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Onpenenenne

MHoxecTBeHHass Muenoma (MuenomHas 0one3Hb, TI'€HEpATH30BaHHAs
IU1a3MOLKMTOMa, Gore3Hs PycTukoro-Kamnepa) — omyxoneBoe B-KieTodraoe
3a60NeBaHHe,  XapaKTepU3ylollleecs  HEKOHTpOJIHpyeMoH — Mponxdepanen
KJIOHATBHBIX KJIETOK, 06YCIOBIEHHO XpPOMOCOMHBIME HapyIEHHAMH, [1aTONOTHeH
CTPOMAJIBHOI0 MUKPOOKDPYXEHUS U NMPUCYTCTBHEM MOHOKJIOHAJIBHOIO TIPOTCHHA B
KPOBU W/WIIH MOYe.

[TapanpoTennemudeckie  remobnmacto3sl —  Ipymnna  OMYXOJICBBIX
3abosneBaHui 3penblx B-numdouuToB, AHQQEPEHUHPYIOLIHXCS A0  CTaaKH
CeKpelMH MMMYHOINOOYIHHOB M MPOMYLHPYIOUIMX B H30BITOTHOM KOJIHIECTBE
TaTOJIOrMYECKHE MOHOKIOHAJIBHEIE WMMYHOMJIOOYIMHBl W (M/IM) PpasTu4HBIE
dbparMeHThl WX MoJsiekyN. XapaKTepHOi OCOOEHHOCTBIO MapampOTEHHEMHUHUECKHUX
reMOGIACTO30B SBISETCS TO, UTO MATOMOPGOIOTHYECKHH CyOCTpaT OIyXOJH
COCTaBJAIOT WIM IUIa3MaTHueckue KIETKH (TIpH MHENIOME) HIH IepeXOHBIC
nUMQOHIHEIE M JNHMGOHIHO-IIA3MOKJIETOYHBIE  SJIEMEHTEI (mpu  Gose3HH
Baneaenctpema). M Te, ¥ [OpyrHe BO3HMKAKOT H3 KIETOK-TPEAMICCTBEHHHII,
NIpUHAIIEXKAIMX K B-K1eTO4HOM NTMHWH reMornoasa.

MHOXecTBeHHas MHejloma cocTaBisfeT 1% cpead BCeX OHKOJIOTHHYECKHX
3aGoneBanuil, HO 10-13% cpead reMaToOIOrMYEeCKHX OMyXoned u 2% neTalbHbIX

HCXOOO0B CpENH BCEX 3JI0Ka4YE€CTBCHHBIX onyxoneﬁ.

ITHOIOTHSA

MuokecTBeHHas wmuenoMa (MM) 3TO TeTeporeHHoe M0 KIHHHYECKHM
MpOSIBIEHUAM H TPOTHO3Y 3300/IeBaHAE C HEOJHO3HAYHBEIM OTBETOM Ha
TepareBTHYeCKOM BO3EHCTBHS. MI3BECTHBI pasutHbBIE STHOIOTHHECKHE ¢daxTopsI,
BMsoLIMe Ha 3abonesaeMocTh. Ha akcriepeMeHTabHBIX MOJIETIAX ITOKA3aHO, TO B
pasBHTMM  3/OKAYECTBEHHEIX — TUIa3MaTHHEKCHX  KJIETOK y4acTBYIOT  Kak
regeTMUecKkMe, TaKk H  CpENOBEBIC daxrops. OnHako — crenupHIecKue
3THOJIOrMYECcKHe (aKTOpsl MHENOMHOH 6one3Hy Heu3BecTHHI. [laTOTEHETHYECKH
pelaroInM (GaKToM SBIAETCS ATHTEIbHA, XPOHHYECKas aHTUI€HHAs CTUMYJIALIAS
e BUPYCHBIX HH(EKIMH WK APYTHX XPOHHIECKHX 3ab0s1eBaHui, ANUTEIBHOIO

mocs
BO3/IEHCTBHA TOKCHYECKMX BEIIECTB. VYCTAHOBJIEHO ONpElCNCHHOE 3HAYCHHE
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MONMSHPYIOUIER  DAjIMBIIMA 1 DaskTud sabosicradug, HTO  TIOJTBEpAjIaeTCY
Hosennes vepes 20 161 yactori saboieranng cpeay ANOHLEE, NOIBEPIIIKACH
arommuol bombapumposke,  Cymectsyior  jokasarenncrsa  TEHETHYECKOH
HPEAPACHONOMCHBOCTY K DAsBATAIO MUc0MHoh Gosesun. boibilnyio poile HrpatoT
TAXAHE HUTOrCHETUYCCKUE Hapy Lieud, MMelorcea ykasanus Ha BO3MOAKHYIO POJlL B
PATEMTAN MUCIOMIOR DOJIEIHU  JUITENLILIA KOHTAKTOR C HEQTENPOLYKTAMH,
bemsonom, acbecrom. Heobxommo rakae noauepkuyts Goibloe  3Hadermne
HEJOCTATOUHOR arktusnocty T-auMpounToB-Cyrpeccopos, 4To  crnocodereyer

HEOIPaUICHHOA nposudepainy B-kiaerok,
[Matorenes

Mucnomiaz  6oesinL  BO3HMKAET  HA  YPOBHE  CambiX  PaHHUX
npeaecrsennnkon B-n1uMohumros, a MOHOKIOHAILHBIA 11y TOTOMKOB MEPBUYHO
TPAHCHOPMUPOBANHON KIICTKU COXpanger criocobHOR K nudbepeHUMpoBKe 10
KOHCHHOTO JTana — [iasMaruyeckux  kiuerok., [lo Mepe coszpeBaHMA KIETKH
YTPauMBaloT UATONNAIMATHYCCKUA MMMYHOIIODYJINH, HO 3aTO UMMYHOTrOOYIHH
HOABJIACTCA Ha UX 110BepxHOCTHOR membpane, [Ipouece aubdepenunposku B-
KICTOK NPCIANICCTBCHHAKOB B 3PENIbIC KICTKHA XapakTepusyercd, B YACTHOCTH,
CEpUaAMMU  1IPCCTPOCK  CCIrMEHTOB  TEHOB  UMMYHOIJIOOYJIMHOB, a4 TaK ke
npuobperenmeM W notepeit  nosepxHocTH MapKkepos B 3aBHCHMOCTH OT
NOCJIC/I0BATCILHOCTH 2TANOB MM (hhepeHLIMPOBKU, 3pesibie MIa3MaTHYeCKUe KIeTKH
TepAIoT B-kierounbie anruresnl u npuobperaior antures CD38. Ddopmupyertcs
KJIOW — NI23MAaTUYECKUX  KIETOK,  NPOAYLMPYIOLUMX  OJHOPOAHBIE MO
UMMYHOJIOFUYECKUM npu3HaKam MMMYHOTT00YJTMHbI (mapanpoTenHs!),
npunajuiekaime k knaccam IgG, IgA, IgD, IgM, IgE. Cywecrsyior Takxke bopMaI
MHUCIOMHOK BOJICIHN, TIPU KOTOPHIX OMYXOJEBbIe KIETKH CHHTE3MPYIOT TOJILKO
cBobojiHbIC sierkue nin Taxensie uenu. CBoboHbe lerkue Len1obHapyKHUBaroTCs
B Moye B BujIe Geiika Benc[lxonca.

