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AKTya/IbHOCTb

XpoHudecku JauMonUuTapHbid Jenko3 (XJIJI) - 3To cambld 4YacTbIH
XpPOHUYECKUM JIEMKO3 Y Hac B cTpaHe. [lo JaHHBIM HCCIeJOBAaHUM, TepBAYHAS
3200J1eBaeMOCTb (BbISIBJISIEMOCTb) cocTaBaseT 2,95 caydyas Ha 100000
HaceJIeHHS B roJi, IpU 3TOM B €BPOINEWCKHUX CTpPaHaX — OKOJIO 5 cjy4yaeB Ha
100000 yesnoBek B roj. W3BecTHO, 4TO 3ab60JieBAEMOCTb YBEJUYUBAETCH C
BO3pacToM, U y JwJer crapiie 70 JieT BbIABJISAEMOCTb cOocTaBJsieT yxe 20
caydaeB Ha 100000 HaceneHust. JleueHue 60sbHbIX XJIJI 06ecieunBaeTcs 3a CUET
pasJIMYHbIX FOCYAAPCTBEHHBIX IpOrpaMM. /|l nJaHUpPOBaHUA MOTPEOHOCTEN B
JIEKADCTBEHHOM  obOecriedyeHWM  KpaillHe  BaKHbIM  SBJISIETCS ~ 3HaHUeE
3MUJEMHOJIOTUYECKUX OCOOEHHOCTell 3abosieBaHHWSI B KOHKPETHO B3SITOM
pervoHe.

XpoHHUUYECKHH JUMQPOUUTAPHBIA JIeMKO3 - BapuaHT B-kijeToyHOU
WH/A0JIEHTHOU JIMUM$OMBI, TO €CTh 3TO JUMPponposindepaTHUBHOE 3ab60JI€BaHUE,
NPy KOTOPOM BO3MO>KHA HabJItoJlaTe/ibHasA TaKTHKa. [lo JaHHBIM JIUTEPATYPHlI,
30% mnanyMeHTOB HMEKWT MeJJIeHHO Iporpeccupywuiee TedeHue XJUJI, u
NPOJO/DKUTENBHOCTh HUX U3HM TMPUOJMMKAeTCd K CpeAHUM LnudpaMm B
NONyJALMU. MHOTOYMCJIEHHBIMU MCCIEeJOBAaHUAMM [OKa3aHO OTCYTCTBUE

YBE€JINYECHHUA O6m€ﬁ BBIXKMBAEMOCTHU IPHU pPAaHHEM Ha4daJie JIeYEHHUA 00JIbHBIX
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XJIJI. 3TO faeT OCHOBaHUE MPOBOAUTH HAOJIIOAATE/NbHYIO TaKTUKY. [Ipu aToM y
yacTu O0JibHBIX XJIJI MOKa3aHUA K Hadaly XMMHUOTEpPAlUU eCTb yxXKe IpHU
YCTAaHOBJIEHUM [IMAarHO3a, Yy HEKOTOPbIX OOJIbHBIX MPU3HAKU MPOTrpecCcuu
NOSABJSIIOTCA B OJIMpKalllie Mecslbl. Bpayy mepBHYHOrO 3BeHa OTBOJUTCA
BaXXHasi poOJib B OOHApYXeHUU OOBEKTHUBHBIX, JAOOPATOPHBIX W/WIHU
VHCTPYMEHTAJbHbIX MNpU3HakoB XJ/IJI, mpu BBIABJIEHUU KOTOPBIX MNALUEHTa
HeoOXOJAMMO OTHpPaBUTb K TeMaToJIOry [Js MOATBEpPXKAEHUS [JUarHosa,
NaJIbHeHIIero HabJ /Il AeHUs WU JiedeHUs 3a00/1eBaHUA.

Leab HUCC/IeJOBaHUA: YTOYHUTDb 0COOEHHOCTHU epBUYHOU
3a060/1eBa€MOCTH XPOHUYECKUM JIMMPOLUTAPHBIM JIEUKO30M B AJITalICKOM Kpae.

MaTepuajibl 1 METObI

Hamu npoananusupoBaHo 40 ciy4daeB BriepBblie BbisiBJaeHHOT0 XJIJI B KI'BY3
«KpaeBas kinHuYecKass 60JIbHULIA» CPEAU KUTeJEed AJITaliCKOTO Kpasi B IEPUO/
cutoHd 2021 roga o ceHTsA6pb 2025 roga. CorsiacHO POCCMMCKUM KJIMHHUYECKUM
peKOMeH/AaluAaM JUarH0o3 BbICTABJIAJICA HA OCHOBAaHWMW U3MEHEHUH B aHaAJIM3aX
KpOBM (BbIsIBJIeHUe B mNepudepuyeckor kpoBu >5 000 B-mumdonuToB npu
YCJOBUH, YTO JIUMQPOLMUTO3 COXpaHsJcad Oosee 3 Mec.) UM pe3yJbTaTOB
MMMYHOQEHOTUIIUPOBAaHUSA MepruPpepruyecKO KpPOBU H/WJIM KOCTHOrO MO3ra
(benotun CD19+, CD5+, CD23+, cooTrBetcTtBytomui XJIJI). Cragusa XJIJI
yCTaHaBJIMBaJlacb HA OCHOBAaHUMU (U3UKAJIBbHOTO MCCJIeJ0BaHUS U Pe3YyJIbTATOB
aHasiu3a KpoBU mo kKputepuamMm ].L. Binet. [lokazaHua a9 Hadasia Tepanuu
onpezesssauch corsacHo kputepusam IWCLL 2018.

