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MHoOXecTBeHHasa mmernoma

3nokadecTBeHHasi onyxofnb, Moponornyeckum cybctpaTtom KOTOpOoW
SIBMAOTCA NNna3MaTndeckme KneTkn, Npoayumpytowmne MOHOKITOHAbHbIN
NMMYHOINOOYINH.
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Koabl no MKb-10

* C90.0 MHOXecTBeEHHAA Mmenoma (bonesHb
Kanepa, mmenomaroas);

 C90.1 'NnNasMoOKNeTouYHbIVN NENKO3;

* C90.2 [NnasamounToma
aKCTpameaynndapHas (3rnokayecTteseHHas
nnasmokneTodHaqa onyxons b1Y,

nnasmouunToma b1y, conntapHas
Munerioma)

* D47.2 MoHOKNoOHanbHasa rammanaTus




MexayHapoaHasi Pabo4vas rpynna no nsyveHuio MM
(International Myeloma Working Group) npegnaraetr
pacCMaTtpumBaTtb cliegyrowmne rpynrbi ninasmMoKIIeTOYHbIX
3aboneBaHun (RajkumarSS. et al., 2014):

1. MoHOKnoHanbHas rammanaTtua HeonpeageneHHoro 3Ha4eHns
(MGUS):

a) He-IlgM MGUS;

b) IgM MGUS;

c) MGUS ¢ BOBNeYEHMEM NErKMUX Lienem MMMyHornooynmHoB.

2. ConutapHasg nnasmoumtoma.

3. COJ'II/ITapHaFl niasMmoumnToma C MMHUMaAllbHbIM BOBJ1IEYEHUEM
KOCTHOIO MO3ra.

4. BanoTtekyuwasa (acumntomaTtmyeckasq, tTnetowas) MM.
5. AkTuBHasg MM.

6. POEMS-cnHOpoMm (nonmHenponarTus, CnieHo-
renatomeranusa, numdpageHonaTtus, aHOOKpUHoNaTug,
pa3nnyHbIe KOXXHble NU3MEHEHUA (rmnepnurmeHTayus,
rMnepTpuxos, KInyobovykoBmaHaga remaHrmoma n ap.)

7. CuctemMHbin AL-amnunonaos.



IAnNagemMmnonorus

MHOXXEeCTBEHHOU MNEeNoMbI

MM cocTtaBnsieT npnbnmManTensHO 1% cpean BCeX 3NoKadeCTBEHHbIX OMyXOnewn,
13% cpenm remonoaTUYeCcKmMx onyxosien.

B Poccum B 2007 rogy MM 6bina anarHoctupoBaHa y 2 272 BHOBb 3aboneBLumnx
nauueHToB, B 2011 rog - 2862

*2013 rofg - 3128 BrnepBble BbIABNEHHbIX Clly4YaeB MHOXXeCTBEHHOMN MUESTOMbI

*Bo3pacTtHaa megmnaHa 3aboneBaemMocTn coctaBunia 65 ner.

«3aboneBaemMocCTb cocTaBnsieT 2,00 Ha 100000 HaceneHus

*COOTHOLLEHME MY>KYMH W XXEHLUNH cocTasnsger 1:1,4.



Knaccudpumkauma MM

CorrnacHo MMMYHOXMUYECKOW Knaccndukauum

BblOENAT 5 OCHOBHbLIX doopM MM:
K peakum doopmMam OTHOCATCA
YacToTa

pacnpegeneHnsa UMMYHONOrM4YeCcKnUx TUNoB
MWENOMbl NPUMEPHO COOTBETCTBYET
KOHLIEHTPALUWUN Pa3nnYHbIX KINaccoB HOPpMasibHbIX
MMMYHOTITI00YIMMHOB B CbIBOPOTKE KPOBU: G-
Muernoma obHapyxmnsaetca B 50% cnydaes, A-
Muerioma — B 25%, D-muernoma — B 1%, M-
MUerioMma n HecekpeTupyrLiaa gopma
BCTpeyaloTcqa o4YeHb peako.



[lopaxeHune ckeneta npn MM

PeHTreHonorn4yeckmn obHapy>XmBaroTCcs MMENOMaTO3HbIE
OMyXonu pasnuyHbIX pasMepoBs B pebpax, rpyavHe,
NO3BOHOYHUKE, KIoYunLe, Yepene, KOHEeYHOCTAX,
npossnaroLmecsa 6onsamMmn, BHa4ane HoCAWMMU NETYUUi
XapaKktep, 3aTeM OHU CTAaHOBATCS bonee MHTEHCUBHBIMUN U
NpOoOOIMKNTENBbHBIMN. Hepeako BO3HUKAKOT NaTtonornyeckme
nepenombl ¢ gedpopmaunen rpyagHon KNeTkn, Komnpeccueu
Ten NOICHUYHbIX U IPYAHbBIX TO3BOHKOB