MoOKHO — BBIJCIATL  JIBE  MATOrEHETHYECKMX  CTAAMH  3a60NeBAHMS:
XPOHUYCCKY IO (PA3IBEPHYTYIO) U OCTPYIO (repMunanbhyio). B XPOHUYECKON CTaguH
naromopdosiornyecknit  cyberpar  onyxonu  npejcrasfieH OJHOPOAHBIMHU

OIYXOJICBLIMA  MUCIIOMHBLIMM  KJIETKAMU  C yMepeHHoﬁ MM JaXKe HU3KOM

Scanned with AnyScanner



NpONH(pEpPaTHBHON aKTHUBHOCTBIO, MPH 3TOM MHETOAENPECCHS H  CHMIITOMBI
MHTOKCHKALMH BbIpaKEHBI YMEPEHHO, OMyXo/b [MPAKTHYECKH HE BBIXOIHT 34
nMpeaenbl KOCTHOro Mo3ra H KOPTHKaJbHOro c/10s KOCTH. B JafbHeHIIeM, o Mepe
MpOrpeccHpoBaHks 3a001eBaHHs IPOUCXOAAT OHKOTeHHBIE MY TALIHH B OITyXO0JIEBOM
K10He, (HOPMHPYIOTCS CyOKIOHBI  370KayeCTBEHHBIX KIETOK C  BBICOKO#
CMOCOOHOCTBI0 K MposHdepann, HapymaeTcs afnonTo3 OMyXONEeBBIX KIETOK,
pa3BHBAETCA TepMHUHaNbHAs CTanuA 6one3HU. B 3TOH cTaauy OMyXo/ib BBIXOIHUT 3a
Mpeaensl KOCTHOro MO3ra, MeTacTa3upyeT BO BHYTPEHHHE OpraHbl, pa3BHBAIOTCS
TSKEas MUENONENPECCHS, BhIpaXKeHHass HHTOKCHKaLUUA. B TepMHHaAIBHOHA CTauH
MOXET HW3MEHHThCH MopdoNoruyeckuit cyobcTpaT OMyXoJH U IPOM30HTH

TpaHCopMaLHs B TUM(OCapKOMY.

Knacenpukauus
[11asmokseTouHble onyxony noapasensoTes Ha:

I. MOHOKJIOHaNIbHYIO raMManaTHIO HesCHOro reresa (He Ig-M THIT);

2. MOHOKONOHaJIbHYIO raMMaMaTHIO HESICHOTO TeHe3a ¢ BOBJICYeHHEM JTErKHX
Liernemn;

3. MIa3sMOKJIETOYHYIO (MHOXECTBEHHYIO0) MHEJIOMY;

4. BapHAHTBI MIA3MOKIETOYHOU MHETOMBI: BSJIOTEKY YO
(acHMNTOMAaTHYECKYI0) MHEOMY, HECEKPETHPYIOLIYIO MUEIOMY U
NJ1a3MOKJIETOYHBI JIeHKO3;

5. NTa3MOUUTOMY.

B 1975 r. B.G.M. Durie u S.E.Salmon 6x171a NpeaoxeHa KiaccuuKanms,
OCHOBaHHas Ha NpPe/ICTaBIeHHH 06 OMyXOoNeBoit mporpeccuu u KOPPENALNA MEX Ty
Macco# OIMyXO/H, ONpeAeNseMOi 0 MPOLYKLHH NapanpoTerHa H KIMHUYECKHM
nposBiaeHUsAM (Tabn. 1).

Onnako B HacTosilLee Bpems Haubolee NMpU3HaHa KIaCCUQUKAIMS M LIXPOKO
HCTIONB3YETCS B KIIMHUYECKOH MpakTHke MexayHapoaHas cuctema CTaAUPOBAHUS
MM (International Staging System, ISS), B ocrope KOTOPO¥ JISXKHT ONpezeNneHue
ABYX TOKa3aTeNlel: YpoBHA [32-MHUKpOrIo6yIHHa U ans0yMHHa CBIBOPOTKH (Tabu.

1). B 2014 r. ISS 6sma nepecMoTpeHa (revised ISS: R-ISS). Kpome

T Y N P e
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BblllleyKa3aHHbIX mnokasateneit R-ISS yuyurTeiBaer HaTH4HE HeOMaronpHATHBIX

XPOMOCOMHBIX aHOMATHi H BBICOKHI YpOBeHb JaKTaTAernaporeHassl (1adi. 2).

Taonuua |

CTanHpoBaHHE MHOXXECTBEHHOH MHEIOMBI

. Cramun | Kputepsn B.G.M. Durie, S.E.Salmon Macca ISS - kpHTEpHH
OIYXOJIEBBIX
x1etok (r/m?)
I COBOKYITHOCTB C/I€AYIOIIHX MPH3HAKOB: <600 Ba-M £ 39
-remora06us > 100 r/n (Hu3Kas) MKT/MJI,
- YpOBeHb KaibLHs B CBIBOPOTKE KPOBH < anpbyMHH
2,88 MmMonw/a > 3,5 r/an
- PEHTTeHONIOrHYECKH HOpMaTbHAs (MenuaHa
cTpykTypa koctH (0) HaM TOoabKO 1 BBDKHBAEMOCTH
COJTHTApHBII OYar JecTpyKUHH 62 Mmec.)
- HH3Kas CTemneHb NPOIYKLHH
MOHOKJIOHATLHOTO OeilKa :
Ig G npu G-muenome < 50 r/n
Ig A npi A-muenome < 30 r/a
[TpotenHypus benc-Ixonca < 4r/244
I IMokasatenn, He yknaasBatownecs Hu B I, | 600-1200 B2-M < 3,5
Hy B III cragnio (cpenHss) MKI/MJ1,
ans0ymMuH  <3,5
r/nn unu P2-M
> 3,5 r/mn, HO
<5,5 MKI/MJ
(Meouana
BBEDKABAaEMOCTH
44 mec.)
I11 COBOKYITHOCTb CI€AYIOMHX NPH3HAKOB! >1200 B2-M
-reMoryIoouH < 85 r/n (BBICOKaS) >5.5 MKT/MI
- ypOBeHb KalblHi B CHIBODOTKE KPOBH > (MenmuaHa
2,88 MMonb/n BBDKMBAEMOCTH
- MHOECTBEHHBIE OYard HECTPYKIHH B 29 mec.)

KOCTAX CKEJIETa

= BBICOKas CTEIICHBb IPOAYKIIHNH

MOHOKJIOHAIBHOr0 OefKa :
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Ig G npu G-muenome > 70 r/n

Ig A npu A-muenome > 50 r/n

ITpotennypus benc-/IxoHca > 12r/244

Toncrannu Kputepuu B.G.M. Durie, S.E.Salmon

A Hopmarsras GyBKIus modek (YpoBeHb KpeaTHHHHA B CBIBOPOTKE < 2 MI/U)

B ®OyHKLMS MoYeK HapyIneHa (YpOBEHb KpeaTHHHHA B CBIBOPOTKE > 2 MI7//UT Wi 173
MKMOJIE/TT)

Tabnuna 2

ITepecMoTpeHHas MeXTyHapoaHas CHCTeMa cTaanpoBaHmst MM

[IporrocTHuecku# daxtop

Kputepun

Cranuu ISS
I

II

I1

B2-M < 3,5 MKr/mi, ansOyMuH > 3,5 r/mn
Kputepuu Ha cootseTcTBYIOT I HutH 11T

B2-m >5,5 MKr/mn

[{uToreHeTHueckue anoManuu no FISH
Bricokuii pHCK

CraHaapTHEIR pHCK

Hamwaue del 17p u/Mmu  TpaHCIOKAUHH
t(4;14) u/wmu TpaHcnokaumy t (14;16)
OTCyTCTBHE LHMTOTCHETHYECKHX aHOMANIUH

BBEICOKOI'O pHCKa

JIar
Hopma

Bricokuit

JIAT CBIBOPOTKM HMXE BEPXHEH TpPaHHUIIEBI
HOpPMAaJILHOT'O 3HAYEHHSA
JIAI' CHIBOPOTKH BLIIE BEpPXHEH I'PaHHLIBI

HOpMaJIBHOT'O 3HA4YCHUSA

HoBas Monens cTpaTH(HKalMOHHOIO pHCKa
MM

Cranun R-ISS

[

II

111

ISS-ctamus I, uMTOrEeHETHYECKHE AHOMATHH
cTanaapTHoro pucka no FISHu HopMansHBIH
yposesns JIIT

Kpurepnu He coorserctByror 1 mmm Il
cramusM R-ISS

[SS-cranus [T + nuTOreHeTHYCKKME aHOMATHU

BeICOKOr0 pucka no FISHunm Beicoxuit

yposens JIJIT
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Kannuveckas kapTuHa

MHOKeCTBeHHas: MMelloMa OTIMYaeTcs OT BCeX OCTATbHBIX 3abo/neBaHUH
CHCTEMBI KPOBH OOMIMEM M pPa3sHOOOpa3MeM KIMHHYECKHX MPOSBICHHH, 4eM
HEpEIKO CTaBMT Iepe/l KIMHULIMCTAMH JOBOJBHO TPy AHBIE 3aa4H.

