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Assessment of bone marrow biopsy in patients with masked polycythemia
vera

Pesiome

MackupoBaKHas HCTVHHAA nonvuwTemua (W) ABNAETCA KNMHUYECKON (DOPMONA HCTHHHOM NONHLIATEMHY, A KOTOPOR XapaxTepHO
Hann4me MyTaumi JAK2, COOTBETCTBYIOWIEN MOPONOMMYECKOH KAPTHHBI B KOCTHOM MO3TE, ¥ HE0CTATOYHbIA ANA YCTAHOBNEHWA HA-
rHo3a no kputepuam BO3 2008 yposets Hb. Llentto AanHoro uccnenosanua buia ougHka MOPGONOruM KOCTHOrO MO3ra Ha Matepuane
TPENaHoGMORTATOB KOCTHOTO MO3ra Y NALMEHTOB ¢ MaCkupoBanHod dopMod WM. Metogbl. Ha 0CHOBHMK KIMHUYECKHX A3HHBIX NPH
[A¥HAMAYECKOM HaBMOASHUY, NATOMOPEONOMMYECKOTO ANArHO3], f2HHBIX MONEKYNIAPHOID MCCIeR0BAHKA GbU1a CHOpMUPOBANA rPyNNa
13 24 naumeHToB ¢ MackuposaHHod WM. C nomowwbo paspaboTaHHOro MHCTONOMMYECKOro KOAMGKATOpa NPOBOAIOCE ABTANbHOE
TWCTONOTMYECKOe WCCNEOBAHME NEPBAYHbIX TPENaHOBHONTaTOB KOCTHOrO MO3ra. Ipu OLEHKM CTEeNeHW peTHKyNMHoBOro chubposa
Cpe3bl OKpaLLMBaNK No FoMopH. Pesynbrarbi: MpK FUCTONOrH4ECKOM HCCNIBA0BHHH TRENaHOGHONTATOB KGCTHOMO MO3Fa B 6ONbLUNHCTBE
C/Ty4aes ONpedensica MnepKEeTO4HbIA (OTHOCHTEIbHO BO3PACTHON HOPMBI) KOCTHbIM MO3T 18/24 (75%). B0 BCeX CTyvasx BbiABNEHA
nponudepaLis MerakaprowuMToB, NOIMMOPEHLIX N0 pasMepy # MOPIONOrHH, C HAMYMEM aTUNHYHBIX (POPM C MHNEPCErMENTHPOBaH-
HbIMK PaMHK, CO 3penoi Mopdonored. PaciupeHms ¥ OMONCKEHHE SPHTDOMBHONO POCTKA HABNI0LANOCh COOTBETCTBEHHO B 23/24 #
22/24 cydanx (95,9% v 91,7%). Mpu oweHke rcTOTONOMPad MM MerakapuoumTos B 6onsLunHCTBe Criysaes 2024 (83,3%) onpegenanocs
COYETAHHE PA3POIHEHHOMD PACMONOKEHHA MEraxapHoUMToB U JOPMHPOBaHHE Phixnbix KNAcTepoB (3-16 kneTok). XapaxTepHas ang
HCTUHHOR NOAMLMTEMUM MOP(ONOTYMA 3NEMEHTOB MEraxapHOLMTAPHOTO POCTKA Habnoganack B 60nblLMHCTBE CiTy4aes 19/24 (79,2%).
B 5/24 (20,8) cnyuaes GbLaK BbIABNEHDI NPH3HAKM, XaPAKTEPHBIE AN 3CCEHUMANBbHOR TPOMOOUWTEMIN («ET-like» npusnaxm). CTenexb
6posa CTPOMB! BO BCex CTyasx cocTaenana MF-0. Boigogbl: Mopdhonoryeckas kapTuia KOCTHOTO MO32 NaLMEHTOB C MaCKKpo-
BaHHOA chopmoit N B 60NbIIMHCTBE NPOAHANHIMPOBAHHBIX HAMH CAY4AEB GbL1A XADAKTBPHOM IR HCTHHHOM NONHUKTEMMH. BMecTe C
TeM, B 4acTv Habn:ogennit npu MackupoeanHoA WM 8 Mopdonori v rcToTonorpaduy MerakapuoLMTAPHOT0 POCTKA ONPEABRANKHCE

NPH3HAKH, XaPaKTEPHbIE A 3CCEHLMANLHOM TPOMOOLMTEMHN Wik Npe-GiMBPOSHOA/PaHHER CTafMM NEPBAYHOrO MHenogMbposa.
Knmoyesble cnosa: MOpG0norua, TpenaHoGMONCHA KOCTHOTO MO3ra, MackWpOBaKHAA (DOPMA HCTUHHON NONNUATEMUH