[NopaxeHnss HEPBHON CUCTEMDbI

OHu cBA3aHbI B OOMbLUMHCTBE CrydaeB C ONyXoneBbiM NopaXeHNneM
KOCTen cBOAa Yyepena v No3BOHOYHMKA, B pesyrnbsrarte Yero MoryT
pasBUTLCA Napannernn, CUHOPOM cAaBNeHNs: KOPELLUKOB CMTIMHHOMO3IOBbIX
HepBOB, reMunsierMm unn remmnapes. B psge cnyyvyaes HabnogaroTcA
AanaHuedanbHo-rmnogusapHslie 1 NcMxmyeckme paccTpomncTea,
rmnepkanbsLumeMmyeckas sHuedganonarus

[MoyeyHas natonoruga

MwuenomHasa HedponaTus, Bo3Hukarwasa y 60—90% 6onbHbIX,
XapakTepusyeTtcd npoTenHypuen, node4Hon HegoCTaTOHHOCTLIO,
aHrmopeTuHonaTtnen, otTekamm n rematypuen. Becnegcreme gecTpykumn
KOocTen HabniogaeTcsa rmnepkansumeMmns n runepkanbunypukemus. Y 1/3
BONbHbLIX a30TeEMUS ABNSETCSA MPUYMHOU CMEPTH



CuHOpPOM rMnepBsi3KOCTU

O6ycnoBneH BbICOKMM codepXaHNeM B CbIBOPOTKE NPOTEUHOB, BCTPEYaAETCS NpU
muenome IgG n IgA. C noBbILWEHHOW BA3KOCTLIO KPOBU CBA3aHbI UBMEHEHUS Ma3Horo
OHa 1 BO3MOXXHOE pa3BUTME TAXESbIX HapyLUeHUW LeHTparbHON HEPBHOM CUCTEMDI
[[emMopparnyeckmum cMHOPOM

HapyweHnsa TpomboumTapHbIX, NasMeHHbIX U COCYaAUCTbIX (pakTOpOoB reMmocTasa.
[MapanpoTenHbl ocegatoT Ha MembpaHax TpomoouunToB. OHU 0Opa3oBbLIBAOT
komnnekcol ¢ V, VI, VIII dakTopamu cBepTbiBaHUs, NPOTPOMOUHOM, prubpnHOreHom
HapyLieHuna remonoasa

Uaule pa3ssmBaeTca HOPMOXPOMHaAs aHEMUSL.

[enpeccna nmmyHuTeTa

CHWXeHne cogepxaHna B CbIBOPOTKE KPOBWU YPOBHSA HOPMaribHbIX
NMMYHOIrNo0ynnHoB (4acto meHee 20%), HapyLleHne aHTUTenoobpasoBanus,
YMEHbLLEHME KONMMYECTBa rpaHyounToB 1 nx oyHKUMOHanbHas edekTHOCTb
obycrnoBnuBeatloT NpeapacnosioXeHHOCTb OOMNbHbIX K MHEKL MM



Kputepuun ognarHosa cuMmntTomMaTu4eckmnm
MHO>XeCTBEeHHOW MMenoMbl

1. [MnasmaTtnyeckme KNeTku B KOCTHOM Mo3re 10% 1 bonee u/munmn nnasmMokneToYHas
ornyxosnb B OMoncumHOM matepunane nopaxeHHoW TKaHW.

2. OguH unu 6onee cnenyoLLNX NPU3HAKOB NMOPaXXEHUS OPraHoB NI TKaHEeW, CBA3aHHbIX
C

NS1a3MOKIIETOMHOW nponudepaunen:

* rMnepkanbunemMmnsi (CbIBOPOTOYHbIW Kanbumn Ha 0,25 MMOnNb/N unu Ha 1 mr/an
NpeBbILaoLWMN BEPXHIOK rPaHnLy HOpManbHbIX 3Ha4YEHUN; UK Bblwe 2,75 MMOrnb/n, Unm
Bbille 11 mr/an);

* ovyeYyHas HegOCTaTOYHOCTb (KNMUPEHC KpeaTUHMHa MeHee 40 Min/MUH UNu KpeaTUHUH
CbIBOPOTKM bonee 177 MKMosb/n, unu donee 2 mr/on);

e aHeMUSA (remMornobuH Ha 20 /N HUXe HOpMarbHbIX 3HAYEHU UK HUXKe 100 r/n);

* IopaxkeHne KocTen (oanH nnmn 6oree 0CTEONTUTUYECKNI oYar, BbIABNEHHbIN NPU
peHTreHorpadum nnmn KoMnooTepHON Tomorpadum (KT) ckenerta: npu NNasmMoKIIETOHYHOMN
NHUNBTPALMN KOCTHOIO Mo3ra MeHee 10% OOMKHO BbIABNATbLCSA 6onee 1 ovara
NopakeHUs KoCcTen ans nposeaeHnda andpdepeHymansHOW ANarHOCTUKN C CONTUTapHOM
NNasmMounToOMOM C

