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B PE3IOME

BeeneHue. HapyweHue yTunmsaumm xenesa spuTpoKApUOLUTAMM C OTIIOKEHMEM TPAHYN TEMOCHMAEPHUHA B BUAE KONbLA
SBISETCS MATOTHOMOHUYHBIM NMPU3HAKOM CHAEPOBAACTHBIX aHeMMIH. HeoTbeMnemoit 4acTbio AUATHOCTMKM 3TOTO BMAA AHe-
MMt IBRSETCS LUTOMOPEPONOrMYECKMIA QHANU3 ACMMPATA KOCTHOTO MO3rd C NPOBEAEHUEM LIUTOXMMUYECKON PEaKLMM Ha
KonbLeBble cuaepobnacTsi.

Llenb — npenctaButh METOABI LUTONOTMYECKOM M LIUTOXMMMUYECKOM AUATHOCTUKM CHAEPOBNACTHBIX AHEMMIA.

OcHoBHble cBefeHUs. [TaTOrHOMOHMYHBIA NMPU3HOK CHAEPODBNACTHBIX OHEMMM — HONMYME KOMbLEBLIX cMaepobnacTos
B KOCTHOM Mos3re. KonbLeBbiMM cMAepobaacTamMu CHUTAIOT SPUTPOKAPHUOLMTBI C TPAHYNIAMM BHY TPUMUTOXOHAPHUANBHOTO
Xenesa, pacnonaraloWMMKcs BOKPYr aapa. BeisiButb konbuesbie cnaepobnacTbl BOSMOXHO TOMbKO MPU LUTOXUMMUYECKOM
ANArHOCTHKE, KOTOPAs MPOBOAMTCS JIULLbL B MONIOBMHE NABOPATOPHHI, OCYLLECTBAMIOLLMX AUATHOCTUKY 30601EeBAHMI rema-
Tonornyeckoro npoduns B Poceuiickoin Pepepaumu. Mpeactasnen anroputm NabopaTopHOM AUArHOCTHUKM cuaepobnact-
Hbix aHemmit B8 PIBY «<HMUL rematonornm» Munsapasa Poccuu.

Kniouesble cnoBa: ciuepobnactHbie QHEMWK, MUENOANCIAACTUYECKME CUHAPOMBI, KOMbLEBLIE CHMAEPOBAACTH, MUENOAMCNNACTMYECKME CHHAPOME / Mie-
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BN ABSTRACT

Introduction. Disruption of iron utilization by erythrocaryocytes with deposition of hemosiderin granules in the form of a ring
is a pathognomonic sign of sideroblastic anemia. An integral part of the diagnosis of this type of anemia is the cytomorpho-
logical analysis of bone marrow aspirate with a cytochemical reaction to ring sideroblasts.

Aim — to present current methods of cytological and cytochemical diagnosis of sideroblastic anemia.

Main findings. A pathognomonic sign of sideroblastic anemia is the presence of ring sideroblasts in the bone marrow. Ring
sideroblasts are considered to be erythrocaryocytes with granules of intramitochondrial iron located around the nucleus. It
is only possible to diagnose ring sideroblasts using special cytochemical diagnostics, but this is carried out only in half of the
laboratories that diagnose hematological diseases in the Russian Federation. The algorithm of laboratory diagnostics of sid-
eroblastic anemia in the National Medical Research Center for Hematology is presented.
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BBenenue

B pamkax Bble3gHBIX MEPONPUATHIA, OCYILIECTBISEMBIX
OI'eyY «HMMUMLL remaronorun» Munsapasa Poccun
c 2019 r., npoBeneHa oueHKa BO3MOKHOCTEH Jaboparop-
HOM CJLy>KObl B «SIKOPHBIX» (IPUKPENJIEHHbIX) MELULMH-
ckux opranmsanuax (MO) Poccuiickoit Depepanun,
OKa3bIBAOIIMX MEIULIMHCKYI0 MOMOILb IO HpOogHIIIo
«remaroaorusi» B 88 cybrvexrax Poccuiickoit Menepannn
(ucksouas ropon denepanbHoro sHadenus: Mocksy).
Bt mpoananusupoBaHbl BHUABI M KOJIMYECTBO IPO-
BOAMMBIX B J1aDOpaTOpUsIX LUTOXMMMUYECKUX PpeaKIui
NpU UCCJIeJ0BAHUN KOCTHOTO MO3ra OOJIbHBIX C MOA03pPe-
HUEeM Ha OCTPBIM JIEMKO3 M MHEeJIOAMCIIIACTUYeCKNI CHH-
apom (M/IC). Llutoxnmunveckne peakuuy Ha KOJIbLEBbIE
cupepobsactsl BbIoaHAAM Tosubko B 38 (45,2 %) menm-
LMHCKUX OPraHU3alusx, Ipu 9ToM B 9 U3 HUX, COIIACHO
oTuetam jabopaTopuii, yKasajau Ha OTCYTCTBUE UJIU MPO-
BeJleHHE e>XeTrOJQHO eJMHMYHBbIX HUCCJeNOBAaHUII Ha HaJIU-
4yue KoJIbLEeBbIX cuaepobaactos. [Ipuuunnoii takoro maso-
IO KOJIMYeCTBa IMPOBEJEHHBIX IUTOXNUMUIECKUX PEAKIINN
SBJISJIOCh OTCYTCTBHE 3aIIPOCOB OT IeMaroJsioros. B cBasu

C OTUM IIPEJACTaBJSIETCSI AKTYaJbHbIM IPEJCTABUTH OMNbIT
na60paTopHof/'1 JMArHOCTUKM CHUAEPOOIACTHBIX aHEMUIA
B OI'BY «HMMUWLI remaronorun» Munsgpasa Poccun.

