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Beepenue

[MepBuunbIilt Muerobudpos (IIM®D; cuH.:
cyOsieiikeMuuecKuii MUEI03, XPOHUYECKUI
WIUOTIATUYECKU Muenopuodpo3, aHTHOTeHHAs
MUeJIoMIHAas MeTarjasus, Mmueaoduodpos ¢ Mu-
€JIOUIHOI MeTaria3ueil, MueJIouIHas CIUIeHO-
Merajiusi, aleiiKkeMU4ecKUil MUeao3) sBiasieTcs
KJIOHAJIBHBIM HapylIeHWEeM MYJIbTUMOTEHTHOMN
TeMOTIOATUYECKOM KIIeTKU-MPEIIeCTBEHHULIBI
U XapakTepusyeTcsl KOCTHOMO3TOBBIM (ubpo-
30M, OKCTpaMeAYJ/UISIPHBIM  TeMOII0330M
n criaeHoMmeranueit. [Ilpu [IM® B KOocTHOM
Mo3re Habmomaercs Tpoiaudepanus MpeuMy-
MECTBEHHO METaKapuOIMTOB M TPaHYIOIUTOB.
Ora (popMa Jieiiko3a IpeacTapisieT codoit ory-
XOJIb CHCTeMBI KPOBM, KOTOpasi TOJbKO B YeT-
BEPTU CJIyyaeB MMeEET 3J10KaueCTBEHHOE Teue-
HUE B OTVIMYME OT XPOHUYECKOTO MUEO0JIeKO-
3a [1-3]. [IpuHaaaexkHOCTh 3a001eBaHuUs K Te-
Mo0J1acTo3aM U XapaKTepHOe pa3BUTHE MUENO-
¢unbpo3a B KOCTHOM MO3Te NOKa3aHbl C MIOMO-
LIbI0 KMCCJEIOBAHUSI THUIIOB TIJIHOK030-6-oc-
datrugporenassl B KiIeTKax KpoBu u (hubdpo-
GyracTax KOCTHOTO MO3Ta ¥ KOXHW y MYJIaToOK, Te-
TEPO3UTOTHBIX 110 3TOMY (hepmeHTy [4]. B xitac-
cupukanuu BecemupHoit opraHuzanuu 31paBo-
oxpaHeHuss (BO3) IMM® BxitoueH B paszmen
muenonpoaudepatuBHbIX onyxoeit [2]. Xopo-
IO YCTAaHOBJICHHBIM (haKTOM SIBJISIETCSI BBICO-
Kas yacToTa pa3BUTHs Pa3IMYHBIX JUMdoMpo-
nudepaTUBHBIX 3a00JIeBaHUI MTPU peBMaTUYE-
ckux 3aboneBaHusx (P3), Bkiwouas 0ose3Hb
Illerpena (BI) u peBMarounHsbiit aptput (PA)
[5, 6], Torma Kak 0 BOBMOXKHOCTH Pa3BUTHUSI MU~
enonpoaudepaTUBHBIX OMYXOJIeil Mpu ITUX 3a-
0oJIeBaHUSX UMEIOTCS JIUIIb eMUHUIHEBIE CO00-
menus [7—10]. Bo3mMoxHO, 3TO CBsS3aHO CO
CJIOKHOCTBIO UG depeHIInaaIbHON TMarHOCTU -
KU HapylIeHUI, BbI3bIBAIOIIUX MUET0(PUOpO3.
PasznuuHble 370KauyecTBeHHBIE (OCTPhIE JTUM-
douuTapHble, MUETOTeHHbIC, Merakapuolu-
TapHble U XPOHWYECKUE MUEJIOTeHHbIE JIelKe-
MWU, BOJIOCATO-KJIETOUHAs JeiiKeMusi, 00Je3Hb
XomxkkuHa, [ITM®, ucTuHHaAsg TOIULIMTEMUS,
9CcCeHUUaNbHAsT TPOMOOLMTEMUSI, CUCTEMHBIM
MacTOLUTO3, TUMGOMBI, MHOXECTBEHHAsI MUe-
JioMa, MUEeJOAWCIIIa3uM, MeTacTaTudyeckast
KapuuHOMa) W He3JI0KauecTBeHHBIE 3a00JeBa-
Hus (BUY-uHbpeknus, runeprapaTupeos, mo-
YeuHasi OCTeOAUCTPOdUsi, CUCTeMHasl KpacHast
Bonyanka — CKB, tybepkyines, nepuuuT BuTa-
MuHa D 1 cuHApOM cepbiX TPOMOOILIMTOB) MO-
IyT NPUBOAUTH K pa3BUTUIO Muesopuoposa [3].
TTM® yacTo npoTekaer ¢ ypukKeMueii U ypuko-
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3ypueid, 4To HEPEeaKO MPUBOIUT K TTOCTAaHOBKE
MarHo3a TOodAarpbl MPpU MOPaXXeHUU KPYITHBIX
cyctaBoB [11], a mpu pa3BUTUM apTPpUTA METKUX
CYyCTaBOB KMCTEH AMArHOCTUPYETCsI CEpoOHera-
TUBHBIN BapuaHT PA. YBeauueHue ceae3eHKU
U aHeMUsl y OOJbLIMHCTBA OOJbHBIX C 3TUM 3a-
OoneBaHMEM TIPU HAJIMYMU MOPaKeHUs cycTa-
BOB paccMaTpUBAIOTCS KaK BHECYCTaBHBIE TIPO-
sBaeHust PA. B tutepaTtype Mbl BCTpETUIIN OIU-
caHue ToJBKO Tpex ciaydaeB [IM®P y GOJBHBIX
¢ roBeHWIbHBIM PA [9] u PA [8, 10], Ho He Ha-
IIJIA COOOIIEHUN O €ro pa3BUTUU Y OOJIbHBIX
¢ BII. B HacTos1ielt paboTe Mbl XOTeJIU Obl OC-
TAHOBUTCSI Ha CBs3aHHBIX ¢ [IM® KIMHMKO-
J1abopaTOPHBIX M3MEHEHUSIX, KOTOpPbIE OILIM-
0O0YHO pacleHUBaJUCh KaK MposiBeHust PA.