Summary

Masked polycythemia vera (PV) is characterized by presence of Jak2 mutation, specific morphological pattern in the bone
marrow biopsy, and the lack demanding levels of Hb in accordance with criteria WHO, 2008 for PV. The purpose of this
study was assessment of the pathomorphologic peculiarities of bone marrow biopsies in patients with masked PV. The
group of 24 patients with masked PV was formed on the basis of morphological picture, clinical, laboratory and molecular
data. Histological examination of bone marrow trephine biopsy in most cases showed hypercellular marrow 18/24 (75%) (age
adujsted). Enlargement and rejuvenation of erythroid lineage was observed in 23/24 and 22/24 cases (95.9% and 91.7%).
The histotopography of megakaryocytes in the majority of cases, 20/24 (83.3%) was characterized by discrete arrangement
of megakaryocytes and forming intertrabecular loose clusters (3-16 cells). Typical for PV morphology of megakaryocytes
was detected in the majority of cases, 19/24 (79.2%). There were 5/24 (20,8%) cases with characteristic features of essential
thrombocythemia (ET-like features). The grade of stroma fibrosis in all cases was MF-0. Marphological picture in bone marrow
biopsy of patients with masked PV was characteristic for PV in most cases. However, in some cases of masked PV the
morphology part of megakaryocytes was similar to essential thrombocythemia or pre-fibrotic/early stage of primary myelofibrosis.

Key wards: morphology, bone marrow biopsy, masked polycythemia vera
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Bsenenue

HcTHHHAA NONHUMTEMHA - XPOHHYECKOE MHENo-
npoaHdepaTHBHOoe 3aboneBaHHe, NPHHALIEOXKHT K rpynme
Ph-HerarHBHEIX MHenonpoiaHdepaTHBHLIX 3abonepannii H
XapaKTEPH3YETCA YBEJHHCHHEM NPOAYKUHH 3PHTPOLHTOB
HE3aBHCHMO OT MEXAHH3MOB, KOTOPBIE B HOPME PErYIHPYIOT
3pHTPONO33. Bee maumeHTH ¢ naHHBIM 3a0oneBaHHeM HMe-
10T MyTauHIo B reHe JAK2 (SHyc-xuHasa 2, B 601b0IHHCTRE
cmy4aes- exon 14 JAK2V617F, B 2-3 % Habmoaeunii - exon
12), xoTopas peanH3yeTcs B MpoNHQepalHH TPeX POCTKOB
MHCJIONO033a — 3PHTPOHIHOIO, METAKAPHOLIMTAPHOIO H Ipa-
HyJIOUHTAPHOIO, 9TO BEAET K (JOPMHPOBAHHIO MAHMHEN03a
B XOCTHOM Mo3re. Hctunnan nonuuuremus (UII), cornacho
wiaccuouxkaunn BO3 2008, ycraHasnnBaercs Ha OCHOBa-
HHH GombmHX H Mainix kpaTepHeB. K GonbinHM xphTe-
PHAM OTHOCATCA YBEJHYCHHE YPOBHA NeMOrnoGHHa Brimie
185 r/n y myxduH, 165 r/n y XeHuMH, HanHIHEe MYTBLUHH
JAK2V617F. TpexpocTkoBad rHMEpIUIa3Hi KPOBETBOPHOM
TKAHH B KOCTHOM MO3re, CHIKCHHRH ypOBEHb 3PHTPONO3-
THH& H POCT SHAONCHHLIX 3PHTPOHIHBIX KOJIOHHH B Ky/IbTYpe
ABNAIOTCA MaJLIMH KpHTepHAMH [1].

B o6HoBnenHol penaxunn BO3, 2017 omyxone# remo-
MO3THIECKOH H NHM(OHIHONA TKaHeH IUTaHHpyeTcs BBECTH
FHCTOJIOTHYECKDE HCC/ICAOBAHHE TPENaHOGHONTATa KOCTHO-
ro Mo3ra B 60/bIIHe KPHTEPHH JHArHO33 BCEX TPEX HO30/0-
ruit Ph-muenonponudeparupHux 3abonepaHnA: HCTHHHOR
MOJIMUHTEMHH, 3CCeHIHaIbHOH TpoMbounTeMun (3T), nep-
BHIHOro MHenodubposa (TIM®D).

Iepprie yka3anni Ha BosmoxcHocTs HUIT «mackupoBaTs-
ca» moa ApyrHe Ph-HeratnBHme MHenonponHdepaTHBHEIE
3abonesanus OnnH oTMedeHm euie B 1990-¢ roaml, xoraa
Shih L.Y. 1 Lee C.T. y uacTv maumuesTOB H3 TIpYImsl C
BBIPXCHHAIM TPOMGOIHTO30M H HOPMAIIbHEIM HIIH CHHKCH-
HBIM ypoBHeM Hb BRIBHIIH POCT SHAOTNEHHBIX SPHTPOHIHEIX
KOIOHHH, xapakTepuniit ana M {2).