MWHMMAaSTbHbIM BOBNEYEHNEM KOCTHOIO MO3ra).
3. OgviH unun 6onee mapkep ONyxosieBON aKTUBHOCTN:
e 6ornee 60% NnasmMaTNYECKNX KIETOK B KOCTHOM MO3rE;

e COOTHOLLEHWNE BOBIEYEHHbIX/HEBOBMNEYEHHbLIX CBOBOAHbIX Nnerkux uenen (CJiL)
CbIBOPOTKM Bonee 100;

e Oonee 1 hokanbHOro o4ara BOBNeYeHsS KOCTHOro Mo3ra no nesvrnstatam MarHuTHo-



Kputepun BAnoTekyLeu
(Tnewowien) Mmenombl

* CbIBOPOTOYHbIN M-KOMMNOHEHT (IgG unu IgA)
>30 r/n nnn 6enok beHc-[>koHca B MoYe
=500 mMr/cyT n/unn 10-60% KnoHanbHbIX
nnasmaTn4ecknx KNeTok B KOCTHOM MO3re
(KM);

* OTCYTCTBME NPU3HAKOB NnopaxeHugd
OpraHoB U TKaHeW, CBA3aHHLIX C

NNasMoOKNeTOYHON MHUNETpaumen nnm
amurongoasa.



ITabopaTopHoe obcnegoBaHue npwu

MM

* Pa3BepHyTbIN KNMHUYECKUX aHann3 KPoBU C UCCrieaoBaHNEM
remornobuHa, Noacy4eTomM nemkounTapHon dopmyribl.

e -OOWMM aHanNM3 Moumn.

* - buoxmmunyecknmm aHanma kposwu (J14I, moyeBas kncnorta, MOYEBUHA,
KpeaTuHUH, obLwuin 6enok, ansbymunH, ounupyobun, ACT, AJT,
LenovHasa pocdpaTtasa, Kanuu, KarnbLuun).

« - OnpepeneHne ckopoctu knyboukosoun comnnerpaumm (CKO)
pacyeTHbIM MeTo4oM no oopmyrie MDRD (Modification of Diet in Renal
Disease) Unun Cockcroft-Gault

« - OnpepgeneHne 2-MNKpPOrrnodynnHa B CbIBOPOTKE.
« - Koarynorpamma.

« - OnekTpodopes n UMMyHOdUKcaLmsa 6ENKOB CbIBOPOTKM KPOBU C
KONIMYeCTBEHHbIM onpeaeneHmemM yposHsa M-rpagueHTa.



JTabopaTopHasa anarHocTtuka (2)

« OnpepenexHne ypoBHA MMMYHOINOBYNMHOB CbIBOPOTKN
KPOBW A1 OLLEHKN CTEMEHM ryMOparbHOro
nMMyHogedguuura.

e -OrnekTpodopes U UMMYyHOdMKcaLns 6enkoB CyTOHHOM
MOYM C KONMUYECTBEHHbIM OonpeaeneHnem ypoBHS
MOHOKNOHarbHOro 6eska.

* WccnepoBaHne cBoboaHbIx nerkux uenen Ig (CI1L) npwm
HeceKpeTupyroLlen (onmrocekpetupyrowen) MM

« OnpepgeneHune rpynnbi KPOBK, pedyc-dakTopa
« OnpeneneHne mapkepoB BUpPYCHbIX renatutos B n C,
BNY.

« Mopdonormyeckoe nccnegosaHne acnmpara KOCTHOro
Mo3ra n/unuv TpenaHobuonTara, Nnpu oTCYyTCTBUN €ro
nopaxeHua — Mmopdonorm4yeckoe nccrnegoBaHue
buontaTa onyxoneBon TKaHMW.



MeToabl ny4yeBOoU OANArHOCTUKU

* PeHTreHorpadunsa kocten, Bkrno4vasa: Yepern,
rPYOHY KNEeTKY, BCe OTAENbl MO3BOHOYHMKA B
OBYX NPOEKUUAX, Tas, nredeBblie U bedpeHHbIE
KOCTMW.

« KomnbloTepHaa Tomorpadpus kocten (KT)
pekoMeHayeTcs npu 6orsaxX B KOCTAX Mpu
OTCYTCTBWUM NATONOIMNMU Ha PEHTreHorpamMmmax

 MarHuTHo-pe3oHaHcHaga Tomorpadpusa (MPT)
nokasaHa npu nNogo3peHmnm Ha KOMNPECCULO
CMMHHOIo MO3ra, Angd YTodHEHNA XapakTtepa U
pa3MepoB MArKOTKAHOIo KOMMOHEHTA3,
MCXOOALLErO U3 MOpPaKeHHOWU KOCTMN.



MIMMyHOeHOTUNMPOBaAHWE NP

MM

* /IMMYHOMEHOTUNNPOBAHNE KNETOK acnupara
KOCTHOro Mo3ra C UCMNoJfib30BaHMEM NaHenu
CD138/CD38/CD45/CD19/CD117/CD56/CD28 nnu
NMMMYHOIMMCTOXMMUYECKOE UCCneaoBaHne
TpenaHobuonTaTa ¢ uccnegosaHnem CD138
MOHOKITOHANbLHOro LUMTonasMmaTu4eckoro Ig
LenecoobpasHo ans Bepndukaumm n
onpeneneHns npoLeHTa KnoHanbHbIX
nnasmaTuyecKkux KrneTok B criydae HEACHOIo
auarHoasa.