Ilens nacrosimeidl crarbu: NPesCTABUTbL METOABI LIUTO-
JIOTUYECKOM M LUTOXMMUYECKONM AMATrHOCTHUKH CHIEPO-
0JIACTHBIX AHEMUIA.

XapaxrepucTuka cuaepodIaCTHBIX
AHeMuum

CunepobaacTHble aHEMUU — DTO reTepOreHHas rpyIna
3aboneBaHUi, OTAMYUTENBHOH OCOOEHHOCTBHIO KOTOPBIX
ABJISIETCSl HApPyLIEHWE yTUJIM3AIlMU JKesle3a IPUTPOKa-
PUOLUTAMHU U €ro HAKOIUIEHWE B MUTOXOHIPHSX C obpa-
30BaHMEM KOJIbLEBbIX cuaepobaacros. Konbuesble cu-
Nepo0IaCTbl  MPEACTABIASIOT CO0OOI SPUTPOKAPUOLUTI
C MEPUHYKJIEAPHO PACMOJIOKEHHBIMU IPAHYJIAMU HEreMo-
rJIOGMHOBOrO Kese3a. BpiiensiorT BpOXIAeHHbIEe U TPUO-
Operennble cunepobaactubie anemuu [ 1, 2].
cupepobiacTHbIE  aHEMUU

Bpoxxnennsie pasBuBa-

IOTCd B pe3y/bTaTe€ BO3HUMKHOBEHUA MyTaLII/Iﬁ B I'€HaX,
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YYaCTBYIOLUX B CHHTE3€ reMOorJo0uHa, 1 0ObIYHO UATHO-
CTUPYIOTCS B IETCKOM Boapacre. B saBucumocTu ot Tuna
reHeTUYECKON My TAllUM BBIAEJSIOT X-CLEIIEHHYo (C My-
rauuert rena ALAS2, ¢ myrauueit rena ABCB7 (anemus
¢ aTakcuei)), ay TOCOMHO-pPeLeCCUuBHYy0 (C MmyTanued reHa
SLC25A58, ¢ myranueit rena WIS (cunnpom Boasdpama),
¢ myrauueit rena GLRX5, ¢ myrauneit rena SLCI9A2 (tu-
aMUH-3aBUCUMasi MerajobJacTHas aHEMUSI — CUHIPOM
Ponxepca)), ciopaguueckyto cupepobiacTHy0 aHEMUIO,
MUTOXOHApHaJbHy0 uuronaruio (cunapom Ilupcona).
Bposkaennsie cupepobsacTHble aHEMUHM, KaK MPaBHIIO,
SBJSIIOTCS MUKPOLMTAPHBIMU runoxpomusimu [1, 3, 4].

[IpuoGperennbie cupepobiacTHbie aHEMHUM MOAPA3[E-
JISTIOT Ha KJIOHAJIbHBIE M HeKJOHaJibHble. HexJioHaTbHBIE
(BTOpMYHBIE) CHAEPOOIACTHBIE AHEMHMHU BO3HUKAKOT B pe-
3yJIbTaTe M30BITOYHOrO TPAHCIIOPTA JKEJIE3a K dPUTPOKA-
puonuram (remosus, yacThle TPaHCY3UU [JOHOPCKMX
SPUTPOLMTOB) JIMOO MPHU HAPYLIEHUH OUOCHHTE3a reMo-
r100MHA, BBIBBAHHOM TOKCHUYECKHMMU BO3IAEHCTBUSIMU
(oTpaBiieHME CBUHIIOM, AJIKOTOJIM3M), JEKAPCTBEHHBIMU
npenaparamu (M30HMA3U[J, NUPA3UHAMUJ, JMHEIOIUT,
A30THONPHUH, JEBOMULETHH, XJopam]eHUKOoT), aJlumeH-
tapubimu  ¢paktopamu (repUIUT NUPUAOKCHHA, MeAH,
n36brTok nuuka). CupepobiacTHoOM aHeMUER MOTYT Tak-
K€ COINPOBOKAATHCSI Ay TOMMMYHHBIE U OHKOJIOTMYeCKUe
sabonesanus. HeksnonanbHas cupepobnactHas anemwust
HocuT obparumblii xapaktep [1, 2, 4-8].

[losiBnenue koabUEBBIX CUAEPOBIACTOB KaK OAHOTO
Y3 NPU3HAKOB KJIOHAJBHOIO KPOBETBOPEHMSI OIMUCAHO
M/IC,

PaTUBHbIX

MuesIouCIIIaCTHYeCK uX/MUeonpoande-
(MIIC/MIIH), mue-
(MIIH),

OCTPbIX MHEJOUAHDbIX neix’mosax, arJaCTUYeCKOM aHe-

npu
HOBOOOPa3oBaHUAX
nonponudepaTUBHBIX ~ HOBOOOPA3OBaAHUAX
MuM. YBeaudeHHe KOJMYECTBA KOJBIEBbIX cuiepobJa-
CTOB MMeeT AMATHOCTMYECKOE 3HAYeHWe NpH Bepuduka-
uuu MJIC ¢ xoabuessimu cunepobnacramu (MIC-KC)
u MJIC/MITH c xonbueBbimu cuaepobnacramu u Tpom-
oouurozom (MJIC/MITH-KC-T). Yame onu BO3HMKaiOT
y JIMI MO>KUJIOTO BO3PACTA, MOTYT OBITh JUArHOCTHPOBA-
HBI Kak Jde n0vo, TaK U B pe3yJibTaTe MpelecTBYoei JTy-
4yeBoil u/uau xumuorepanuu [2, 4, 9, 10].

