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KIIMHUKO-JIABOPATOPHASA XAPAKTEPUCTHUKA
HEPBUYHOT'O MUEJIOJUCIINIACTHYECKOI'O CUHAPOMA

Beeoenue

Muenonucriactuueckuii cuaapom (MJIC) — rereporeHHasi rpynmna KIOHAJIBHBIX 3a00-
JI€BaHUHN CUCTEMBI KPOBH, OOBEIMHEHHBIX TAaKUMH OOIIMMH MPHU3HAKAMH, KaK IIUTOIICHUS B
nepudepudeckoit kpou (I1K), HeapdexkruBHbIi remMmonos3 B koctHoMm mMo3re (KM) u Beicokast
4acToTa TpaHCcPOpPMAIMH B OCTPBIA MUEIOOIacTHBIN Neiiko3. MJIC MoxeT BO3HHMKATh Kak de
novo (MepBUYHBII) ¥ TIOCTIe TPUMEHEHHS XUMHUO- W/WIIH JTy4eBOW Teparuu 1o MoBOIy APYTOro,
Yare BCEro OHKOJIOTUYECKOTO 3a00IeBaHMsl (BTOPUIHBIN).

B o0mieit nonymsimmu M/IC Betpewaercs y 5 uenosek Ha 100 000 yenosek, nocie 70 set 3a-
00J1eBaEMOCTh CYIIECTBEHHO YBEIMUMBACTCS. Y MYXUHMH 3a00JIeBa€MOCTh BeTpeyaeTcs B 1,7 pasa
yarie, YeM y JKeHIuH [3].

Cymectsyrot cienyromue Bapuantel MJIC: pedpakrepnas anemus (RA), pedpakrepHas
aHemus ¢ KoibleBbIMU cuepoOactamu (RARS), pedpakrepras anemust ¢ H30BITKOM 071aCTOB
(RAEB), pedpaxrepHast anemust ¢ U30BITKOM OJIaCTOB M TpaHC(opMalmeld B OCTpBIi JIeHKo3
(RAEBt) u xpoHn4eckuii MUEIOMOHOIUTAapHBIH Jeiiko3 (CMML).

[Tporno3 3a0oneBanus B 11e7I0M HeOIaronpusaTHeId. CpeHsis MPOAOIKUTEILHOCTD KU3HU
6ompHBIX RA 1 RARS cocrasnser okono 3—4 nert. [lpu agexBatHoi TpaHc]y3nOHHON Tepa-
MU NAIUEHTH! JOCTATOYHO JI0JITO€ BPEMS COXPAHSIOT XOpPOIllee KaYeCTBO KU3HU M OCTAIOTCS
TpyaocnocoOHsl. [Iporaos y 6omsHbIx CMML HECKOTBKO XyKe, B CPEIHEM COCTABIISIET OKOJIO
20 mecsues, y 6onpHbIX RAEB 1 RAEBt — 7-17 Mecsiues. IIponomKuTebHOCTD KU3HU TpU
tpanchopmaru M/IC B ocTpslii nieiiko3 orpannunBaetcs 4—6 mecsimamu. MJIC, kak nmpaBuiio,
NPOTEKAET BAJIO, U MOKA3aTeIN KPOBU OCTAIOTCSI OTHOCHTEIBHO CTAOMIBHBIMH B T€UEHHUE He-
CKOJIbKHX MECSLEB. 3HAaHUE PAaHHUX JIA0OPATOPHBIX U3MEHEHHUH MO3BOJIAT Bpady 3arof03pUTh
MJIC 1 npoBecTH psiJ MCCIAEN0BAHUH ISl TOATBEPIKICHUS ATOTO IMarHo3a.

Ienw

OnpenenuTts BeAyIIHe KIMHUKO-Ta00paTOpHbIe XapaKTEPUCTUKN IEPBUYHOTO MHUEJIONC-
TUTACTHYECKOTO CHHPOMA C y4eTOM MOP(OJOTHUECKUX, IIUTOJOTHUYECKUX U IUTOTeHETHYE-
CKMX UCCJIEOBAHUM.