B HacTosmiee BpeMa MNOHATHE «MackHposaHHas» HIT
HCIONIL3YETCA B TEX CydanX, KOFA& JHArHO3 HCTHHHOMN no-
NHIHTEMHH CHOXHO YCTAHOBHTH BBHIY HEXAPAKTEPHHIX
KTHHHYECKHX H N1a0OpaTOPHRIX NMpOABJIEHHH 3a060/eBaHHA:
BRIP&XKCHHBIA TPOMGOIHTO3, CHIDKEHHE YPOBHA reMOMIO0H-
Ha, 5PHTPOLIMTOB, FEMATOKPHTA; UIHTE/IbHO CYIECTBYIOMME
TpoMO6O3LI H COCTOAHMA MOCE KpoBoTedeHHit (2 - 5]. Tepmun
«mackupoBaHas HIl» obbeannser pannioio dopmy (dazy,
CTamHIO), NaTeHTHYIO ¢(opMy (LIHTEILHO MPOTEKAIOLIYIO
cybxmnmaeckn) H MIT ¢ abnoMunansHuMy TpoMbolamu (6,
7.

Pannsn cragus UI1 xapaxTepH3yercs pa3sBHTHEM BHIpa-
XeHHOro TpoMOOLHTO3a, 9T0, 63 NMpOBEACHHA THCTONOTHIE-
cxolt OLIeHKH KOCTHOTO MO3ra, crnocoberByer ommboanoMy
ycrarosneHHo anarnosa 3T, JAK2 - nosutHpHOHA. OgHako,
CHYCTH HeKoTOpOe BpeMa naGopatopHas kapTHHa y JaHHOH
IPYNIK NAIHEHTOB MOXCT MPOrPECCHPOBATL ¢ IMPHIHAKA-
mu pa3sepuytoii HII: yposens Hb u Hct naunnaer nocte-
raTh NOPOTOBHIX U YCTAHOBKH QMArHO3a 3HadcHHi, BO3-
MOXHO MOSR/ICHHE XAPAKTEPHRIX KIHHHYECKHX MPH3HAKOB
{3]. 3r1a ocoberHocTs TedeHHA panuedi craguu MIT nexcrr
B OCHOBE IHIIOTE3H O BOIMOXHOCTH TpaHcdopmanun 3T B
HI1. HekoTophie HeCeN0BARHA YKA3RIBAIOT Ha To, 710 JAK2-
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nosutusHue T 1 3T A8na10TCA pauIHIHKMH GeHOTHRAMH
B Pa3BHTHH OIHOH HEOIUIa3HH, 3 ICCEHUMANbHAs TPOMBO-
urTeMus ¢ myTtauneit Calreticulin npeacrasaser otnensHoe
3a6onepaHHe, XAPAKTEPHIYIOMIEECA OCOGBIMH MONEKYIAPHO-
PEHETHYECKHMH H KIHHHIECKHMH MPOABICHHAMH H HCXOMa-
MH [8]. Tem He MeHee, BONPOC O BOIMOXKHOCTH TpaHCHOpMa-
umnn 3T 8 HIT ocraeTcs OTKPHITHIM, H OTHOCHTCA k pasgeny
HayYHRIX HCCIIEAOBAHHH C HOBKIM YPOBHEM LOKA3ATEILHOCTH
Ha OCHOBAHHH H3YIEHHA MOJIEKYAPHO-TEHETHYECKHX XapaK-
TCPHCTHK.

Jlareurnan MII apnserca 3aGonesannem, NpH KOTOPOM
OTCYTCTBYET OHArHOCTHYECKH 3HaYHMBIH s UIT yposens
nokasaresieii KpOBH B COYETAHHH C JUIHTE/NLHBIM CYGKIHHU-
9ECKHM TEYCHHEM.

Hna UII ¢ TpoMGo3aMH XapaKTEPHO OTCYTCTBHE YPOB-
Heiji noxasaresie NEMOTPaMMB!, HCOOXOMHMMEIX UIA YCTAHOB-
JICHHA [IHArHO3a H HA/IHYHE JUIHTETBHOTO aHAMHE3a TpoMbo-
THYECKHX OCIONHEHHA. PassuTHe TpoMG0o30B BOIMOXHO B
APTEPHAILHOM PYCJie C COOTBETCTBYIOMHMH HIIEMHYECKHMH
npoasineHuaMH. HaubGonee pacnpocTpaHeHHHMH ABIAIOT-
¢ TpoM603sl BEHO3HOIO pycna, Halle BCEro B MOPTANBHOH
CHCTEME, NMEYCHOTHBIX H ME3ICHTEPHANLHAIX COCYAAX, BEHaX
HHDKHHX KOHETHOCTEH.

