(1 naunent); pemuccus ne gocruruyra B 14,3% y nanuenra co BTopu4HbIM
OMUI, rpancdopmuposanusim ua MJIC, pannuit peunans, Monocomust 7.
Hanbueiiuiee HabnofeHue NposeaeHo y AByx nanuentos — 28,6%. ¥ on-
HOTO M3 HUX, PEMUCCHSI COXPAHSJIACHh B TEYEHUH 6 MECSILEB, 3aTEM MALH-
€HT rocnuTanuauposat ais nposenenus awno-1T'CK. Y npyroro nauunen-
Ta, PEMUCCHUS COXPaHSIACh B TeueHUe 5 MecsiLes, fajlee AUarHOCTHPOBAH
peuuaus 3aboneBanusl.

Mpunoxenne 1

3axmouenne. [Ipumenenne onuuu repanuun 'MA + Beneroknakc
MHOroo6elaomas onuus AJjs NOArOTOBK U NALUEHTOB C pedpakTepHO-pe-
nuausupylommmu popmamu OMIJI k asnoreHHOH TpaHCHIAHTALMM, KO-
TOPBIM HEBO3MOXKHO IPOBECTH BBICOKOJO3HBIE PEXKMUMBI XMMHOTEPANINN
Kype 'MA+Beneroxnaxc Tpe6yeT MeHBIIEero 0obemMa COMPOBOAUTENBHON
TepaIuK, MEHbIIEe KOJUIECTBO OCJIOKHEHMI, 4TO AeJaeT TEPAIMI0 H0-
crynnee. OgHAKO IOBTOPHBIE PEMUCCHY HEJOJITOBPEMEHHEIE.

Cannukosa C. C., Casnrosa M. T, [ipecesHuukosa 3. 3.

KJIMHWYECKUI CTYYAY. HABJIIOAEHUE U IEYUEHUE IMAITUEHTA C METAXPOHHOM OITYXOJIbIO
Kb N2 16

Beenenne. Ha cerogHsiiuHuii meHb aKkTyasJbHBIM OCTaeTCst BOIPOC
0 BOBHMKHOBEHUH M TPUIMHHO-CJIE/ICTBEHHBIX CBSA3SIX EPBUYHO-MHOKE-
CTBEHHBIX OIyXOsed. DONbIIMI MHTEpEC BBIBBIBAIOT PEAKNE COYETAHUS
OIlyXOJIeli KPDOBETBOPHOM U ﬂMM(i:)aTMHeCKOﬁ cucrembl. B manHO# craThe
OyHeT MpejCTaBJeH KIMHUYECKUIl CIydail Pe/IKOro coueTaHUs MOpaske-
HMSA MMEJOMAHOH U AuMQOUAHONR JMHUU remMONOod3a — MEeTaXPOHHOM
OILyXOJM — XPOHMYECKOTO MHUeIonpoinudepaTUBHOro 3aboneBaHms, 1c-
runnoit nosuuuremun (XMII3.MIT) u numdombl u3 k1eTOK MapruHab-
Hoit 3onbl. B amBynatoprnom ornenenuu 'emaronormueckoro HayuHOro
uenrpa Munanpasa Poccuu B nepuon ¢ 1996 no 2013 r. non nabnogennem
Haxoaunauce Beero 20 GONBHBIX ¢ CHHXPOHHBIMU M METAXPOHHBIMU OILy-
xonsmu. EcTb nannsle o peTpocnexkTrBHOM McCaen0BaHUM 46 NaLMeHTOB
¢ XJIJI/MIIH, nanpasnennsix B 15 nranesuckux nenrpos GIMEMA.
WNuocTpanHble MCTOYHMKM, 3a MOC/IEJHUE ABAALATb JIET, ONUCHIBAKT
HECKOJIbKO MOJ00OHBIX KIMHUYECKUX CILy4Yaes, BbIABUIas Pa3IMYHbIE TEO-
PHYH IPUYMHHOTO COYETAHMS AAHHBIX HO30JOTUH U ONPENEIEHUS TAKTUKH
BeJleHU S JaHHBIX MaIlMeHTOB.