Mamepuan u memoowt ucciedosanus

Bou poananu3upoBaHbl aMOyJIaTOPHBIE M CTAIOHAPHBIE KapThl 38 MaIEeHTOB B BO3pacTe
ot 27 1o 92 ner ¢ MJIC, HaxonsImuyXcsl Ha JIEYEHUU B TEMaTOJIOrMUECKOM OTJEJIEHUH AJIs1 B3POCIIBIX
I'V «PHIILI pagnanioHHON MEAMIIMHBI U 3KoJIoruu yesoBekay ¢ 2018 roxa nmo 2022 rox. Jluarnos
MJIC BepuduumpoBaics Ha OCHOBAaHHH: TOKa3aresiel nepudepruueckoid KpoBu, MOphoIoru-
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YECKOTO W TUCTOJIOTHYecKoro mccienoBanus KM, MMMyHO(QEHOTHITMPOBAHUS U IIUTOTCHETH-
KM KJIETOK KOCTHOTO Mo3ra. B 0a3y manubix Excel Obuin BHECEHBI OCHOBHBIE JJAHHBIE: BAPUAHT
MJIC, Bo3pact nanumenTa, nokazarenu [1K, KM, deppuruna, ummyHodeHOTUTIPOBAHUS, pe-
3yJbTaThl [IUTOTEHETUYECKOTO MCCIIEOBAHUs, porpeccun 3aboneBanus M ucxona. Ha ocHose
0a3bl TaHHBIX ObUT POBEJICH PETPOCIIEKTUBHBIN aHAIN3 ITPU IOMOLIH ITporpamMmsl Statistica 8.0.

Pezynomamul uccinedosanusn u ux oocyrycoenue

Cpennuii BO3pacT MalMEHTOB HA MOMEHT mocTaHoBku nuarHoza MJIC cocraBun 72,5
[63,00; 79,00] rona. [Tuk 3a601eBaeMocTy npuiiencs Ha Bo3pact 70—79 net. MyxauHbI 6051511
yaiie B cooTHoueHuu 1,6:1 (GkeHImuHbI — 16 manueHToB, My>KYUHbBI — 22).

[To otnenpaBIM BapranTam MJIC mony4minoch cienyroriee pacmnpeneneane: RA — 52,6 %
(n=20), RARS -2,6 % (n=1), RAEB —39,5 % (n=15), RAEBt - 2,6 % (n=1) u CMML —
2,6 % (n = 1). AHaM3 aHAMHECTUYECKUX JAHHBIX TIOKAa3aJl, YTO JOJAMArHOCTUYECKUHN TTEPUOT
COCTABIISIET OT 2 MECSIIEB JI0 2 JIET, YTO CBUJIETENBCTBYET O JJINTEIBHOM, TOCTEIIEHHOM Haydaje
3a00y1eBaHUS M OTCPOUECHHOM TUArHOCTHUKE.

B xnmHMYecKoil kapTuHEe y OONBIIMHCTBA MAIIMEHTOB MPEBAMPOBAT aHEMHUYECKUN CHH-
npom (52,6 %), co BpeMeHeM MPUCOETUHIINCH TEMOPParnuecKie MposiBICHUS IO MUKPOLUP-
KyJsiTopHOMY THUITY (26,3 %), y HeO0IbIIOr0 KOJIMYECTBA NAIl[MEHTOB 3a00JIeBaHNE HAYMHAJIOCh
C M30JIMPOBAHHOTO TeMopparndeckoro cuaapoma (7,9 %), B 13,2 % cinydaeB 3aboseBaHue Ha-
YUHAJIOCh C aHEMUYECKOTO U TEMOPPAruyeckoro CHHAPOMOB OJTHOBPEMEHHO.