Boavnas C., 53 nem, 28.06.2010 2. nocmy-
nuara 6 cmayuonap DOIBY «HUHP» PAMH
€ Jcanobamu Ha cyxocms pma, pesu 6 2Aa3ax, uH-
meHcueHvle 604U NPAKMUUHECKU 80 8CEX MEAKUX
U KPYNHbIX CYCmasax, npunyxaocms MeaKux cyc-
maeosé Kucmeil, 1y4e3anscmHulX cycmasos, ome-
Ku Kucmeil u CMon u YMpeHHI CKOBAHHOCMb
6 meuenue 3—4 u. B 6ozpacme 31 eoda nocae po-
008 y Hee NOABUAUCH Pe3U 6 2AA3aX, OMMeUdNUCh
omcymcmeue cae3 u Cyxocmv pma, Komopas
npoepeccugHo HApacmana ¢ paseumuem npuuie-
euHoeo kapueca. B 37 nem pazeuncs apmpum eo-
NEHOCMONHbIX U AYHe3ansCMHbIX CYCMmagos,
enepevie 00HAPYICEHO NPU YAbMPA3EYKOBOM UC-
caedosanuu (Y3H) yeeauuenue cenezenku. Ilpu-
HUMana HecmepouoHvle NPOMUBOBOCHANUMENb-
uote npenapamut (HIIBII) ¢ xopowum s¢pghex-
mom, 6 daavHeiiuleM OecnoKouau MmoabkKo apm-
paneuu. B nosbpe 2009 e., 6 6o3pacme 53 nem,
nocae nepeHeceHHol NHeeMOHUU 8 C8:3U C U3me-
HeHUAMU 8 aHaiu3ax kpoeu (anemus, mpomoo-
yumo3) 3an0003peHo eemamono2uueckoe 3a6one-
6anue, U nocie 006ca1edo8anus OUaeHOCMUPOBAH
cybaelikeMuuecKuil Mueno3 6 cesA3u ¢ yeeauenu-
em cenezenku 00 27 cM U MUNUYHBIMU USMEHeHU -
amu 6 mpenanobuonmame. Hauamo aseuenue
euopokcumouesunoi. Ha ¢one neuenus y 6016-
HOIl 03HUKAU UHMEHCUBHbIe apmpaneull, pa3eu-
AUCL APMPUM MEAKUX CYCMAgo8 Kucmeil, ceuba-
menbHble KOHMPAKMYPbl CYCMAago8 Kucmel 3a
cuem 2KCCy0amueHo-npoaudepamueHslx Hapy-
weHuil. B kposu eviaerenvl anemus — eemoeno-
oun (Hb) 83 o/n, nosviwenue yposua C-peak-
muenoeo 6eaxa (CPb) — 56,8 me/a, u ¢ duaero-
30m PA 6oavnas nanpaenena ¢ ®I'BY « HUUP»
PAMH. Ilpu ocmompe: vipadiceHHas eunepemus
KOHBIOHKMUBbl ek, ceemobosazns. Pom cyxolil,
€60000HOII CAIOHBL 8 NOAOCU PMA Hem, 4acmut-
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Has emopuyHas adenmus. OKoAOYyuHbLle Jcene3bl ampopuuHbL.
Apmpumsl nPOKCUMAAbHBIX MENCHANAH20BBIX CYCMABOE KUC-
meil, AY4e3ansACMHbIX U 20AeHOCMONHbIX cycmagos. Ceuba-
menvHble KOHMPAKMYpul cycmaesos kucmei. boaeznennocmo
npu NANLNAYUU NAEYEeBbIX, KONEHHbIX CYCMABO8 U MEAKUX CYC-
maeoe kucmeil. Kpaii newenu na 1 cm nuxce pebepnoii dyeu, ce-
/Ne3eHKa ebicmynaem u3-noo pedeproti dyeu Ha 5 cm. Ymepen-
Has nacmozHocmy eonereli. Jlannvie oocaedosanus: Hb 83 e/a,
9. 3,2-10%/n, mp. 702-10°/n, a. 3,5-10°/n, n. 5%, c. 74%,
aumep. 17%, m. 4%, anuzoyumos, NOUKUAOUUMO3, 2UNOXPO-
mus. COD 24 mm/4, moueeas kucasoma 660 (nopma 140—340)
MKMOAL/N, obwuill bGeaok 71,0 e/n, anakmamdeeudpoeenasa
(JIAT) 926 (nopma do 450) ME, CPb 56,8 (nopma do 5,0)
me/ma, peemamoudnuiit paxmop (P®@) <9,5 ME/ma, anmume-
4G K UYUKAUYECKOMY UYUMPYANUHUPOBAHHOMY Henmuody
(ALLLII) 8,4 (Hopma do 17,0) Ed/ma COBAS, kpuonpeyunu-
MUHbL, NepUHYKAeapHvle U YUmMoniazmamuiecKue aHmuHel-
mpoguavhble yumonaazmamuueckue aumumena (pAHIIA,
cAHIIA), aumumena k Ro u La é npedenax Hopmbl, GHMUHYK -
aeapnviii paxmop (AHD) — 1/640 eomoeennoeo u kpanuamoeo
ceeuenus (nopma <l1/160), neznauumenvHas eunepeammazno-
