MpOosiBieHui BbicokonosutusHoro AQC npepanupoaiii Tpom003bl (57,9%).
Jlokamm3anust TpOMOO30B: BEHBI HIKHUX KOHEUHOCTEH — 45,5%; TpoMO0IMO0mNs JerouHbIX aprepuii — 27,2%; mop-
TanbHbIe BeHBI — 18%; BeHbI BepxHHUX KoHeuHOCTeH — 9%. HMK — y 10,5% mammenTos. [IpuBeraHOE HEBBIHAIIH-
BaHue OepemeHHOCTH TpH BbIcokono3utuBHOM ADC Habmonaiock B 21%. Bo Bcex cirydasx BHICOKONO3UTHBHOTO
A®C nnarHocTpoBaHa Kareropus [: Tu-mo3uTHBHOCTH (MpUcyTcTBHE BA M anTHTET K Kapauonununy) — 36,8%;
BA u antutena x B2-mmkonporenny — 31,6%; Tpu-no3utuBHOCTE — B 31,6% ciryuaes. [lokasarenn remocrasa npu
BBICOKONO3UTHBHOM ADC XapaKTepu30BajIuch Oojiee BBIPaKEHHOM Turepkoaryisindeid. Tak rmoBbllIeHHe MOKa3a-
tens J-numepa otMmedeHo y 73,6% manuentoB (MakcumaibHO — 10 4480,0 Hr/min) mpu meamane — 634,0 Hr/mn
(223,0;426,0). B Toxxe BpeMs MepiaHa JaHHOTO ITOKA3aTes B OOIIEH TpyTIe HaOIIOACHHS He IIPEBHIIIaia HOpMailb-
HBIX 3HaYeHUH 1 cocTtaBmia 256,0 ar/mi (201,0;326,0). Meanana AUTB npu BeicokonozutuBHOM ADC cocraBmia
32,18 cek (26,8;35,1) npu konedanusx ot 23,3 1o 120 cek. Bee cimyvan yeemmuenus AUTB Habmrogamicek Ha Gone
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nipucytcTBust BA, ypoBenb kotoporo 0wt ot 2,1 10 4,2. [Ipn 3T0oM, y 4-X MAlMEHTOB BBISBICHO CHU)KCHUE aKTHB-
HocTH a3MeHHbIX (hakropoB ceepthiBanus (FVIII, FIX) no 0% u npucyTcTBre HHrHONTOpOB K HUM. OiHAKO, PH
OlpeNeNICHHH aKTUBHOCTH (DAKTOPOB CBEPTHIBAHUSI XPOMOTCHHBIM METO/IOM MX aKTHMBHOCTB ObLJIa B TIpeziesiax Hop-
MaJIbHBIX 3HaUeHUH. CIIeyeT TaKk)Ke OTMETHTb, YTO TIPH ONpeaeineHnd BA, 910 0cOOEHHO BayKHO IPH MHUIINATIBHOH
JIMAarHOCTHKe, HEOOXOANMO YUHTHIBATh PHEM MaleHTOM BapdapiHa Wi puBapokcabaHa, Ha (oHe kotoporo BA
MOXET OBITh JIOKHOIIOJIOKHUTENFHBIM. Mennana ¢puopunorena cocraBuia 4,0 1/ (3,5;4,8).

Haubonee yacThIM MHUIMAIBHBIM KIMHHYECKUM mpossieHneM ADC sBHIach aKkyIIepcKas HaToJIOTHs
(npuBBIYHOE HEBBIHAIIMBaHKE OepeMeHHoCcTH). OnHaKo, 11t BeICOKONO3uTHBHOTO ADPC Oo0Jee THITMYHBIMU SBU-
JICh BEHO3HbIE TPOMOO3bI, BAPHAHT KATErOPHH 1, B T.4. C TPU-TIO3UTHBHOCTBIO, YTO CONPSIKEHO C O0JIee BEICOKUM
PHCKOM DELMIMBOB TPOMOOTHYECKUX 3MN30/0B. BricokonosntuBHbeii ADC  XapakTepH30BajCs BBIPRKCHHOU
THIIEPKOAryIsIUel 10 YPOBHIO Jl-TuMEpOB, YTO ABIAETCS OCHOBAHHEM JUII MOHUTOPHHTA JaHHOTO IIOKa3aTels B
JUHAMUKE NTPY Ha3HAYCHUU aHTHKOAryIsiHTHOU Tepanuu. B ciyuae ysenuuenust AUTB npu nannuun BA cnenyer
JOTIOJTHUTENBHO MTPOBOIUTHh MUKCT TECT (CMEIIMBAHKE TIa3MBbl MTAIIMEHTa ¥ HOPMAJIGHOHN UIa3MOH B COOTHOIIIE-
Huu 50:50), a TaKke IPOBOANTH OLIEHKY aKTHBHOCTH IIJIa3MEHHBIX ()aKTOPOB CBEPTHIBAHUSI XPOMOTEHHBIM METO-
JIOM, YCTOHYMBBIM K BOJTYaHOUYHOMY aHTHKOATYISHTY. IlomydeHHbIe pe3ylbTaThl MOATBEPKIAI0T HEOOXOANMOCTh
pa3paboTKy CTpaTeruy JIeYeHHs Ha OCHOBE KJIAaCTEPU3alMU: IPYNIIMPOBAHUS NAlMEHTOB [0 KOMOMHAIMSAM MPO-
¢uneit AOC-aHTUTEN N KIMHAYECKUM O0COOEHHOCTSIM.

BOJIE3Hb BUJLJIEBPAHJIA: IPOBJIEMbI CBOEBPEMEHHOM JTUATHOCTUKH
N IIYTU UX PEIHEHU A

C.A. Xoayaesa!, L.I1. Pomamesnckas? JI.K. Hopux?, E.H. Kagaesa®, U.A. HoBukogna',
AH. lemuaenko?, E.®. Muunypa?, E.B. bopucosa?, I.A. MaJjiunieBckas?

YO« 'omenvckuii 20cyoapcmeeniviil MeOuyurckuil yrnusepcumemy, 2. Iomenv, Benapycs,
I'V«PHIII] paouayuonnoti meouyusl u 3K0102ul 4enosexkay, e. Iomenn, Berapycy,
SUTTKulIK 30pasooxpanenus YO «Benopycckuil 20cyoapcmeenivlilt MeOUYUHCKULL YHUBCPCUMENy,
2. Munck, bBernapyco

Bonesnr Bunedbpanna (bB) — HaciencTBeHHas TeMOCTa3MONAaTHs, BOSHUKAIOWIAst B pe3yabrare nedekra
¢axropa ¢on Bumnedpanna (VWF) n xapakrepu3syiomascsi CMEIIaHHBIM THIIOM KpOBOTOUMBOCTH. BB sBiseTcs
OJTHUM M3 HamOojee pacipOCTPAHEHHBIX BapHAHTOB HacieACTBEeHHOW remocrasuonaruu (1% Hacemenus). [Ipu
9TOM, pacnpocTpaHeHHOCTh bB 3HaunTENbHO MpEBHIMIAET KOJMMYECTBO JUATHOCTUPYEMBIX CIydaeB (IMarHOCTH-
pyetcs Tonsko 10%). Tak, B Pecyonuke benapych Ha aucriaHcepHOM ydeTe cocTouT 248 mamuenToB. C ydaeToM
HaceJIeHUs CTPaHbl, TAKHUX MAIMEeHTOB npenonaraercs 10 95 teicsiu (Kabaesa E.H., 2023r). BB sBnsiercs mex-
JTUCHUTUTMHAPHON MPOOIeMOii, MOCKOIBKY Bpad JII000H CHEHaTbHOCTH MOXKET CTOIKHYTBCS C HEll BIIEpBBIE: He-
OHATOJIOT, MeINaTp, aKyIep-THHEKOJIOT, Bpay o0IIeil MpakTHKH, XUpypr, cromarosnor, JIOP-Bpay, remarosor.

[Ipobnema cBOeBpeMEeHHON AMAarHOCTHKHN BB cBs3aHa ¢ HEQOCTaTOUHON OCBEIOMIIEHHOCTBIO HACETICHUS O
3a00JIeBaHNH, Pa3HOOOPa3HeM CHMIITOMOB M Pa3INYHON TSDKECTHIO UX MPOSIBIICHUH. 17151 HOSIBICHNST HACTOPOXKEH-
HOCTH y Bpadeii B otHomennu bB tpedyercs onbiT. Kpome Toro, quarHoctuka BB 310 cnoxHEIHA, TIOCIe10BaTeIh-
HBIA ¥ MOBTOPSEMBIil Mporiecc, TPeOyIOIUi TPUMEHEHHST Pa3IMYHbIX JIAOOPATOPHBIX TECTOB, YTO OIPEJENICHO
pasnuanbiME THIIaMu BB. TloBeIIeHe 0CBEAOMIIEHHOCTH Bpadeii-He reMaToIoroB U 00pa3oBaTe/ibHbIC HHHUINA-
THBBI MOTYT CIIOCOOCTBOBAThH CBOEBpeMeHHOM quarnoctuke bB. C aToif 11en1b10 MeXTyHapOJHBIMU SKCTIEPTAMHU TIO
HapyLIEHUsSIM CBEPTHIBAEMOCTH KpoBH U bB Obu1 pazpaboTan 11o0anbHbIH MPOEKT MO HOBBIIEHUIO OCBEIOMIICH-
HOCTHU M ymyduieHuto auarHoctuku bB. Ilomumo npenocrapienns o0pa3oBaTebHBIX PECYPCOB, MOCBSIICHHBIX
BB, BeO-caiitT Brimodaer B cebs omnaiH-mHCTpYMeHT (VWD test.com) /11 caMOCTOSTENIbHOM OLICHKH KPOBOTE-
YEHUH U IpeIaraeT JUarHoCTUIECKY0 MOAJNCP)KKY MAlMeHTaM U UX JISHallluM BpadaM, y KOTOPBIX €CTh OajlIbl,
yKa3bIBalolIye Ha HapymeHue ceprbiBaeMocTH KpoBH (Fernando F Corrales-Medina, 2022r.).