YpoBeHb TeMOnIO0MHA MPU MHULMAJIBHOW JMAarHOCTHUKE Kosebasicsl B IIMPOKOM JMAIo-
30He: oT 33 r/n no 110 r/n. Anemus Jerkoi creneHu quarHoctuposana y 13,2 % narueHToB
(n=5); cpenneit crenenu Tsokectu — 47,4 % (n = 18); Tsokenoii crenenu — 39,4 % (n = 15). B
OonbIInMHCTBE cayyaeB (55,2%) aHemus uMena MaKpoLUTapHbI HOPMOXPOMHBIH, THIIOpEreHe-
PaTOPHBIN XapakTep, B OCTAIBHBIX CIy4YasX — HOPMOLIUTAPHBIA 1 HOPMOXPOMHBIN. JIeHKoneHns
Obl1a oOHapykeHa y 68,4 % marueHToB, HO TeM He MeHee Y 13,2 % marueHToB HabIronacs
neikonnTo3. BeipaxkenHast TpombonTonenus: ormeyanachk B 47,4 % ciyyaeB, TpoMOOIIUTO3 —
B 2,6 %. CBO/IHBIE JaHHBIE IO UCCIIETyEMbIM MOKa3aTessiM MpeACcTaBleHbl B Tabnule 1.

Tabnuua 1 — XapakreprcTuka OCHOBHBIX aHAJIM3UPYEMBIX IOKa3aTesei

AHaNM3UpyeMBbIil TOKa3aTeNnb Me Munumym Makcumym Hepcerrreis
(n=38) 25 75
Bospacr (1er) 72,50 27,00 92,00 63,00 79,00
I'emoriio0OuH (1/11) 73,00 7,68 122,00 61,50 83,50
KomuuectBo sputpormtos (x10'%/) 2,58 1,30 4,53 1,99 2,83
Komuuectso setikonutos (x10°/1) 2,80 1,30 15,10 1,70 3,60
KomnuectBo TpomOo1mToB (x10°%/1) 96,00 6,90 553,00 36,00 191,50
KonuuectBo HeiTpodunos (x10°/1) 0,8 0,5 6,0 0,9 6,9
KomuuectBo moHorutos (x10°/71) 0,28 0,18 0,56 0,21 0,44
®epputns (MKI/71) 591,00 73,00 1539,00 95,40 831,50
KommdaectBo 61actoB B KM (%) 5,80 0,40 19,00 1,80 9,40
Komnuuecto 6actos B 1K (x10%/m) 0,084 0,00 0,099 0,00 0,88

bnacter B [IK o6HapyxuBamuce B 36,8 % ciyuaes MJIC. B 71,4 % cinyuaeB oOHapykeHUs
6nactoB B [1K accounupoBano ¢ Bapuantom RAEB, a Taxke GracTel onpenensuiuce npu apy-
rux Bapuantax: RA — 14,3 %, RARS — 0 %, RAEB — 71,4 %, RAEBt—- 7,1 %, CMML - 7,1 %.

BaxHpIM OMOXMMHUYECKUM TOKa3aTeseM siBiseTcs pepputiH, H-uzopopmbl koToporo 00-
Ja/1al0T MUEJIOCYTIPECUBHBIMH CBOMCTBamMH. B Hamiem HabmtoneHuu menuaHa (peppUTHHA CO-
ctaBmwiIa 591 MKI/i1, 4TO 3HAYUTENBHO NMPEBBICUIIO HOPMaJIbHbIE 3HAUYEHUS.
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B mMuenorpamme mamarnoctudyeckumu npuszHakamu MJIC sBisroTCst ypoBeHB OJaCTOB U
npu3Haku aucmiiazuu. baactsel B KM Obutn oOHapyxensl B 81,6 % citydaes. Ecnu pacnipenenuts
obmree kommuecTBO O6sactoB B KM mo Bapuantam MJIC monygaem: RA — 45,2 %, RARS — 3,2 %,
RAEB — 51,6 %. IIpu uccnenoBanuu MmuenorpamMmmsl y 51,6 % manueHToB 00HApPYKEH KJIETOU-
Helit KM (¢ nuarnozom RA, RAEB, RARS), y 29 % — runepxierounslii (¢ fuarnozom RA), y
19,4 % — runoxnerounslii (¢ auarHozom RA, RAEB).