Huddepenumnanbayto AMATHOCTUKY PasIUYHBIX (OpPM
CUepObIACTHBIX aHEMUI MPOBOAAT C yYeTOM KJIMHUYE-
CKOH KapTHUHBI, BO3pacTa 0OJIBHOrO, JaOOpaTOPHBIX /aH-
HBIX, BKJIIOUAIONUX B cebsl KIMHUYECKU aHAJIU3 KPOBU
c perukysouuTapHbiM npoduiem, nokasareaud obmeHa
JKesesa, IMUTOJOTUYEeCKOe M IINTOXUMHUYeCKOoe MCCIe0Ba-
HUS [yHKTaTa KOCTHOT'O MOS3ra, MOJIEKYJISIPHO-TeHEeTHYe-
CKUe M IUTOreHeTHdecKue uccaenosanus [2].

Brepssie B 1867 r. nemenxwuii natonsor Max Perls npu-
MEHWMJI METOJ, BhISIBJIEHUSI COJIeH OKMWCH Kejle3a B THCTO-
JIOTMYECKUX CPe3ax NP HApyLIEHUSX MUIMEHTHOro 00-
mena. [losnnee, B 40-x romax XX Bexa, H. Griineberg
[11] ¢ momowsio peakuuu Ilepica npopemoncrpuposas
HaJIMYME IPAHYJI JKeJle3a B 9PUTPOLMTAX U SPUTPOKAPU-
ouuTax nepudepuuecKoil KPOBU MbIlIEH, 3aTeM B KPOBU

Bapocabix mopeit. B 1953 r. A.S. Douglas u J.V. Dacie [12]
OOHApPY KU CHUAEPOOIACTBI B KOCTHOM MO3Te YesoBeKa.
B Hacrosimee Bpemst 9Ty peakLMIO AaKTMBHO IPUMEHSIIOT
st uaeHTUUKALIMY COeAMHEHUH TPeXBAJeHTHOIO Ke-
ne3a B KiaeTkax (LUTOXMMUS) U CPe3ax OPraHOB U TKaHEH
(rucroxumus) [2, 13].

Iuarnoctuka cupepobnactHoit aHemuu basupyercs
Ha UTOXMMUYECKOM BbISIBJEHUU B KOCTHOM MO3Te KOJb-
HeBbIX cuaepobaacTos ¢ nomouipo peaxiuu [lepica.
Hacrosimasi crarbs mocesilieHa IUTOJIOIMYECKOH M I1U-
TOXMMHNYECKOU IHUATHOCTUKE cn,uepoGnaCTme aHeMuu,
npexxae Bcero M/IC ¢ kosnbueBbimu cugepobnacramu
u MJIC/MITH ¢ koabueBbiMu cupepobaacTamu U TPOM-
60UNTO30M, 711 KOTOPBIX HaJM4Me KOJBLEBBIX CHAEPO-
6/1aCTOB B KOCTHOM MO3Te SIBJSIETCS OMpPe/essIONUM Ta-
TOTHOMOHHMYHBIM ITPU3HAKOM.

MJIC ¢ xoableBbIMu cHAEpPOOIaCTAMU

Cornacuo kaaccupuxkanuu BO3 2017 r. [14], MJIC
¢ xonbuessimu cupaepobaacramu (MIIC-KC) npencras-
asier coboit Bapuant MJIC, nns xoroporo xapakrepna
LUTONEeHUs, AUCHaasusi u Haauuue >15 % KoJIbLEeBbIX
cupepobnacros (25% mnpu BbISIBIEHMM MyTallMU B reHe
SF5BI). Ilpu aTom nosst 61acTHBIX KJIETOK He MPEBbIIIAET
5 % B xoctHOM mosre u 1 % B nepudepuveckoit Kposw,
u oHU He cozeprKat nasovek Ayspa. [lns sBepudukanmun
auarnosa Heobxoaumo uckiawuuts MJIC ¢ nsonuposan-
noti del(5q), a rax>ke Bropuunble npruurHbI MOpdOTOrUye-
CKUX M3MEHEHUH B KOCTHOM MO3Te U 00pa3zoBaHUsl KOJb-
LEBBIX CU/1EPO0JIACTOB.

B saBucumocty OT KOIMYECTBA POCTKOB KPOBETBOPEHUSI
¢ npusHakamu aucniiasun kaaccuduxanus BO3 [14] soiae-
aset 2 Bapuanta M/IC-KC: ¢ nuneiinoit nucninasuein (IMIC-
KC-JI1) u ¢ mynsrununeitnoi aucnnasuei (IMIC-KC-M /).
MJC-KC-JI/] cocrasasier 3—10 % Beex cayuaes M/IC, xa-
pakTepusyeTcsl aHemHUel, OObIYHO MaKpPOLMTAPHOM, MK Ou-
IIATOINIEHNEN 1 AMUCIIIa3uelr TOIbKO B BPUTPOMNIHOM POCTKe.
MIC-KC-M/] cocrasasier oxono 13 % seex cayuaes MJIC,
IUIS1 Hee XapaKTepHA ABYXPOCTKOBAs LUTOIEHUS WJIU TaH-
LUTONEHUS] Y ANCILIABKS B ABYX WUJIN TPEX POCTKAX KPOBET-
BOPEHMSI. Hannune nuneitnoit nan MyJIbTUIUHENHONU AU-
CIJIA3MM HE OKa3bIBAET BJIMSHUS Ha OOLLYI0 BBKHMBAEMOCTD
U yacroty nporpeccuu 3abosnesanus [14-16].