Lens: pa3paboTaTh JOPOXKHYIO KapTy JUId IUArHOCTUKU bB 1 nmocneayromero BeeHUs MaMEeHTOB B 00111e-
Bpa4yeOHOM MpaKTHKE.

JlnarHoctuka ¥ MEJULIMHCKOE CONPOBOXKIECHHE MALMEHTOB ¢ bB M31I0KEHBI B COOTBETCTBUM C KJIMHUYE-
CKHUM ITpoToKoIoM «OKazaHHe MEJUIIMHCKOMN ITOMOIIM MallMeHTaM (B3pOCioe U JIETCKOe HacelIeHNe) ¢ O0JIe3HbI0
Bunnebpanna», yTBepKACHHBIM MOCTaHOBICHHEM MUHHCTEPCTBA 37paBooxpaHeHust Pecrryonuku bemapycek ot
29 uronst 2022 . Ne 80. B xauecTBe caMOCTOSTENILHOTO CKPUHUHTA JIsI TallMeHTOB npeanaraercs VWD test.com.

[IpencraBnena nopoxHas kapTa npu AuarHoctuke bB u mocnenyiomnem BeieHny nanuenTa B o0mmeBpauco-
HOM NpaKTUKE.
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[lepBuuHBIil KOHTAaKT — Bpau odOuiel npaktuku. OOpalieHne Mo MoBOAY: HOCOBBIX KPOBOTEUEHHH, aec-
HEBBIX KPOBOTEUECHHUH, MOJIKOKHBIX KPOBOM3IIHUSHUM, JUINTEIbHBIX KPOBOTEYCHU TOCIIE OBITOBBIX paH, MacCHB-
HOTO KPOBOTEUEHUsI MOCIE yAaJeHus 3y0a, IOCTONEPAMOHHBIX KPOBOTEUEHUH, reMapTpo30B. JleicTBus Bpaya:
TepBUYHOE OOCIIeIOBaHNE: MCTOPHS KPOBOTCUCHUH, ceMeifHblii aHamue3, VWDtest (aHkeTHpOBaHUE), OICHKA
pHcKa HapyleHui cucTeMbl reMocTasa. OOBEKTHBHBIN OCMOTpP (3KXMMO3bI, IETEXUH, TeMaTOMBI, TEMapTPO3bI).
KommiekcHast TMarHoCTHKa MPUYHH HOCOBBIX KpoBoTedeHue coBMecTHO ¢ JIOP-BpadoMm u HeBposorom. Jlabo-
paropHbIe uccienoBanus: oomuil anamu3 kposu (OAK) ¢ Bu3yasabpHOIT OIleHKOH KomruecTBa TpomboImToB (Tr) +
PETUKYJIOLUTHL; KoaryjiorpaMma; OMOXUMUYECKUI aHalli3 KPOBU + CHIBOPOTOUHBIN (epputuH. JlelicTBue: eciu
PHCK TIOBBIIIEH — HAIPAaBICHUE K TEMATOJIOTY.

JuarHoctuka — remaronor. Ob6mactHON ypoBeHb: OAK ¢ BH3yambHOW OIEHKOH KoimuecTBa Tr; koary-
JorpaMma (aKTHBHPOBAHHOE YaCTUYHOE TpoMOoruiacTuHOBOe Bpems (AUTB), mporpombunoBoe Bpems ([1TB),
tpombuHoBoe Bpems (TB), ¢ubpunoren; arperarorpamma (c AJI®, agpeHaIMHOM, KOJUIAareHOM M JIp.); Koary-
msiumonHast aktuBHocTh FVIIL (FVII:C); xonmmuectBennoe conepxkanne VWF (VWF-anturen, vWF-Ag); koary-
nsronHas aktuBHOCTh VWF (VWF:C). Pecniyonukanckuii ypoBeHb: puctoneruH-kodakTopras (VWE:RCo) u
KoJutareHcBs3pBatomiast aktuBHOCTE VWF (VWF:CB); pucronietnn-naxynupoBansas arperanus Tr (RIPA); rene-
THYECKOE TECTUPOBAHNE; aHAIN3 MYJIBTUMEPOB. Ponb remMarosora: mocTaHOBKa OKOHYATEIBHOTO JHArH03a U THIIA
BB, oueHka prcka KpOBOTEUEHUM.

CoBMecTHOE IUTaHUpoBaHue Teparuy. CIIM3UCThIE KPOBOTEUCHHUS: aHTH(HUOPHHOINTHYECKHE TIPEnapaThl
(TpaHekcaMoBasi 1 aMUHOKAIpOHOBas KUCJIOTa); MECTHBIE KPOBOOCTAHABIMBAIOLINE CPEICTBA; MEXaHUUECKUH
reMocTas; JeCMOIPECCHH (U1l MHTPaHa3aJbHOTO, MMOJKOXKHOTO/ BHYTPUMBIIIEYHOT/BHY TPUBEHHOTO BBEACHHIA);
3aMeCTHUTeNbHas Tepanus KOHIIeHTparaMu dakropa cBepThiBanus kpoBu VIII, coneprkamumu vVWF mpu BEICOKOM
pHCKE KPOBOTEUECHHUS. XUPYypPrUIeCKNEe BMEIIATENbCTBA, B T.4. ylaJeHHE 3y0a: COBMECTHOE IIAHUPOBAHHE C Te-
MaroJIOTOM; 3aMECTHUTEIIbHAS Tepanus KOHIEeHTpaTaMu (akropa ceepreiBanus Kposu VIII, coneprkamumn vWFE B
MIPOQUIAKTHUECKOM PEXUME (IS TPEAOTBPAIIECHHS BOSHUKHOBEHHUS! FeMOPparuueckoro cuuapoma). I'emaromno-
THYECKHE OCIIOXHEHHS: TocTreMopparudeckas JK/IA: Ha3HaueHne SHTEpaTbHBIX TIPENapaToB XkKeje3a B CyTOUHOH
no3e 100-200 mr/cyTku 10 HOpMaIH3aluy reMorioouna (4-6 Heaens), 3areM 50-100 Mr/cyTKH € 1EIbE0 BOCIIOIHE-
HUS JeTo jxere3a B opranusme (1-3 mecsmes). JlaTeHTHBIN neununT skese3a: Ha3HaueHue SHTEPATbHBIX Tperapa-
TOB Jkene3a B CyTouHO mo3e 100 mr/cyTku B TeueHue | Mecsma rBa pasa B rof. [IpodunakTuka nedummra xemesa:
Ha3Ha4YeHHE SHTEPaJIbHBIX NIPENaparoB jkesie3a B CyTouHoH no3e 30-60 MI/CyTKH B TeueHHE 3 MECSIIEB €KETOIHO.
MoHHTOPHHT — Bpay 00IIeii MPaKTHUKK: KIMHUYECKUI KOHTpPOIIb, okazarenu OAK, ceiBopoTouHOro heppuTHHa,
oleHKa 3((EKTUBHOCTH TEPAIMK; TeMaToJIOT: 1ab0opaTOPHBIH KOHTPOJIb TOKa3aTele rTeMOCTa3norpaMMBL; Kop-
PEKTUPOBKA JIEYCHUSI; COBMECTHAs OLICHKa HEOOXOAMMOCTH U3MEHEHUsI cTpaTeriu JiedeHus. OOyueHne naiunueHra:
CaMOKOHTPOJIb KPOBOTEUCHHUH; CBOEBPEMEHHOE 00paIlleHHE IPU OCIOXHEHUAX; HHPOpManus 0 NpoUIAKTHKE U
TUTAHUPOBAaHWHU XUPYPTHUIECKUX/MHBA3HBHBIX MTPOLIEAYP.