Cumnromatuka MM ompenensercs HHOUIBTpAlMEH KOCTHOTO MO3ra
KJIOHATbHBIMU IUIa3MaTHYECKUMH KJIEeTKaMH M OpraHHBIMH MOBPEXACHHAMH,
BKITIOYAIOIMMY TUCQYHKLIMIO MOYeK, KOCTHyK 6ole3Hp H Iape3 HMMYHHOH
CHCTEMBI.

B Teyenuu MM BbIensIOT OeCCUMITOMHBIA MMEPHOA, Pa3sBEPHYTYIO
KJIHHUYECKYIO U TEPMHHAIBHYO CTaIuH.

beccumnmomHulil nepuod
Pa3puTHO  KIMHWYeCKOH  KapTMHBI ~ MHEJIOMHOH  OonesHnm  Bceraa

NpeAlecTBYeT OeCCUMIOTOMHBIA  TEpPHOJ, KOTOPBIM  HMEeT  pasIHYHyIo
MIPOIOMKHTENEHOCTE (0T 5 10 15 net, peaxo — ponsiue). B aTom neproae 601bHbIe
YyBCTBYIOT ce6s yIOBIETBOPHTENBHO, OCTAIOTCS TPYAOCTIOCOOHBIMH, KIIHHHYECKUX
MPOSB/IEHUH OpaXKeHHs BHYTPEHHHUX OPraHOB M KOCTHO# cucTeMsl HeT. OnHaKo
ITPaKTHYeCKH Bceraa o6HapykHBaioTcs (06BIMHO MPH CIydYaiiHOM 06Cie0BaHHUH)
Beicokas COD, M-rpaiHeHT B ChIBOPOTKE KPOBH IPH 3NIeKTpodopese OENKoB u
HeoOBsACHMUMas mpoTeuHypus. Ha orol cragmu 3aGoneBaHHs KOJIHYECTBO
T1a3MaTHYECKUX KIIETOK B KOCTHOM MO3T€ €Il OCTaeTCsl HOpMAJIbHBIM,

Pazeeprymas knunuveckas cmaoua

IMepvon  BHIP@XEHHBIX KIMHMYECKHX MPOSBIEHHWH  XapaKTepU3YETCs
MHOTOYHCIIEHHBIMA CYOBEKTHBHBIMHM OILYIIEHUSAMH H CHMIITOMaMH TOpaX€HHUs
KOCTe U BHYTPEHHUX OpraHoB. THIHMYHBIE KIHHHYECKHe NpU3Haku MM: anemus,
CKEJIETHBIE IIOBpPEXIEHHs, HapylleHHe IOYeK M THNepKalueMus. I[lalueHTsI
MMPeXbABIAIOT XKajlobbl Ha OOJNH B KOCTSAX CKEJETa, rojloBHBIE 6ONH, cnabocTs,
ONBIIKY ¥ cepaueOHeHHe, yTOMISEMOCTh, MOXyJaHHe, KPOBOTEUEHHUs, H3penKa
HabnromaeTcs JHMXopaaka. YKasaHHbIE CHMNOTOMBI  3acTaBlISIOT  OOJIBHOTO
obpaTHThcs K Bpady, M OOBIYHO Ha OSTOH CTajM¥ KIMHUKO-NabOpaTopHOe
oGcleoBaHie GONBHOrO IO3BONAET TOCTaBUTh [AWarHo3 3aboneBanus. B

KITHHHYECKOH KapTHHE pa336pHyToi71 ctaguu 3a00JEeBaHUS MOXKHO BBIJCIIUTH

cregyromuye CHHIPOMBI:

* OCCAJITMYECKUH CHHAPOM

* KOCTHO-MO3TOBOM CHHIAPOM,
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* CHHIPOM MOpPaXXEHUS CHCTEMEI KPOBETBOpEHHUS,

* CHHIPOM MOPaXeHH: NoYeK (MHeTIoMHas HedponaTus);
* CHHIPOM BHCUEpPaTbHOH MaTOJIOTHH;

* CHHIPOM BTOPUYHOTO HIMMYHOIE(DUIINTA;

* CHHIPOM TeNepBiI3KOCTH ;

* HEBPOJIOTHYECKHH CUHPOM;

* THIIEPKATBIIUEMHYECKHH CHHAPOM.

[lopaxenne kocTedl npu MHeNOMHOH GONE3HH SBIAETCS BeLYLIHM
KITMHUYECKAM CHHIPOMOM M B pa3BepHYTOH CTagwu 3aboseBaHUs Habaromaercs y
BCeX OOMbHEIX. B mepByro ouepens NeCTPYKIMH TOBEPraloTcs IJIOCKHE KOCTH
(uepen, Ta3, rpymuua, pebpa) U TMO3BOHOYHHK, pexe — TpyOuyaThle KOCTH
(MperMyecTBEHHO 3MHU3ET). BomM B KOCTAX (OCCANTHH) ABIIOTCS BAXKHEHIIIMM
KIMHUYECKHM TIpU3HAaKOM MHENOMHOH O6one3snn K Habmopatorcs y 80-90%
OonbHbIX. BHayane Gomy B KOCTSX HEMHTEHCHBHEIE, HEIIOCTOSIHHBIE, Yallle BCEro
TIOKANIU3YIOTCS B 00J1aCTH IOpa)KEHHBIX II03BOHKOB B MOSCHMYHO-KPECTI[OBOM
ob1acTu, B TpynHOHM KIeTKe, OBICTPO CTHXAKOT NPH COGIIONEHHH MOCTENEHOIO
pexxuMa (B oTiIH4HMe OT Gosel NpH MeTacTasax paka B kocTu). OHAKO IO Mepe
NporpeccupoBaHus  3abosneBaHUs GonM B KOCTAX CTAaHOBATCA  Golee
HHTCHCHBHBIMH, MYYHTEJIbHBIMH, DE€3KO YCHIMBAIOTCS I@IPH  JBM)KEHHSX,
NIOBOPOTaX, HAaKJIOHAaX TYJOBHIIA. BHe3amHoe MosiBlIeHHE OCTPBIX GOIEH MOXKeT
OBITE TPU3HAKOM TIEPETIOMOB KOCTE!, KOTOPEIM MTOIBEPKEHBl GONBHBIE MUEIOMHOM
00JIe3HEI0.

CrepananpHas MyHKUus npd MM CIOyXMT OZHMM M3 BeLyIIHUX
JHarHOCTHYECKUX METON0B. XapakTepHbli mnpusHak MM — BLISBJIeHHE B
KOCTHOMO3IOBOM ITyHKTaTe [BYX-HIIH TPEXAAEPHBIX OIyXOJIEBBIX KJIETOK, OOMIIHE
«IIaMEeHEOIIAX) IIa3MaTUYECKUX KIIETOK.

JuarHoz MM 10CTOBEpEH IIpH KOJIHYECTBE OIYXOJEBBIX ILIA3MaTHYECKHX
wietok 10% u 6onee. Hepenko HabmonaeTcs CKoOIIeHHe MTa3MaTHUECKHX KIIETOK,
cy6ToTansHas M TOTalbHad HMHQHUIBTPANHs KOCTHOTO MO3ra OIyXOJEBBIMH
KJIETKaMH — MOpPGONOrMYeCKH ATHUIWYHBIMH ITa3MOLMTAMM Da3HOM CTeNeHH

3penoctH (monumopdHBlE, MHOTOSANEPHBIE, «ITaMeHeoue»).  OmyxoeBble
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MJIA3MOLUMTBI B OCHOBHOM HMEIOT CTpOeHHE 3pelibIX KJIETOK, T.e. 3TO KIEeTKH C
WHpPOKOi 6a3opuILHOI UMTONNA3MOIT M 30HOH 203MHO(HILHOTO NPOCBETIEHHS
BO3JIC SIIPA, CMELLEHHOTO K NepH(pepuu KIeTKH.