Iens paGoTsr. B nacrosiee Bpemst HeT pyKOBOACTB 110 JIEUEHUIO ITOH
IpYIIbI HALMEHTOB, CTPATErMH J€UeHU s JOJXKHbI ObITh MHAMBU/YaIU3HU-
poBaHbl AJis1 obecreyeHs] MAKCMMaJbHOIO pesysbrata / CUMIOTOMATHYe-
ckoro ynyuuenus. [logbop onTumanbHO Tepanuu y nauueHTta ¢ meTa-
XPOHHOM OILy XOJIBIO.

Marepuannt nu meroapl. Knununueckuii cinyyvait. Habnonenue u neve-
Hue lnauuneHTkn ¢ MeTaxpoHHOH omyxonsko. [Iposenensr muenorpamma,
FISH uccaenosanue, tpenano6uoncus. [logobpana repanus.

Peayabrarnt u o6cyspenne. Juarnos UIT ¢ 1993 ropa. Tepanus:
Funpea. Pocr cenesenxu. C 09.2021 r. unrepdepons, mmoxas mepeHo-
cumocts, Het addexra. C 05.22r neiixonuros, pocr cenesenxu, 8 OAK:

Tabnuua 1. IuHamuka aHanusos

1993 . 05.2020 06.2021 10.2021 14.06.22
(RBC) Sputpouutsl, 10'2/n 57 4,1 4,73 4,49 417
(HGB) Temornobu, r/n 161 92 13 115 97
(HCT) Temarokpur, % 49 38 41,8 41,6 33,8
(PLT) Tpom6ouutsi, 10°/n 570 357 267 235 194
(WBC) Neitkoumtsi, 10°/n 1,5 35 23,44 19,51 53,7
AtvnuyHbie BonocaTbie knetku, % - - - 0 68%
(LDH) NAT (nakrataernaporenasa), Ea/n - 645 754 771
Tepanusi Ha MOMEHT MCCNeoBaHMS: Hayano ruapea NDH rMppea
Tepanum
Tapea
Tabnuua 2. JuHamMMKa pasmepos ceneseHku
1993 2001 05.07.2021 09.2021 10.06.2022
Y3n Y3Kn Y3Kn Y3n Y3n
150%6 mm, poba- 275%92 mm 332x161x78 mm 189x106x20 | 207x170%250 mm,
BOYHAS AONbKA MM obbem 300 kB.M.
Tepanus Tepanus Tepanus Tepanus Tepanus
Tuapokeukapbamua | Tuapokcukapbamua | Tuapokcukapbamua | Mutepdepons I'wn%ommap-
ammua

311x174%x226 mm, nnowaas okono 350 ks. cm. B sepx-
Hem nonioce — WaposuaHoe obpasosarme 32x29 mm

Bnacrer 19%. KM 06.2022 r: Bnacrer 2%, Atunuunbie BosocaTbie KJeT-
ku 13,6%. IDT 06.2022 r: coorsercryer BKJI. Myrauns BRAF V600E
He obnapyskena, Tpenanobuoncus: BKJI-nogobuoe sabonesanue, BRAF
nerarus. [locTnonuuuremnyecknii muenodubpos, peaucTeHTHbII K Mpo-
sopumoii repanuu. Jak2 +. I'pynna npomeskyrounoro pucka-1 mo DIPSS.
Her myrauuit 4 sksona rena [DHL2; SRSF2;12 sxsona ASXLLEZH?
Monorepanus Benpamycrtun 1 xype, Knanpubun 1-7 nenn ¢ 08.22 r.
Hoctuskenne yactuuHoil pemuccuu, cHuxenue yposus BKJI-nomobusix
kaerok 0 5%. C 10.22 r. repanusa Pykconurtunnbom, snaunrensHoe ymyu-
LIEHMEe CAMOUYYBCTBMS: MEHbIIE OABIIIKA, Cl1abOCTh, yMEHbBIIEHNE SKUBO-
ta B obveme. Tpenan (06.23 r. HMULL): Meraxpounas muenougnas
u aumdouanas Heonnasust (Mumdoma U3 KJIETOK MaprUHAJbHON 30HBI,
cenesenounast ¢popma?) 07.2023 r. — Jlefixouuros. B TIKM arunuu-
ubte numonutsr 45%. DT or 07.23 r.: B-xnerou. numpoma (MKJI?).
Ipu orcyrcrsuu aenenun 11;14 quarnos numdomMa MapTUHATLHOH 30HHI,
Bapuant CD5".