BoiBoztbl. YunThIBast TOT (aKT, 4TO SMHMIEMHUOIOTHYECKUE JaHHBIE YKA3bIBAIOT Ha CYIIECTBEHHBIN Pa3phIB
B narHocTrke BB, nenecoobpa3no BHepeHNE JOPOXKHOM KapThl ManuenTa npu quarsoctuke bB B oOmespaueo-
HYIO MPAKTHUKY IS YJTy4IlIeHUs BBISIBIIEHHS cilydaeB 3a0oneBanus. Brimouenue recra VWD test.com. mo3BoiuT
NalMeHTaM CaMOCTOSITENIbHO JMarHOCTUPOBATh CUHAPOM IOBBIIICHHOW KPOBOTOYMBOCTH. BBeneHne ckpuHUHTa
Ha bB MOXeT CymecTBeHHO YCKOPUTh MPOIECC MOCTAHOBKH UArHO3a, YTO B AajbHEHIIEM [TO3BOJIUT YIy4IIUTh
KaueCTBO MEIUIIMHCKON TIOMOII, OKa3bIBACMOH TaKHM MAI[ICHTaM.

YIBTPA3BYKOBASA JUATHOCTUKA ITATOJIOI'MU KPYIIHBIX CYCTABOB Y
IMAIIMEHTOB BOJIBHBIX TEMO®WJINEN

IO.I. lllampenko, B./I. Ceabknna, T.U. EBroukoBa
TI'Y «PHIIL] paduayuonuoti meduyumsl u sKonocuu yenogexkay 2. Iomens, berapyce

I'emodumns — penkoe HacIeACTBEHHOE 3a00NICBAHUE, XapaKTEPHU3YIOIIEECsS MATOJIOIUEH CUCTEMBI IT'eMOo-
CTa3a, B OCHOBE KOTOPOH JICXKHUT CHIDKeHUE Wit HapymeHue cuaTe3a VIII mwm [X (hakTopoB cBepTHIBaHHUS KPOBH.
Crnenn¢uyeckiM NposBICHHEM TeMOQHINNI SBISETCS CKIIOHHOCTD K Pa3IMuHbBIM KPOBOTECUCHHUSIM: TEMapTpO3aM,
BHYTPHMBIIICUHBIM U 3a0PIOIIMHHBIM T'eMaToMaM, TeMaTyprH, KeITyI04YHO-KHIIEYHBIM KPOBOTECUEHHUSIM, KOTOpPBIE
MOI'YT BO3HHUKATh KaK BCJICACTBHUEC TPaBMbl UJIM CIIOHTAHHO.

KpoBouznusuus B cycTaBbl BCTpeyaroTcs Haubojee 4acTo, MOITOMY Pa3BUTHE TeMO(HUIMIECKUX apTpo-
TaTuil — OfHO M3 HamboJee XapaKTepPHBIX MpOosBICHUI reModuinu. BenencTsue dero B cycraBax BO3HUKAIOT
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HeoOpaTHMbIe H3MEHEHHSI, COTTPOBOXKAAIONINECS KOHTPAKTypaMu, Ae(hopMaIMsIMHK, TaTOJIOrYeCKUMH BBIBUXaMH,
arpodueil MBI, TIEPETOMaMH KOCTEH, YTO NPUBOANT K MHBAINAN3AIHH.

Henp uccnenopanus. OLeHUTh BO3MOXKHOCTHU YABTPA3BYKOBOM TMAarHOCTUKH JUIsI OLIEHKU MOPaXKEeHUs Cy-
CTaBOB IIPU TeMO(HIHN.

Or1eHKa MIPOTOKOJIOB YJIBTPA3BYKOBBIX HCCIIEAOBAHUN KPYIHBIX CyCTAaBOB (KOJECHHBIX, IJICYEBBIX, JTOKTE-
BBIX U TOJICHOCTOIIHBIX) y MAMeHTOB OOJBHBIX TeModuiInell Ha 0a3e OTIeNCHUS YIbTPa3BYKOBOH JHAarHOCTUKH
«Pecry0nuKaHCKOTO HayYHO-IPAaKTHUECKOTO IICHTPa pallallMOHHON MEIUIIMHBI ¥ 3KOJIOTHH YesloBekay r.lomens
3a IIepHo/] ¢ SIHBaps 110 JiekaOpb 2024r.

VY 006cnenoBaHHBIX MANMEHTOB HAOMIOOANOCh MHOKECTBEHHOE MOPAXKEHHE CYCTaBOB, MPUYEM B KaXIOM
13 HUX Ipolecc ObUT Ha pa3HOM CTaJMu Pa3BHUTHS, YTO 3aBHCEJIO OT YAaCTOTHI KPOBOMZIHMHUS B cycTaBbl. CaMoit
OCHOBHOM ITaTOJIOTHEH OBLT TeMapTpo3, a TAKKE HAOIIOAATIOCH YTONIIEHNE CHHOBHAILHON 000IOUYKH C HAINYH-
eM 1 0e3 NMPHU3HAKOB THIIEPBACKYJIPU3ALUH IIPY IIBETOBOM JONIUIEPOBCKOM KapTHPOBaHWH. B penkux ciydasx
OIIPEACIAINCH XOHAPOMHBIE Tella (CyCTaBHbBIC MBIIIN) CYCTaBOB. [TUTENBbHOE TEUEHNE XPOHUIECKOTO CHHOBUTA
U PeLUIUBHUPYIOLINE KPOBOUBIMSIHUSA B CyCTaBbI IPUBOIAT K HApYLIEHHUIO CTPYKTYpPbI, HCTOHYEHUIO U MOTEPU
CYCTaBHOTO XpSIIIa, YTO BIOCJIEACTBHU MPUBOIUT K 1€(OPMHUPYIOIINM HEOOPaTUMbIM IOPAXKEHHEM CyCTaBOB.

BeiBozbl. MeTon yibTpa3ByKOBOTO UCCIIEOBAHUSI SIBISETCSI POTPECCUBHBIM M HHOPMATHBHBIM METOJIOM 00-
CJIEZIOBaHUS CKEJIETHO-MBIILIEYHON CHCTEMBL. BoIbIIIoe MperMyIIecTBO 3TOr0 METO/a B TOM, YTO HET HEOOXOANMOCTH B
CeJalliY MAIMeHTOB, 0COOEHHO 3TO KacaeTcs JAeTel, TakKe OIeHKa TPOBOJUTCS B HACTOAIINI MOMEHT U B AWHAMHKE.

MOBBINEHUE TPOU3BOJIUTEJIbHOCTH KJIMHUKO-TUATHOCTUYECKOM
JIABOPATOPUU B PE3YJIIBTATE BHEJAPEHMU A1
ABTOMATHYECKHUX CUCTEM YIIPABJIEHUSA

O.A. Illymaxk, /.B. l'opb6aueBa
I'Y «PHIIL] paduayuonnou meduyunsl u 3kono2uu yenogexay, e. I omens, berapyco

Buenpenue aBromarnueckux cucrem ynpasienus (JIAC, Laboratory Automation System) siBiisieTcst Kitto-
YeBBIM (haKTOPOM KapIHHAIBHOTO TOBBILICHHS TPOU3BOAUTEIFHOCTH COBPEMEHHOMN KIMHUKO-AUArHOCTUYECKON
naboparopun (KJIJI). DTOT pocT mocturaercs He TONBKO 3a CUET YCKOPEHHS PYTHHHBIX Omepaiuii, Ho U Ona-
rojapsi KOMIUIEKCHOH ONTHMHU3AIMU BCEX 3TAloOB pabdouero mnporecca — OT NPEaHINTHKU JI0 TIOCTaHAIUTHKH,
YTO IIPUBOAUT K IOBBIIICHHUIO CKOPOCTH, TOYHOCTH, SKOHOMHYECKOH 3()(EKTHBHOCTH H, KaK CICACTBHE, Ka9eCTBa
MEIUIIMHCKOW TIOMOIIH B IIEJIOM. ABTOMaTH4YECKNE CUCTEMBbI OOBEMHSIOT Pa3HOPOIHBIC aHAIN3ATOPHI B €AMHBIN
KOHBelep, ynpapiseMblid [IEHTPaIU30BaHHBIM IIPOrPAMMHBEIM OOecriedeHHeM. JTO MO3BOJISAET HEeNPEepHIBHO 00-
pabatbiBaTh IPOOKI 63 BMEIIATEILCTBA OIepaTopa.

ABTOMaTH3aLU TTOJpa3yMeBaeT MPUMEHEHHE TEXHUUECKUX CPEICTB, JKOHOMUKO-MaTeMaTHIECKUX METO-
JIOB U CHCTEM YIPaBJICHHUS, OCBOOOKIAIONINX YEIOBEKA YACTUYHO HJIM TOJHOCTBIO OT HENOCPEACTBEHHOIO yya-
CTHS B IpoLieccax IONy4eHHUs, MpeoOpa3oBaHusl, Nepeaady U HCIOIb30BaHHS SHEPTUH, MaTePUaJIOB WM HHOP-
Manuu. Benp, eciiu ucciienoBaHue BBITIONHAESTCS BPYYHYI0, BOBMOXKHBI OIIMOKH, BIHSHHE CyObEKTHBHOTO (aKTO-
pa WM JKe OHO 3aiiMeT CIIMIIKOM MHOTO BpeMeHH. Tak CKaHHpOBaHHKE [ITPUX-KOIOB HCKITIOYaeT OLINOKH, CBI3aH-
HBIE C HEBEPHBIM PYYHBIM BBOJIOM JTaHHBIX, 00€CIIeunBasi MPOCICKUBAEMOCTh IPOOBI Ha BCEX 3Tamax. A CHCTEMBI
ABTOMATHUYECKOH JICKOHTAMHHAIINH, MAPKUPOBKH, COPTHPOBKH U LIEHTPUPYTUPOBAHUS MTPOO MCKITIOYAIOT «Y3KOE
TOPJIBIILIKO» PYYHOTO TpPyHa, 3HAUUTEIBHO COKpallas BpeMs N0 Hadyaja aHalu3a ¥ MUHUMH3HDYS PUCK OLIMOOK
naeHTH(UKanu. B utore MUHUMH3HpYyeETCsl pUCK NpodecCHOHaIbHBIX OMIMOOK U BApHaOeIbHOCTH PE3yiIbTaToB,
00YCIIOBIIEHHBIX «YEJIOBEYECKIM (DaKTOPOM.