Cucrema KpOBETBOPEHMS MOpPaXaeTcs MpH MHUeTOMHOH GonesHn ¢ Hadana
3abo0sieBaHNA, OAHAKO HA PAHHHUX CTAAMAX MOXET He ObITh APKMX KIMHHYECKHX
nposisniennii. Ilponudepauns onyxoneesX KIETOK TMPHBOAUT K PasBUTHIO
HOPMOXPOMHO# HOpMoOUHTapHOi anemuu. Kpome 3TOro, mpu Hccie1oBaHHH Ma3ka
nepudepHUueckoil KpOBH MOryT ObBITh CHeLH(HUECKHE HAXOAKH- CIIMMAHHE
IPHUTPOLMTOB B BUJE KMOHETHBIX CTOJIOMKOB» U LUMPKYJTUPYIOLLHE M1a3MaTHIeCKHe
KneTkH. AHeMus obycnoBleHa COKpallleHHeM KpacHOro KpoOBETBOPHOro pocTKa 3a
CUET BBIPAXEHHOI MIA3MOKJIETOUHONH (MHEIOMHOI) nponudepaunu. AHeMHs
NMPOSBAAETCS BbIPAXKEHHON GNEAHOCTBIO KOXH H BHAHMBIX CIIH3UCTBIX 000I04EK,
OJIbILLKOW TIPH Harpyske.

KonuuecTBo TpoMBOLMTOB M JeiiKoLMTOB, KaK npaBio, HopmanbHoe. I1pu
fajexo 3allefnX (opMax MHENOMHON GONe3HH OTMEYarOTCs HEHTPONEHHsH
naxce TpoMboLHTONeHus (BbITECHEHHE COOTBETCTBYIOLIMX KPOBETBOPHBIX POCTKOB
onyxosneBoii TkaHbio). Takum 06pa3oM, MpH MHMENOMHOH GONE3HH MOXKET UMETh
MECTO CHHIPOM MaHUMTONEHHH. B mnepudepuyeckoll KpoBM 0OHApPYKHBAIOTCA
MnJjla3MaTHUYeCKHe KJIETKH.

CuHapoM 6enkoBoil maTosiordy (NapanpoTeHHEMHH) SABJSETCA TPETBHM
BAYHEHLINM KIHHHYECKHM H AWAarHOCTHYECKHM CHHAPOMOM TIpH MHEIOMHOH
Gone3Hd M OOYCIOBJIEH THMEPNpoAyKUHEeH TMIa3MaTHYECKUMH (MHETOMHBIMH)
KJIeTKaM{ NapanpoTenHOB — MaTOJOrH4ECKUX MMMYHOTJIOOYIMHOB MM Oeka

Benc-JkoHca  (nerkux  UemneH MMMYHOIJIOOYJIMHOB).  JIETKMX  LemneH

ummyHornoBynuios). Cunapom GeNkoBoW NaTONOrHM  HMEET  CIEAyIOUMe

KJIMHHKO-1a60paTOPHBIETIPOABIICHHS.

|. [unepripoTeMHeMusi — COZAEpPKaHHE obiero Genka B KpOBH BO3PACTaeT, Kak
npasuno, Beie 90-100 [/n M HOCTMraeT B HEKOTOphIX ciydasx 150-180 r/i.

TunepnpoTerHeMus  00yclioBiIeHa rUnepriodyTHHeMHEH, KOIIMYECTBO

anbOYMHHOB B CBIBOPOTKE KPOBH CHHIKAETCS. [uneprnpoTeMHeMHeil 00BACHAIOTCS

Ka)KIa, CYXOCTb KOXH H CIH3HCTBIX obonouex, peskoe ysenuuerne CODJ,

CrIOHTaHHAas arrjJiloTHHaLHA BPHTPOHHTOB.
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2. CHMxKeHHe CONep/KaHHA B KDOBH HOPMATBHOTO raMMa-To0yJ IHHa;

3. Hamvune M-kommoHeHTa (rpanventa) Ha siekTpodoperpamme GenKkoB
CBIBOPOTKM KPOBH B BHAE 4YETKOM MHTEHCHBHOM TOMOIE€HHOH IIOJIOCEHI,
pacronararolielicss B o6nactu y-, B-, pexe anmbha2 -rnobyauHOBOH GpakUny; MpH
muenome berc-/[xoHca M-rpaieHT 0OBMHO OTCYTCTBYET. B THIHYHBIX CITydasx
MHEJIOMHOK O0/e3HH O0OBIYHO YBENH4YEH YPOBEHb KaKOro-THMOO OXHOTO Kiacca
MMMYHOTJTIOOYJIMHOB H B TO e BpeMs CHIKEHO COJep)KaHue HMMYHOTTIOOYTHHOB
OPYrUX KJIaccoB.
4. Cro¥ikas mpoTeHHYypHs, 0O0YyCIIOBJIEHHAS HAJTWYMEM B MO4Ye MAaTOJOTHYECKHX
MMMYHOT/I00YJIHHOB HIIH H30BITOYHOM CeKpeLlnel MOHOKJIOHAIBHBIX JIECKUXLIETEH
UMMyHorno0ynnHoB (Oenkosoe Teno berc-JkoHca)
5. Pa3Butie ammnonmosa Habmoznaercs y 15% GONBHBIX MHEIOMHOH (0JE3HBIO.
YcTaHOBNEHO, YTO B OCHOBE aMHJIOM[03a JIEKAT MOHOKJIOHAIBHEIE JIETKHE LEIH
MMMYHOITIO0YJTMHOB. AMUJIOHI03 MOXET OBITh JIOKAIBHEIM HMJIH CHCTEMHBIM.

MuenomHas HedponaTus — Hauboee 4acTeli  BapUaHT  [MOPAXKEHHS IMOYEK
npu MM, oOycnoBneHHbIH cekpeleii U 3Kckpenued ¢ MOYOH MOHOKJIOHAIBHEIX
nerkux uemneit (Genmka Benc-/[koHca), XapakTepusyooluics o6pa3oBaHHEM
OeNnKoBBIX UWJIHHAPOB B  JOUCTAJbHOM  OTAele KaHaIbLla, pPa3BHTHEM
TyOy/TOMHTEPCTHLHANBHOrO BOcMaleHHs W ¢ubposa. JlocTHras IUCTAIBHOTO
OTHeNa KaHaiblla, JIETKHe LIEMH CBsi3bIBatoTca ¢ OenkoM Tamma-Xopcdamra u
o0pasyroT OelKoBble LMIKHHAPEL BeneacTBue BHYTpHKaHANbLIEBOH OOCTPYKIMH
COONEp)KUMOE  KaHalblleB TNpPOHMKAeT B  UHTEPCTHLMHM. OTOT  mpolecc
conpoBoxzpaeTcs Murpauued T-naMGOUMTOB M Makpodaros, WHIYUMPYIOIIMX
Ty6yJIOMHTEPCTHIHATEHOE BocialeHHe U GrOpo3.

MuenoMHas HebpornaTus B Ae0l0Te BBI3BIBAET OCTPOE MOBPEX/EHUE TIOYEK,
O[IHAKO B IOCJELYIOIEM MOXET CHOPMHPOBAThCA HHTEPCTULHAIBHEIN GUOpo3 u
XBIl. Ilpu penykuuu JNerkux Lened B pesynsrare X1 OGenkoBBle LUNHHIPE]

PEerpeccHpyIoT, YTO MPHBOJMT K yITy4IIEHHIO GYHKIMM MOYeK

JIins  MuenoMHOH  HedpomaTMH  XapakTepHa  BBICOKas  CEKpeLHs
MOHOKJIOHAJIBHBIX JIErKuX rened. VX CEKPELUIo BBIABIAIOT NPH HCCIeLOBaHUU
CBIBOPOTKM KPOBH M MOYH METOJIOM HMMYHOSJIEKTPO(Oope3a U MMMy HOQHKCALIUH.