Pe3yibTaThl

Cpeny 06c/eOBAaHHBIX MALIMEHTOB — 24 »KeHIMHbI M 16 My>K4UH. MenaHa
BO3pacTa Ha HayvaJio 3aboJieBaHus cocTtaBuia 68 siet (40-87 siet). [lo JaHHBIM
gutepaTtypsl, XJIJI yallle BcTpedyaeTcd y My»K4UH, B HallleM UCCJIeJOBAaHUHU Yallle
OoJsiesin KEHIIMHBbI, U 3TO TpebyeT AajibHeWllero usydyeHud. Ctaguro A mo
KpuTepuaM J.L. Binet yctaHoBuIu y 29 nmauueHToB, cTaaud B umesna mectoy 11
nanueHToB. Ctagusa C He OblIa YCTAaHOBJIEHA HU Y OJHOTO OOJIBHOTO U3
uccaenyemon rpynmnbel. CpesgHee 4UC/I0 JieMKOLUTOB B febroTe XJIJI cocraBuiio

39,1x10°/n, numpoumutoB - 33,4x10°/sn. ¥V nABOMX NAlMEHTOB JIMM(QOILMTO3
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npeBbimana 100x10°/n. Y 9 nmauueHTOB OblIa  3aperucTpUpoOBaHa
TPOMOOUUTONEHUS JIETKOW CTEeNEeHU TSHKeCTH, Y 8 — aHeMHs JIETKOW CTelneHU
TskecTU. [lepudepudeckass auM@azeHoONaTUs MNaJbIAaTOPHO WA MpHU
NpOBeJleHUU UHCTPYMEHTAJIbHBIX METO/I0B 00C/Ie/l0BaHuS Obljla OOHApyKeHa Y
28 manueHTOB, JUMaJeHONaTUs OPIOIIHOM MOoJIOCTH — Y 11, a yBesndeHuUe
BHYTPUTPYAHBIX IMMOY3JI0B BbISIBJIEHO JIULIb y 5 nanueHTOB. CllJieHOMeraaus
¥MeJsia MecTo y 5 manueHToB, renatoMeranaus - y 10 6osbHbIX. U3 40 60/IbHBIX C
BIepBble BbISIBJIEHHBIM AUarHo3oM XJIJI To/ibKO 2 mayueHTaM Obljia Ha3HavyeHa
NPOTHUBOONYyX0JieBasi Tepalus Cpa3y MOocCJie YCTaHOBJIEHUS JUarHosa, eme 13
nanyMeHTaM Tepanus HadyaTa NpU NMOSIBJIEHWHU NOKa3aHWUM JAJis HadaJlla Tepaluu.
MenuaHa BpeMeHHM OT MOMEHTA BbisBJeHUs 3aboJieBaHUsI [0 Hadasa
cieMPUYEeCKOW Tepalnuu COCTaBUJIA y 3TUX O0JibHbIX 8 MecauneB (4-35
MmecsueB). [lanyeHTaM npoBoauJoch jJedeHrue no nporpammam Rl, BR, FCR. Ha
JlaHHbIA MOMeHT 25 manueHTOB ¢ XJIJI mpoxoJdaT peryJssipHoe HabJoJeHUe.
OcJ/IO)KHEHHBIM CEMEWHBbIM aHaMHe3 10 XPOHUYECKOMY JHUMQPOJIENKO3Y
o6Hapy»xeH y 4 6osbHbIX ¢ XJIJI (10% cpenu Bcex NalnMeHTOB).

Y 70% nauueHToB (28 4esioBeK) MNepBble CUMIOTOMBbI 3ab0JieBaHUSA
MOSIBUJIMCh 3aJl0JITO /10 MOMEHTA YCTAHOBJIEHHUA JiMarHo3a. TaK CHUMITOMBI
ONyX0JIEBOM MHTOKCUKAIlUK B BHUJZE CJa0OCTH, MOTJHWBOCTH, CHUKEHUs Beca
uMesm Mecto y 11 mnauydeHTOB B MHTepBajsie oT 3 g0 12 mMecsles,
nepudepudeckas JuMbajeHonaTuss 6ecrnokousa 5 nanueHToB B TedyeHUe 1-6
MecsileB, a JJUMPATUYECKHUI JIEMKOLIMTO3 B aHa/JM3aX KPOBU OOHApYKUBaJICA
paHee y 12 6oJsibHbIX. [laniMeHTbl MO0 He obpallaldCh 32 MeJUIMHCKON
NOMOIIbI0, IMOO He HAaPaBJISJIUCh K TeEMATOJIOTY.

3akouyeHue

1. Cpeau 6GoJIbHBIX C  BIepBble  BbISIBJEHHbBIM  XPOHUYECKUM
JUMQOLMTAPHBIM JIEHKO30M B AJITaliCKOM Kpae Npeo6Js1aaoT }KeHIUHBI.

2. MepguaHa nepBu4HOM 3a6osieBaeMoctu XJIJI coctaBiisieT 68 JieT.

3.Y 70% nauyeHTOB MepBble CUMITOMBI 3a00/1eBaHUS OSIBUJIXCH 3a/,0JITO

A0 MOMEHTAa YCTaHOBJIEHUA ANATI'HO34a.
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4. 10% 60abHBIX ¢ XJIJI BbISIBJIEH OC/I0’)KHEHHBIW CEMENHbIN aHAMHE3 IO
XpPOHUYECKOMY JIUM(POJIENKO3Y.
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