Brnaronapst aBromMaTH3aniy MOBHIMIAETCS TOYHOCTh W TOSBISIETCS. BO3MOXKHOCTB PEIlaTh pa3HbIE 3a1auu
napajuienbHo. [lapajuiensHoe BHINONHEHNE Pa3IMYHBIX TECTOB HA OXHOM IpoOe, aBToMaTHdeckas Irepe3arpys-
Ka pearcHToB M KaJuOpoBKa 00OpYJOBaHWS MUHHUMH3UPYIOT MPOCTOM M 00CCIICUMBAIOT BBIIAYY PE3yNbTaTOB B
KpaTyaiinye cpoku. [Ipu aHanu3e GONbLIOH CepHU OMHOTHITHBIX 00pa3OB SKOHOMUS BPEMEHH MOXKET OBITH 3Ha-
yurtensHoi. MHTemnektyanbubie anroputmsl LIS (Laboratory Information System), mHTerpupoBaHHbIE ¢ aBTOMa-
THKOH, MPOBOAAT NEPBUYHYIO MPOBEPKY PE3YJIBTATOB Ha COOTBETCTBHE pe(epeHCHBIM 3HAYCHHSM, (IarupyroT
KPUTHUYECKHE 3HAYCHHS M OTKJIOHEHHs, CHIDKasl Harpy3Ky Ha Bpada KIMHHYECKOW J1ab0opaTopHOW TUAarHOCTHUKH.
BricBOOOXKICHIE KBATM(DULMPOBAHHOTO MEPCOHANA OT PYTHHHBIX ONEPalMii MTO3BOJSIET MEPSKITIOYUTh UX Ha pe-
1IeHue OoJee CIOKHBIX 33/1a4 (KOHTPOJIb KauyeCTBa, HayuHast padoTa, KOHCYJIBTHPOBAHUE KIIMHUIIUCTOB). Pesynbra-
TBI B aBTOMAaTH4YECKOM PEKUME IEPEIAloTCsl B KOMILIEKCHYIO MeTMIMHCKY10 HH(opMaonnyo cucremy (KMUC)
JIe4eOHOTO YUPeXKICHH, YCKOPSA MPOLece IIOCTAaHOBKHU IMAarH03a M Ha3HAUYCHUS TEPAllU BPaduoM-KIHHHUIICTOM.
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ABTOMaTHU3UPOBATh MPOLIECCH MOXKHO B JIaOOpaTopuu JII0O0T0 pazMepa, HO CIIOKHAsI aBTOMAaTH3aIHs Tpe-
OyeTcst He BCeM — IIOPOFO IS TIOTyYSHHSI 3HAYUMOro 3 dekra ObIBacT J0CTATOYHO aBTOMATH3UPOBATH HEOOIIBIIINE
MIPOLIECCHI, CBA3aHHBIE C BHICOKMMHU PUCKAMH U TIOSIBIICHUEM JOMOIHUTENBHBIX pacxoqoB. HecMoTps Ha BbICOKHE
MepBOHAYANIbHbIC WHBECTHIIUH, aBTOMATH3AIUS BEICT K CHIDKCHHUIO AKCIUTyaTallnOHHBIX PAacXoqoB (MEHbIIE 3a-
TPAT HA HEMPOU3BOAUTEIBHBIN TPV, CHUKEHHUE KOJMYECTBA OBTOPHBIX HCCIIEAOBAHMI H3-32 OLINOOK, SKOHOMUS
PEarcHTOB) U YBEIMYCHHIO MTPOIYCKHOM CIIOCOOHOCTH JIA00OPATOPHH.

Takum 00pa3oM, BHEPEHHE aBTOMATUYECKUX CHCTEM YIIPABJICHUS SBJISCTCS CTPATCTHUCCKUM PEIIICHUEM,
kotopoe Tpanchopmupyer KJIJI u3 moapasaeneHusi, BHITOIHSIONIETO OTACIbHBIC aHATU3bI, B BEICOKOA(PPEKTHUB-
HBIH, TEXHOJOTHYHBIN IIEHTpP, CTIIOCOOHBIN o0ecreunBaTh OBICTPOE, TOYHOE M MacHITabupyemoe JabopaTopHoe
00CIy)XMBaHUE, YTO HAMPSMYIO CIIOCOOCTBYET YAYUIICHUIO KITIMHUYECKUX UCXOIO0B.

OCOBEHHOCTH UCITOJIB30OBAHUSA JIABOPATOPHBIX METOAOB
B JUATHOCTHUKE T'EMOJIUTUYECKUX AHEMUI
Y JIETEW OBCJEJIYEMBIX B I'Y «PHIII] PMu24»

0.A. llymak, E.II. JIlykbsiHeHKO
I'Y «PHIII] paduayuonnoii meOuyuusl u 9Ko102uu yenosekay, 2. Iomens, berapyce

I'emonuTHUecKkre aHEMUH y JeTel MPEeNCTaBIIOT cO00 BaXKHYI0 MEIMKO-CONMANBHYIO mpobiemy B [o-
MeJIbCKOH oOnacTu. ['eMonuTHIECKHE aHEMUH — 3TO SPUTPOLUTONATHH, IIPU KOTOPBIX NMEET MECTO CTOMKOE HITH
MaccHUpOBaHHOE IpeoldIaganue pa3pymeHus] SpUTPOLUTOB Haa X obpazoBaHueM. Cpenn Bcex aHEMUi y nerei
Bcrpevarores B 11,5% ciyuaes, B 5,3% — ot obmiero yucia 3a0oiaeBaHuii KpoBH. B unciie 00MbHBIX HE3HAYUTEITh-
HO IpeoOMaJlatoT LA MYKCKOro nona. Y JIeTed TeMOJIMTHYecKass aHeMUsI MOXKET ObITh KaK HaclleICTBEHHOM
(Hanpumep, MUKpochepouuTo3 win AeHUIUT GEepMEHTOB), TaK U NPUOOPETEHHOH (ayToMMMyHHast hopMa HIIH
ciencTere uH(pekuii). Yamne TUarHOCTUPYIOTCS HACIEACTBEHHBIE (hopMBI (76,6%) 1 0COOCHHO — HACIEACTBEH-
Hasi MEKpoc(epouuTapHas remonutadeckas anemus (56,4%). Knuauaeckast KapTuHa UMeeT 00IIHe CHMITTOMBI:
BO3HHKHOBEHHE KEJITYXH, CITICHOMETAJINH, PEXKe IellaToMerallny, TEMHOE OKpamnBanue Moun. J{is nmaboparop-
HBIX MCCJIEJOBaHUI XapaKTepHO CHIDKCHHE TeMONIOOMHA, PETHKYJIOIUTO3, IIOBBIIICHHE YPOBHS OMiMpyOnHa (B
OCHOBHOM 3a CUeT HeNpsMoi (pakiyn), NOoBbIIEHHE JakTatTaeruaporenassl (JIJI7), ypoOuimHorena Mouw.

Lenb: oneHuTh 3QPEeKTHBHOCTD M CTPYKTYPY NPUMEHEHHsI KOMILJIEKCa JJAOOpaTOPHBIX METOJOB AJIsl BEpH-
(uKanuy pa3ITMIHBIX (GOPM FeMOTUTHUECKIX aHEMUH y JETCKOTO HaceneHHs | oMesbcKkoi obnmacT.

[IpoBeneH peTpoCeKTUBHBIN aHaIH3 48 pe3ynbTaToB J1a00paTopHOTro 00CIeI0BaHMS IeTeH ¢ YCTaHOBIICH-
HBIM JUArHO30M Te€MOJUTHYECKas aHeMusl, HaxoauBiuxcs Ha jieueHuu B ['Y «PHIIL PMulYy». Mcnonb3oBanuch
ciietyronye 1abopaTopHble METO/BI:

1. Temaronornueckuii: 001 aHAIN3 KPOBH C ONPE/IEIIEHHEM KOJIMYECTBA PETUKYIIOLUTOB, MOp(hoJIoruei
SPUTPOIUTOB (Ma30K KPOBH); OCMOTHYECKAs PE3UCTEHTHOCTH APUTPOIIUTOB; ONpEAETICHNE aKTUBHOCTH ITIFOK030-
6-hocdarnernnporenassr (I'-6-DI).