MackHpoBaHHaR HCTHHHAA MOTHLUHTEMHA, B CPABHEHHH
¢ pa3pepHyToit M1, xapakrepnsyercs Gonee 4acTeIMH cTyda-
AMH TpoMG030B, YTO YCIOKHACT AHATHOCTHIECKHH MPOLIECC
[9]. C yueTom WIHTENBEHOCTH JIATEHTHOIO MepHona 3abone-
BAHHA MAUHEHTH C MACKHPOBAHHOH HCTHHHO#H MONHIHTEMH-
el MMCIOT NMOBLIMICHHEH PHCK TPaHC(OPMALHH B OCTPBIH
nefiko3 HiaH MHenodr6po3, HH3KYIO BEDKHBAaEMOCT [5, 10].

Jins parnett v 6onee TogHoH AHarrocTHKH HIT npeano-
XCHBI YCHJICHHBIC H IONOTHCHARIC KPHTEPHH, KOTOphIe GRLTH
6u wyBcTBHTENBHK H Kk Mackuposanuo#f HMII [11]. K uxm
oTHOCATCA Gonee HH3KHi yposeRs Hb, nononHuTensHoe uc-
nons3osanHe Hct ais Tax HaswBaeMOH CypporarHoi OLeH-
KH o0beMa UMDKYTHPYIONMX 3PHTPOLHTOB: 1A MYXIHH
>16,5/49%, ana xenmuH <16,0/>48% [12]. CoBpemeHnne
KIHHHKO-TIATO/IOrHIECKHE COMOCTABICHAA TOIBOMAIOT OT-
HecTH MOp(OIOTHYECKOE HCCleNoBaHHe TpenaHoGHomTaTa
KOCTHONO MO3ra K GONbIIHM KpHTepHAM muarnocTkr MII,
TAK KAK FHCTONOTHYeCKHE KpHTepHH mna Ph-nerarHBHRIX
MHenonpomepaTHBRRIX 3a00/€BARHI TyBCTBHTEIBHE H
cneuHHIHN [UIA paHHEH NHATHOCTHKH 3THX 3abonepanmit

(11].

Marepuanbl ¥ MeTOfbI

Ha ocHOBaHHH KITHHHYECKHX H JJAGOPATOPHBIX AAHHAIX
NpH nMHaMHueckoM Habmonenuu, naTomopdonorndecko-
ro [HarHo3a, NaHHKIX MOJEKYNAPHOTO HCCNCNOBAHHA Gnima
copmMHpoBaHa rpynna H3 24 NaUHEHTOB ¢ MaCKBPOBAHHOH
HII (6]. C noMommio pa3paGOTAHHOIO IHCTOJOIHIECKONo
KomH}HKaTOpa MPOBOAHIOCH ACTAMLHOE MOPGOIOrHIECKOe
HCCIE0BAHHE MEPBHYHEIX TPENaHOOHONTATOB KOCTHOIO
mo3ra. ITpH oLeHKH CTeNeHH peTHKyHEOBOrO $nGpoa cpe-
3 okpamupamy no FoMopu. Ilpu Mopdonornaeckom Hecne-
JOBAHHK TPENaHOGHOMTATOB KOCTHOIO MO3Ia MEl OLCHHBAJIH
CleqyIOMmHe KPHTEPHH: 1) KIETOYHOCTE KOCTHOTO MO3ra; 2)
MEraKkapHOLHTAPHLIR POCTOK: FHCTOTONOrpadua, Mopdono-
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Tabarna 1. KauHako-a1a6oparopHbie A8HHbIE rPyRNL! 24 NaUHEHTOB
C MacKHpoBaHHOi QOpMOH HCTHHHON NOIHIHTEMHH.