oyaunemus 00 16,5% (nopma — 8—15,1%). Anaruz mouu — 6e3
namonoeuu. Hcceaedosanue cuHo8UANbHOU HCUOKOCMU: UU-
mo3 — 13 000, pacoyumsr 38%, epanyroyumor 54%, P® omp.,
CPb 19,5 me/ma. [lpu noaspuzayuonnoii Mukpockonuu oona-
DPYdCeHbl Kpucmannwvl MoHoypama Hampus. Y3H eviseuno yee-
auuenue newenu — 165x95 mm, pacwupenue macucmpanbHoeo
CMeona 60POMHOU GeHbl, pACUlUPeHUe CeNe3eHOYHOU 6eHbl,
yeeauuenue cenezenku 00 270x98 mm (nopma 110x45 mm),
coasaenue 1eoil NOUKU Y8eAUYeHHO CeNe3eHKOlU npu omcym-
cmeuu usmeHnenuil novexk. Y3U eosenocmonHuix cycmaeog
U CMONn — NPU3HAKU CUHOBUMA 201€HOCMONHBIX U NPeONACHe-
6bIX cycmaeog, Goavue creea. Penmeenoepaus xucmeil
U CMon — nPU3HAK08 3P03UBH020 Npoyecca He gvieneHo. Mae-
HumHo-pe3oHancHas momoepagus (MPT) kucmeit — ewipa-
JCEHHbLI CUHOBUM CYCMABO8 3ANACMULL, AYYeN0KMEBblX, Nsi-
CcMHO-paraneosbix cycmaeos. TenOuHum cyxoxucuauil Moluly,
omeodauwux I narvyst. Ilpu cuaromempuu caoHa He NOAYHEHA.
Ilpu cuanoepaghuu eviseneHvl U3MEHeHUS, XAPAKMepHble 05
no3oneil cmaduu napeHxumamosHoeo napomuma. buoncus
MAAbIX CAIOHHBIX Jcene3 — AUMPOUCMUOUUMAPHAS UHDUALM -
payusa >300 kaemok 6 noae 3penus. Koncyavmayusa ogpmans-
MOA02A: CYX0U KepamoKOHBIOHKMUGUM, SNUMEAUANbHAS OUC-
mpoghus poeosuybl I cmenenu, Humuamolii kepamum cresa,
eunonakpumus IIlI cmenenu. Tpenanobuoncus — KOCMHbLIL
MO32 eUnOKAemouHbli. B omdenvHbix medxncoanrouHsix npo-
CMPAHCMBAX KOCMHbLIL MO32 HCUPOBOL, 8 OpYeUX — HAeMeHmbl
eemonosza obpasyrom ouaeogvle ckonaeHus. Habawoarwomces
02pyONeHUe CmpPOoMbL, 04ANCKU KOANa2eH06020 ubposa. IIpeo-
CMABACHbL 2NEMEHMbL 8CEX MPexX POCMKO08 KPOBEMEOPEeHUs.
HecKkonvko cyocer 2paHyiouyumaphsliic pocmox, Maio 3peavix
gopm. Ilpeobaadarom 303uropuavhbie epanyrouyumst. Meea-
Kapuoyumsl ¢ A6AeHUAMU OUCNAA3UU, POPMUPYIOM 0UA208ble
ckonnenus (kKaacmepol). Pacwupen s3pumpouyumapmuiii poc-
MoK, KOmopblli npedcmaeier npeumyuieCmeenHo Hopmobaa-
cmamu. Habawoaemvie usmenenus coomeemcmeyom mueno-
npoaughepamusrHomy 3a604e6aHuI0, npejcoe ce2o NePEUUHOMY
uduonamuueckomy @uoposy (cm. pucynok, a, 6). [lumoeene-
muyeckoe uccae008anue KAemok KOCMHO20 M032a: Memooom
paropecyenmuoil eubpudusayuu in situ ¢ JHK-30ndom D-
BCR-ABL npoanaauzuposano 200 unmepgasuwvix sdep. Xu-
mepuoiii een BCR/ABL ne evisinen. Hccaedosanue mymayuu
eena JAK2 V617F dano noaoscumenvuolii pesyssmam.
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JMuaenos: BII xponuueckoeo meuenus, cmaousi no3o0Hss,
¢ nopadicenuem CAOHHbIX Jcene3 (08yCMOPOHHULL NAPEHXUMAMO3-
HbLl napomum, no30usas cmaodus, kcepocmomus III cmenenu)
u 2nas (cyxoil KepamoKoHsIOHKMUUM, INUMEAUANbHAS OUCTPO-
us poeosuyvt 11 cmenenu, Humuamolii Kepamum, eunoAaKpu-
mus 111 cmenenu). Ilodaepa, xponuueckoe meuenue, XpoHuue-
CKUil apmpum MeAKux u KpynHwix cycmaeoe (na ¢gone IIM®D).
boavroit hauama mepanus memunpedom (4 me), ar10nypuHONOM
(100 me), enympucycmagHvim 66edeHuem OUnpOCNaHa Ha Qone
npuema 2UOPOKCUMOHEBUHbl NO 2eMamoA02UHecKoll cxeme.