2. brnoxuMudecknuii: ompenereHne YpoBHsA OmmupyOmHa (0OIIero, HEmpsMOro), JAaKTaTIeTUIpOTeHAas3HI,
ranTorIo0nHa, CHIBOPOTOYHOTO JKele3a.

VY 65% mnanueHToB ObUTa TUATHOCTUPOBAHA HACICICTBCHHAS TeMOMUTHYCCKas aHeMus (w3 Hux 70% —
HACIICICTBEHHBI MUKpocdeponuTos, 25% — nedunut ['-6-OJII, 5% — tanaccemus). Haubonee uadpopmarus-
HBIM CKPHHUHI'OBBIM METOIOM OKa3aJICsl OOIIHIA aHaTIH3 KPOBH C PETHUKYIIOIIMTO30M U MOP(HOJIOTHEN 3PUTPOLIUTOBR
(MuKpOCGHEPOLUTHI, MUIIEHEBUIHBIE 3PUTPOIUTHI, HOPMOLIUTHI, TOJIMXPOMa3usi, ()parMECHTUPOBAHHBIE KIIETKH),
xotopelid B 100% ciywaeB yka3sIBajl HA CHHIPOM TeMOin3a. bHoXuMHudIecknii Mapkep — 3HaYUTEIbHOE MOBBIIIIE-
HUe HerpsiMoro OmnmupyonHa u JIJII' — koppenupoBall ¢ TSKECThIO TeMOJIMTHIECKOTO Kpr3a.

BriBozpl. [lMarHocTrKa reMOJIMTHYECKIX aHeMUil y neted B ['omenbckol obnactu TpedyeT KOMILIEKC-
HOTO MHOTOATAITHOTO J1a0OPaTOPHOTo MOAX0Ja. «30JIOTHIM CTaHAAPTOM» MEPBUYHON JMArHOCTHUKH SIBIISIETCS
pa3BepHYTHIN 00NN aHAIN3 KPOBH C PETHKYJIOIUTAMH B MOP(OIOrHUeCcKOoit oreHkor Maska. [{ist nuddepen-
LUAJIBHONW JUAarHOCTHUKU MEXKAY HAcIECICTBEHHBIMU U MPHOOPETEHHBIMU ()OPMAMU T'€MOIUTUYECKUX aHEMUI
KJIIOUEBOE 3HaYeHHE MMeroT mpobda KymOca u TecThl Ha 0CMOTHYECKYIO PE3UCTEHTHOCTD 3pUTPOIUTOB. Pa3pa-
OOTaHHBI TUArHOCTUYECKHUH aNropuT™, puMeHseMblid B ycnosusix I'Y «PHIIL PMuDU» no3somsier apdexk-
TUBHO BepH(PUIIMPOBATH (GOPMY TEMOIUTHIECKOW aHEMHH, YTO ONTHUMHU3UPYET AaJbHEHITYIO TAKTHKY BEACHUS
MaIeHTOB B peruoHe. CBOeBpeMeHHasi U TOYHas AUarHOCTHUKA SBIISETCS 3aJI0TOM aJ€KBAaTHOM Tepamuu U Ipo-
(UITAKTHKH OCIOKHCHHHA.

57



HNUTOT'EHETUYECKHUE U MOJIEKYJIAPHO-UUTOI'EHETUYECKHUE METO/bI
B JUATHOCTUKE XPOHUYECKOT O MUEJIOJENKO3A

10.1. Spen, U.H. Ko3zapsp, 1.C. CaunnoBuu
I'Y «PHIII] paduayuonnoii meduyunsl u 9K0102uU yenosekay, 2. I omens, berapyce

XpoHndecknii MuenonaHsIl Jeiiko3 (XMJI) — kiaoHambHOE MHUenonpoiaudeparnBHoe 3aboaeBaHue, CBs-
3aHHOE C U3MEHEHHEM I'€HOMa B KOMIIAPTMEHTE I'€éMOIOITHYECKUX CTBOJIOBBIX KJIETOK, YTO NMPUBOAMUT K H30BI-
TOYHOI NMPOAYKIMY I'PaHYJIOLUTOB B KOCTHOM MO3T€, BBI3bIBasl CIUIEHOMETAJIUIO U runepieixonnurtos. CpenHuii
BO3pacT Jroaei, 3adonesomx XMJI, cocrasmster 30-60 net, Ha momo XMJI mpuxomutcs okono 15-20% ciaygaes
neiikeMuu y B3pociibix. 3aboneBaemocth XMJI Bo Bcem mupe konebmneres ot 0,6 10 2,8 Ha 100 000 vesoBek B rof,
B PecniyOmke Benapycs 1-1,5 Ha 100 000 yenoBek B rox.

Hutorenetnuecku XMJI xapakTepusyeTcst HannureM ¢Guanenshuiickoir xpomocomsl (Ph—xpomocoma t
(9;22) (q34; q.11), mpoucxonsmeit 6onee uem B 90% cirydaes 13 cOanaHCHPOBAaHHOH PELUITPOKHOM TPaHCIOKALUH
MeXIy XpoMocoMamu 9 u 22, BCIieACTBUE pa3pbiBa XpoMocoMbl 9 B mokyce q34.1 u mepeHoca 3°-cerMeHTa reHa
ABLI (nporoonkoreH Abenscona) Ha 5’-koHer rena BCR (breakpoint cluster region), pacmoyio:xK€HHOTO B JIOKYCE
ql1.21 xpomocomer 22. B pesynsrare obpasyercs xumepubiii reH BCR-ABL. XuMmepHslii TeH KogupyeT 0enok
C BBICOKOW TUPO3MHKWHA3HOW aKTUBHOCTBIO, KOTOPBIN NEHCTBYET KaK OMyXoJereHHblid ¢akrop. B 3aBucumocTu
OT JIOKaJaW3allud TOYKH pa3pblBa MOTYT BBIABIATHCS CBBINIE 16 pa3HbeIX BapuaHTOB TpaHckpunrta BCR-ABL c
pa3nuIHOi MoseKyIsIpHON Maccoil. Haubonee pacnpoctpanenusM (10 95%) siBisiercs Tpanckpunt p210, Gomnee
penkumu siBistrorest p190 u p230. B Tewenne XMJI BoiiesnsitoT 3 dasbl, OTpakarolie CTeNeHb TPOrpecCHpOBaHUs
3a00JIeBaHNS U HACHTU(HUIIPYEMBIE TT0 KIIMHUKO-TA00paTOpHBIM IPU3HaKaM: XpoHIUeckas (asa, (asza akcenepa-
UK ¥ OJacTHBIH Kpu3 (TepMHUHANBHAs (a3a).

CrangaptHoe muroreHerndeckoe uccienoBanue (CLI) mim kapuOTHIIMpOBaHWE HAIlpaBIEHO Ha aHa-
nu3 Metada3 KIeTOoK, 3a0MokupoBaHHBIX B MuTo3e. CLIM BKIIO9aeT cheruaibHOe OKPAIIMBaHHE XPOMOCOM —
G-6onaunr (GTG). [pu Bemonuennn CHU ananusupyiotr He MeHee 20 Metada3s, 4To MO3BOJISET OLEHUTH IIPO-
LICHT KJIETOK, HECYIIIX aHOMAJIHNIO. B ciIydae CII0KHBIX KAPHOTHUIIOB C TOTOIHUTEIHHBIMU XPOMOCOMHBIMHE a0bep-
pauusimu (Hanmare 3 1 0os1ee XpOMOCOMHBIX aHOMAJIMH B OZIHOM KJIOHE) U3y4aroT Oosiblie MeTadas Juist pacro3Ha-
BaHMS NEPBUYHBIX M BTOPUYHBIX aHOMani. [laTomornaeckuii KapuoTHIT CBHIETENBCTBYET O MIPUCYTCTBUH Ooree
4yeM B 90% ciyuaeB Ph+xpomocomsi.

Lenp nccnenoBaHusi — OIEHUTH YacTOTY BBIABIEHUS Ph—XpOoMOCOMBI y ManueHTOB ¢ MOAO3PEHHEM Ha
XMJI u momo3peHreM Ha XpOHHUYECKHe MuenonpoarndeparuBubie 3a0oneBanus (XMII3), HanpaBieHHBIX Ha 00-
cnenoBanue B ['Y «PHIIL] PMud4» 2023 roxay.