3axmouenne. VICKI0OYMTENBHOCT [JAaHHOTO Cily4ast B3aKJ/04YaeT-
cs1 B couerannn y opHod naumentku XMII3 u ycranosiaenus gepes 29
ner na ¢oue repanun XMII3 nmumdonponudeparustoro zabonesanns
(numdombl U3 KIETOK MAapruHaibHON 30HBI). BbisBiaenue creruduye-
CKUX FeHeTHYECKUX N0JIOMOK, JUHAMUYECKHUI KOHTPOJIb 32 COCTOSHUEM
HaleHTa, JabopaTOPHbIMU U MHCTPYMEHTAIbHBIMU 10KA3ATEIIMU, Aa€eT
BO3MO>KHOCTb BbIOparh Hanbollee MOAXOASAILYI0 TAKTUKY BEJEHMs Malu-
€HTOB C METaXpOHHbIMU omyxoasmu. Tepanus noabupaercss B 3aBUCH-
MOCTH OT AKTUBHOCTH TOTO MJIH IPYTOr0 OHKOJIOTHUYECKOro 3aboJeBanusl,
nast nevenuss XMII3 — nocroanusiit npuem unrnburopa JAK2, npu no-
BBILIEHUM aKTUBHOCTU JUMEONpOonndepaTuBHOro MpPOLecca — KypChl
XUMHOMMMYHOTEPAIINH.

09.2022 03.11.22 02.2023 04.2023 05.2023 07.07.2023 | 28.07.2023
3,08 4,28 4,8 4,6 4,39 3,69 3,69
88 114 122 19 119 101 109
30 36,4 40 39 38,2
216 256 108 104 165 108 48
16,8 4,0 4,38 8,95 8,89 63,3 12,1
0 0 - - - 66 10
1584 453 253 973
Knagpubut Havano Pykconutu- | Pykconutu- | Pykcomutu- | Kypcputyk- | Mocne kypca
Tepanuu pyk- HMb HMB HMb 15 mr cumab/ben- | Pykcomutu-
CONUTUHMBOM 15mr2p 15mr2p 2 pasa AAMYCTHH Hnb 5 Mr2 p
03.08.2022 28.11.2022 18.07.2023
Y3n Y3n Y3n

Ceneserka 296 Ha 128 mm,
ceneseHo4Has seHa 10 Mm

310x127mm, nnowaap 95 ks.cm.
Yyactku uHdapKTa ceneseHku

Meuenb npasas gons 171 mu,
nesas gons 67 MM.

Tepanus Tepanus Tepanus
benpamycTun Pykconntnuu6 Kypc MXT RB: Putykcuma6
Knanpnbut 1 benpamycTun
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Tabnunua 3

Bracrsl MUENoUMTI MeTomuen n/s c/s Mpoxopmou, Sput.an. ¢ MK nnasmobn 303 MOH Arun. nd (BK)
Tpenanobuoncus KM ot 1993 r.: Mex6anouHsie npocTpaHCTBa 3aHST KPOBETBOPHbIM MO3roM. PHBPO3HAs TKAHb He pa3BuTa. MUENoMAHbIN U SPUTPOUAHI POCTKM BbIPAXEHHBIE.
Muenorpamma 2001: BeicokokneTouHbi KOCTHbIA MO3r. MHOTO ronosaepHbIX KAeTok.
1 14 3,5 30,5 16 2 30,5
O6HapyxeHa myTauus V617F 8 14 ak3one o1 03.03.2021 .
Muenorpamma 7.06.22: Tunepknetourbii KM. MHO otpuu.
2 55 22,5 9,5 23 14 5 2 13,5
Myraums BRAF V60OE He obHapyxeHa ot 06.2022 .
Tpenanobuoncus KM ot 19.07.2022 r.: Tuctonornueckue npusraku XMI3, ouarossiit Tun nopaxerms B-knetouHoi iuMpombI, MMMyHOGEHOTUN Borlee COOTBETCTBYET BOOCATOKNETOHOMY NEAKO3Y.
NDT koctHoro mosra ot 01.11.2022 r.: numdoumtaphsiit reirt-CD 22+CD19+CD10 cocrasnser 5.59%, 8 wanbonbeit crenern cootsetctyet BKJT ¢ knoransHocTsio no nsmbaa-uent
Muenorpamma 31.10.2022:
1 6,5 10 12 23,5 32 6 3 55