Ecnu yka3aHHBIME MeTofamu Oesiok berc-JDkoHca B CHIBOPOTKE He BBIABISETCS U

Scanned with AnyScanner



conepikaliue ero B Moue He npesbituaer 200 Mr/cyT, a Takoke y MallHeHTOB C aHypHeH
LienecoobpasHo MCro/bL30BaTh KOJMuecTBeHHOe onpeaeneHne cBoboaHbix JIL{
CHIBOPOTKM M WX COOTHOLIEHHE. PHCK Ppa3BHTHS MHeNOMHOH HedponaTHH
YBEJIUYMBAETCS MPH KOHLEHTPALMH MOHOKJIOHAIbHBIX cBOGOHBIX JILL B CBIBOpOTKE
6onee S00-1000mr/n, konuyectse Genka benc-/[xonca B Moue bonee 2r/cyT.

JnddepeHunansHyo JMarHoCTHKY MpPOBOAAT, Mpexcae BCEro, ¢ ApYyrHMH
BapHaHTaMHu MopakeHus nouek npu MM, npexae Bcero ¢ AL-amuaona0o30oM H
0oNe3HH [OEMO3WTOB JIerKHUX uenei. AMHUIOHA03 BbISBISETCA B CPEAHEM Y 15%
BonsHeIx ¢ MM. [lo coBpeMeHHbIM NpeACTaBIeHHsAM , aMHIOWA03 TpH MM
OTHOCHTCSl K rpyrnmne «BTOpH4HbIX» (hopm L-amuionaosa ¢ repUKoIaréHOBbIM
THIIOM pacrpe/ieieHns BeKoBbIX OTNoKeHuH. Amuionaos npy MM B mepsyo
o4epelb MOPaXkaeT OpraHbl, 6oraTele KOMIareHoM: aABEHTHLHIO COCYA0B, MBIILEL,
JepMY, CYXOXCHJIUA U CYCTaBbl, HEPBBI.

CUHIPOM BHCLEpaJIbHOM MaTONOTHH - BbIPAXXEHHOE MOpPaXXC€HHE MHOIHX
BHYTPEHHHX OpraHoB HaOniojaeTcss MpH reHepanu3alld MaTOJIOTHYECKOro
mpolecca ¥ Pa3sBUTHH B HMX OMyXOJIEBOH I1a3MOKJIETOYHOH HHQHIBTPaIHH.
HaunGonee 4acTbIMM JIOKQIM3ALMAMM OKCTPaMELYyJUIAPHBIX TOPaXEHHH TpU
MHUEIOMHOH ©O0Ne3HH fBIAIOTCA TMe4YeHb, CeJe3eHKa, pexe — IUIeBpalbHBIE
000JI0UKH, JKeJTy JOUHO-KHIIEYHBIH TPAKT.

CHHIPOM BTOPUYHOTO MMMYHOAE(DHLHTA - BTOPHYHBIA MMMYHOAE)ULUTIIPH
MHeTOMHOi1 60/1€3HM pa3BUBAETCS BCIEACTBHE PE3KOr0 YMEHBIUEHHs MPOMYKUHH
HOpPMANbHBIX HMMMYHOTJIOOYJIMHOB, YeMy CIOCODCTBYeT BBICOKas aKTHBHOCTB
TpaHchOpMHUpYIOLLEro pocToBoro pakropa . CHHAPOM HEOCTATOYHOCTH aHTUTEN
MpOSABIAETES YACTHIMH MH(QEKUMOHHBIMH GaKTepHaIBHBIMM OCIIOXHEHHSAMH CO
CTOPOHBI JIETKMX U OPOHXOB (YacTble, PELMAMBHPYIOLLHE OPOHXHTEL, TTHEBMOHHH ),
MOYEBBIBOIALIMX ITyTeH (LIUCTUTBI, THETOHEPPUTBL).

HeBposioruyeckuift CHHAPOM - MOpPaXKEHHE HEPBHOH CHMCTEMBbI Y OOJNBHBIX
MHEeJJOMHO# 00/e3HBI0 00YCIIOBIEHO MIa3MOKJIETOYHON HH(QUIBTpALIUEN TBEPIOH
MO3TOBOM 060JIOUKH, HATHYHEM 3KCTPaLypalbHBEIX MHEIOM, H3MEHEHHAMH KOCTEH
yeperra M I03BOHKOB, KOMIIPECCHEH HEpPBHBIX CTBOJOB  MHEJIOMHBIMH
paspactanusmu. Haubonee vacTo mnopaxeHne HEPBHOM CHCTEMBI IIPOABISAETCS

Mepueputeckoil HeiponaThell U BEIPAXAETCS B MBIIIEYHOH C1aGOCTH, CHIKEHHH
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TAKTHJIbHOH H 00JIEBOH YyBCTBUTENBHOCTH, apecTe3nAX, CHHKEHHH CYXO0XHIIBHBIX
pedeKcoB.

I'vnepkanblMeMHUYeCKUil CHUHAPOM -IOBBILIEHHE COJAEPXKAaHHsA KalbLHsA B
KpoBH peructpupyercs y 20-40% OGonbHEBIX, Yallle BCero B TEepMHHAIBHOH CTaaHH
3abonesanus. [unepkanblueMns o6yCIOBIEHa BEIMBIBAHHEM KalbLUs H3 KOCTEH B
CBA3M C OCTEONIM3UCOM M IMIPOSBIAETCS TOLIHOTOH, DPBOTOH, COHJIMBOCTEIO,
3aTEeMHEHHHMEM CO3HaHHs, NoTepeil opveHTaUMd. Kpucramibl KalbUHA TalOKe B

OOJIBILIOM KOJIMYECTBE OTKJIaABIBAIOTCA B HHTEPCTHUHAIIBHYO TKaHb Mo4vyekK.

Tabnuua 3

Knuandeckue [IPH3HAKH MHOYXECTBEHHOH MHUEJIOMBI

Occanruueckuit CHHAPOM
Bonu B KOCTSX, mepenoMel KOCTell CKelleTa, KOMMNPECCHs CITMHHOTO MO3ra,

panuKyspHas 6one3Hn

['mnepkanbuueMus

[Tonnypus, nonuAUNCHs, TOLIHOTA, PBOTA, HAPYIIEHUS pUTMa cepaLa
[Toye4yHas HEZOCTAaTOYHOCTH

TomrHoTa, pBOTa, HEIOMOTaHKe, CI1aboCTh

Amunonnos
[Tepudepuyeckas HeHponaTHs, OTEKH, OpraHOMET T s
MH}HUIBTpaLisi MHEIOMHBIMH KJIETKaMH KOCTHOTO MO3ra

AHeMHus, reMopparu4eckuii CHHIPOM

CHIXeHHe ypOBHS HOPMaJIbHBIX UMMYHOTJI00Y/IMHOB

YacTHble HH(EKLHH, THEBMOHHUHA

Kpuornobynunemus

Cunapom PeiiHo, akpoLMaHo3

CHHIpPOM THIIEPBA3KOCTH

Oppllka, TpaH3UTOPHBIE MINEMHYECKHE aTakH, Tpomb03 riayGoKMX BeH,
KPOBOU3JIMSIHUA B CETYATKY IJ1a3a, TPOMOO3 LEHTPAILHOW BEHBI CETYATKH UK ee

BGTBEﬁ, HOCOBBI€ KPOBOTECUECHHA

Tepmunanoras cmaous
TepmuHanpHas CTafWs MHEIOMHOM OONE3HH XapaKTepusyercs TKEIbIM

KITHHUYECKHM TedEeHHEM, pe3KMM 000CTpEeHHeM BCel CUMIITOMATHKH 3a60/eBanus,
BBIP2XEHHBIM [TPOTPECCHPOBAHUEM XPOHHMYECKOW MMOYEYHOH HeJIO0CTATOUHOCTH
BIUIOTH O DPa3BHUTHS YPEMHYECKOH KOMBI, YCYryOieHHeM aHeMHH, TSKEIBIMH

MH(EKIHOHHO-BOCTIANUTENBHEIME  TIpOLIECCaMM. B TepMmuHansHOU  crajmu
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3ab0s1eBaHnA ObICTPO NMPOMCXOAMT pa3pylleHHe KOCTeH, MHeIoMa MpopacTaet B
OKpY/KAlOLHE MATKUE TKAHH, BHYTPEHHME OpraHbl, MO3TOBbIE 000J0YKH; PEe3KO
YCHIMBAIOTCA CHMIITOMBI MHTOKCHKAUMH, TOABISETCA BblpakeHHasd JMXOpalKd,
GofbHbIE XYNEIOT, BO3MOKHA TpaHchopMauus MHETOMHOH Oome3Hd B

nruM(OCapKOMY HITH OCTPBIi M1a3M001aCTHEIN JIEHKO3.
[Thasmoxnemounas aeiikemus (PCL)u ocmpeiti naazmobaacmubiii neiiko3 ( OPCL)