Ob6cnemoBano 63 marmenTa (Bo3pact 34—67 yet) ¢ momo3perrneM Ha XMJI (Hammaue B o0IIeM aHaIH3e
KPOBH JICHKOIIUTO3a CO CABUIOM BJICBO, YBEIMUYEHHUE MEUCHH, CeNE3eHKH) U 96 manuenToB (22-84 roma) ¢ mojo-
3perneM Ha XMII3 (McTHHHAS MOTMIUTEMUS, ICCEHINANIBHAS TPOMOOIITEMUSI, IEPBUYHBII Muenohudpo3 mue-
sonponudepatiBHOE 3a00aeBaHne, HeKIaccupuuupyemoe). Marepuanom st CLIU sBisuicss acmupar KOCTHOTO
MO3ra, NOJyYSHHBIH B MPOOUPKY C aHTUKOATYIISTHTOM I'ellapiHOM Harpus. 113 00pasiioB KOCTHOTO MO3ra [EeHTpPH-
(yrupoBaHHEM BBIIEISUIN JEWKOLUTHI M IIPOBOAWIN KyJIbTHBHPOBaHHUE. [10Iy4eHHYIO KIETOUYHYIO B3BECH HAHO-
CHIJIM Ha MpeMETHBIE CTEeKJIa ATl OKpamnBaHus G-MeTO0M U MPOBOAMIN KapHOTUIINPOBAaHUE B COOTBETCTBHHU C
MexayHapoIHOH CHCTEMOI MUTOreHeTHIecKoi HoMeHKIaTypsl yenoBeka (ISCN 2016 1.). JlabopaTopHbIe uccie-
JIOBaHUS BBIIONHSIN B KJIMHAKO-AHArHOCTHYECKOH aboparopuu I'Y «PHIIL] PMudDUy».

B rpynme nmanmenToB ¢ nopo3penrieM Ha XMJI Ph—xpomocoma 1o pesynsraram CLIU BeisiBena y 12 n3 63
yenoBek (19%). Y marmentos rpymmsl XMII3 Ph—xpomocoma He oOHapyxuBanack. TakuM 0O6pa3om, yacToTa BIep-
BbI€ BBISBJICHBIX ciiydaeB XMJI ¢ McHonp30BaHUEM MeTo/ia KapUOTHUIIMPOBAHMS CPEIU BCel BHIOOPKU MAlMEHTOB
(n=159) cocrasuna 7,5%. Janasie CLIU 65umn nonrepsxaensr FISH-mertomom (Fluorescence in situ hybridization) —
B 00pa3iiax, MoJMKUTEIbHBIX 110 Ph—xpomMocome, obHapyxkeHa adbeppanus t(9;22) (q34;q11). B nansueiimem FISH-
METOJI UCIIOJIB30BAJICS IS OTIPe/IeNICHHISI MUHHMAJIbHOW OCTAaTOYHON OOJI€3HH U MTO3BOJISI BBISIBUTH IIEPCUCTEHINIO
OITyXOJIEBOTO KJIOHA C yBcTBUTEIbHOCTRIO 0,01% (1 monoxkwurensHas kieTka Ha 1000 k1eTok).

3axmouenue. [Ipu ycranosnennu auarnoza XMJI CLIU npoBoAsT Al NOATBEPKACHUS HATMUUS TPAHCIO-
karmi t (9;22) (q34;q11) (Ph-xpomocomsr). Kpome Toro, CLIM mo3BosnsieT aHaIM3upoBaTh BECh XPOMOCOMHEIH Ha-
00p KJIETKH U ONpeNeNsiTh JOTOIHUTENILHbIE IUTOTCHETHYEeCKHE HapyIIEHUs, YUCIIOBbIe abeppaliy 1 aHOMaJIHH,
OTJIMYHBIE OT PACTIPOCTPAHEHHBIX THIIOB TPAHCIOKANH, YTO 0COOCHHO Ba)KHO IPH TpaHC(HOpManny B OIacTHBIA
kpu3. Ilpn HeunpopmarueHocTu CLIU (HeT MHUTO30B, HEYIOBJIETBOPUTEIbHOE KaueCcTBO Marepuaiia) uHdopma-
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TUBHBIM SBJISIOTCSI MOJIEKYJISIpHO-IIUTOreHeTH4eckoe ucciaenoanue (FISH-meTon) u MonekynsapHO-reHeTH4ecKoe
uccienoBanre (00OpaTHO-TpaHCKpUNTa3Has MOJIMMEpa3Has IeTHas Peakius) A BBIIBICHHS XHMEPHOTO I'eHa
BCR-ABL u ycraHoBIeHHS OKOHYAaTENpHOTO AuarHo3a XMJIL. B manpHeleM ams yaydmeHs JHarHocTUKy Ph—
HeraTuBHBIX cirydaeB XMII3 mranupyercs ucmons3oBats onpenenenne JAK-rena FISH-metomom.

HCHOJIb30BAHUE UMITEJAHCHOM ATPETATOMETPUM B TJMATHOCTHUKE
TPOMBOIIMTOIIATUI YV TETEHN

IO.U. SIpen, U.I1. PomameBckast
I'Y «PHIII] paduayuornoii meduyuusl u 9Ko102uU yernosekay, 2. Iomens, berapyce

Tpomborronarnu (TII) — remopparmdeckue 3a001€BaHUs, XapaKTEPU3YIOMINECs HapyIIeHHEM (QYHKIIH
TPOMOOIIMTOB IIPX UX HOPMAIHFHOM WK cyOHOpManbHOM KoimdecTse. [1o gacrore TII mpeodmangarot Hag TpoMOO-
LUTONEHUYECKUMH cocTostHUsIMU. [Ipn HacnenctBeHHBIX TII 3T0 BpoXkIeHHBIH Ae(eKT, IpH NPUOOPETEHHBIX —
(yHKIMOHAIBHBIE CBOMCTBA TPOMOOIIMTOB CTPA/alOT BCIIEICTBHE OCHOBHOTO 3aboneBanus. TII wacto sexar B
OCHOBE HECACHBIX HOCOBBIX U JCCHEBBIX KpOBOTe‘leHHﬁ, MOBBIIIIEHHON «CHUHAYKOBOCTH», YIOPHBIX MAaTOYHBIX
KPOBOTEUEHHIA Y JIEBOUEK B MEPHO] MOIOBOro cozpeBanusi. TII 3a4acTyio cBOEBpEMEHHO HE AMArHOCTHPYIOTCS,
1 TAIMEHTHI JOJIT0€ BpeMsi OE3yCIENIHO JIeYarcsl Y CHEHHUAIICTOB y3KOro Mpo(misi — OTOPHUHOIApHUHTOIOTOB
(TTOCKONIBKY HOCOBBIE KDOBOTEUEHHUS B PAJC CIydacB SIBISIOTCS €IMHCTBEHHBIM CHMITOMOM 3a0OJICBaHUS NPH
TreMOpparuuecKoM auares3e), FTHHEKOJIOr0B, CTOMATOJIOTOB U 1p. Y OOJIBIIMHCTBA ITAIEHTOB C 3TOH IaToNoruei
TIepBbIE MPU3HAKK KPOBOTOUYNBOCTH MOSBIISIIOTCS B JIETCKOM BO3pacTe.

ABropsl onyoiaukoBaHHBIX B 2015 rony pekomenaanuii MexxyHapoaHoro oduiectBa TpoM003a U reMo-
crasa (International Society on Thrombosis and Hemostasis) 1mo guarHocTHKe TpOMOOIIUTONATH I/ TPOMOOIIUTOTIC-
HUH pa3/eNui JOCTYIHbIC Ha JaHHBI MOMEHT J1JaDOpaToOpHBIE TECTHI HA TP YpoBHA. K umcity TecToB mepBoro
YPOBHSI, HEOOXOMMBIX B XOZI€ MHUIMAIFHOTO 00CIe0BaHNs, ObUTH OTHECEHBI arperoMeTpHs, OLIEHKa BhIOpoca
MapkepoB anb(a- ¥ INIOTHBIX T'PaHyl M aHAJIN3 JKCIPECCHH OCHOBHBIX IMOBEPXHOCTHBIX TIIMKONPOTEHHOB MO-
CPEJICTBOM TPOTOYHOI IIUTOMETPHU. B HMccinenoBaHNM MCTIONB3YIOTCS Pa3iiMyHble HHYKTOPBI arperamus, K Ko-
TOPBIM OTHOCST aieHo3uHpochar (AJ[D), konnareH, pUCTOLIETHH, a TAKKEe WHIYKTOP, aKTUBUPYIOLINMH peLenTop
tpombuHa (APT) Ha Tpomborutax (TRAP-tect). AJID cTuMynupyeT akTHBALKIO TPOMOOIIUTOB apaxua0HOBOM
KHCJIOTOH, KOTOpast sIBJIsETCA CyOCTpaToM AJIsl IUKJIOOKCHUTEHa3bl. LIMKIOOKCHIreHasa nmpoxynupyeT TpoMOOKcaH
A2 — mourHbI akTHBaTOp TpoMOounToB. CHIDKeHHE arperanun ¢ aroHuctoM A1 HabmonaeTcs mpu TpombacTe-
Huu [mannmMana, nedekre P2Y 12, cuaapome «cepbix» TpoMOonuToB, nedunure Gocdonumassl A2, nepummurax
IUIOTHEBIX TpaHyid, cuHapome Buckorra-Onapuya. CHmkenne arperanuu B TRAP-tecte Habiromaercs mpu CHH-
npome beprapa-Cyibe, HapylIEHHSIX CEKPELHH, CHHIPOME «CEPBIX» TPOMOOIIUTOB.

Ienb: oneHUTH MOKa3aTeNy arperauy TpPOMOOIIUTOB Y aAeTeil ¢ momo3penuem Ha TIL.