[Ipn3Hak 3unaveine

M Y& HHEL 2 ¢ HITHHR 717
Bospacr, aet 49.2 (26-75)
IpuTpomHTH, X 10'Y/1 5.3 (7.04.1)
T'emorio6HH, T/n 141 (99-167)
I'emarokpuT, % 43 (30-52)
TpomGortura, x 10%n 704 (179-1846)
Jletmomumsl, x 10%n 9,1 (3,4-22,5)
Tpom60o3n, 9Hci10 GombHmx (%) 6/24 (25)
Cenescnxa (yBeIHICHHRC/HOPMATLHRIC pasMcphl 10/13
_paIMcpH)

AG10MHRATBHEC TpOMGOBH, % 25 (6/24)

rHA; 3) 3PHTPOHAHAIA POCTOK: PACIIHPCHHE, OMOJIOXEHHE;
4) rpaHyNOUHTApHLIA POCTOK: PaCIHPEHHE, OMOJOXKEHHE,
yBe/IHYEHHE KOJIHYECTBA 303HHOQHIBHEIX IeHepauHi; 5)
CTPOMA: CTENEHb PeTHKYIHHOBOrO ¢ub6po3a, HanH4YHE 1HM-
(OHAHLIX 04AXKKOB, COCTOAHHE CHHYCOB.

Peaynbratbl U o6cyxpenue

Knnandecko-1a60paTopHble JaHHWE HCCAELOBAHHOH
rPYNNK! NAUHEHTOB NPeACTaANeHs! B TabmHue Nel. Meanana
Bo3pacTa cocTamsula 49,2 rofa, COOTHOIEHHE MYXIHi{ H
KeHIHH cocTaBuao 1:2,5. Cpeanne yporrn Hb u Het co-
CTARILUIH cooTBeTCTBCHHO 141,2 r/n M 43%, cpeanHe 3Ha-
9EHHA KOJIHIECTBA SPHTPOLKTOB, TPOMOOLHTOB H NEHKOLH-
T0B — 5,3 x 1012/n, 704,8 x 109/n ® 9,1 x 109/n. YposeHs
Hb Bo Bcex crmydadx 6ul1 HIKe MOPOroBOro 3Ha4eHHA ANA
nHargoctukd MII no xpurepuam BO3, 2008, H mossouwsin
OTHECTH AaHHBEIC Cy4aH K MacKHpOBaHHOH ¢opme 3abone-
BaHHA. Bce MalMEHTH ABIUIHCH HOCHTENIAMH MYTAlLHH reHa
JAK2V617F.

ComacHo K/IHHHYECKMX AAHHKIM YBeJHYEHHE celle-
3eHxH Habmonanocs B 43,5% Habmonenwi (y 10/23 nauuen-
TOB), HOpMaNbHEIE paiMephl — 69,6% (y 13/23 nawmenToB).
Y 0fHOIO H3 MALHEHTOB CIUIEH3IKTOMMA GhiNa BHNONHEHa B
CBA3H ¢ TpasMoil. TpomboTHueckne ocnoxHenus HaGmona-
JIMCh B MON0OBHHE coydaeB 50% (12/24). A6poMuHanbHEe
TpoMG0o3nl (TpoMGO3m BOPOTHOM, Cee3eHOIHON HIIH ME3eH-
TEPHANLHEIX BEH) OTMEUaIHCh B 25% (6/24).

PesynLraTsi rHCTONOrHYECKOR OLEHKH TpenaHobHoNTa-
TOB KOCTHOIO MO3ra NpeACTaRNeHH B Tabanue Ne2.

Ipu mMopdonorHieckoM HCCNENOBAHKH TpenaHobKoN-
TaToB KOCTHOIO MO3ra MOBHINIEHHAs KIETOYHOCT: Habnio-
nanach B 75% (18/24), HopMOX/IETOYHRI XOCTHEL MO3T — B
25% cayqacs (6/24).

Tpu uecnenosanmy TonorpadHy /1eMEHTOB METAKAPH-
OLMTAPHOIO POCTKa GBUIO OTMETEHO, YTO HaKBo/ee 9acTo Ha-
6monanock paspo3HeHHOE PacHONOXeHHE MEraKapHOLMTOB
B coYeTaHHH ¢ $OPMHPOBAHHEM PRIXILIX KaacTepos (83,3%
OT BCEX HCCNIeI0BAHHbIX ciTysaes). Ilo 2 ciyyas (8,3%) npu-
XOJJHJIOCh HA PA3PO3HEHHOE PACMONOKEHHE METAKAPHOLH-
TOB WIH (OPMHPOBAHHE TONLKO PROUINX KIacCTEpPOB, B TOM
HHCJIE - KPYIHEIX; MAKCHMAIIBHOE KOJIHIECTBO METAKAPHOLIK-
TOB B KJIacTepe — 16, MHHHMaNLHOE — 3.