CTtagum MHOXeCTBEHHOW M1enombl (Mo

B.Durie, S.Salmon

Cta | [NpunsHaku KrnetoyHasa macca,
ans TPUNINOH/M2
I COBOKyI'IHOCTb cnegywLwmnx npmn3Hakos: <0,6

femorno®uH > 10 r/an (HM3kKas)

HopmarbHbIM ypOBEHb KarnbLnsA CbIBOPOTKU

PeHTreHonornyeckn — HOPpMalibHasA CTPYKTypa KOoCTen nnmn ogNHOYHbIN
o4ar rnopaxxeHu4;

Hwu3kuin ypoBeHb M-npoTeunHa:
IgG <50 r/n

IgA<30r/n

benok beHc-[)xoHca < 4 r/cyTkn

[MokasaTenu, He COOTBETCTBYIOLLME HU |, HU Il cTagnam
I I 0,6-1,2 (cpenHsaN)

| I | OawvH nnn 6onee 13 cnegyoLWmMX NPU3HaKOB: > 1,2 (BbICOKasi)
emornobuH < 8,5 r/an

YpOBEHb KarnbLKsi CbIBOPOTKM NPEBbILLAET HOPManbHbIE 3HAYEHUS

MHOXeCTBEHHbIE NOPaXXeHNS KOCTEN (> 3 NMUTUYECKNX O4aroB)

Bbicokun yposeHb M-npotenHa:

IgG>70r1/n

IgA>50r/n

benok beHc-[xoHca > 12 r/ cyTku




CTparterus ne4yeHus

* TakTnka BeaeHnsa B0onbHbIX MOSIOXE 65 NeT U
NOXMNbIX OONbHbIX OTNMYaeTcd. [na neyeHuns
nepBnYHbIX NnaumeHToB MM moroxe 65 net 6e3
Cepbe3HOU COMnyTCTBYOLLEN NaTONOrMn
MCMNONb3YIOT BbICOKOAO3HYO XUMMOTEPANuIo
(BXT) c TpaHcnnaHTaunen ayTonornyHbIX
reMonoaTUYECKNX CTBOJIOBbIX KITETOK (ayTo-
TICK). bonbHbIM cTapLue 65 neT unm Monoabim
OOSIbHbLIM C TAXENbIMU COMYTCTBYHOLLUMUN
3abonieBaHMAMM cnenyeT pekomMeHaoBaTb
KOMOMHaLWMM Ha OCHOBE HOBbIX NEKAPCTBEHHbIX
npenapartoB 6e3 BXT ¢ TpaHcnnaHTaunen
aytonornyHbix [CK.



[ecCTPYKTUBHbLIN CUHOPOM

9TO HapyLleHne UeNnoCTU KOCTH,
pa3spywieHne KOCTHOMU TKaHu C
3amMelleHnemM ee natosiorm4eckumm
obpa3oBaHUAMU, THOEM, OMyXOSiEBLIMU
pa3pacTtaHuaMu, rpaHynAaumnamum,
NpoAyKTaMmmn KOXHbIX BblOeNeHuw,
nmnovngamu (Npmn KCaHToOMaToa3e,
xoriecteatome ), npoaykramm
OereHepaTuBHbIX, ANCTPOdNYECKUX

N3MEHEHWUN (MPU KOCTHbIX KUCTaX,
rMMrAdTOMAY A4 NN



ITUONOrMA OCTEOOECTPYKTUBHOIO

cuHapoma

1)BOCnanuTernbHbIe
2)onyxonesble
3)ancrtpodunyeckme
4)Tpodpnyeckune
5)OCTEeOHEeKpOoTUYECKME

6)nponucxoadaLime ot AaBneHusa, Hanpumep
pa3pyLleHNs KOCTHON TKaHN MNpw
aHeBpu3Max ,npu 9XMHOKOKKE



TpombouuToneHus

* MaTONOrM4yeckoe COCTosHME,
XapakTepusyruLlieeca CHMXEHNEM
KonnyecTtsa TPOMOOLINTOB B
nepudgepunyeckomn Kpoem meHee 150,0
x109/n.

* TpOoMOOLINTONMEHNSI MOXET SIBIIATHCH
caMOCTOATEeNbHbIM 3aboneBaHneMm, a
TaKke MOXeT BbITb CUMMITOMOM MNpwn
Pas3fNYHbIX NAaTONMOrnsIX APYrmx OpraHoB U
CUCTEM.