[Ipoananu3upoBaHbl pe3yNbTaThl Ta00PATOPHBIX MCCIIEAOBAHUN arperaioHHON (yHKIMH TPOMOOLNTOB
y 31 mammenTa B Bo3pacte oT 4 10 18 5eT, HaXOMWBIIMXCS HA CTAIIIOHAPHOM JICUCHUH B T€MATOIOTHIECKOM OT-
nernernu 1 gereri I'Y «PHIIL PMuDUy. [lokazanusamMuy Ij1s Ha3HAYCHMS HCCIICIOBAHUS SIBHIINCH KIIMHUYSCKHIE
npusHaky TII B Buie KpOBOTOUMBOCTH MHUKPOLMPKYIISITOpHOTO THITA. KpuTepusaMu uckitoueHns obuia TpomMoo-
HUTOIICHUS J'IIO6OI>1 CTCIICHU M KOaryJoIaTuu. O61)6KTOM HUCCJICAOBAHUSA SBJIAJINCH Tp0M6OLIl/ITbI IJ,eJILHOﬂ Iie-
pudepuueckoii BEHO3HOH KPOBHU, KOTOPYIO MOJNYYad C aHTUKOAryJIsSSHTOM THPYIUHOM B CTaHIAPTHBIE CUCTEMBI
S-Monovette 1,7 mi. MeTogoM UMIIEIaHCHOM arperaroMeTpuy OIeHHBAIH (HYHKIHIO TPOMOOIIUTOB (arperoMmerp
Multiplate, Roche I'epmanmst). B xauecTBe WHAYKTOPOB arperanuy Ucrons3oBanud HHAYKTOpsl AJI® u APT Ha
tpombonmrax (TRAP-tecT).

MmnenancHas arperaroMeTpust TpOBOIMIIM B OTHOPA30BbIX JUCIIOCHCTEMAX, MMEIOIINX CIIEIHaIbHOE MO-
KPBITHE, TPEAOTBpAIatOICC CIIOHTAHHYIO aKTUBAIUIO TpOMGOLII/ITOB. B JAUCIIOCUCTEME BCTPOCHBI ABE Iapbl U3-
MEPUTCIIBHBIX JJICKTPOAOB U MCIIaJiKa C Te(bJ'IOHOBI)IM TIOKPBITUEM. Bnarozlap;l HaJIMYUIO JIBYX I1ap SJCKTPOI0B
KaX bl TECT B 00pa3Iie BHIIOIHSIIN B AyOJie ATl TOBBIIEHHS TOYHOCTH HCCIIEN0BAaHMA. ATperalioHHast KpuBas U
€€ OCHOBHBIC ITapaMeTPbl PACCUUTHIBAINCH aBTOMATHYECKH. VI3MEHEHNE CONPOTHBIICHHS BBIPayKali B YCIOBHBIX
eIMHNIaX, Ha3BaHHBIX arperannoHHbIMA — AU (aggregation unit). [ToBbImeHne nMneaanca, BO3HUKAOMIEE B pe-
3yJIbTaTe MPUKPEIUICHHUs] TPOMOOIIMTOB K CEHCOPaM, BBIpaykKalil B BUJIE YCJIOBHBIX arperannoHHbIX enuul (AU),
COOTHECEHHBIX KO BpeMeHH (MUH).

PedepeHTHBIMU MIPUHUMANN 3HAYEHHMSI, YKa3aHHbIE B MHCTPYKLUIX K AMAarHOCTHUECKHUM HaboOpam, COOT-
BETCTBEHHO, s arperanud ¢ AID: 530-1220 AU/muH, ms arperamuu ¢ APT: 940-1560 AU/MuH.
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K uucny KIMHUYECKUX MPOSBICHUH MOBBIIIEHHONW KPOBOTOUMBOCTH OTHOCHIIMCH: KOXKHBIH reMopparunye-
CKuil cuHApoM (y 8 MaLMeHToB), HOCOBBIE KpoBoTeueHH (y 21 maruenTa), MeHopparuu (y 2 MarueHToK).

AHanu3 pacupesneieHns 3Ha9eHUH arperayuy TPoMOOIIUTOB ¢ HHAyKTOpoM AJ[® mokaszan Hanu4ue CHU-
eHHBIX 3HadeHnd (Menee 530 AU/mun) y 19,4% (6) mamuenTtoB. Y GompmmHCTBa manueHToB (80,6%, n=25)
3HayeHust arperauuu ¢ A1 cocrasisuim ot 556 o 1235, T.e. HAXOAUIUCH B Ipeesiax HOPMaJbHbIX 3HAUEHUH.

[Tokazarenn TRAP-Tecta y manueHTOB 4aiie Obuti CHUKEHBI 1 B 48,4% (15) ciryuaeB coctaBisutu 525-940
AU/mun. Y 16 nanuentos (51,6%) Habnronanuch HopManbsHble 3Ha4eHUs oT 967 o 1498 AU/MuH.

[TonmyyeHHBIE JaHHBIE COIACYIOTCS C Pe3yJbTaTaMH APYTHX HCCIIefoBaTeNel, KOTOphIE OIIEHUBAJIN arpe-
Tarnio TPOMOOIIMTOB C IIOMOIIBI0 ONTHYECKOTO (TypOuanMeTprudeckoro) merona. JJo 50% manuentoB ¢ Hacien-
ctBeHHbIMU TII ninm nmomo3penuem Ha TII HE uMenu OTKIOHEHWH MO JaHHBIM CBETOBOM arperaromerpun. He-
JIOCTAaTOYHAs] YYBCTBUTEIBHOCTD, C OAHON CTOPOHBI, OOBSCHSIIACH OTPAaHUYCHUSAMH camoro Mertona. C mpyroi
cTopoHsl, oonbmmHCcTBO TII Xapakrepusyercs BecbMa YMEPEHHBIMH IPOSBICHUSMH KPOBOTOUMBOCTH, KOTOPHIC
ObIBaET TPYJHO OTIIMYHMTH OT MPOSBICHHI FeMOPpParuuecKoro CHHApoOMa y 370poBbIX Jull. Ele cioxHee npose-
CTH OAOOHOE pa3sTpaHUYCHUE B IEAUATPUIECKON IPaKTUKe. Y aKTUBHBIX J€TeH KOXKHBIN reMOpparn4ecKuii CHH-
JPOM MOJKET OBITh TOCTaTOYHO BRIPAXKEH 3 CUET HAIMYHSA ITOCTTPABMATHUECKUX IKXUMO30B, a YaCTOTa WH(EKITHHA
BEPXHUX JBIXAaTENBHBIX ITyTEH, YaCTO MPOBOIMPYIOIINX HOCOBBIE KPOBOTEUCHNS, BBIIIE, YEM Y B3POCIBIX. boib-
IIMHCTBO JICTEH eIlle He CTAIKUBAJIOCH C «CUTYAIHSIMH BEICOKOTO PHCKay (XUPYPrHUSCKUE OTIePALIUH, YKCTPAKIIH
TIOCTOSTHHBIX 3y0OB M T.XI.). TakuM 00pa3oM, y 3HaYNTEIbHOW YacTH MAaIlMEHTOB HapylIeHUs (YHKIHUH TpoMmOo-
LIMTOB HE YCIIEBAIOT «3asiBUTh O ce0e» B AETCKOM Bo3pacte. Tem He MeHee caMM MaleHThl U/HIH UX POIUTEIN
OLIGHUBAJIM TaHHBIC NTPOSBICHUS KaK CyIECTBEHHBIE, OHU CTAIM IPUIMHON 00palieHnit K Bpady.

B HacTosimem nccrienoBarny npu nono3pennn Ha TI1 y gereit HanbombIIyI0 9yBCTBUTEFHOCTD TIOKA3aIH
pesynbratel TRAP-tecta — 48,4% nereit mMenw CHIDKEHHBIC 3HAYUCHUS arperaliy, BHITOJHEHHBIE ¢ TIOMOIIBIO
AMIETAHCHOH arperaToMeTpHH.