Tlpu onernxe Mopdonoruu nonumopduue MerakapHo-
UMTRI C FHIICPCEMEHTHPOBAHHEIMH HOPMOXPOMHMNMH SApa-
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MH oTMedanuch B 33,3% (8/24). [Ipeobnananue KpynHBIX H
THraHTCKHX ¢opM 6buto BriABeHO B 16,7% (4/24). B 50%
(12/24) nabmoneHHii onpenensIoch CoueTaHHe KpaiiHe ro-
THMOPQHEIX (B TOM 9HCJE, HEGOBLINX) MO pa3MEPaM Mera-
KAPHOUMTOB C KPYNHBIMH, THFAHTCKHMH (OpMamH.

lunepcerMeHTalHA H HOPMOXPOMHA ROCP Meraka-
PHOLMTOB C HATHYHEM «KONBUECBHAHRX» (opM Habmona-
nMch B GonpuIHHCTBE caydaes — 19 (79,2%) H B 5 ciyyanx
(20,8%) puasnanucy ET-like- (momo6Hme 3T) mpu3Haxku
(runepxpoMHs H rHNEpAOGYIAPHOCTD AAEP, CABHT AOEPHO-
UHTOILIa3MAaTHIECKOTO COOTHOINEHHS B CTOPOHY OOHILHOR
303HHOQWILHOH LHTOMUIaIMK). [TomdepkieM, 910 1IpH Ha-
NHYHH BEIPDKEHHOIO MOJHMOPQH3MA KIETOK MEraxapuo-
UHTOMO33a BO BCEX HCCIIENOBAHHRIX CAYYasX mpeobiiagany
METaKapHOLMTHI CO 3peoH MOP(ONOrHeR: KIETKH Meraka-
PHOLHTAPHOTO POCTKA HME/H IMHPOKYH LIHTOILIA3MY H Xa-
PaKTEPH3OBANIMCh  HH3KHM ANCPHO-LIHTOILIA3MATHYIECKHM
COOTHOWIEHHEM.

ITpH ouexKe IPHTPOHAHOTO POCTKA MHIEPILIA3HA K OMO-
NI0XeHHEe oTMedanuch B GonbunHCTBE cyqaes - 23 (95,9%)
1 22 (91,7%). [lpn HccnenoBaHHH rPaHYNOLMTAapHOTO POCT-
KA paclIKpeHHe H OMOJIOXEHHe cocTaBHIH 13 (54,2%) K 17
(70,8%) cOOTBETCTBEHHO. YBeHIEHHE COAEPKAHUA 30IHHO-
¢unpHEIX rpaHynoHTOB Habmonanocs B 25% (6/24).

Crenens ¢pH6po3a CTPOMEI OLIEHHBANACH IO OKPACKE N0
TomopH H Bo Bcex cyqanx cocrasiasana MF-0 (Puc.3.). JIum-
GoMaHEE O9AKKH PA3HRIX Pa3sMEPOB ONMPEAE/SLIHCH B 29,2%
(7/24). ins cTPOMBI KOCTHOIO MO3ra XapakTepHhK PacIIMpeH-
HbI€ MOJHOKPOBHAIE CHHYCHI.

IIp# HCTONOrHYECKOM HCCEOBAHMH KOCTHOTO MOAra
cyqaes «MackupoBaHHO» HIT BrIARIAIOTCA XapaxTepHule
MOPGONOrHYecKHe MPHIHAKH MCTHHHOH MOMHUMTEMHH C He-
GoMmbUIHMH OTK/IOHEHHAMH: He3HAYHTEbHAA HITH BHPKEHHAA
TMNIEPKIETOMHOCTE KOCTHOIO M03ra (OTHOCHTENBHO BO3PACT-
HOH HOpMEI), MPOMH(EPALHA MEraKAPHOLHTAPHOIO POCTKE, B
noaamsisiomeM GOIbLIIHECTBE CydaeB - runepiasus (95,8%)
H «1eBhIH CIBHIM IPHTPOHIHOIO poctka (91,2%). Hamu obua-
PYXEHO, 9TO IIpH MacKuposaHHOH dopme HUTT Bosmoxaio dop-
MHPOBAHHE PRIX/TRIX K/IACTEPOB, B TOM YHCIIE — KPYIHKIX, ¥TO
coanaer HeolGxomMocTs muddepeHLMaTEHON HArHOCTHI C
npedubpoanoi/panneit crammeit nepsraHoro Muenodu6posa.
YeToiHBEIM  MOPOJIOTHIECKHM [PH3HAKOM KIETOK MeEra-
KAPHOLMTONO033a NpH MackuposanHo# opme HII smmserca
YBEIHYEHHOE KOJIMYECTBO KPYMHEIX (OPM C FHIIEpCerMeHTH-
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Tabnuua 2. PesyabTarsl MOp)0IOrHIecKoH OLEHKH TPeNaHOGHONTATOB KOCTHOFO MO3Ira MALHEHTOB
¢ MackHpoBaHHo# ¢opmoii HII.