Uupkynsauus B rnepedepdyeckod KpOBH  eAMHHIHBIX [L1a3MalruToB
xapaKTepHa 714 Bcex GopM H cTamuii MM. BbicokHi M1a3MOLKMTO3 ¢ YMEPCHHBIM
rUnepJefKoLUTO30M NPUHATO Ha3bIBaTh 1a3MaKIeTO9HOM Jelikemued (HaTHIHe
Gostee 20% B Mepudepudeckoil KPOBH U abCOMOTHOE X YACIO Doslee 2x10%/1). B
nonosuHe ciydaes PCL spiseTcs BTOPUYHOM M Pa3BHBACTCHA B TEpPMHHAIBHOH
CTalny CTafuM oTOJIe aneiikemydeckoit MM, Ilepeuynas PCL BcTpeyaeTcs pefko
M CYLIECTBYET B 2X MPUHLHMITHAIBHO PAa3IMYHbIX BapHAHTAX!

1. OcTpblit nn1a3Mo01acTHEIN JIEHKO3

2. Jlelixemuyeckas ctaaus pa3BepHyToH MM.

OcTpelif  M1a3MOONACTHBIA  JIEMKO3  XapaKTepU3YyeTCA b y3HBEIM
MOpa’keHHEM KOCTHOTO MO3ra OINyXONEBBIMM  IUIa3sMabiiacTaMM, KOTOpBIE
o6GHapyKHBalOTCs B Nepedupeveckoil KpoBH M 00yCIaBIMBaIOT TMIIEPICHKOLMTO3,
06bI9HO He mpeBbimaromuit 60x10%/11.

Bcerma pesko BblpakeHa Muejofenpeccds (aHeMmus, HeHTpo- H
TpoMGouMTONeHHs). DKCTpaMe Ly IsApHble MHUIBTPaTsl B NeOOTe 3aboneBaHMA
BcTpeyatotcs Gonee, deM y 50% GombHbIX. KOCTHO-AECTPYKTHBHEIH IIpolecc
ob6HapyxuBaetcst mouTd y 50% OGONBHEIX y)Xe B MOMEHT IIOCTAaHOBKH JHAr{Hosa.
TTapanpoTeMHEMHS U NapanpoTEHHYPHs BCTPEYAKOTCS C TAKOH XK€ JaCTOTOH, KaK

npM  TUIMYHBIX XPOHMYECKHX (opmax. Pesko BelpaKeH BTOPHYHBIH

AMMyHOOe(dHUUMT.

JluarHocTHka 3aboseBaHus

Kpumepuu ycmanosku ouazro3a:
Trnerowas (acumnromaTHdeckas) MM HomKHa yHOOBIETBOPATh HBYM

kpuTepuam: 1. MOHOKIOHAJIbHBIH IPOTEHH B CHIBOPOTKE KPOBH >30 r/n w/umu 500
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MT B CYTOYHOM aHajiu3e Moun H/umu 10—59 % wionanpHbIX [IK B KOCTHOM MO3re.
2. OTcyTCTBHE OpraHHbIX nospexaenuit (CRAB — cM. cummromatndeckyro MM), B
TOM 4YHCIe OTCYTCTBHE IIPH3HAKOB [IOpa)KeHHMs KOCTe# (4TO MOATBEPKICHO
OaHHBIMH MarHUTHOPE30HaHCHOM ToMorpaduu HIIH MTO3UTPOHHO-
SMHCCHOHHOR/KOMMBIoTepHO#  ToMorpaguu  ([IDT/KT), wumu  coMpanbHOH
KOMITBIOTEPHOH TOMOTpagHM KOCTell B HH3KOAO30BOM pEXHME) H OTCYTCTBHE
aMHUJIONI03a.

CumrTomaTiyeckas MM [o/kKHa YIOBNETBODATh TPEM KPHTEPHAM: 1.
[MpucyTcTBHe B kocTHOM Mmosre >10 % kmoHaneHblx IIK wWid Hamuiue
MOATBEPKAEHHOM GHOTICHEH KOCTHOM/3KCTpaMe Iy U PHOH IIa3MOLUTOMBI H 1 wu
HECKONbKO OBO3HAYEHHBIX HHXKE CHMIITOMOB, OOycioBmeHHbIXx MM: a)
HIepKAIBLHEMHS: YPOBEHb KalbLMs B CBIBOPOTKE kpoBH >11 mr/on (>2,75
MMOJIB/N); 6) MMCOYHKLHs MOYEK: YPOBEHb KpEeaTHHHHA B CHIBOPOTKE KpOBH >2
mr/an (>173 mmons/n), k1upeHc kpeaTuHuHa < 10 r/an (60 %; e) HeHOpMalbBHOE
COOTHOIIEHHe cBoboaHbIX Nerkux uemneit (CJILI): >100 nim <0,01; x) Gonee 1 oyara
MopakeHHs KOCTHOTO MO3ra, BBIABJICHHOIO IpH MarHUTHO-DPE30HaHCHOM
Tomorpaduu KocTei. 2. JI[pyrue CHMITOMBI: TMIEPBA3KOCTb, aMHIIOH/03, 1aCThIC
bakTepuaibHble HHGeKUHH (>2 93MHM30[40B B TEUCHHE 12 wMmec). s
HeCeKpeTHPYIOLEeH MHENOMB! XapaKTepHO BbIABJIEHHE B IHKTaTe KOCTHOrO MO3ra
>10 % IIK, a taxxe npusHakoB CRAB-cunapoma. MOHOK/IOHAIBHOTO NPOTCHHA
HET HH B CHIBODOTKE KpPOBH, HM B MO4Ye, HTO TMOATBEPKIAIOT PE3yNIbTATHI
UMMYHO(]HKCALIHH.

[Tocne yCTaHOBJEHHs JWarHo3a /[0 Hadaja JIeHeHHs BCEM OGONBHEIM
MUETOMOH HeoOGXOIMMO MPOBECTH PAJA 00A3aTENBHBIX rccnenoBanuit. ITomumo
OB LIEKTHHAYECKHX TabopaTOPHBIX UCCIEAOBAaHWH MalHeHTaM C MHOXKECTBEHHOMN
MUEIOMOM He0OX0IUMO IPOBECTH BBIMOTHUTE KOAryJIOrpaMMy 1 OLCHKY CYTOYHOH
notepu 6enka. Taioke He0OXOAUMO ONPENEIATE COOTHOIEHHE OeNKOBBIX PpaKIIni
B KpOBH (KpoMe MalHMEHTOB C HECEKPETUpYIOIIeH, BSIOTEKylleH MHENOMOH H
MHEJIOMOM JIerkux lenei) ¥ Mode METOAOM 3nekTpodopesa ¢ KOIMIECTBEHHBIM

oIpe/ie/IeHHEM MOHOKIOHATIBHOTO 1 ITOTHKJIOHATIBHBIX MMMYHOIJI00YTHHOB 1 $2-

MHKpOrTIO6YJIHHA M HCCIeJOBaHHE MOHOKIOHAIRHOCTH MMMYHOTJIOOYJIHHOB B

KpOBM W CyTOYHOH MOYE METOAOM UMMYHOQUKCALIMA C KOJNMYECTBCHHBIM

Scanned with AnyScanner



onpenesieHHeM ypoBHS M-rpanuenta. PexomeHmyeTcs OTpeNEeHHE CONEPKAHHS
CBOOOIHBIX JIETKMX IeTelf B KpOBM [/ YTOUHEHHS aKTHBHOCTH OCHOBHOTO
3a00JIeBaHKA WK JUI OLIEHKH OTBETA Ha TEpaIlHIo.

bera2-mukpornobyun NIpeACTaBIIAET coboii JIETKYTO L[ETTh
UMMyHorno0ynuHa, antureHos 1 xmacca HLA-cuctemsl (HLA-A, -B, -C) Ha
MOBEPXHOCTH KIIETOK. KOJHYeCTBO ero MoBhIIAETCS TNPH MHUEIOMHON GONe3HH H
0CTaeTCs HOPMaJIbHBIM IIPH BTOPUYHBIX MOHOKJIOHOBEIX TaMMaIaTHAX.