NMMmyHODEHOTUIIMPOBAaHUE TMO3BOJIIET OLEHUTh KAueCTBEHHBbIE M KOJIUYECTBEHHBIC
W3MEHEHUS T€MOMNOATUYECKUX KJIETOK M OLIEHHUTh NMporHo3 3abosieBanud. [lo pesynbratam
uccnenoanus (n = 18), HanOosee YacThIMU U3MEHEHUSIMH OKa3anuch: skcnpeccuss HLA-DR
(67 %) n CD13 (33 %) Ha kIeTKaX MUEIOUIHOTO PsiJia, MOBBIIIEHNE HHTEHCUBHOCTHU JKCIpEC-
cun CD33 na muenounnbix kietkax (50 %), nanuune CD34 Ha rpanynonurax (20 %).

ITo pesynbsratam uroreHeTndeckoro ucciaenosanus (n = 10) y 40 % manueHToB 0TCYyTCTBO-
BaJIM CTPYKTYPHBIE U3MEHEHUS B XpOMOCOMHOM Habope, y 60 % nanueHToB ObliIM 0OHAPYKEHBI
YHUCIIOBBIE aHOMAJIUH, CPEIM KOTOPBIX Hale Bcero Berpeuasncs: Sq-cuuaapom (30 %) HECKOTBKO
pexe Tpucomust 8 xpomocomsl (20 %), moHocomust 7 xpomocomsl (10 %). Llutorenernueckue
aHOMaJIUU SBJSIIOTCS BaKHBIMU MapkepamMu MJIC u BKIIIOYEHBI B MPOTHOCTUYECKHE Oaslibl B
mkaiy IPSS. Haubonee BaxxHbie mporaoctuyeckue pakropsl cormtacHo IPSS — konuuecTBo Om1a-
ctoB B KM, 1iuroreneTnueckrie aHOMajaly M KOJIMYECTBO POCTKOB FeMOI033a B IIUTONEHUU. 13
9TUX (PaKTOpPOB HaHOOJIbILIEE BIMSHUE HAa IPOTHO3 3a00JIeBaHMs OKa3bIBaeT cTeneHsb Onactoza KM
[2]. KonmnuectBo 6mactoB B KM sBIIsieTCS KOHEUHBIM Pe3yIbTaTOM MOJIEKYIISPHBIX IOBPEXKIECHUH,
MyTaluH, U €eTUHCTBEHHBIM BU3yaJIbHBIM OTPaKEHHEM MO3IHHX 3TAIOB IeCTa0UIM3aluy FeHOMa
OITyXOJIEBBIX KJIETOK U Pa3BUTHUS TPyObIX OHMoornueckux HapymeHuid. [1pu 3tom MmHOroo6pasue
MEXaHU3MOB, IPUHUMAIOLINX yyacTue B pa3Butuu M/IC — npuunHa pa3iuyHOro KIMHUYECKOTO
TeueHHsI 3a00JIeBaHus B IIpeiesiaX OJHOTO BapUaHTa KapHOTHIIA.