Hanuaue myranum B rene SI5B/ accouuupyercs
c obpasoBaHUEM KOJIbLEBBIX CUEPOOJACTOB C MOJIOMKHU-
TEJIbHOM NPOrHOCTUYECKOM 3Haummocteio 97,7 %, a an-
JIeJIbHASI HArPY3Ka MYTAHTHOIO MeHa aCCOLUUPYETCs C UX
koauudectsom [17]. Hacrora BbisiBaEeHUS MyTanuu B reHe
SF5B] npu MJIC-KC-J1/] cocrasasier 70-90 %, B To Bpe-
msa kax npu MJIC-KC-M /[ — 30-70 % [15, 17].

Bonswas vacrs cayuaes MJIC-KC ornocurcsa x rpyn-
e HMU3KOro PUCKA C YaCTOTOH TpaHchOpManu B OCTPBIH
neiikos oxoso 2 % pns MJIC-KC-JI/ u oxono 8 % —
nas MJIC-KC-M/T [4, 14].

B nosoit knaccuduranuu BO3 2022 r. [18] cpenu MJIC

TAaKI>K€ BbIACJIEH BAPUAHT C KOJIbIEBbIMU CI/I,E[epO6JIaCTaMI/I.
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M/IC ¢ HusKkuM KOMMUYECTBOM BJACTHBIX KJIETOK U MyTa-
uweit B rene SI5B1 (MC-SI5B/) xapaxkrepusyeTcst HaIu-
qrem 25 % KOJNbLEBBIX CUAEPOOIACTOB U My TaLlMEN B reHe
SI5BI. B cnyvasx orcyrerBus myraunu B rene SF5B/ nubo
[IPY HEBO3MO>XHOCTU IPOBENEHUS] MOJIEKYJISIPHO-T€HETH-
YEeCKOIro UCCJAeAOBaHUS 06Hapy>{<eHI/Ie >15 % xonprEeBBIX
cupepobsiactos, <5 % 6aCTHBIX KJIETOK B KOCTHOM MO3Te
u <2 % B nmepudepuuecKkoii KPOBU MO3BONAET TUATHOCTH-
posats M/IC ¢ HMBKMM KOMYeCTBOM BJACTHBIX KJIETOK
Y KOJIbLIEBBIMU CHepobaacTamu.

MJIC/MIIH ¢ xoasueBsimu

CI/II(epOGJIaCTaMI/I " TPOMGOHI/ITOBOM
MJIC/MITH ¢

" TPOM6OLU/IT030M XapaKTepusyeTcsi aHeMUel, AUCILIa-

KOJIbLIEBBIMU cupepobaacramu
3Uell PUTPOMAHOrO POCTKA, HAJUYHMEM TPOMOOLUTO3a
(2450x10°/m) u 215 % wonbIIEBBIX CUAEPOOITACTOB, & TAKHKe
nponudepaliyeil KPynHBIX ATUMTUYHBIX METaKapUOLUTOB.
baacrusie xnerku npu MIC/MITH-KC-T cocrasasior
<6 % B kocTHOM Mosre u <1 % B nepudepuueckoii kpo-
su [14]. dna MIC/MITH-KC-T xapakrepno obnapyxe-
nue myrtauuu B rere SI5B/ B 60-90 % cayuaes, a Taxoke
myraunu JAK2 V6I7F 8 50-70 % cayuaes. K kpurepusam
UCKJIIOUEHU I JMArH03a OTHOCST TaKue [UTOreHeTUYecKe
anomasnunu, kak t(3;3)(q21.3;q26.2), inv(3)(q21.3;q26.2),
del(6q), BCR/ABLI. Tlpu

HHUUN HH(beepeHHHaﬂbHOﬁ ANATrHOCTU KM HeO6XO]II/IMO

M30JIMPOBAaHHAS nposene-
UCKJIIOUUTh OCCeHLMaNbHy0 Tpombouuremuto [4, 14].
MIAC/MITH-KC-T orHocurest k rpynme HU3KOrO pHUCKa
U nmeeT Goslee BBICOKYIO BBI)KMBAEMOCTb IO CPABHEHUIO
¢ MJIC-KC-JI/1. Yacrora rpancdopmanum B ocTpbIii eid-
ko3 anajornuna raxosor npu MIAC-KC-JII u cocrasus-
et okosio 2 % [14, 19].

Knaccupukanua BO3 2022 1 [18] seigenser
MJC/MITH ¢ myrauwueit B rene SF5B/ n Tpombouuro-
som (MIAC/MIIH-SF5B/-T), pns xoroporo xapakTepHO
OJHOBpPEMEHHOE BbIsIBJIeHUEe myTanuu B rene SI5B/ u my-
rauun JAK2 V6I7F, nubo, npu oTCyTCTBMM 3TMX MyTa-
Ui, — OJHOBPEMEHHOE BbISIBJEHUE APYyTUX OHOsOrnye-
CKM NOXOXKMX MyTauuii B renax cravicnara PHK (SRSF2,
U2AFI, ZRSR2, PRPF§) n reHax KMHAa3 CUTHAJBHBIX ILy T€H
(I'LT5, NRAS, KRAS). Ilpy HeBO3MOXKHOCTH POBEAEHMS
MOJIEKYJISIPHO-TEHETUYeCKOTO MCCIeA0BaHUsl ObHapyKe-
Hue >15 % koableBBIX CI/IJIePO6J'IaCTOB, <5 % 6macTHBIX
KJIeTOK B KocTHOM moare u <l % B nepudepuueckoit kpo-
BU B COBOKYITHOCTHU C NEPCUCTUPYIOLIUM TPOMOOLUTO30M
nossoasier guardoctuposars MJIC/MITH ¢ konbuessimu
cupepobnactamu u rpombonurosom [18, 20-22].