Tpenanobuoncus KM ot 09.06.23 r.: Mpu ructoxumuueckom uccnegosarnm no Gomori ctenexs pnbposa crpomsl MP1, ¢ menkumn pokycamn MP2 (menee 30%). B ccneposanHom matepuane AaHHbIX B 10Ab3y AMMGOMHOTO NOPa-
XeHMs KOCTHOTO MO3ra, CyBCTPATa OCTPOro NIEitko3a He 0BHApYXeHo. MCTUHHAS NoNMUMTEMHUS B NPOLECCE ANUTENbHOA Tepanu 6e3 BOCToBEPHbIX MPU3HAKOB TpaHchopmauum 8 noct-MIM muenodubpos.

Mepecmotp Tpenanobuontata ot 19.07.2022 8 2023 r.: C yuetom MI'X METAXPOHHAS MMENOMAHAS U IUMPOMAHAS HEONNA3US (MMMBOMA U3 KNETOK MOPTUHANBHOM 30HbI, CeneseHouHas Gopmas)
Muenorpamma ot 4.07.2023: [unepkneTouHblit KOCTHbIA MO3. ATUTIMUHBIE AUMBOLMTSI C LUIKPOKOM LMTONNAZMOM.
3 2 4 55 18 15 4 1 35 45

NPT koctHoro mosra ot 10.07.23 r.: Monuron numdoumTos cocrasnset 68,48%. B vem npeobnanaior knetku ¢ U®: CD45+CD19+CD5+CD23+CD22+CD20+CD10-IgM+CD43~/+, 40 coOTBETCTBYET MAHTUIHOKNETOUHOM NUMPOME
C KNOHANBHOCTbIO NO NAMEAA ueny. [ns and. anarnoctuku ¢ B-XJ1J1, pekomenayetcs onpesentme yposhs uukamka D1.

NPT koctHoro mosra ot 21.07.23 r.: Monuron numdountos coctasnset 91,4%. B vem npeobnanaiot knetkn ¢ UP: CD45+CD19+CD5+CD23-CD22+CD20h+CD10-IgM+IgD+LAIR-1+CD81+CD79b+Lambda+CD81+CD103-CD1lc-
CD25-, 4to MOXeT cooTseTcTBOBAT 3penoit CD5-nosuTnsHolM B-knetouoit numbome (manTuitHokneTouHol numbome?). Mpu otcytctsum peneunnl ;14 puarios numboma MapruHansHoii 3ok, sapuant CD5+

Lutorenetuueckoe uccneposanue He nonyyero ot 10.07.23 r.