«be3onacHble>» YPOBHM

TpoMboLuunTOB

TepaneBTnyeckas ctomatonorua >10x10°/n.
IKcTpakumsa 3yba > 30x10°/n.
PernoHanbHas 6nokaga > 30x107/n.
He6onblimve onepauun > 50x10°/n.
O6LWwupHble onepaumn > 80x10°/1.
AKyLlepcKkune onepauuu:

. KecapeBo ceuenune > 50x10°/n.

= KecapeBo ceyeHue + annaypasnbHas
aHectesus > 80x107/n.
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TpombouuT (thakTbl)

B neHb obpasyetcs okono 66 000 HOBbIX
TpoMboLMTOB.

TpombounTbl XMBYT 7-10 gHeu

TpoMbouunTbl UrpatoT NEPBUYHOM reMocrase.
Y4acCTHUKN aKTUBaUUN BTOPHUYHOIO reMoCTasa.

TpoMbouNT He ABNAETCSA NOSTHOLEHHOWN KIIETKOM.

KnnHnyeckne nposiBieHns TpoMboLmToneHnm
PA3BMBAIOTCA TOJILKO B TOM C/ly4yae, ecnu
YpOBEHb TPOMOOLMTOB NMOHM3UTCH Bosee yeM B
TpU pa3a (MeHee 50 000 B 1 MuKposInTpe
KpOBW).



BpoxkaeHHble TpoMboLnToneHnn

BpoXxaeHHble
HacneACTBEHHbIE
TpoMboLunTOoneHum

Bpo)xaeHHble, HO He
HaCneACTBEHHbIE,
TPOMOOLIMTOMEHUN.




BpoXxaeHHble HacneACTBEHHbIE
TPOMOBOLMTONEHNN

TpombouunToneHms ¢ oTCyTCcTBMEM nydeBon KocTu (TAR-cnHapoMm):
ayTOCOMHO-peLeccnBHoe 3aboneBaHne, TpoMbOLUMTONEHUS CO

CHUWXEHUNEM KOJINYECTBA MerakapmoumnToB U OTCYTCTBUEM J'IY‘-IEBOI/I
KOCTW.

CuHapomM BuckotTa—Ongpuya: X-cuensieHHOe ayTOCOMHO-
peLieccnBHOE 3aboneBaHne, TPOMOOLIMTONEHUS C MabIMU
TpoMboLMTaMK, KOXXHOM 5K3eMOl W NpeapacrosioXXeHHOCTbIO K
NHEKLUSM.

AHoManus Mas—XerrnuHa (cuHApom XerrnuHa):
MaKpOTPOMOOLUTONEHNS, KQYECTBEHHbIE U3MEHEHUS B
HenTpodunax u 303MHOC|)MJ'IaX (6a3odusibHbIE BKHOYEHUS NN

Tenbua Jene).CuHgpoM bepHapa—Cynbe: CMHAPOM MMraHTCKUX
TpombounToB, TpoMboLmTONEeHNs1, TpoMbouuToNaTHUS.



Bpo)xaeHHble HeHAacNeaACTBEHHbIE,
TPOMOOLMTOMNEHNN

TpoMbounTOoneHns BCNeacTBMe BHyTPUYTPOOHON BUPYCHOW MHMEKLMN Y
nnoaa (KpacHyxa, LUMB, renatutbl, BETpsSiHas ocna).

TpaH3nTOopHas TPOMOOLIMTONEHNSI HOBOPOXXAEHHbIX B pe3y/sibTaTe npuema
MaTepblO0 NNIEKAPCTBEHHbIX NpenapaToB: TUa3uaoBbIX ANYPETUKOB,
FMNOrMnKeMNYeCcKnx cpeacts, staHona, HIBC,XxMHWUHA, XnHUANHA.

TpombouunToneHns BCNeacTBUE MMMYHHOW TPOMOOLIMTONEHUN Y MaTepu C
TPAH3UTOPHbBIM MPOHUKHOBEHNEM QHTUTPOMOOLIMTAPHbBIX aHTUTEN Yepe3
NAaLUeHTYy.

AnnoMMyHHas TpoMbounToneHnyeckas nyprnypa HOBOPOXAEHHbIX.
Bo3HuMKaeT, ecnu TpoMbOUNTbI NMo4a HacIeayoT aHTUMEHbI,
oTcyTcTByowue y matepn (06bl4HO PLA1 aHTureH). B
CeHCMbUNU3NPOBAHHOM OpraHM3Me MaTepu NosIBNSIOTCS
AHTUTPOMOOLMTAPHbIE @HTUTENA NPOTMB TPOMOOLUMTOB Nnoaa.
3aboneBaHne CONpoBOXAAETCA BbICOKMM PUCKOM CMEpPTU
HOBOpPOXAeHHbIX (10—15%) oT KpoBOM3NUAHMSA B MO3r. JleueHune:
KOpPM/JIEHNE AOHOPCKMM MOJIOKOM, Ha3Ha4eHWe NpeaHN30/10Ha,
AWUMHOHA, nepenMBaHne MaTepVIHCKOVI KpoBu ¢ PLA1 oTpuuatenbHbiMuU
TpOM60L|,VITaMM