Mokasarem Yncno %
Knerounocrt KocTHOrO MOIra
HopMowieTouHmIi 624 25
Tvmepxnerounsift 18/24 75
Pacuispenne pocTKoB MHEJIONO033a
PATPORIHRA 1724 42
MeraxkapHounT8pHBIA 1734 42
DPHTPOHIHLI H MEraKapHOLMTApPHLIH 9734 375
OPHTPOHIHLIN, MErakapHOLIITAPHLIA H TPaHYJIOUHTAPHBIH 13/24 542
OMo/IoAeBHe POCTKOB MB€J1000333
puTponmHbIf 22/24 91,7
I'panynouMTapHmIll pocTOK ¢ NpeobiananHeM NPOMEKYTOTHBIX 16/24 66.7
OpM
Mpeo6nanarie 3penix GopM rpaHyIOLHTAPHOrO pocTKa 8124 333
YBeHieHHOE KOTHYECTBO 303HOGWILHLIX IPAHYTOLHTOB 524 20,8
lacroronorpadis MerakapBson#TOB
Pa3poineHHOe pacnoioAeHHe 224 83
Prouthie knactepal 2124 83
Pajpo3ReHHOe pacnosioxeHHe H PbDUILIE KJIACTEPh 20/24 833
TapaTpabexynapHoe pacnionokeHHe 524 20.8
Mopdonorag MerakapBEoHTOB
TomiMopdHule o pasmepy 814 333
Ipeo6nananue KPYNHLIX 1 rHrafTCKHX GopM 424 16,7
- CouerasHe NUTHMOPGHLIX KIETOK ¢ KPYTIHLIMH H 1224 50
HTRHTCEKHMH hopMamu
Hamrmse ET-like npuinakoB 5124 208
MeraxapHOLATH ¢ HOPMOXPOMHEIMH 19724 79,2
THIIEPCETMEHTHPOBAHABIMH B (KOJbIEBHAHBIMHY AIpaMH
JiamMGoBAHLIC OFRKKE 424 16,7

POBAHHBLIMK HOPMOXPOMHBIMH (KOJIbLEBHAHLIMKY ANpaMH B
COSETAHMH C K/IETKAMH CPETHHX H HeGObIRIHX PasMEPOB — NPH-
3HAKH NOTHMOpHIMA MOPHOJIOTHH H pasMEpOB METAIAPHOLH-
108 (PHe.1. -3momudpyzuepucynxukanamt>ew Ha cneyu-
anbNot y P - npum. ped.).

B paynymt HalllEro MCCAENOBAHHA MBI OIPENCTHIH,
9T0 ¥ 4aCTH MAUMEHTOB ¢ MAaCKHPOBAHHOH HCTHHHOM MOJH-
uHTeMHed B 20,8% (5/24) onpenensimch MOpONOrHIECKHE
MPH3HAKH, XapaKTepHue WA 3CCEHUHaNbHOH TpomGoumTe-
muH (ET-like opu3taks). B 3tHx ciaydaax otMedanoch npe-
ofafaHHe KPYIHRIX H THTaHTCKHX QOPM MEraKapHOLHTOB
co 3penoi Mopdomoruef,, ¢ rHnNEpcerMEHTHPOBAHHARIMH
Anpamu (Gosee 6 nonek) ¢ NTyOGOKHMH HHBArHHALMAMH WIH
(@IOYKYIOLHMHCA » AAPAMH H IIKPOKOH 303HHO(DHNBHOIH LH-
TornaiMo# (Puc.2.). O6HapyXeHHe METraKapHOIMTOB C MO~
no6uo#t Mopdonorveli Ha poHe YMEPEHHO IHIEPIICTOIHOTO
KOCTHOIO MO3T8 C HE3HA9HTEIBHBIM PACITHPEHHEM H OMOJIO-
AeHHEM IPHTPOHIAHOIO POCTKA MOKET MPHBECTH K omub04-
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HOMY ycTaHORNTeHHI0 aAHarHo3a JT. HMento y 3Toil rpynme
nauMeHTOB ¢ noaoGHo# Mopdonorudeckoit kapTHHOHR pas-
BHTHE B NOCAEAYIOMEM pa3BepHyToi xaprHrK MIT nasano
OCHOBAHMA MUIA Npeanonoxenka Tpanchopmaty IT 8 UIL