Ilosmopnoe cmayuonaproe obcaedosanue 20.01.2011 e., uepes
6 Mmec, 6blA8UN0 YMeHbUleHUe pa3mepos ceneseHKu npu Y3HU
do 206x89 mm, noswvimenue yposus Hb do 104 e/a, cruxcenue
ypoeus mpomboyumog do 540+ 10, COD do 6 mm/4. Habawda-
AUCL HOpMaauzauus ypoeHs mouesoii kucisomol u CPb — do 10
(Hopma 5,0) me/ma, omcymemeue NPUnYXA0Cmu cycmasos npu
coXpaneHuu apmpanuii.

bBoavnas B., 69 sem, 14.10.2011 e. nocmynuna ¢ @IbY
«HUUP» PAMH ¢ acarobamu Ha noauyr 00e308UliCeHHOCMb
U3-3a UHMEHCUBHbIX 00aell U NPUNYXA0CMU NPAKMUYECKU 8CeX
MeAKux u KpYnHblX CyCmagos, ympeHHion cK08AHHOCMb @ me-
yeHue 5—6 u, 8bIPANCEHHYH) CAaO0CMb, NepUOOUHecKU GO3HU-
Karuue 6oau 6 n1eeom noopebepve 6 HouHoe epems. M3 anam-
He3a uzeecmHo, ymo 604u @ cycmagax 6ecnoKosam  meveHue
Saem. B 66 nem ¢ apmpumom 201eHOCMONHbIX U NEPBbIX NAIOC-
Heghananeo8bIX Cycmagos enepgvle 00pamMuUIACy K peeMamono-
ey. Muaenocmuposana nodaepa (ommeuancs 8blCOKUL YPoOGeHb
Mouegoll Kucaiomol — 687 MMoAv/1, npu permeenoepapuu eovi-
sA6aeHbl Dehekmbl KocmHoU mKkanu | natocHeharaneoswvix cyc-
maeos). Jlewenue arnonypunosom. B 68 sem 6 cesasu ¢ napac-
manuem bonell 8 cycmagax, bipadceHHol cA1abocmvio, 3HAUU-
menvHoll nomepelil maccol meaa (6oaee 20 ke 3a 2 eoda) 6H06b
KoHcyabmupogana peemamonocom. Coxpamasucs 6bviCOKULl
yposeHb mouesol Kucaomosl (0o 800 mmoav/n), noseviuenue
COD, obnapyxucenvr PO u anmumena Kk yumpyatuHupo8aHHOMy
eumenmuny. lTocnumaausuposana é Tiomenckyro obaacmuyio
ooavHuyy. Juaenocmuposan PA, ceponosumuenwviii no P®,
6 couemanuu ¢ nooazpoii. B cessu c anemueti (80e/1), cnaero-
meeanueit (20,7x8,7 mm) om Ha3HAYeHUS OA3UCHBIX NPOMUBO-
60CNANUMENbHBIX NPENAPaAMos peueHo 0bli0 6030epicamocs.
Hauama mepanus npeonuzononom no 10 me/cym. boavhas ne-
00HOKPAMHO KOHCYAbMUPOBAHA 2eMamonoeamu, npogedeHd
mpenanobuoncus. Jluaeznocmuposan 6Mopu4HbsLL MUEAONPONU -
gepamusnuiii cundpom 6 pamkax PA. Ha ¢one npuema npeod-
HU3010HA HAbOA00AN0Cy CHUMCEHUe nokazameneil 60CNAAU-
MmenbHOl aKmueHoCmu, 00HAKO 08axicObl 603HUKAAU 0OMOPOY-
Hble cCOCMOAHUA ¢ NAOeHUEeM 8 C8A3U ¢ UHMEHCUBHbIMU 60AAMU
6 cycmaeax u nosiéaeHuem 6o.eil 6 1egom nodpebepoe. boavras
N0 coenacoeanulo ¢ 2nasHvimM peemamonozom Tromenckoii 06-
aAacmu 20CHUMAAU3UPOBAHA 045 hposedeHus OupgepeHyuaisb-
Holl duaenocmuku u nodbopa mepanuu 6 cmavuonap PIBY
«HUHUP» PAMH.

IIpu nocmynaenuu: cocmosnue cpedneii majicecmu, npa-
BUNBHO20 MENOCAONCEHUS, Pe3KO NOHUNICEHHO20 humanus (no-
meps maccol meaa 30 ke 3a 3 eoda), duggysnas ampoghus
MEJICKOCMHbIX MblUlY, KUCmell, Mbluil, nie4ego2o nosca u bedep,
peemamoudHvie y3eaKu no 3adHeil N0GepxXHOCMU A0KMEBbIX CY-
cmaeog. Jlepopmayusn KoAeHHbIX U AYHe3ANACMHbIX CYCMABO8
3a cuem 3KCCYOAMUBHO-NPOAUDePAMUBHbIX U3MeHeHUull. Ap-
mpum omoeabHbIX MecPhanraneo8vix cycmasos kucmei. bones-
HeHHOCMb NpuU NANLRAYUU NAeHe8bIX, N0OKMEBbIX U 20N1eHOCHON-
Hoix cycmasos. Hucno 6oneznennvix cycmagog 16. Hucao npu-
nyxuux cycmagog 8. Oyenka 60au 604bHOU NO 8U3YANLHOL AHA-
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6nlAaeHNAa N3 NPaKTUKHU

Tpenano6uonTar KOCTHOIO MO3ra C rMCTONOrMYECKOA KapTUHOW NepBMYHOro UAMONATUYECKOro Muenogue-
po3a. a — naparpabekynspHoe PacnonoXeHne KnacTepa aTuNMyYHbIX Merakapuouutos. Okpacka remaTokcu-
TINHOM 1 303UHOM. YB. 250; 6 — 04aru CTPOMANbHOr0 KOMareHoBoro ckneposa. Okpacka nuKpoyKCuHOM
no BaH-Tn3oHy. V8. 150

n0eos6oil wkanre 90 mm. DAS28 cocmaeasn 7,2 6annra. Towwt
cepoua npuenyuiennt. Ilepuoduuecku @bicaAyumuU8anucy IKcmpa-
cucCmonbl, Hucao cepoeunvlx cokpaujenuil 82 yo. ¢ 1 muu, apme-
puanvroe dasnenue 120/70 mm pm. cm. Kpait newenu nasvhu-
pyemces Ha 4 cm Hudxce pebepHoil dyeu, neueHs 6e3001e3HeHHA
npu nasvhayuu. Kueom msaekuii. [larvhupyemcs naommbiil
Kpail cene3eHKu, ymMepeHHO 001e3HeHHbll 6 obaacmu Nynkd.