3akioueHue

TpomOorTonaTu MOTYT HE BBI3BIBATh BEIPRKEHHBIX MPOSIBICHUI KPOBOTOYMBOCTH B ITOBCETHEBHOM JKH3-
HH, OJHAKO TasAT B ce6e MOXXKU3HEHHBIN PUCK Pa3dBUTHA TAXKCIIbIX, MOTCHUHUAIBHO KU3HCYT'POXKAIOIINX KPOBOTEC-
YeHWH MPH XUPYPTHYECKUX BMEIIATEIBCTBAX, B PONAX M T.II., YTO JeJaeT MpoOieMy MX AMAarHOCTHKH BEChMa
akTyanbHOW. HopManbHBIE pe3yibTaThl arperoMeTprUd B COYCTaHUH C YMEPEHHBIMHE MPOSBICHUSIMA KPOBOTOUH-
BOCTH HE ITO3BOJISIOT OJHO3HAYHO MCKIIFOYUTH HAJMYWE HACICICTBCHHBIX HAPYIICHUH QYHKIHA TPOMOOIUTOB y
MAIEHTOB JAETCKOTO BO3pacTa.
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BPOXIICHHBIX HAPYIIEHHUI CBEPTHIBAHUSA KPOBH

A.B. Maxapuux
duznorepanus B KOMIIEKCHOH peaOHINTAIMU MAI[MEHTOB C TeMaTOJIOTMYeCKUMHE 3a00JIeBaHUSIMU:
COBpPEMEHHBIE BO3MOKHOCTH M OTPaHUYCHUS

K.C. Maxkeesa', U.A. Hosuxoea', B.B. XKenesxo!, E.®@. Muyypa?
AHTHOKCUIAaHTHBIHA CTaTyc TUTa3Mbl KPOBH y JeTE€H ¢ UMMYHHOU TPOMOOITUTOTICHHEH

E.®. Muyypa, B.M. Muyypa
[Nokazarenu oOMeHa jkesie3a U aHeMHs y IeTel C caXxapHbIM JHadeToM

E.®@. Muyypa', B.M. Muyypa', E.C. Maxauna',?, B.P. Ckobnux’
JduddepernnanpHas TMarHOCTHKA aHEMHHN Y TIAIIMEHTOB C CaXapHBIM JHa0eToM

O.B. Mypawio, A.C. Iloozopnas, A.FO. 3axapko
KiuHHUKO-arHoCTHYECKHUE KPUTEpUH Ne(UIUTA XKeJle3a Y MAUeCHTOK ¢ aHOMAJIbHBIMH MaTOYHBIMHU
KPOBOTCUCHUSIMU

O.B. Mypuiuesa, FO.B. Tonkauesa
Bropuunble aneMun npu TUnepGeppuUTHHEMAN: TaTOreHe3, tuddepeHianbHas TMarHoCTHKA 1
MIOZIXOABI K JICYCHUIO

U.Jl. Hosux, U.JI. Kpasyosa
[utomMopdonornyeckre XapaKTepUCTUKH IPUTPOLUTOB Y MAIIMEHTOB C HACJICACTBEHHBIM
cepormro3om ['omenbckoit obmactu

B.H. Mapmuuxos, /[.K. Hosuk, FO.U. Apey, A.E. Cunun, O.B. Mypwiuesa, /[.A. Bausun, H.JI. Camyces
AHanu3 arperanuu TpoMOonuTOoB Ha 0cHOBEe ASPI-TecTa y manneHTOB ¢ HCTUHHOW MOTUITUTEMHEH

E.B. Poouna, /1. Y. I'aepunenxo, H.U. Kopoicenesckas, A.11. Canusonuux, O.A. Pomanusa, E.A. Ceucmynosa
3HAYUMOCTb MOKA3aTeNIel KOArysIIHOHHOTO FEMOCTa3a y NallMeHTOB C MHOXKECTBEHHOM MHUETIOMOIl B
OLICHKE CEPACYHO-COCYAUCTON CUCTEMBI

A.B. Pooicko, U.B. Besnxun, B.A. Poxcko, C.H. Huxonosuu, C.B. I[lanxosa, IO.B. Yaiixosa, O.H. 3axaposa,
O.11. Ouunnuxosa
Or1ieHKa PHCKa Pa3BUTHUS JICHKO30B Y YYaCTHUKOB JUKBUIAIMH MOCIICACTBUI KatacTpodsl Ha HADC

A.B. Pooicko, U.B. Besnkun, B.A. Pooicko, C.H. Huxonosuu, C.B. Ilanxosa, I0.B. Yauixoesa, O.H. 3axaposa,
O.11. Osuunnuxosa
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OreHKa prcKa pa3BUTHUS JEHKO30B Y IOTOMKOB YYaCTHUKOB JINKBHUIAIIAH ITOCTIEACTBHI KaracTpodsl Ha HADC 44

HU.II. Pomawesckas', FO.U. Apey’, Xooynesa®, A.H. [lemudenxo’, E.®@. Muyypa', O.B. )XKyx!, TU. Kupeesa’,
H.0. Jlanemo', I0.C. Jlapuonosa’
Bpoxxnennsle koarynonaruu y nereii [omenbckoit obnactu
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A.II. Canueonuux, O.A. Pomanuea, E.B. Poouna, B.B. Canusonuux
JleyeHue OCTPHIX IPUCTYIIOB HACICICTBEHHOTO aHTHOHEBPOTHYECKOTO OTeKa U JI-TruMephl

J.C. Cauyunosuy, K.H. Ilyzauesa
Pacnipenenenue ciyuaeB HEXOPKKUHCKUX JTUM(POM, XPOHHIECKOTO JTUM(OIEHKO3a U peaKTHBHBIX
TIMQOINTO30B y MAIIMEHTOB [ OMENBCKOM 00macTy ¢ abCOMOTHBIMH JTUM(OIIUTO3AMU

E.A. Ceucmynosa, /].A. bBauzun, A.I1. Canueonuux
BTOpuYHBI 3PUTPOIMTO3 Y PEIMITMCHTOB MOYEUYHOTO TPAHCIIAHTaTa

A.E. Cunun, B.H. Mapmunxkos, FO.U. Apey, A.A. Cununa

BrisBsseMOCTh KIMHAYECKH 3HAYUMBIX MyTanuii reHoB JAK2, CALR n MPL B rpymiie TanueHToB C
MIOA03PEHNEM Ha ph-HEeraTuBHbIE XPOHNYECKNE MUETIONPOIH(EpaTHBHBIC 3a00JICBAHNUS: PE3YIbTAaThI
TOJIOBOTO HCCIIEIOBAHMS

E.C. Tuxonosa, C.B. 3vibnesa, FO.H. Bvicmpenkosa
IemaTonornveckue MpoSIBICHHS IEPBUIHBIX MMMYHOAC(HHUITUTOB

JLA. Trauenxo, B.M. Muyypa, FO.B. Toakauesa, /[.U. I'agpunenxo, E.B. Poouna, H.HU. Kopcenesckas,
JI.K. Hosux, H.U. Kos3ux, B.B. Kowxesuuy, O.B. Ilapxomenxo
[TopaxeHue cepaeyHO — COCYAUCTON CHCTEMBI IIPH XPOHUYECKOM JTUM(OITUTAPHOM JICHKO3€e

10.B. Tonxauesa, B.M. Muyypa, JI.A. Tkauenxo
Ponb BEpYCOB B TOBPEXKICHUN SHOTEIUS IIPU XPOHHUYCSCKOM JTUMQOIICHKO3e

C.A. Xooynesa', U1.A. Hosuxosa', JI E. Kopomaesa®, U.A. Manuwesckas’, A.E. Cunun?, U I1. Pomawescras?,
A.H. lemuoenxo’, E.®. Muyypa’ , E.B. bopucosa’
AnTHhOChHONUIUAHBIN CHHIPOM: pe3yJIbTaThl HAOMIONCHU

C.A. Xooynesa', U.I1. Pomawesckas’, J[. K. Hoeux?, E.H. Kabaesa’, U.A. Hosuxosa', A.H. [lemudenxo?,
E.@. Muyypa?, E.B. bopucoed?, U.A. Mamnuwuesckas’
Bonesus BuimteGpanma: mpo6ieMbl CBOEBPEMEHHOM TUATHOCTHKY M IIYTH MX PEIICHHUS

FO.I" Llampenxko, B.J]. Cenvkuna, T.U. Eedoukosa
VYnbTpa3ByKoBast JUATHOCTHKA MATOJIOTHH KPYITHBIX CYCTABOB y MAIHCHTOB OOJBHBIX reMOoGUITHeH

O.A. Ulymax, 1.B. I'opbauesa
[NoBBIIEHNE TPOU3BOIUTENHHOCTH KIMHUKO-IHArHOCTHYECKOM Tab0paTOpUH B pe3yNbTaTe BHEAPSHUS
ABTOMATHYECKHX CHCTEM YIPaBICHUS

O.A. lymax, E.II. Jlykvanenxo
OCOOCHHOCTHY UCTIONIF30BAHUS JIAOOPATOPHBIX METOJIOB B IMATHOCTHKE TEMOJTUTUYCCKUX aHEMUH Y
neret oocnenyeMbix B ['Y «PHIII PMudU»

10.U. Apey, U .H. Kozapyw, /].C. Cauunoguu
[{utoreHeTH4YecKre U MOJIEKYJISIPHO-IIUTOTEHETUUECKHE METO/IbI B IMArHOCTHKE XPOHUIECKOTO
MHEIIOJIeHKO3a

F0.U. AHpey, U.II. Pomawesckas
Hcnonp3oBaHne MMIEJAHCHOM arperaroMeTpuy B ANArHOCTHKE TPOMOOLIMTONIATHH Y feTeit
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HpOI/I3BOIICTB€HHO-HpaKTI/I‘-IeCKOG n3gaHuc

«AKTYyaJIbHbIE BOIIPOCHI FeMATOJIOTHHM B 001IeBPa4eOHOMN NMPAKTHKE)
(r. 'omean, 12 Hos10ps 2025 1)
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B aBropckoii pepakuun
Texunueckuii penaxkrop C.H. Huxkonosuy
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