HI/ITOMOP(i)OJIOI‘I/I‘IeCKaH AUATHOCTHUKA
KJJIOHAJBHBIX CI/II[epOGJIaCTHI)IX aHeMuu
Wccnenosanue KocTHOro mosra HeoOXOAMMO BbIMOJI-
HATH Y GOMBHBIX C HESCHBIM JMATHO30M — OpU IJIUTEJIb-
HBIX aHEMUSAX U IIUTOIIEHUIX, ped)paKTepHmX K JIEYEHUO.
ITomumo mopcuera KPOBETBOPHBIX KJIETOK, LIMTOJIOTHUYE-
CKO€ MCCJIeJOBaHUE ITPEeIapaToB KOCTHOI'O MO3ra Ipu IoA0-

3peHMU Ha KJIOHAJbHYIO CU/epPO0IaCTHY 10 aHEMUIO BKJIIO-
JaeT B cebs OLleHKY HaJUYMs IPU3HAKOB AUCIJIAZUN U UX
BBIPA>KEHHOCTH B 9PUTPOUAHOM, FPAHYJIOLUTAPHOM U Me-
rakapuoLMTapHOM POCTKax KposerBopenwus. [luis arToro
npoussoaat ananua 100 spurpoxapuounTos, 100 rpany-
aouutos u He meHee 30 MerakapruouuToB.
Mopdonornueckue XapaKTepHU3YOLINe
AMCIIACTUYECKYI0 (POPMY KJETKH, OMUCAHDI /U151 KasK 10~
ro pocrka kposerBopenus. Ilpusnaku ausspurpomnossa
BKJIIOYAIOT B cebsi ABYX- U MHOrosiiepHble (OpMbl apu-
TPOKApHOLUTOB, PPArMEHTALMIO SIAPa, HEPOBHBIA KOHTYP
siIepHOM MeMGpaHm (HaJH/IqI/Ie 1ieJield, pas3pbIBOB, 3a30-

M3MEHEHU S,

POB), KapUOPEKCHUC, BbIPa’KeHHbBIH MeraobJacTouaHbIMi
OTTEHOK, MEeXbsIlePHble MOCTUKMU, HAPYIIEHUE TeMOIJIO-
bunusanuu, 6azodusbHble BKJKYEHHUS B IIUTOMJA3Me
(renbua YKonmm, 6asoduibHas myHKTanuMs), aUCCOLMAa-
LU0 CO3peBaHUs SAAPa U LUTOMJIA3Mbl, BAKYOJIU3ALUIO
LUTOMJIA3MBbI. DPUTPOKAPHUOLIUTHI C IUTOMJIA3MATUIECK U~
MM MOCTHUKAMU He YYUTHIBAIOT PU OLIEHKE AU3PUTPOIIO-
93a, HO OMMCHIBAIOT B KOMMEHTAPUSIX.

K npusnakam nucrpanysnonuronossa OTHOCST MCEBRO-
HeJIbrepu3aluio U IUIepCermMeHTanuio sjaep HeAtTpodu-
JIOB, TUINOTPAaHYJISALHUIO/ATPAHYISLUI0 U TUIEPrpaHyis-
LMI0 LUTOMJIA3MbI HE3PEJbIX M 3PEJbIX I'PAHYJIOLUTOB.
Kuaerku ¢ Bakyosnusanmeii quroniasmsl, a Tak)Ke aHU30-
IIUTO3 KJIETOK B ITOICYET He BKJIIOYAIOT, OIHAKO OHU JTOJIK-
HbI OBITH OITMCAHBI B 3aKJIIOYECHUH.

K merakapuouuTam c npusHakamu AMCIJIA3UM OTHOCST
OlHOsIZIepHble, [BYXbsil€pHblE U MHOTrosepHble, dop-
Mbl HOpMaJIbHOro pasamepa, mMuxpodopmsl (oxHOsAEP-
Hble U BYXbs/IEPHbIE), KJIETKH C parmeHTalned sapa.
[lpusnakamu AMCMerakapuoLUTONO23a HE SIBJSIIOTCS TH-
nepaoOy AU U rUNoAobyAsaus aep, a TaKye TUraH-
TH3M MEraKapHOLMTOB U SBJIEHUE dMIIEPUIIOJIE3A.

Jlnsi KOHCTATALIMM HAJUUYMUS AUCIJIA3UM B KaKOM-JH-
60 pocTke KpOBeTBOpeHUSI HEOOXOAMMO BbISIBUTH B HEM
ne menee 10 % mucnnacrnuneix kiaerox. C yuerom koan-
4ecTBa UCIJIACTUYHBIX (POPM /LISl KayXKAOr0 POCTKA KPO-
BETBOPEHU I HEOOXOAMMO OTMEYaTh CTENEHb BbIPayKEHHO-
cru gucniasum: HesHauntensHas (10-29 %), ymepennas

(30—49 %), Beipasxxennas (=50 %).