Cumnmom Ilacmepnaukoeo nosoxcumener ciesa. Jlanuvie 00-
caedosanus: Hb 74—79—106 e/a, n. 16,7—14,9—19,1-10°/x,
9. 2,9-3,4-3,73-10%/n, n. 11—14—7%, c. 80—76—85%,
aumeh. 9—10—6%, m. 2—2%, anuzouyumo3s, 8bipaNCeHHbLI NOU-
Kuasoyumos, eunoxpomus. Tp. 439—368—316-10°/2. COD
100—70—12 mm/u, mouesas kucaoma — 565—634—497
MKMOAL/A, entokoza 5,6—7,2—8,4 mKkMoav/a, MoueguHa
11,2— 11,4 mmonw/n, obwuii 6erok 66,0—63,5—69,2 ¢/a, eam-
ma-enobyaunsvl 8,5—15,3%, eammazriomamuimpancghepasa
146—135—136 ed/a, JUIT 820 ME, coieopomounoe xceaezo 3,7
MMONAb/N, 0051 JHCeNe30C853bI8a0ULAST CHOCOOHOCHb CbIGOPOM -
ku 31,8 mxmonav/n, CPE 47—16 me/n, PO 1550—1790—2560
ME/ma, AIILIT >200, AH® 1/160 comocennoco u kpanuamozo
ceeuenus, anmumena k Ro u La, kpuonpeyunumunol, anmumu-
moxondpuanvHvle aumumena, gpaxyuu C3/C4 komniemenma,
A-JTHK, yposnu IgG, IgA, IgM 6 npedesax HopmarvHbix 3HAUE-
nuti. Koaeyroepamma — mpomboyumos, 2unepkoazyiiyus no
GHYMPeHHeMYy nymu npompomourooopazosanus. Uccaedosanue
CUHOBUANBHOU HCUOKOCMU: U3MEHeHUs, Xapakmephovle 01 PA,
¢ nosviueruem ypoereii CPE u P®. Kpucmananot monoypama
Hampusi NPU UCcAe008aHUU 8 NOAAPUZAUUOHHOM ceeme He 00HA-
pyucenvl. Penmeenoepagus kucmeii u ducmanvhbix omoenos
CMon — CyJcenvl ueau cycmaesos, 3pozuu kocmei. Y3HU konen-
HbIX CYCMAaso8 — 6 NOAOCMU CYCMABO8 3HAUUMEAbHOE KOAUYe-
cmeo uzbbimounol wcudxkocmu. CunoguansvHas 060404Ka ymon-
wena 0o 0,53 cm, ¢ 6opcunamu. lTuasrunogwlii xpaw: Ha rame-
paavhbix moleakax — 0,13 cm, na meduanrvHvlX MblujeaKax —
0,1 cm. Kucma beiikepa: cnpasa 7,1x2,5 cm, caesa 5,2x2,8 cm.
3akaruenue: cunosum. Y3HU enympennux opeanos: ouggysnvie
usmenenus neyenu. lenamocnaenomeearusn. I[lpuznaku oudgh-
y3HbIX UsMeHeHuil nodxucenydounoi yceaesol. Ilopmanvnas eu-
nepmen3zus. XKeaunoxamennas 6onezus. [Ipuznaxu emopuutsix
usmernenuil nowex. Komnoromepnas momoepagpus (KT) opeanos
2pyoHoil nosocmu — 6e3 namonoeuu. Onpedeasiemcs ougpy3-
HOe CHudIceHue NAOMHOCMU NO0360HK0G (8ePOSMHO, 8 PAMKAX
ocmeonopo3sa). KT 6prownoii nonocmu: neverb 00bIMHOU opMbL
u pacnonoxcenus, pamep 25x14x19 cm. B nosocmu sncenunoeo
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ny3bips onpedensiemcs PeHmeeHOno3umueHblil KOHKpeMeHm
duamempom do 17 mm. Cenezenxa pasmepom 14x7x20 cm,
CmpyKmypa u naomuocme He usmenenvl. Pacuwupenue cenese-
HOYHOU 6eHbl 00 18 mm. Ilapenxuma ne6oil NOUKU UCMOHYEHA;
nouka pomuposana k3adu. bprownoii omdea aopmoi, eucue-
panbhble cocyobl — ¢ 2AbIOUAMbIM KAAbUUHO30M; He UCKAIUA-
emcs cyOoKKA3Us upeerHozo cmeoaa. Ha npokcumansruix cka-
Hax 6 noaocmu nepuxkapoa onpedeasemcs Haiu4ue HcUoKocmu.