[TpunobpeTeHHbIe
TPOMOOLIMTONEHUN

npoAyKTUBHble TPOMbouuToneHuu (aniactuyeckas aHemns;
MUENOANCIIACTUHECKNI CUHAPOM,; MErasiob/iacTHble aHEMUN, OCprIM JIEVIKO3;
MUeNo@pnbpo3s; MeTactasbl paka, UNTOCTaTUYECKNE MEANKAMEHTbI, MOBbILLIEHHAs
UyBCTBUTE/IbHOCTb K Pa3/IMYHbIM MEANKAMEHTAM, paanaums; 3noynorpe6neHMe
asikorosiem);

TPOMOGOLIUTONEHNM pPa3pYLUEHUSA (MAMONaTUYECKOI TPOMBOLMTONEHNYECKON
nypnype; TPOMOOLMTONEHNN HOBOPOXAEHHbBIX; MOCTTPAHC(HY3MOHHON
Tp0M60uV|Toneva CMHAPOME DBaHca — duLuepa; npuemMe HeKOTOPbIX MeAMKaMEHTOB
(lekapcTBeHHbIE TpOM6OLlMTOI'IeHMM) ; HEKOTOPbIX BUPYCHbIX 3a601eBaHUAX
(BUPYCHbIE TPOMGOLIMTONEHUN);

TpoMbouuToneHnn noTpebneHns (crHapoM ANCCEMUHMPOBAHHOIO
BHYTPUCOCYANCTOIrO CBEPTHIBaHUS; TPOMOOTUYECKAs TPOMOOLIMTONEHNYECKAS
nyprypa, reMoJIMTUKO-ypeEMUYECKNN CUHAPOM),;

TpoMbouuTONEHUs nepepacnpeneneHms;
TpoMbouuTOneHns pasBeaeHuUs.



TpombouuToneHus
-flerkas Tp0M6ouMTQ$B €MEHHbIX

MOXET 6bITb B TPETbEM W
TpuMecTtpe b6epeMeHHOCTU !
BCNeACTBUE reMmoanioumm /) <
-rectaymoHHas v j
TPOMBOLUTONEHNS; | ,»”'
-3knamncus, HELLP-cuHapom é’
= YpoBeHb TpOMb6OLUNTOB '
Bbile 70,0x10%/n He HELLP-cuHapom
COrNpoOBOXK/AaEeTCH 4 -
= H — hemolisis (remonua),
OCJIO)KHEHNAMU HU y = EL — elevated liver enzymes
MaTepu, HU y rnaoaa n He hebror o e 59

Tp86yeT Tepa['[[/][/]_ = LP — low platelets (HM3koe uncno

TPOM6OLNTOB).



TpoMboTunyeckass mukpoaHrmonatTus (TMA) — ocobbin TMMN NOpaXkeHNs COCyaoB
MUKPOLIMPKYNSTOPHOrO pycra, Npyu KOTOPOM pa3BMBAETCS UX TPOMbO3 u
BOCMNasiEHNE COCYANUCTON CTEHKM, YTO NPUBOAUT K ULLEMUN U NOPAXKEHUIO

OpraHoB MO BCEMY OpraHn3My

KnuHunyeckue
NPpU3HaKH

TpoMmbouutoneHus (ypoBeHb Tp. <150
000/MM3 unu cHmxeHme Ha 25% ot
MCXOAHOrO0)

MArA* (cHmxeHue reMmornobuHa n
rantornobuHa, nosbiweHue JiAr,
LIM30LUMTDbI, OTpULaTeNibHasas npoba
Kym6ca)

MopaxeHue opraHoB

MopdosiormyecKkmue npu3Haku

OTek 3HaoTEeNUaNIbHbIX KJIETOK
C OTCJZIOMKOM OT 6a3anbHOM
MeMb6paHbl

PacumpeHue
cyb3HaoTennanbHoOro
NMPOCTPAHCTBA C OT/I0XKEHUEM B
HEeM AeTPUTa KJIETOK U
¢punbpuHa

YTonweHue CTeHOK
apTepvon/Kanunnapos

Tpom603 cocynos
MUKPOLUMUPKYJISTOPHOIro pycna



Knaccudukauma TMA

e wura (STEC) n BepotokcuH (VTEC), npoayumpytowme 6aktepumn — sHTeporemoparmyeckas E.coli, wramm O157:H7 v gpyrue
wrammbl Shigella dysenteriae I Tuna
e Streptococcus pneumoniae, npoayumpytowas HeMpaMMHMaasy

e MyTauum KOMNOHEHTOB KOMMNEMEHTa:

e CFH (cdpakTop H)

e MCP (MeMbpaHHbIN KO(aKTOPHbIN NPOTENH)
¢ CFI (dakTop I)

e THBD (TpombomMoaynvH)

e CFB (dakTop B)

*C3

e AHTUTEena k CFH

e bepeMeHHOCTb

e Onyxonu

e JlekapcTBeHHbIe rnpenaparhbl

¢ 3710KayeCTBEHHAs apTepuyasibHas rmnepToHusS
e NHdekuun (rpmnn, BUY)

e TpaHcnaHTauns

¢ AyTOMMMYHHbIe 3aboneBanHus

e AHoMmanum ADAMTS13(akTnBHOCTb MeHee 5-10 %)
e [eHeTnyeckne

e [pnobpeTeHHble

e AyToaHTUTEnNa

e JlekapcTBeHHbIe rnpenaparhbl



UTTI

« 3aboneBaHue yallle BCTpeyaeTca y
XEHLWMH, 4eM y My>4uH (3:1). 70%
3aboneBLlnx — nuua crapuwe 40 ner.