Capaeea H. O., 3apy6ux M. B.
OIIBIT CO3JAHUSA NPKYTCKOTO CETMEHTA ®EJEPAJILHOT'O PETUCTPA TOHOPOB KOCTHOI'O MO3TA

MpkyTckas obnactHas knuHmndeckas 6onsHULA

Beegenme. C mapra 2016 roma B remMarosoruveckom OTAEJEHUU
VpxyTckoit 0bnacTHON kaMHM4eCKON GoabHUIBI BriepBble B BocTouHoi
Cubupy Hayaau NPOBOAUTH AYTOTPAHCHIAHTALMIO TEMOMNOITUYECKHUX
creoiosbix kieTok (I'CK) npu muoskecrsennoit muesnome, a c 2021 ropa —
asutorennyo Tpancmiantanuio I CK npu octpsix neiixosax. B nacrosmee
Bpems nposegeHo Gonee 100 ayTosoruuHbIX 1 7 anI0reHHBIX TPAHCILIAH-
raunit. ['emaronorn Vpxyrckoii obnactHoil KaMHUYeCKOH 6GOJIbHULBI
TECHO COTPYAHUYAIOT C I/IpKchuof/’I 0bstacTHO cTaHLMel nepeMBaHus
kpoBu. Vmenno pabota remMaToJOroB B HANpaBJeHUU TPAHCIUIAHTALUU
KOCTHOI'O MO3ra SIBUJIACh OJHUM M3 NOOYAMTEIbHbIX MOTHBOB JJISI Opra-
HU3aLMU MAclITabHOro peKpyTHHIa AOHOPOB KOCTHOrO MO3ra M3 ducJa
noHopos kposu VpkyTckoii obnactu.

Ieas paGoTl. NpeCTaBUThL ONBIT CO3AAHUS PETHOHATIBHOTO CErMEH-
ta DeepaabHOrO pErucTpa JOHOPOB KOCTHOTO MOSTA.

Marepuanst u  meroapl. [anneie  Vpxyrckoro
DenepaabHoro perucrpa AoHOpoB koctHOro moara ¢ 2016 mo 2023 rox.

Peayabrarer u obcysxpaenne. Vpkyrckue tpancdysuonoru ¢ 2016
roga corpyannyaior ¢ OI'BYH «Kuposcknii Hayuno-nccnenopareabcknit
MHCTUTYT TeMaToJornu u nepenusanus kposu PDenepasbHOro meanko-
GUOJIOrMYeCKOro areHTCTBa» MO HAYYHOI MporpaMme M3yueHHs FeHOTH-
nos Hapozos Poccuu. 3a nepuoa pa6oTs 661510 OTKPBITO 27 HOBBIX aJlienei
IEeHOB, paHee He 3aPErMCTPUPOBAHHBIX KoMUTeTOM BeemupHoit opranu-
sauum sppasooxpanenus. B 2019 ropy corpynnuuectso ¢ kupoBcku-
MM KOJIJIeraMi ObLJIO PACIIMPEHO U NPUHSITO PeLIeHHe O TOM, YTO KasK-
ABI JOHOp, COBepIMBLIMH GoJiee OAHON JOHALMHU, MOYKET BCTYIHTb
B PErucTp AOHOPOB KocTHOro mosra. [logkmounsmucs k Pegepansaomy

CerMeHTa

peructpy moHopos koctHoro mosra (DemepanbHblii perumcrp), corpya-
nuku VpkyTckoii obnacTHON cTaHuMeil mepeaMBaHUs KPOBU IPOBEJSH
KOMILJIEKC MEPONIPUATHH 110 IPONaraHfie AOHOPCTBA KOCTHOTO MO3Ta Cpein
[AOHOPOB KPOBY Ha IIPEANIPUATHSLX, B OPraHU3ALUAX U y1eOHbIX 3aBe/leHN-
X, & TaK’Ke B y4peskAeHUsIX ciysx0bl kposu Vpkyrckoit obnacry; Gsuia
paspaborana metoauka npusiedenus nonopos B Denepanbhblit peructp.
Berynaenue nonopos B DenepasbHblil perucTp OpraHM30BaHO Ha MOCTO-
SIHHOU OCHOBe BO BCeX MOfipasjieleHusx c1y»x0bl kposu VpkyTckoit 06-
nactu. Vpkyrckuit cerment QDenepaabHOro perncrpa JOHOPOB KOCTHOTO
Moara Ha cerofins HacuutbiBaet Gomee 15,5 toic. nonopos. C 2017 roma
MeauuuHcKMMU opranusanusamu Poccuiickoit Menepanuu, Pecnybaukn
Kasaxcran, Benuxobpuranuu Geuto nanpasneno Goaee 100 sanpocos
Ha obcsleioBaHMe UPKYTCKUX JAOHOPOB, a 26 nonopos Vpxyrckoro cer-
menta Denepanproro perucrpa Bemonauau poHaunno ['CK u cnacan
>KU3HU He3HAKOMBIX UM Jtofeil B kaunukax Mockssl, Cankr-IlerepOypra,
Kuposa, Exarepun6ypra u Actanbl, Kyaa KJIeTKU TPaHCIOPTHPOBAJNCH
nocie sarorosku. B DenepanbHom perucrpe npencraBieHbl LEHTPHL pe-
KPYTHHTa JJOHOPOB, TUNUpyouue naboparopuy, nenrpsr saroroskn I'CK
u uenTpsl Tpancnaantauun. O6venunenne ux B OepepanbHom perucrpe
crocobeTByeT nosbileHUo 9¢heKTUBHOCTH B3AUMOIEHCTBU S BCEX yUACT-
HMKOB 3TOTO Ipolecca MeskAy coboil u obecrneunBaer 4OCTYH K HEOOXO-
OV MO I/IHJpopmauun.