3axarwuenue: eenamocnaenomeeanrus. ludponepukapo. KT-
NPUBHAKU KAAbKYAE3H020 XOACYUCMUMA, 6MOPUHHO CMOPUIEH -
Holl negoil nouku. MPT-npusnaku decenepamueHbX U3MeHeHUlL
nosicHu4H020 omaoena nossonounuka. I[lpompysus Lwv—Lv. Hnu-
sepcus kocmuoeo mozea. lemaneuomvr Thy, Lu (nocaednss c pu-
CcKOM namoaoeuuecko2o nepeioma). Cmomamonoeuueckoe 00-
cnedosanue NPU3HAK08, XapakmepHoix 041 cunopoma Ileepe-
Ha, He 8bIAGUO.

Tpenanobuoncus: wupokue 06AAKU NAACMUHYAMOU KOCMU
¢ NPUBHAKAMU NEPeCmpOiiKU, 8 MeNCOAN0HHbIX NOAOCAX — MeXd-
HUvecku 0eopmupo8anHvlil KOCMHbIU MO32, NOYMU AUUEHHbLI
ACUPOBOLL MKAHU, C YBeAUUEHUEM YUCAA Me2aKapUOUYUumos, Komo-
pble Xapakmepusyromces amunuei (KAemku pazHozo pasmepa
¢ PasHoil cmenenvio doavuamocmu s0ep), 00pazoeanuem Kiacme-
P08, HapyuieHuem monoepaguu. Mmeromes npusHaKu 04azo802o
K01G2eH06020 CKAepo3a. 3aKaiouenue: HailOeHHble U3MEeHeHUs CO-
omeemcmeyom cyocmpamy MueionpoiupepamuHoll Onyxonu.
[[umoeenemuueckoe ucciredoganue Kaemok KOCMHO20 M032a: Xu-
mepnblit 2en BCR/ABL ne evisisaen. Llumoeenemuueckoe uccaedo-
6aHUe KAeMOK KPO8u: 0OHAPYIICeH MapKep KAOHANbHOU Mymayuu
JAK2V617F.

Juaenos: PA, ceponozumuenviii no AL, pazeepnymas
KAUHUYeckas cmaous, 3pO3UBHbLI, peHmeeHoA02U1ecKas cma-
dus 11, akmusnocmo I11. @ynxyuonanvhoiii kaace 11 ¢ cucmem-
HbIMU NPOosGAeHUIMU (DeeMamoudtbvle y3eaKu, 6blNOMHOL nepu-
xapoum). [IM® c eunepypuxemueii. Yaumoi6as 6vblCOKYI0 AKMU6-
nocmo PA u naauuue muenonpoaugpepamuenoii onyxoau (IIM®D),
001bHOU 8800UACS pumyKcumad deaxcowt no 1000 me ¢ unmepesa-
A0M 6 2 Hed, npoeoodunocw neverue arronypurosom u HIIBII.
Habarwoanoce 3Hauumenshoe yMeHbuleHue 5KCCyOamueHbixX usme-
HeHull u boell 6 cycmagax, npoo0oANCUMENbHOCHb YMPEeHHell CKO-
6aHHOCMU, 00AbHAS CIMAAA CAMOCMOAMENbHO AKMUBHO Nnepedsu-
eamaucst, noguvicuincs ypogenv Hb, nopmanuzosanrace CO9, cnusua-
cs1 yposenv CPE. Yuumvieas xapaxmep KAUHUKO-1a00PAMOPHbIX
nposieaenuti [IM®, om cneyughuueckoii mepanuu muesonpoauge-
PAMUBHOIL ONYX0AU NOKA PeueHo 8030epiucambCs.
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O6cyxpeHue

IIM® napsiay ¢ ucturHoi noauneremueit (MI1) u ac-
ceHUMaAbHO TpomOouutemueit (DT), oTHOCUTCS K 4uCTy
XPOHUYECKMX OTpUIIaTeNbHBIX mo Ph (®umanenbduiickoi
XpoMocoMe)  MuenomnponudepaTUBHBIX  3a0oJeBaHUN
(xMI13) [12]. [Tpu mpoBeneHNN TUTOTEHETUIECKUX HCCIIe-
noBaHui y OosibHBIX [IM® yamie HaGIIOZAIOT OSSN0
JUIMHHOTO Tieda XxpoMocoMbl 20(20q) 1 aHOMaJ MU XpOMOCO-
Mbl 9 [13]. B 2005 . y 6osbHbIX, cTpagatoiux xMI13, Obuia
obHapyXeHa ToueyHas MyTalMsl 9K30Ha 14 reHa KWHAa3bl
JAK2, npu KoTopoii B niceBaoknHa3zHOM goMmeHe JH2 Genka
JAK2 npoucxoaut 3aMeHa KUCIOThI BaJIMH Ha (heHUIaJaHUH
B nosioxkeHuu 617 (myrauus JAK2Y'"F) [14]. C nomolibio
repmuHanbHoit JIHK 6b1710 moka3aHo, uto JAK2Y'"F gpnsieT-
Cs1 COMaTUYECKOU MyTallMe, BOZHUKAIOIIEN B TEMOIOATUYC-
CKUX KJIeTKax-TpeAllecTBeHHUKAaX. DTa MyTallusl 0Ka3aiach
TOJIE3HBIM MapKepoM, € TIOMOIIBI0 KOTOPOTO MOXHO TIPOBO-
IUTh TIepBUYHYI0O U nuddepeHInaNbHyl0 IMarHOCTUKY
xMII3. KnuHuko-nabopaTopHbie TposiBieHUs 3aboJieBa-
HUI, pe3yabTaThl MOP(MOJOTUIECKOTO UCCIeIOBAaHUS TpeTa-
HOOMOIITATOB Y IMTOT€HETUIECKOTO MCCIETOBAHMS B HAIIINX