HHTOXHMquCKaH AUATHOCTHUKA
CcHUIepO0IACTHBIX AHEMUI

Busyanusanusa cunepob1acToB BO3MOYKHA TOTBKO HA -
TOJIOTMYECKUX MpPenaparax KOCTHOIO MO3ra; B TMCTOJIOTH-
4eCKUX Cpe3ax dpUTPOKAPHUOLUTHI TEPSIOT YKEeJIe30 B IPO-
necce npurorosienus npenapara [14]. LHlutoxumunueckas
peaknusi Ha CUAEPOOIACTBI AOJXKHA TPOBOAUTHLCS MOCIIEe
[OACYETA MMEJOTPAMMBL, KOTOPBIA IO3BOJUT CyAUTb
0 KJIETOYHOCTU KOCTHOI'O MO3ra U IIMPUHE 3PUTPOULHOIO
pocrka. Ilpu pepyxuum spurponaHoro pocrka n/uam Hus-
KO KJIETOYHOCTH IyHKTATa LeJeCO00Pa3HO OKpAIIUBATh
Y OLIEHMBATh ABA Ipenapara KoctHoro moara. Ilpu cysxe-
Huu sputpougHoro pocrka menee 10 % nposenenue nc-
CJle[IOBaHU Sl HelleJecoo0pasHo.
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KJIaCCI/I(bI/IKaHI/IH CI/II[ep06JIaCTOB

Cupepobnactamy Ha3bIBAIOT 9PUTPOKAPHOLUTHI, COAEP-
>Kallye B IUTOMJIA3Me IPAHYJIbl HEFreMOIIOOMHOBOTrO YKeJie3a
B popme deppurnna. B Hopme konuuectso cupepobiacros
B KOCTHOM moare cocrasisiet 23,7 + 2,4 %, xoJsbLeBble cu-
fepobaactsl oTCyTCTBYIOT. B cooTBercTBUM C pexomeHpa-
LUSIMM ME>K 1y HAPOJHOM1 pa6oqef/'1 TPYIIIBI IO Mopcbo.norm/l
MJIC [16] cunepobaactsr knaccudunupyor Ha cuaepobiia-
crot I, IT u 111 tuna (puc. 1, 2):

® cupepobnactel | TMna — spurpokapuonmThl, conep-
sKaume <b rpaHyJ B LIMTONIA3ME;

* cupepobnactel Il Tuna — spurpokapuonutel, conep-
sKkaume =5 rpaHyJ1 HeNepUHY KJIeapHOTrO PaCIpe/leIeH NS

° cn,u;epoGJIac'rbI III Tuna (xonbuesbie cn,u;epoGJIa—
CTBI) — SPUTPOKAPUOLIMTHL, COAEpIKAIIMe =5 rpaHyJI me-
PHHYKJIEAPHOTO PaCIpee/eHus], 3aHUMAIOIINX HE MEHee
1/3 oxpys>xkHOCTH siApa.

Meromgunka U TOXMMHUUECKON peakuu
Ha CUepo0IaCThI

CyIlIeCTByeT HECKOJIBKO OCHOBHBIX KAYE€CTBEHHBIX peaK-
III/Iﬁ AJIs1 BBISIBJICHU S TPeXBaJIeHTHOI‘O KeJie3a: PeaKIII/IH

PucyHok 1. Konbuesbie cupepobaactsl Npu LMTOXMMUYECKOM UCCNIEAOBAHMM ACNMPATA KOCTHOTO Mo3ra y GonbHoro MIC ¢ konbuesbim1 crupepobnactamu

Figure 1. Ring sideroblasts in cytochemisiry of bone marrow aspirate in patients with MDS with ring sideroblasts

A

Figure 2. Types of sideroblasts: A — type |, B — type II, C — Il type (ring sideroblasat)

5/B

PucyHok 2. Bugs cupepobnactos: A — | tun, b — Il tun, B — Il tun (konsuesoit cupepobnact)

B/C
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C LIEJIOYBIO, PEAKLIMS C JKEJITOW KPOBSIHOM COJIBIO, PEaKLIMs
¢ popanugom kanus. Vcrnonbayemas B kamHuueckux aabo-
PATOPMSIX LMTOXMMHUYECKAsT PEAKLMsI OCHOBAHA HA B3au-
mopeticteuu nonos Fe® ¢ rexcanmanodepparom (I11) xanus
(>kenTOl KPOBSIHOU COJBIO) B KUCJIOH cpene ¢ obpasoBaHu-
em rexcanmanodeppara (I11) kanus-xenesa (111) — cnabo-
PACTBOPHMOrO KOMILJIEKCHOTO COEAMHEHUS! CUHETO LBETA,
KOTOpPO€E Ha3bIBAIOT «OepJIMHCKOM a3y pbio» [23].
K,[Fe(CN),] + FeCl, » KFe[Fe(CN),]¢ + 3KCI
[Fe(CN),]* + Fe* = Fe[Fe(CN), I
Kommepueckue HaOOpbl peareHTOB AJs LUTOXUMMYE-
CKOrO OIpEJesIEHUs] CUAEPODIACTOB M CUAEPOLMUTOB BbI-
nyckatotr pasnungnsle npoussogureaun. B @I'BY JHMMULL
remarosiorun» Munsapasa Poccun ucnonssyercs nabop
(HHCD «A6pI/IC+»,

pearenToB  «/luaxum-umrocreitn-C»

Poccus).

I/ICHOJII)3yeMbIe peaKTI/IBI)I

1. Peaxrtus nnsa dpukcanun maskos, 100 mr.

2. 3anacuoit 20 % BopHBII pacTBOP >KEJTOH KPOBSIHON
comu (K, [Fe(CN), 1), 10 m.