Takxe TIPOBOTUTCS OIIpeIeNIEHHE ypOBHA [IOJIHKJIOHAJIEHOTO
MMMYHOITI00Y IHHa, onpefeneHye mapkepos renatuta B u C, BUY.

BrImonHAeTcs crepHaipHas IIyHKUUSA KOCTHOTO MO3ra, HMHTONIOTHYECKOS
(Muenorpamma) %} HMMYHO(EHOTHITHYECKOE (MeTOoIOM IIPOTOYHOH
HUTOQIYyOpUMETPHH) HccleqoBaHde Maska KM st TNOATBEpXKIEHHS H
(G OopMyTHpOBaHMs IHATHO34, @ TAK)KE TPeIlaHOOMOIICHA.

Heo6X0mHMMO  BBIONHMTH  LUTOreHeTHdyeckoe  Hcciegosanue  [IK
(xapuotunuposanue u FISH) ans BeisiBNeHHs Haubojiee IPOTHOCTHYECKH BaXHBIX

LINTOreHeTHYECKKX aHoMauit: t(4;14), t(14;16), t(6;14), del 17p13, t(11;14), dell3,

TUIOMOHOCTH ¥ M3MEHEHHI XpOMOCOMBI 1.

JIns QUarHOCTHKH MOpaxeHH# ckenera BeimonHsercs KT Bcex oTAenoB
[103BOHOYHHKA, IPyIHOH KJIETKH, Ta3a (IpeAnoYTeHHe OTAaeTCA Hu3Kkoxo3HOH KT
BCEro cKejeTa) I/ YTOUYHEHHs HalM4YHs H paclpOCTPaHEHHOCTH ITOPaKEHHUS

KOCTeH, BBIABJIEHUA KOCTHBIX IUIa3MOLIUTOM C ONpeeICHHEM HX pasMEpoB. HpI/I

HEBO3MOXHOCTH — BBIIIOJIHUTE peHTreHorpa(bmo.

Bcem manueHTaM ¢ BepuduuuposanHoH MM mepen HavaloM TepandH
PEKOMEHIYETCs Ul CBOEBPEMEHHOIO BBIAB/ICHNUS COMYTCTBYIOLIEH NMaTOJIOIHH CO
CTOPOHBI CEpAEYHO-COCYNUCTOH, AbIXATeNBHOH H TIUIIIEBAPUTENIBHON CHCTEM,

ompefieNeHus. HeOGXOTUMOCTH NPOQHUIAKTHKA HIHA JIE1EHNs COOTBETCTBYIOIIEH
KOMOpPOHAHOCTH BEITIONHUTB CIIEAYIOIIME HCCIIeI0BAHMS:
e 3JIeKTpOKapAHOrPadHIo;

e 3XoKapauorpagHio;

® YJIBTPa3BYKOBYIO ponmreporpauo cocyIoB (apTepuit 1 BEH) HMKHUX

KOHEYHOCTEH;
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e pentreHorpaduto uiu KT opranos rpyIHOH KIIETKH;
e TIDT/KT (BBIABIEHMS KOCTHBIX M 3KCTpame Iy UIPHBIX TJIa3MOIHTOM €

ONnpeaeIEHUEM HX pa3MEpPOB )

* 330(aroracTpoIy0aeHOCKOIHIO.
JleueHne

TakTuky nedenus 60npHEIX ¢ MM onpenensioT HHAHBHIYaTbHO.

[TauueHTaM ¢ Tieromel (6ecCHMITOMHONH) MHEIOMOH creuduyeckas
Tepanus He peKOMEeHIyeTcs. DTOH KaTeropHH OONBHBIX HeoOXoaUM HeoO0XoOUM
e3KeKBapTANBHEI KOHTPOb [I0Ka3aTeNel KpOBH, MOYH, 0611ero 6erka CBIBOPOTKH,
YPOBHS MOHOKJIOHAIBHOT'O IMMYHOTJIOOY IHHE, B TeUeHHE roa 1 pa3 BBIMONHACTC
NYHKOMS ~KOCTHOTO  MO3ra, OMNpeNelieHHe CBOOOAHBIX — JIETKMX — Lemed,
peHreHorpadus kocrei ckenera, [IDT/KT u MPT scero Tena.

[Mauuentam ¢ cumnToMaTHdeckod MM pexkoMeRAyeTcs — Ha4alo
crieur(pU4YecKoil NPOTHBOOITYXONEBOH Tepanud. TakTHKa BENCHHS IalHEHTOB
MoJIOXe 65 JeT M MOXMIBIX MMaLHEHTOB OTIHYaeTcs. sl JeYeHHs «MepBHUIHBIX»
MalMeHToB Monoxe 65 ner ¢ MM Ge3 cepbe3HOl COMYTCTBYIONIEH MAaTOJIOTHH B
IporpaMMy JledeHHs BKIIOYAIOT BHICOKORO3HYI0 xumuoTepanmuioo (BIXT) c
tpanciutantauuer ayro-TI'CK. [TauuenTam crapiue 65 JIeT HIK MOJIOXBIM JTHIAM C
KIMHHYECKd  3HAYMMBIMH  COMYTCTBYIOIUHMH  3a00JI€BaHHAMH  CIIEIyeT
PEKOMEH0BaTh KOMOHHALMH Ha OCHOBE HOBBHIX JIEKApPCTBEHHBIX IpenaparoB Oe3
atana BJIXT c ayto-TT'CK.

[TauueHTaM ¢ BepBble AHarHoctipoBaHHOX MM — He kanauaaram Ha BJAXT
¢ ayro-TI'CK — pexkoMeHOyeTCs JiedeHHe OAHOW W3 MporpaMM C BKIIOYECHHEM
6opresomuba — VMP wunu VD, B KauyecTBe alIbTePHATUBEI IIPUMEHSETCS
nemamupomua  (Rd, MPR), mubo mnpoBeneHne TepamuM KOMOMHaLHeH
GeHaMyCTHHA U pegHu30oHa (BP).

ITanueHTaM C BriepBble AHarHocTUpoBaHHOH MM He kanauaatam Ha BJIXT
¢ ayroTI'CK — B KadecTBe aIbTEPHAaTHBHOM OINIHWHM PEKOMEHIyeTcs H00aBleHHe
naparymymaba** k nporpamme Rd

[TaunenTam c BrepBble BhIABIeHHOH MM B Bo3pacte 10 65 JeT, a Takxe

nampeHTaM 65—70 JNeT ¢ XOpOLIMM COMaTHYEeCKMM CTaTycoM 0e3 TshKeNbIX
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COMYTCTBYIOUWIMX 3a60/eBaHui, KOTOpPBIM [UIAHHPYETCH KOHCOMHIAlUA ayTo-
TT'CK, B Ka4yecTBe MHIYKLHMOHHOM TepaliH peKOMEHIyeTCd MPHMEHATh OIHH H3
Cle IyIOIINX PEKUMOB TEPAITHH:

Boptezomub/imknopocdamun/nexcametazon (VCD)
BopTezomub/nokcopyburrun/nexcamerazos (PAD)

Bopre3zomub/aexcameraszon (VD).