3axmouenue. Tecnoe B3aMMozeiiCTBIE reMaTOIOrMUECKOI U TpaHCdy-
auosornueckoi cay»x6st B VlpkyTckoit obnactu nossonser chesaTh Makcu-
MAaJIbHO [JOCTYIHBIMH BBICOKOTE€XHOJIOTMYHbIE METOADL JIEICHUS, BKIIOUAsI
TPaHCIJIAHTALIMI0 KOCTHOTO MO3Ta IS YKUTeIen I/IpKchxoﬁ obnacru.

Cadyarosa I. L.}, Pa6unkosa H. P!, Cadyarosa [l. P2, Jlatbinosa A. A.®

O IEMUOJIOTUYECKHE ITOKA3ATEJN 1 TEHETUYECKUE UCCJIEJIOBAHUSA ¥ BOJBHBIX XPOHNYECKUM MUEJIOJIENKO30M
B PECIIYBJIMKE BAITKOPTOCTAH

'DrBOY BO «bawkmnpckuit rocynapctserHsiih meanumnHckuil yHsepeuteT Munsapasa Poccums, r. Ya, ?PIBY «<HMWL rematonorum» Munsgpasa Poccuun, Mockea.,
*IBY3 «Pecnybnukanckas knunuueckas 6onsHuua um [ Kysatosa» Munsapasa Poccums, r. Yda

Beenenne. Xpouunueckuit muenoneiikos (XMJI) — gacroe muenonpo-
madepatusroe 3abonesanue. B crpamax Asuu XMJI scrpeuaercs peske,
uem Espone u Cesepnoit Amepuxe. [1o 6 pernonam Poceuu (C.M. Kynukos
u coast. 2014), saGonesaemocts cocrasuna 0,7-0,8 cayuas ma 100 000
HaceseHus. B Hacrosiee Bpemsi pacKpBITBI MHOrME BOIPOCHI ATOTEHE3a
u tepanuun XMJI, paccmarpusaerca Bonpoc 06 ux usnevenun. Onnako
U3y4eHHe Pe3UCTEHTHOCTH M NPOrpeccuy 3aboJIeBaHUs OCTAETCS aKTYallb-
HOIt 3a/1aueil /151 OLlEHKU MPOrHO3a U NepCcOHNPUKALNY JedeHns GOMbHDIX.
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Ieas paGorsr. [Ipoananusuposars snugemuosornieckue noxkasare-
au u mytaunu B reie BCR:ABL, acconuuposanHsbie ¢ nporpeccueii 3a6o-
JleBaHU 4.

Marepuasst ONUEMUOIOrNYIECKUE UCC/Ie0BAHUS
B PB npoBogunu craHpapTHBIMYU ONKCATENBHO-OLEHOYHBIMU METOAAMHU.
Amnanus renetuyeckoro craryca, y 111 6onpubix XMJI (8 xponunueckyio
dasy (XD) (91,02%), B pasy axcenepauuu (DA) u 6aacthoro xpusa (BK)

(8,98%)) mpoBopmaM ¢ NOMOLIBIO CTAHAAPTHOLO LUTOrEHETHYECKOTO

U MeToAbl.