Bwieoowt

Jnst MJIC xapakTepHO TeU€HUE C BApUATUBHON KIMHUYECKON KapTUHOM, MO pe3yabraraM
MIPOBEJICHHOTO HCCIeI0OBaHUS MOXKHO 0003HAUUTh cpenHecTraTtucTuyeckoro nanuenta MJIC.
Oto noxwion Bo3pacT (70—79 neT), myxckoit mon. OCHOBHBIE JKall00BI TP 00OpaIlieHnH K Bpa-
4y — IPU3HAKU aHEMUYECKOT0 CUHAPOMA (C1a00CTh, YTOMIISIEMOCTh, CHUYKEHHE TOJIEPAHTHOCTH
K (pU3MuecKuM Harpyskam), pexe reMopparudeckue MposiBICHUS 0 MUPKOLUPKYISITOPHOMY
TUIY KPOBOTOYMBOCTH. J1Jis1 00O1IeT0 aHaan3a KPOBU XapaKTepHA MaKpOLIUTapHasi HOPMOXPOM-
Hasi aHEeMHS CPEIHEU CTETEeHM TSHKECTH B COYETAHUU C JICHKOIICHHEW W TPOMOOIUTOTICHUEH.
B 71,4 % cnydaeB o6Hapyxenue B [1K GmactoB Oynmer accormupoBano ¢ Bapuantom RAEB,
SBJISFOLIUMCS TIPOTHOCTUCTHUECKH HEOIAaronpusTHBIM BapuanToM. OOHapy)eHue ke 01acToB
B KM oaunnakoBo yacto moxeT ObiTh ipu RA u RAEB. Ilo pe3ynbsraram uMMyHO(EHOTHUITH-
poBaHMs HanOoJee YaCThIMU U3MEHEHUSIMH oKa3anuch: 3kcnipeccust HLA-DR (67 %) u CD13
(33 %) Ha kJIeTKax MHUENOUAHOTO Psifa, MOBBIIIEHNE WHTEHCUBHOCTH 3kcnpeccun CD33 Ha
MUETOUAHBIX KieTKax (50 %), nannuue CD34 Ha rpanynonutax (20 %). ITo pesynbratam mu-
TOTE€HETHYEeCKOro uccienoBanus y 40 % mnaunueHToB OTCYTCTBOBAIM CTPYKTYPHbIE N3MEHEHUS
B XpOMOCOMHOM Habope, cpeau aHOMallii 4yaiie Bcero Berpedaincs Sq-curapom (30 %), koTo-
PBIii MeeT O1aronpusTHOE MPOrHOCTUYECKOE 3HaUeHHE [4].

Taxkum obpazom, nepsuuHas auarHoctuka MJIC gomkHa HaYMHATHCA C TIIATEIBHOTO aHa-
au3a KapTuHbl nepudepudeckoil kposu. Hannune yctounBoil aHeMUM MaKpOLUTapHOTO HOP-
MOXPOMHOTO WJIM HOPMOLIUTAPHOTO HOPMOXPOMHOIO Xapakrepa (0cOOeHHO Ha (DOHE MOBBILIEH-
HOTO YPOBHSI CBIBOPOTOYHOTO (eppuTrHa) Tpedyet nuddepenunansroit auarnoctuku MJIC.
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AJANTALIMS K OBPA3Y "KW3HM JETEN
C CAXAPHBIM JUABETOM 1 TUIA ¥ UX POIUTEJEN

Beeoenue

Caxapnsiii quadet 1 tumna (CII1) TpeOyer 3amecTUTET HON MHCYTHHOTEPAUH C MHOTO-
KpaTHBIMU MHBEKIUSIMHU UHCYJIMHA, IOCTOSTHHOTO KOHTPOJISl TNIMKEMUHU U COOTIOEHUS paliioHa
yriieBonHoro nutanus. [lognep:kanus 1e1eBoro quarna3zoHa IMHKeMUH HeoOXOIUMO Jis Ipe-
JIOTBPALIEHUS OCTPBIX U XPOHUYECKUX ocnoxHennit CII1.