Crneqyer oTMETHTB, 9TO BBIABICHHBIA MPH MAaCKHpO-
BanHo# ¢opme U1 BhipaxeHHEIA MonHMOpdHiM Mopdo-
JIOTHH H THCTOTOMOrpaHH MErakapHOLMTApPHOrO POCTKA,
B YACTH CIyd4aeB- C «TEPEKPECTHHIMH» MPH3HAKAMH, Xa-
PAKTEPHEIMH AMA 3cceHuuanbHoH TpoMGoumtemun (ET-
like-npu3snaky) win npe-GuGposHoi/panHedl craguH nep-
BH4HOrO MHenodu6posa, MoxeT co3napars OOLeKTHBHLIE
TPYAHOCTH /11 OMPENeEHHA HO30MOIHIeCKOH MPHHALIEK-
HOCTH hpu nepBHYHON AuarHocTHke. B mono6Hux cmygaix
Mopdonoruaeckyio kapruuy uenecoobpasno orects k Ph-
MuenonponudeparHsHoMY 3a6oneBanuIo, HeKnaccHGHUHPY-
€MOMY, C PEKOMEHaIHeH YTOIHEHHA HO30.10THIeCKOR pH-
HAUIEXHOCTH IPH MOBTOPHOH TPeMaHOGHONCHH KOCTHOrO
MO3ra B Opoliecce AMHaMHIeCKOro HabnmoneHua.
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OPUTMHANBLHLIE NCCNNEAOBAHUA

3axnioyenns

MackuposarHaa ¢opma HIT — cnoxnas xIHMHHYecKas
cdopma, Tpelyloulas TIIATENBHOTO AHANM3Aa BCEH NONHOTH
KIHHHKO-/IaGOPATOPHBIX JaHHBIX, PE3Y/IETATOB IHCTOJIOMHYE-
CKOTO HCCJIEOBAHHSA TPENaHOGHONTATa KOCTHOMO MO3ra, 9T0
o6yc/oRniBaeT HEOGXOOHMOCTh MOCTOAHHOIO B3AHMMOAEH-
CTBHA KIMHHUKCTA H Naronora. BoamMoxkmeie cnoxHOCTH BO3-
HMKAIOT KaK Ha ITane KJIHHHYECKOro o0C/e10BaHMA, TAK H IPH
MOpdOoIOrHIecKoit OLEHKe KOCTHOro Mo3ra. [lpapwinHas H
CBOEBPEMEHHAA AHArHOCTHKA MackuposaHHoit HIT neobxonn-
MBI /14 BK6GOpa TepaneBTHYECKO TAKTHKI ITpeAyTPEKICHHA
TpOMBOTHIECKHX OCAOKHEHHH. JUL1 AHarHOCTHKH MacKHpo-
panHo#i UIT HeobxoamM Bech cnekTp N1aGOpaTopHEIX HCCAEA0-
BAHHH, B TOM YHCJIE MOJIEKYIAPHO-TeHETHIeCKHX. [1pH oTcyT-
CTBHH Y naumenTa mut JAK2 (exon 14, exonl2) neobxonumo
HCK/IOYHTL BTOPHUHLIA 3PHTPOLIKTO3, TOBTOPHTD TPENaHOOH-
OICHIO KDCTHOTO MO3ra MPH JHHAMHYECKOM Hab/moaeHHH. B
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r'7 knawruHa 4 A/ Cy6opuéeal 4. MeTon,AJl1. CyaapukosA.b.

Puc.1. ICTUHHAA nonHynTeMHs, MAaCKMpPOBaHHAA
dhopma. Mmnepnnasusa Tpex pocTKOB MUeNOHO33a. Bbl-
paxeHa nponugepaLnms MerakapHoLMTapHOro poCcTKa:

nonnMophHble MerakapuoLnTbl pasHoro pasmepa co

3penoit mopdonorueid, rmnepcerMeHTKPpPBaHHbIMH
NOPMOXPOMUBIMU AfpPaMWN, XapaKTepHble AN UCTUHHON

NONMHUMTEMHA» PaclwimnpeHne spuTpoMAHOro pocTka ¢

omMonoxeHnem 6e3 GOPMUPOBAHMA OTUETAMBLIX KNa-

CTEpOB 3pUTPOKApPUONMNTOB. FpaHyNnouMTapHbIA pocok

YyMepeHHO pacl upeH, OMONOXEH (..1€BbliA CABUT»).

,a MaTepuane TpeHaHO6HOHTATOB KOCTHOrO Mo3ra

Puc/l. PaHHAA cTafnsa UCTUNHOW NONULHTEMUY
«ET-like» npusHakamu. ATUNMUYHbIe MerakapuounTbl C
06UNbHOK 303NHOGMUNBHOW LUTONNA3MOW, TMHepPCermen-

TUPOBAHHLIMU «MOYKYH LU UMUCA» afpamu, xapakTep-
Hble ANA 3CCEeHLNaNbHOW TPOMGOLUHTEMHA.

PHC3. Ouenka pnbpo3a cTpOMbI Npn OKpacke no
Gomori. PetukynuHosbiit puépos MF-0.
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