CJIyJasix TOJTHOCTBIO YIOBJIETBOPSUTM MEXIYHAPOIHBIM KPH-
tepusim guarHosa I[ITM® [2]. OrcyrcrBue reHa BCR-ABLI,
JIoKaJau30BaHHOTo B Ph-xpomocome, M Hajluyude MyTaLluu
JAK2YF 1103BOIMIIO MCKIIIOYUTb XPOHUYECKUI MUeJoJiei-
ko03. Comatuueckasi mytauus B JAK2Y'"F nabmonaercst y 50%
0o0bHBIX [IM®, a Takke SBASETCS LIMTOTEHETUUYECKUM Map-
kepoM UII u BT, Bxomgsmux B rpynmy xMI13. OrcyrcrBue
BBICOKUX YPOBHE! 9PUTPOLIUTOB U TPOMOOIIUTOB, PELIUINBH -
PYIOIINX BEHO3HBIX WJIM apTepUaTbHBIX TPOMOO30B, TPAH3U-
TOPHBIX UIIEMUYECKUX aTaK WU KPOBOTEUEHWH, JUIUTETbHOE
MOOpOKavYeCTBEHHOE TeueHue 3a0oJieBaHWII CO 3HAYUTEIhb-
HOI cIuTleHoMeTaiueid 1 Mopdorornyeckass KapTuHa KOCT-
HOro Mo3ra HCKJoJaau japyrue BapuaHTbel XxMII3 [1-3,
12—14]. PeBmMaTtuyeckue OCJIOXHEHUST MaJTUTHU3ALUU BKITIO-
YaloT MPSMYI0O MHBAa3UI0 CMHOBUM MeTacTa3aMM KJeTKaMu
COJIMIHBIX OMyXOJed WM JelKeMUuecKUMU MHGUIbTpaTa-
MU, pa3HOOOpa3HbIe MapaHeorIacTUYeCKue CUHIPOMBI, BTO-
pUYHYIO TIOAArpy, TUIMEepTPO(PUUYECKyI0 OCTe0apTPOINaTUIo
U apTpUT TIpU OMyXoJsiX. [unepyprukeMusi oOHapyKnUBaeTCs
y 25—50% 6GosbHbIX ¢ [IM®, cumMnToMaTrKa MOAarpuueCcKo-
ro aptpura HaGmwogaercss y 6—13% mnauueHTOB, TOTaa Kak
apTPUT, CBSI3aHHBIN C pa3BUTHEM IKCTPAMETyUISIPHOTO KPO-
BETBOPCHUS B CHHOBUAJIbHOM o6oouke, ipu [IM® onucki-
BaJIM KpaitHe penko [15—17]. B Hamux HaOI0AeHUSIX TUTIEP-
YPUKEMHUSI ITUTEIbHO OTMeYaiach Ha (hoHe TUIepCIuieHn3Ma
C pPa3BUTHUEM OCTPOTrO MOAArpUYECKOTO apTPUTa MEJTKUX
U KPYMHBIX CYCTaBOB B MEPBOM Cllyyae U MPUCOEIUHEHUEM
ceporno3uTuBHOro PA Ha ¢oHe runepypukeMuun BO BTOPOM
ciaydae. BoisiBieHue mpu mosisipu3alluOHHONW MUKPOCKOMUU
KPUCTAJIOB MOHOYpaTa HATPUsI B CUHOBUATBHOMN XKUIKOCTH
MO3BOJIWJIO B TIEPBOM CJIydae MOATBEPAUTh HATW4YWE TOJAr-
puueckoro aptputa. [1pu aHanu3e TuTepaTypHBIX UCTOYHU-
KOB MBI HE BCTPETUIIN coobtieHuit o pa3sutuu [IM® y 6011b-
Hbix ¢ B, 3a uckJIIOUeHMEM ONMMCaHWs OJHOTO Cilydyasi BTO-
pudHoro muenodudbposa [18]. MHTEepecHO OTMETUTh, UYTO
TepBble KIMHUYecKue TnposiieHus [IM® (cruieHoMeranust
U apTpUT) ObLIM 3a(MKCUPOBAHbBI y Hallleil 00JbHOI B BO3-

NUTEPATYPA

1. Hemunoa A.B., Xopoiuko H.JI. CyGieiikeMUIecKrii MUeJI03.
B kH.: PykoBozicTBO 1o rematojioruu. Ilox pen. akageMuka
A.N. BopoGbeBa. M.: Hetonuamen, 2003;2:16—20.
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pacte 37 niet, yepe3 6 JieT mocie MosiBJICHUS TIePBbIX TPU3HA-
koB bBIII, Torma kak [IM® o0O6BIYHO pa3BMBAETCSA IOCIE
50 5eT, a ero AMarHo3 yaille YCTaHaBJIMBACTCS y JUIL 65—
70 smer [17]. YuuTwiBasi HajiwuuMe TIXKEJIOW KCEPOCTOMUMU,
MO3IHEN CTaJuu MapeHXUMAaTO3HOTO TAPOTUTA, 3HAUUTENIb-
HOU MTUMbONTHONW MHOWIBTPAIIUKA B OUOTITATE MAJIBIX CITIOH-
HBIX XeJie3, CyXOT0 KepaTOKOHBIOHKTMBUTA M MMMYHOJIOTH-
yeckux HapymeHuii (AH® 1/640 roMOreHHOIro M Kpamyato-
TO CBEYEHMsT), OOJIbHAsI TTOJIHOCTBIO YIOBJIETBOPSIIa KPUTE-
pusim BII [19]. Xponuyeckue BapuaHThl BIII, Tak ke Kak
u [IM®, mMoryr moJjrue roapl MpoOTeKaTh JOOPOKAYECTBEHHO,
JI0 MOMEHTa TTOCTAaHOBKHU TPaBUJIBHOTO IMarHo3a, YTo U Ha-
omonanock B HateM ciydae [17, 19]. Mcnonb3oBaHue rumo-
kcumoueBUHBI B Tepanuu [IM® ctumynupoBano pa3BuTue
TeHEePaJIM30BaHHOTO TOAATPUIECKOTO apTpUTa y OOJBHOIMA.