3. Konuenrpuposanusiii (12 M) pacreop consiHoi kmc-
norer (HCI), 8,2 ma.

4. 0,1 % Bonmprit pacTop cadpanuna (CQOHIQN 4Cl), 100 mua.

HPI/II‘OTOBJIEHI/Ie paGOtII/IX PeaKTI/IBOB

1. PaGouwuii 5 % BoaHbIi pacTBOP >KeJITOM KPOBSHOH! COMHU.
Pasbasuts sanacnoit 20 % pactsop >kesnTOil KpOBSHOMN
coau B 4 pasa puctrunnuposannoii Bonoit (10 ma 4-xpar-
uoro pacrsopa + dH,O no 40 mun). Pabounii pacrsop
HE XPaHUTCS.

2. Pabounii pactsop consnoit kucaorst (0,5 M HCI).
Pasb6asuts 12 M HCl B 25 pas quctnnnmuposannoii Bogoi
(8,2 ma 12 M HCI + dHQO no 200 mux). Pabounii pacteop
XPaHUTCS JUIUTEJBHO, TP KOMHATHON TEMIIEpaTy pe.

3. Peaxrtus pnsa pukcanmm maskos u pacTsop cadppaHuHa
FOTOBBI K MCIIOJIb30BAHUIO.

Xon peakuuu

Masku nomectuts B peakTus asas dpuxcanuu Ha 15—
20 munyT, BeiIcymuTh Ha Bo3ayxe. Jlanee momecturs npe-
naparbl B MHKYyOAIMOHHBIA PacTBOP, COCTOSILMN U3 paB-
HBIX YacTell pabouMX PacTBOPOB >KEJITON KPOBSHOM COIU
u consinoit kucaorsl (no 15 nau 20 ma), na 16-20 munyr
npu 50-56 °C, 3arem npombITh IPOTOYHON BOAOU B Tede-
Hue 10—15 muH. 1 ONONIOCHY TH AUCTUIIUPOBAHHON BOIOM.
[TomectuTs Masku B pactsop cadpanuna na 10-15 cexk.,
3aTEM INPOMBITH MPOTOYHOM Bomod B TeueHue 10 cex.
Beicymnte npenaparsl Ha BO3ayxe NpyU KOMHATHOM TeM-
neparype B BEpTHUKaJbHOM nosioxxenuu. [ Ipenapars: koct-
HOTI'O MO3ra rOTOBBI /ISl aHAJIU3a Ha CUAEPOOIaCThI.

IlocranoBka Pe€akKIn Ha apXHUBHbIX
npemnaparax

Boamo>xHO npoBeseHME LHUTOXMMHYECKON peakiuu
Ha cuepo0acTbl Ha paHee OKPAIIeHHbIX AapXUBHBIX

npenaparax — MAJisl 3TOrO HEOOXOAUMO MPeABAPUTENbHO
otmbelTh masku B 70 % aTunoBom crnmpre 10 MX NPOCBET-
JIEHUSI C TIOCJIeAYOIIM IIPOBEIeHINEM PEAKINY, KaK OIIH-
CaHo Bblllle, MUHYS$ 9Tan PUKCALMU Ma3KOB.

Pe3yJII)TaT Peaknmumu

OrnoskeHust HeremMorJn06MHOBOrO >Kesle3a B 9PUTPOKa-
puoLMTax MpeACTaBJeHbl B BUJE I'PaHyJ CHUHEro IBeTa.
AHaJIOrMYHbIE IPAHYJIbI BBISIBJISIIOTCS] TAK)KE B 9PUTPOLIU-
Tax u makpodarax.

Boamosxnbie narepdepennuu

JloxxHOMOMIOXKMTEIBPHASL peaKLUsT BO3MOIKHA IIPU M-
TEJIbHOM XPaHEHUU pa60qero pacTBOpa >KeaToli KPOBSTHOMU
COJIM 1 TPU KOHTAMWHAIIUM CTEKJISTHHOHN MOCYAbI M BOJBI
nonamu sxesnesa. Heobxonumo rorosuth paboumii pac-
TBOP HENOCPEeACTBEHHO Ilepej MCIIOJb30BAHUEM U He J10-
ITyCKaTh COMPUKOCHOBEHUS BOABI 1 na60paTopHof/’I rnocy-
bl C METAJIJINYeCKUMU IIPeIMeTaMHU.

KouTpouas peakuyn

B Ka49eCTBE IMOJJIOXKHUTE/JIbHOTO KOHTPOJISI peaKIIM1 MOXK-
HO HCIIOJIb30BAaTh Ipernaparbl KOCTHOI'O MO3ra 60JIBHI)IX
C M3BECTHO BBICOKHMM IIPOLIEHTOM CI/IJ:[epO6IIaCTOB, KOTO-
pbIe 6y,uyT CBHUAETEJABCTBOBATDH O IIPOXOXKACHUMN PpEaKIIUU
B Tekyweil napruu. Konrposem npoxoskaenus peakuuu
MOTYyT TaK>XXe CJIYy>KUTb O6Hapy)KeHHbIe B MAa3Ke€ KOCTHOIro
mMmoa3ra MaKpOC])aI‘I/I, coaeprKamme B HUTOIJIA3ME OKPpallleH~
HbIE FpaHyJIbI remocuaepurHa.