Kputepun UTI

1. Tp10(|)\496/ouMToneHm| B aHanu3e nepudepunyeckon kposn Hmxe 100,0
X n

2. Hannumne aytoaHTuTen K TpomMboumtam (rnmkonpoTenmHam MembpaHsi
TpombounToB GPIIb/IIIa, GPIb-IX/V).

3. OTCcyTCTBME NPU3HAKOB 3ab0neBaHNiA, Npex/ae BCEro annacTuieckon
aHeMWK, OCTPOro NIENKO3a U MUENOANCNIACTMHECKOro CUHAPOMA,
COMpOBOXAAOLLMXCA TPOMOOLMTONEHNEN BCNEACTBUE HAPYLUEHMUS
KOCTHOMO3IrOBOIro KPOBETBOPEHMUS.

4, OTCyTCTBME UHMEKLUMOHHbIX areHToB, NMpueMa JieKapCcTBEHHbIX
CPeACTB, Bbi3blBAOLLMX Tp0M6ouMToneHmo CUCTEMHbIX
ayTOMMMYHHbIX 3a6onieBaHnn (CKB), J'IVIMd)OM COMNpPOBOXKAAMOLLNXCS
Pa3BUTUEM MMMYHHOW (QYTOMMMYHHOW) Tp0M6ouMToneHMM

5. HopMmanbHOe unu noBbILEHHOE CoAep)KaHMe MerakapuouuToB B
KOCTHOM Mo3re. OgHaKo NyHKUMSA KOCTHOro Mo3ra rnokasaHa
nauueHTam crapiue 60 net unum B cnydasx, Tpedyrowmx
CNNEHIKTOMUU, WK NPU HanM4mMm ApYrmx HapyLleHUN B aHanmn3e
KpOBMW.



AJNTTOPUTM OBCNEOQOBAHUA BOJNIbHOIO C
TPOMBOLIMTONEHUEN

AHaMHe3 3aboneBaHus (NpeawecTByOWne pa3BnuTUO TPOMOOLMTONEHNN

(paKkTophbI)
HacneacteeHHas NpeapacnonoXeHHOCTb

dusnkanbHoe obcnenoBaHue

O6wuKr aHanu3 KpoBM C OnpeaeneHneM KonmyecTsa peTUKY/IOLMTOB.
iccnepoBaHne Ma3koB nepmndepmnyeckon KpoBu

BUoxmMmyeckmm aHanms KpoBm

LinTonornyeckoe nccneaoBaHne KOCTHOro Mo3ra

Bupyconoruyeckne nccnefoBaHus, BKAKOYaKOLWMe aHTUTENa K BUpycam renatmTos
B 1 C. Heobxoanumo npoBeaeHne AnarHoCTUYECKOro MOHUTOpUHra (onpeaeneHme
aHTUTEN K UMTOMEranoBupycy, Bupycy InwtenHa-bapp v apyrux supycos
CEMEeNCTBa MPOCTOro repreca, CrocobHbIX Bbi3biBaTb TPOMOOLIMTOMNEHNIO, B TOM
4yncne 1 Kak NepBuYHbIN CMMNTOM 3aboneBaHns )

OnpeaeneHuve antuten knaccos M n G k BUY.

[OnarHoctuka Hellicobacter pylori y 60nbHbIX B OTAMOLIEHHBIM A3BEHHbIM
aHaMHE30M U/UNn KINMHUYECKUMI NPOSIB/IEHNAMI A3BEHHOM DONIE3HM XKENyaKa U
L0BEeHaALATUNEPCTHON KULLKK

MpsiMas npoba Kymbca y 60nbHbIX C aHEMUEN U PETUKYOLIMTO30M

[pn nepBMyHOM 06CnegoBaHnn 1 TpomboumToneHnn Hmxe 50,0x109/n
obs13aTesnbHbIM ABNSETCH UCCneaoBaHMe reMocrasa



NOTEHUMAJIbHO NHO®OPMATUBHDIE TECTbI
Aansa poJibHOrO C TPOMbOLIUTONEHUEN

. Cneunduryeckmne aHTUTeNa K rMUKoNpoTeEMHamM TpoMbounTos
(BbICOKMM TUTP YKa3bIBAET Ha MMMYHHbIN FrEHE3
TpoMbounToneHnu, Ho He aBnseTcst abCcontoTHO MHPOPMATUBHBIM
METOAO0M) ;