XopoIo n3BecTHbIM (GaKTOM SIBJISIETCST pa3BUTHE CUHIpOMaA
JIM3UCA OIMyXO0Jiei, BOSHUKAIOIIETO MPU MPOBENEHUU XUMUO-
Tepanuu OHKoreMarojoruuyeckux 3adosnesaHuit [20]. [Typu-
HBI, TTOCTYITAIONINE B IIUPKYISIIMIO MIPY JICUSHUN TUAPOKCH-
MOYEBUHOM, KaTaOOJM3UPYIOTCS B MEYEHU ¢ 00pa3oBaHUEM
0O0JIBILIOTO KOJIMYECTBA MOYEBOM KucJIOThl. [Mapokcumoue-
BMHA MOXET TakXe BbI3bIBAaTh BPEMEHHOE MOBPEXACHUE Ka-
HaJbLIeBOM DYHKILIMY MOYEK, YTO COMPOBOXKIAETCS MOBBIIIE-
HUEM B CBIBOPOTKE COJEPXKAHUS MOUEBOI KUCIOThI, MOYEBU-
Hbl U KpeatunuHa [21]. [1pu neyeHNU TUAPOKCUMOUYEBUHON
Ut IPOGUIIAKTUKY TUTIEPYPUKEMUN Ha3HAYaeTCs aJuIoIy-
punou. Korma Takast Tepanust HeIocTaTOuHa, PEKOMEHIYeTCST
WCTIOTb30BaHUE TIperapaTta peKOMOWHAHTHOTO (epMeHTa
ypat-okcuaasbl (Rasburicase) [22]. PazButue BTOpHUUHOIO
muenopudposa npu AUP@y3HbIX O0NIE3HIX COEAUHUTETbHOM
tkanu (CKB, BII, CC), a TakxXe Bo3HUKHOBeHUEe [TMD
y Haueit 6oabHoM ¢ BIL nmo3BoJjisieT mpearnosoXuTh, YTO KO-
CTHBII1 MO3T MOXET ObITh OPraHOM-MMUILEHBIO JJIsI AyTOAHTU-
TeJl MPU ITUX 3a00Je€BaHUsIX, a ClIeJoBaTeIbHO, ayTOUMMYH-
Hble MEXaHU3Mbl MOTYT y4yacTBOBaTh B matoreHese [MTM®
[1-3, 17]. Bo BTOpOM cilyuyae pa3BUTHE BTOPUYHOIO MOIAr-
pUYECKOro apTputa B 66-IeTHEM BO3pacTe, BEPOSTHO, ObLIO
cBsa3aHo ¢ [IM®. MmeBiasicss y GOJIbHOM CIUIEHOMETaus,
TMO-BUIMMOMY TIOSIBUJIACH 33[]0JITO IO TTOCTAHOBKM TMAaTHO3a
[TM®, Ha 9TO yKa3bIBAJIO pacIIMpEeHUE CEIe3eHOTHON BEHBI.
Yepes 2 roza mocJe mepBoro MpUCTyna MmogarpuIeckoro apT-
puTa y 60JIbHO MPUCOEINHIIIACH CUMIITOMATUKA CUCTEMHO-
ro BapMaHTa ceporno3uTuBHOro PA. YuuTeiBasi HaJluuue BbI-
cokux ypoBHeit PO, ALILIT, CPb u DAS28 (7,2), a Takxke
MPUCYTCTBUE TeMaTOJMEHATbHOIO CUHIPOMA, FeHHO-UHXe-
HepHas Tepanus Oblia Haubosee onpasaaHHol [23]. [Tpume-
HeHUe pUTyKcumabda B CTAaHAAPTHOU NO3UPOBKE, UCIOIb3Ye-
Moit mpu JieueHUn PA, TIpuBeso K 3HAYMTEJIbHOMY CHUXKE-
HUIO aKTUBHOCTH apTputa. OOHapyxXeHUe TUIepypUKEeMUU
TpY HAJTWIUU CTUIEHOMETAIn’ y anneHToB ¢ P3 mo3Bossier
3aI0I03PUTH PA3BUTUE MUEIONPOIN(DEePaTUBHBIX OMYXOJIeH.
XOopoI10 M3BECTHO, YTO XPOHWYECKNE BOCTIATUTEIHbHBIC 3a-
06oJileBaHUS aCCOIIMUPYIOTCS C YBEJIMYEHUEM YacTOTHI JIMM-
donponudeparuBHbix onyxosnei. Hamum HabGaoneHus ne-
MOHCTPUPYIOT, YTO P3 Takxke MOTYT CONMPOBOXIATbCS BO3-
HUKHOBEHUEM MHeJoNnpoandepaTUBHBIX 3a00JeBaHUI WIIH,
Hao00OpOT, pa3BUBATLCS Y OOJbHBIX C UMEIOIIUMUCS MUEIO0-
nponudepaTuBHBIMU HAPYILIEHUSIMU.
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