MeTOJ];I/IKa dHaJau3a mnmpemnapara
KOCTHOI'O MO3ra Ha CuaepoosaacTbl

IIpenaparbl KOCTHOrO MO3ra HUCCIEAYIOT IOJ, CBETOBBIM
mukpockonom npu 1000-kparHom yBennuenun ¢ ucnosb-
soBanuem ummepcuonnoro maciaa. Onenusaror 100 apu-
TPOKAPHOLIMTOB, B ITOACYET BKJIIOUAIOT KJIETKHU SPUTPOUA-
HOrO POCTKAa BCeX CTajauil cospeBanus. Bce BoisiBieHHBIE
cupepobnactel auddepenuupyror Ha cugepobaactst I, 11
TUIA U KOJIbLEBble cuaepobaactel. B sakimouennn ykassr-
BAIOT, KAKOI MPOLEHT COCTABJSIOT CHepOobaacThl OT 06-
LIEro YKC/Ia SPUTPOKAPHUOLUTOB, & TAKIKE MPOLEHT KarXK-
[Oro THUIMa CUAEPOOIACTOB MO OTAEIBHOCTU. YBeJIHYEHHUE
KOJIMYecTBa Makpodaros ¢ reMOCHAEPUHOM MO>KET KOC-
BEHHO yKasblBaTh HA MEPETPY3KY XKEJIE30M, OJHAKO [ Har-
HOCTMYECKON 3HAYMMOCTH HE NUMEET.

IIpumeps1 sakaouenns
II10 UCCJaeJOBaAHMNIO HA CI/I].IePOGJIaCTI)I
Ilpumep 1. Copeprkanue HeremorsoOMHOBOrO >kejesa
nossimeno. Obuapysxeno 78 % cunepobaacTos, U3 HUX:
I tun — 31 %; 11 Tun — 47 %; xonbuesble cuaepobaacTs
He oGOHapy>keHbl. HopmasbHoe copmepskanue cugepobia-
croB (I + Il Tun) B kocrHOM MOsTe 23,7 + 2,4 %.
Ilpumep 2. Copeprxanue HeremoraobUHOBOro >kesesa
nossimeno. Obuapysxeno 98 % cunepobaactos, us HUX:
I run — 2 %; II tun — 10 %; xonbuesbie cupepobaa-
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crer — 86 %. Hopmanbhoe conepskanue cunepobaactos
(I + II Tun) B xocTHOM MOsTe 23,7 = 2,4 %.

Ilpumep 5. CopneprxkaHue HEremMOrIOOMHOBOTO >KeJie-
sa camskeno. O6unapyskeno 8 % cupepobsiactos, us HUX:
I tum — 8 %; II Tun 1 kKobpIIEBEIE cnnepoGnaCTm He obOHa-
py>xenbl. Hopmansnoe copepskanue cupepobnacros (I +
II Tum) B kocTHOM MoO3re 23,7 + 2,4 %.

Ilpumep 4. CopeprkaHne HeremorJoOMHOBOrO >Kejesa
napyweno. O6napyskeno 24 % cugepobaacTos, U3 HUX:
I run — 7 %; II tun — 15 %; xonbuesbie cupepobaa-
crot — 2 %. HopmanwsHnoe copepskanue cuaepobaactos
(I + II Tun) B kocTHOM MO3re 23,7 + 2,4 %.

Takum obpasom, cuaepobiacTHble aHEMUM — reTepo-
reHHas rpynna 3aboJeBaHUii, KOTOPBIE TPEOYIOT TILATETb-
Hoii nuarnoctuku. ConocrasieHue Bospacra GOJBHOrO,
aHamHesa 3aboJieBaHUs, KJIMHHMYECKOW KapTHHBI, 6azo-
BBIX J1a0OPATOPHBIX AAHHBIX, & TAKKE PE3YJIbTATOB L{UTO-
JIOTUYECKOr0 U LUTOXUMUYECKOrO HCCJIENOBAHUN KOCT-
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HOT'O MO3ra II03BOJISIeT I'eéMaToJIOTaM ONpeAeJUTh CIeKTP
JaJbHEUIINX AMAarHOCTUYEeCKUX MEepONpUSITUM, Hamnpas-
JIEHHBIX Ha Bepnd)nxaumo AMarHO3a U OLEHKY IPOTHO3a
3abosieBaHMs. IIpu momospennyn Ha HAC/IEACTBEHHYIO CH-
nepo6naCTHy10 aHEMHIO HEOOXOIMIMO BBIIIOJHUTH MOJIeKY-
JISpHO-IFeHeTUYeCKMe MCCIeJOBaHM S 1J151 OATBEPXK AeHU I
HaJU4Yusl MyTaluy, NIPUBOASIIEN K pa3BUTHUIO 3aboseBa-
Hus. J{uarnoctuka kiaoHaabHBIX cymepo6naCTHbe aHe-
MU BKJIOYaeT B ceOsi TMCTOJIOrnYecKoe 1 MMMYHOTHCTO-
XUMUYECKOE HCCJIEeIOBAHMS TpenaHo6HonTaTa KOCTHOT'O
Mo3ra, CTaHJapTHOE LUTOrNeHEeTUYEeCKOe WCCJeJ0BaHue,
(i)nyopec-
LIEHTHY 10 r1/16p14;11/13au14}o in situ. Buenpenune uuroxummn-
YEeCKOIr0 MCCJENOBAHUS JS BbISBJIEHUS KOJbIEBBIX CH-

MOJIEKYJISIDHO-T€HETUYECKHE HMCCaEeN0BAHU,

nepobiacTos Bo Beex permonax Poccuiickoit Denepanun
[O3BOJUT HAa PAaHHUX 9TANax AUATHOCTUKH BbISIBJSITD
U BepUPUUUPOBATH PA3IUYHBIE BUABI CUAEPOOIACTHBIX
aHeMUI.
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