C6op I'CK KpoBH TPOH3BOAKTCSA 11O 1a0OpaTOPHEIM KOHTPOJIEM KOJIHIECTBA
CTBOJIOBEIX KPOBETBOPHBIX KIJIETOK B IepH(dEepH4eCKOd KpOBH H apepe3sHoM
POIyKTe METOZOM IIPOTOYHON LUHMTOMETPHH Ul IOCTeNyIOEro BBIIOIHEHHA
ayToTT CK. ITanueHTaM, JOCTHIIIHM MMOJHOH PEMHCCHHA HITH yacTHYHON PEMHCCHH
mociie HHOyKUMOHHOH Tepamud, B Ciydae ycIelmHoro cbopa I'CK xpoBu
pexoMeHIyercs  BemonHenne BJXT  MendamamomM M TOCIHeIyHOLIEH
TpaHcmiadTauuu  ayto-TTCK. [Tocme  TpaHCIIaHTALKUH IPOBOJUTCSA
KOHCOJMIMpYIOIIas Tepalus. KOHCOMMAMPYIOLLYIO Tepaluio 1enecoodpasHo
HauWHaTh 4epes 3 mec. mocine ayToTI'CK, mnocie mnomy4eHWs pe3ylbTaToB
KOHTPONBHOTO  OOCIeNOBaHHS, IIOATBEPAMBILET0 OTCYTCTBHE  IIPOrpECCHH
3aboneBaHns. KoHconmumupyomas Tepanus BKMoYaeT B cebs IposeneHue 2-3
kypcoB (Hanpumep, VCD, VRD). OgHMM M3 BapHaHTOB KOHCOJIMAWPYIOINETO
JIEUEHHS y MALIMEHTOB, Y KOTOPBIX OBIIO COOPAaHO JOCTATOYHOE KOJIHIECTBO I'CK,
MOXXeT paccMaTpuBaThes 2-1 (TangeMHas) ayto-TI'CK. B Hacrosimee Bpems psioM
KPYTIHBIX MHOTOLIEHTPOBBIX HCCIIEIOBAHUH MOKa3aHO 3HAYEHHE IO eP KHBarOILeH
Tepanuy, HasHadaemoif mocne 1-# mnu 2-# ayto-TI'CK. Ilpu stom B kadecTse
TepaneBTHYECKHX IPENapaToB paccMaTpuBaroTcs Gopresomub B nmosze 1,3 Mr/m
KaX/aele 2 Hell. B TeYEHHeE 2 JIET UK JI0 TIPOTPECCHHU U IeHaTHaAoMuAB fo3e 10—15
Mr/cyT B TedeHHe 1—2 JIeT WK 10 NPOrpeccHH.

JledyeHde TALMEHTOB C MHEJIOMHOH HedpomnaThell moapa3yMeBaeT KpoMe
TIPOBEZEHHs XHMHOTEPANMH, KOPPEKUHIO (AKTOPOB, YXyIIUAIOMX (YHKLHIO
nmouek. J{na 6GopeOBI c neragparalldedl HCKIIOYAIOT NMPHUMEHEHHe OHYpPEeTHKOB.
BBomiT He MeHee 371 GU3HOIOTHYECKOr0 pacTBOPa B CYTKH MPH OTCYTCTBHH OJIUTO
1 aHypuH. [IpU CHIDKEHUH MY PE3a KOHTPOJIb BBEIEHHS XUIKOCTH OCYIIECTBILASTCA

mo LIBJl. He ciemyeT HMCIOIb30BATh I'MIIOOCMOJISPHBIE pacTBOPHI(5% pacTBOp

meKcTpo3sl). TIpu THIIEpBHCKO3HOM CHHIpPOME IIPOBOMAT CEaHCH IasmModepesa.
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Otmensiiotest npenapatel, cumxkatommme CK® (MATI®, BPA), wuckmodaeTcs
NpYMeHeHHe He(DPOTOKCHHECKUX NpenapaToB. [Ipd pa3sBATHH THIEPKaNbLIHEMHH
HCTIONB3YETCAd KAIBLUMTOHHMH, OuchochoHaThl, OeCKaIbLIMEBBIM pacTBOp A
remoauanusa. [1pu paseutuu metabommgeckoro anunosa (cumwkenue pH no 7,12 u
HHKE) HeoOXOmMMO BHYTPHMBEHHOE BBedeHME 5%  pacTBOpa  HaTpHA
ruapokapbonara 200-400mi. Ilpu XxpoHHYeckoM MeTabONHYECKOM alH03€e
Ha3Ha4arT OCHOBaHHA nepopainbHo (Tabiaetka NaHCO3).

[Toyeunas HemocTaToyHOCTH Mp MM — nokasaHhe K HeMeIUISHHOMY Hadalry
XT, Tak Kak yidydmeHne GYHKIMH TMOYEK BO3MOXHO TOJNBKO IPH PEIyKLHH
ommyxosu. XbI1, B ToM yHcIle qHaIU3-3aBUCHMAs, He SIBJISIETCS MPOTHBOIIOKA3aHHEM
K BBITIOJIHEHHIO BbICOKO103HOH X T ¢ TpaHCIIaHTalKel ayTOJOTHYHBIX CTBOJIOBBIX
KJIETOK.

Peunaueel npy MM HeunsbexxHO HAcTymaroT y OONBIIMHCTBA INAllMEHTOB.
Bribop nporpamMMbl JledeHHMs DPELMAMBOB 3aBHCHT OT 3G ()EeKTHBHOCTH
NpeIIIECTBYIOIEH Tepanuy, MTHTENBHOCTH PEMHCCHH, COCTOSIHHMSL M BO3pacTa
NalMEeHTa, COMYTCTBYIOIIEH MaTOJNOTHH W OCJIOXXHEHHH, COMpPOBOXKAABIIHUX
nepBoHayanbHyro Tepanurwo. [Ipw mo3gHux peumauBax (cmycts 12 mec. mocie
OKOHYaHHs MNPEIUIECTBYIOLIErO JEYEHHUs) BO3MOXHO BO30OHOBNEHHUE ITEPBUYHOM
TepanuH. [Ipy paHHMX peuuauBax M pedpaxktepHoir MM Heobxomuma cMeHa
[IPOrpPaMMBl JIEYEHHUS C BKJIFOYEHHEM TIPenapaToB ¢ APYTHM MEXaHH3MOM JeHCTBHUS.
ITosTopHyto BAXT c ayto-TI"CK npu peuuause 1enecoobpazHo NPOBOAUTE TOJNBKO
B TeX ciiydasx, koraa pemuccus rnocie nepeoit BJAXT npogomxanace 2—3 ropa.

IMTaunentam ¢ MM, y KOTOpBIX BBIABISETCS YpPOBEHbE UMMYHOTIIOOYNHHa G
<S r/mn ¥ O0TMe4alTci peUUIUBHMpYyIOIHe OakTepuanbHble HHMEKUHUH,
PEKOMEHIOBAaHO MPH HAIMYWM BO3MOXHOCTH TPOBENEHHME ITOCTOSHHOMN
3aMEeCTUTEJILHOH Tepanuyd BHYTPUBEHHBIM HMMMYHOTTIOOYJIMHOM MJIS CHUIKEHHUS
pucka HH(QEKIMOHHBIX OCJIOXHeHuH. IlanmmenTaM ¢ MM npu BO3ZHHMKHOBEHHH
OCTPOr0 HJIH XPOHHMYECKOro OOJEBOTO CHHAPOMa PEKOMEHAYETCS YTOYHEHHE
STHOJIOTHH OOJIH; IIPY BBIABJIIEHUH O4ara BOCIAJIEHUs — IIPOBEAEHHE HEOOXOIHMMBIX
MEpOIpHUATHH 110 JIEYEHUIO OdYara BOCIAJIEHHsS COIVIaCHO COOTBETCTBYHOIIMM
KIIMHHYECKHM peKoMeHgalusM (BKIIro4Yas INPU HEOOXOOMMOCTH XHUPYPTrHYECKOe

Je4eHHUe); NP HUCKITIOUEHHH HHOEKIIMOHHO-BOCIIAUTENBHON MPUPOAB! 60NeBOTo
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CHHIpOMa peKOMeHIyeTcs mnpoBeaeHue 00e30onuBaolled Tepanuu COrJIACHO
CYLIEeCTBYIOIIHMM TPOTOKONaM 06e300MBaHuUs, B TOM YMUCJe M0 TOKa3aHHiIM — C
NpUMEHEHHEM HApKOTHYECKHUX M [MCUXOTPOIHBIX JIEKAPCTBEHHBIX IpernapaToB C
Yy4eTOM BO3MOXHBIX [MPOTHBOMNOKA3aHWHA, CBA3AHHBIX C LMTOMEHHEH, HHBIMH

KIMHHYECKHMH CUTYAallHsIMH.
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