. AHTUdOChONMMNNAHBIE @aHTUTENA, B TOM YMC/E BONYAHOYHbIN
AHTUKOArynsaHT (AN UCKITIOYEHUS aHTUPOCHONMMNUAHOIO
cMHApOMaA);

. AHTUTUPEOUAHBbIE aHTUTENA M OLEHKa DYHKLUK LLIMTOBUAHOM
xenesbl (AN UCKIOYEHNS ayTOUMMYHHOIO TUPEOUANTA);

- aHTUHYKJ/I€apHble aHTUTEeNa, aHTuTena k HatmeHon AHK (ans
ncknoveHns CKB);



NenkoneHus

CTeneHun THKecTn nenmkKoneHuu:

= Jlerkas creneHb — okono 1,5x10°/n,
XapaKTEePU3yeTCa OTCYTCTBUEM OC/TIOXXHEHWIA;

« cpepHss — o1 0,5 po 1,0 x10°/n, ecTb puck
MH(DEKLIMOHHBIX OCTIOKHEHMIA:

= Tskenasa — no 0,5 x10°/n — arpaHynoumTos C
TSHKENbIMU NPOSBIEHUSAMM.



[MpUYNHBbI NenKoneHnu

YrHeTeHue nemnkornos3a.

[TOBbILLEHHOE pa3pyLUEHMNE 3peSbIX JTIEUKOLMTOB
B KOCTHOM MO3re, NMMMOUAHbLIX OpraHax win B
nepndepmnyeckoM KpoBOTOKE.

[lepepacnpeneneHne 3penblX JEeNKOLUUTOB —
NOBbILLEHHOE OCeAaHMe  LUPKYIUPYIOLLMX B
KPOBOTOKE KJ/IETOK Ha CTEHKM COCyAoB WU
TKaHeMW.

YcuneHHoe  BblBeAEHWE  JIEMKOLMTOB U3
opraHusma.



HapyweHune paboTbl KOCTHOrO Mo3ra —
paccTpoOnUCTBaA UMK yrHeTeHue

rnenkKonosasa

« — BPOXXAEHHbIE AedeKTbl CTBOMOBbIX KETOK;
— pedeKTbl perynsummn nemkonoasa (Aedbuumt ropMoHOB
LLIMTOBUAHOW XKENE3bl, HU3KMN YPOBEHb TEUKONOSTUHOB
nap.);
— aedmunt BuTamnHoB B12, donneBon KUCIOTbI, MeAX,
Xenesa, 6enka.
— MeTacTa3bl 3/I0Ka4YeCTBEHHbIX OMyX0NeN pa3IMyHoM
NIOKann3aunmn B KOCTHbIN MO3r;
— nenko3 (0;xp)
— pa3pyLLUeHne NN yrHeTeHne reMorno3TUYECKMX KIeToK
KOCTHOro Mo3ra (U3/syyeHne, XmuMmoTepanus,
XMMUYecKue BellecTBa, BUpPYCbl, bakTepuanbHbie U

apyrve sapl).



NMoBbiLIeHHOEe pa3pyLUueHMe 3pesblX JIEMKOLUTOB B
KOCTHOM Mo3re, TIMM(onaHbIX oOpraHax uiu B
nepmdepnyecKkoM KpoBOTOKeE.

— WMMYHHOE paspyLUEHNE: YHUUTOXEHNE
aHTUNENKOLMTApHbIMW aHTUTENAaMM JIEMKOLIMTOB,
KOTOpble NPUOBpenu aHTUreHHble CBONCTBA Moj
BO3AENCTBUEM NNEKAPCTBEHHbIX UM APYrNX BELLECTB-
ranTeHoB.

— ayTOMMMYHHOE pa3pyLLEHMKE;

— pa3pyLeHne 3pesblX, LIMPKYIMPYIOLWMUX B KPOBOTOKE
NENKOLINTOB SiaMK1, BUpYyCaMn unn 6akTepuanbHbIMK
TOKCUHAMU;

— BPOXXAEHHAsA HEMOTHOLIEHHOCTb JIEMKOLIUTOB,
NPUBOASLLAS K YKOPOUYEHUIO UX XKU3HU;

— MNpw runepcrnieHnsmMe,;

— OnyXonu nMMcbomp,Hom TKaHW.



NepepacnpeaneneHme 3penbixX JIEMKOLUTOB —
noBbiLLeHHOe ocefaHne LMPKYIMpYoLWMX B
KPOBOTOKE KJIETOK Ha CTEHKM COCY10B WM TKaHeu

— LLIOKOBbIE MU KOMAaTO3Hble COCTOSAHUS,
Konnarnc;
— u3mnyeckmne neperpysku;
— BO3AeNCTBMNE MH(PEKLIMOHHbIX areHTOB.
[lepepacnpeaenntesibHas HEUTPONEHUS
HOCUT 0bpaTUMbIN XapakTep.