Brissnenne CII1 y peGeHKa sIBIISIETCS CTPECCOBBIM (DAKTOPOM HE TOJIBKO JIJISl HETO, HO | JUIA
BCEX YWJIEHOB CEMbH, TaK Kak TpedyeTrcss Moaudukaius odpasza >KU3HU, CAMOKOHTPOJIb U TUCIIH-
IUTMHA U1 nojzepskanus komneHcauuu C/[1. BzaumooTHOEHNS 1 OpraHM30BaHHOCTD OIPEZe-
JSIOT YpOBEHb KOHTpouis 3a0oneBanust. Bimusaue CI{1 kak cTpeccoreHHoro (hakropa u3ydaeTcs
C pa3HbIX MMO3ULMHI A7 BHEApEHUs B o0ydaromue rnporpammsl B [lIkonax caxapHoro nuabera.

Heno

N3yuuth ocobeHHOCTH afganTauu K 00pasy xku3nu nereit ¢ CJI1 u ux ponurenei.

Mamepuan u memoowt uccieooeanus

HccnenoBanue npoBeseHO Ha 0ase »HIOKpuHoioruyeckoro otraenenuss PHIIL PMud4.
Habop marepuana mpoBOAMIICS METOAOM ONPOCa U aHajM3a CTallMOHapHBIX KapT aereit ¢ CH1.
Bcero B onpoce yuyactBoBasio 12 mairieHTOB B Bo3pacte oT 7 10 16 net, cpeanuii Bo3pact 11,08
(q,5= 8,25; q.,= 13), a Taroke ux ponureneid. [lanmenTsr ObLIM pasaeneHsbl Ha 2 NOArPYIILL: 1-51 —
nanueHTsl co craxkeM CII1 6onee 1 roma (n = 7), 2-s1 — BuepBsie BeisiBIIeHHBIM CII1 (n = 5).

Jlnst aHKeTUpOBaHUS WCHOIB30BAIUCH CIEAYIOIMNE MOAUGUIIUPOBAHHBIE OMPOCHUKU:
OIIPOCHUK JIJIsl OLIEHKU CaMOKOHTpoJIs BeaeHus auadbera (DSMQ), mkana ceMelHbIX KOH(IMK-
toB ipu nuadere (DFCS), mogudunmpoBaHHbIil moKa3aTelb KadecTBa Xu3HU. [lomyueHHBIS
pe3ynbTarhl ObUIN 3aHEeCEeHbI B 06a3y qaHHbIX nporpammsl Microsoft Office Excel 2021 ¢ mocie-
TyIOIIEH nX 00pabOTKON M CTAaTUCTUYECKUM aHAIA30M.

Pezynomamul ucciedoseanus u ux oocyrcoenue

OnpocHUK I OIIEHKH CaMOKOHTpoutst BeAaeHus: quadeta (DSMQ) [3], B KoTopom O1leHU-
BajlaCh PErYJISIPHOCTH BBIIIOJIHEHUS! OCHOBHBIX IpaBui 1o KoHTpoito CJI: u3mepeHue minke-
MUH, pacyeT J03bl HHCYJIUHA U YITIEBOAHBIX €MHULL, (PU3NUeCcKasi aKTUBHOCTh U BE/ICHUE JTHEB-
HUKa CaMOKOHTpois. JlaHHble coOupasiuch y AeTel WM POAUTENeH, B 3aBUCUMOCTH OT TOTO,
KTO 3aHUMaeTcs BeeHueM camokoHTposs C/I1. PerynspHocTh y4acTHUKH OIIpOca OLIEHUBAIN
o1 0 — BOBCE HE COBEpPLIAIOT IEUCTBUE, 1O S — BBITOJIHSAIOT PETYISIPHO. Y MAIUEHTOB C BIIEPBBIE
BbIsiBIIeHHBIM C/[1 perynspHOCTh Mocemenus Bpada He olleHuBanach (o0o3nadenue — H). Pe-
3yJbTaThl aHAJIN3a U3YYEHUs 1-i 1 2-1 MOArpyNIl MpeacTaBieHsl B Tabmuue 1 B Buie g, ¥ q..
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