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Onpenenenue

MHoxecTBeHHass Muenaoma (MHUEIOMHasi OOJe3Hb, Te€HEpaTIn30BaHHAs

wiazMoruTomMa,  6onesnb  Pyctunkoro-Kamnepa) - 310  B-kjerounas
3JI0KQ4E€CTBECHHAS OIyXOJIb, napanpoTeMHEMUYECKU I remMo01acTo3,
XapaKTEPU3YIOIIUHCS 3JI0KQaYECTBEHHOMU OITYXOJICBOM nposndepanuen

MIa3MaTHYECKUX KIJIETOK OJHOTO KIIOHA C THIEPIPOAYKIIHEH MOHOKJIOHAIHHOTO
AMMYHOTJIOOyJIMHA WM CBOOOJHBIX  MOHOKJIOHAJIBHBIX  JIETKHX  IICTICH
MMMYHOTJIOOYJTHHOB.

[TapanporenneMuyeckue  remMo0nacTo3pl —  TPYINa  OMyXOJIEBBIX
3aboseBaHui  3penblx  B-nmumdornuTos, auddepeHuUpyOmmuxcs 10  CTaauu
CEKpelMi UMMYHOTJIOOYJIMHOB U MPOAYUUPYIOMIMX B U30BITOYHOM KOJIMYECTBE
MAaTOJIOTHYCCKUE MOHOKJIOHAIBHBIE HMMYHOTJIOOYIWHBI # (WJIM) pa3IHdHbIC
dparMeHTHl UX MOJIEKYJ. XapaKTepHOW OCOOEHHOCTHIO MaparpoOTEHHEMUYECKIX
remMo0JIacTO30B SBISAETCA TO, YTO MAaTOMOPQOIOTHYECKUI CyOCcTpaT OIMyXOJu
COCTABJISIIOT WJIM IUIa3MAaTHYECKUE KIETKU (MPU MHUEIOME) WM IEePEXOJHbIC
muMmdouHpie U TUM(OUIHO-TIIIA3MOKIETOYHBIE AJIEMEHThl (Tpu  00JIe3HU
Banbnencrtpema). I Te, u Japyrue BO3HMKAIOT M3 KJIETOK-TIPEIIICCTBEHHHUII,
npUHaAIeKAIMX K B-KI€eTOYHOM TMHUK reMomo33a.

ITHOJIOTUSA

Crneuuduueckue  dTHOJIOTHYECKHE  (AKTOPHI ~ MUEIOMHOW  OOJIe3HH
HEM3BECTHBI. [laToreHeTHueckn pemaromuM (pakToM SBISICTCS ITUTEIBbHAS,
XpOHWYECKass aHTUTCHHAs CTUMYJISAINS MOCJIE BUPYCHBIX WH(MEKIUH WM APYTHX
XPOHUYECKUX 3a00JICBaHUN, IJIUTEIHHOTO BO3JCUCTBUS TOKCHYECKHX BEIICCTB.
Y CTaHOBJICHO OIpPEACICHHOE 3HAYCHHE HOHHM3UPYIOIICH paaudalud B Pa3BUTHH
3a00€BaHusl, 4YTO TOJATBEpXKAAaeTcs moBbiieHHeM depe3 20 5eT 4YacToThI
3a00€BaHusl CpeIu SIOHIEB, TOJBEPrIIMXCS aTOMHOW OomOapaupoBKe.
CyIIecTBYIOT JOKa3aTeNbCTBA T€HETUYECKON MPEAPACIIONOKEHHOCTH K PA3BUTHIO
MHEJIIOMHOU Oosie3HUu. bBolblllyl0 pojb  UrparoT TakkKe IUTOICHETUUYECKUE
HapymieHus. MIMEIoTcs yka3aHWs Ha BO3MOXKHYIO POJIb B Pa3BUTHH MHUEIOMHOMU
0OJIe3HH JUIUTENbHBIX KOHTAaKTOB C HEPTenpoayKTaMHu, OEH30JI0M, acOECTOM.
HeoOxoaumo  Takke TIMOAYEPKHYTH  OOJIBIIOE  3HAYEHWE  HEIOCTaTOYHOM
aKTUBHOCTU T-TMMQOIMTOB-CYIIPECCOPOB, YTO CIOCOOCTBYET HEOTPAHWUYCHHOU
nponudepanuu B-kieToxk.

IlaTorenes

[Ipu muenomMHON OOJE3HU MNPOUCXOAUT OIyXoJieBas TpaHchopManus Ha
ypoBHE B-TUM(OIUTOB-KJIETOK MaMsATH WIH IJ1a3MOOIaCTOB, COXPAHSIIOIINX



CIIOCOOHOCTh co3peBaTh U AUPPEPEHIUPOBATHCA B IIA3MATUYECKUE KIIETKH.
@opMupyeTCs KJIOH IIa3MaTUYECKUX KIIETOK, MPOIYyUUPYIOIIUX OJHOPOIHBIE MO
UMMYHOJIOTHYECKUM MpU3HAKaM UMMYHOTJIO0YJTHHBI (mapanpoTenHbl),
npuHaanexamnume K kinaccam IgG, IgA, IgD, IgM, IgE. CymectBytot Takxke ¢hopmbl
MUEJIOMHOU OOJIE3HU, MPHU KOTOPBIX OMYXOJIEBbIE KIETKU CHHTE3UPYIOT TOJBKO
CBOOOJHBIC JIeTKME WM  Tsokenble 1mend. (CBOOOMHBIE — JIETKHE — IIETH
oOHapyxuBaloTcsi B Mmoue B Buae Oenka bencllxonca. B mocnenHue rojsl
YCTaHOBJIEHA OOJbIIAs POJIb LIUTOKMHOB B MNPOJH(EpAlMM MUEIOMHBIX KIIETOK.
pbepoH B BBICOKHX JI03aX €€ MHTHOUPYIOT. MOXHO BBIIEIUTH JBE
NAaTOT€HETUYECKUX CTAJUU 3a00JIEBaHUS: XPOHUYECKYIO (Pa3BEPHYTYIO) U OCTPYIO
(TepMuHanbHy0). B XpoHuueckod cTaauu matoMopgosIorMuecKkuii cyOcTpar
OMYXOJH MPEICTABIECH OAHOPOAHBIMU OITYyXOJIEBBIMU MHUEIOMHBIMHU KJIETKAMHU C
YMEPEHHOM WM JaXe HHU3KON MposinepaTuBHOW aKTUBHOCTBIO, IPH 3TOM
MHEJIOAEIPECCU U CHUMIITOMBI MHTOKCHUKAIIUM BBIPAKEHBI YMEPEHHO, OIYyXOJIb
MIPAKTUYECKA HE BBIXOAMUT 3a IPEAEIBbl KOCTHOIO MO3ra WU KOPTHUKAJIBHOTO CIOS
KocTu. B nanbHeilmem, mo mMepe mporpeccupoBaHusi 3a00JI€BaHUS MPOUCXOMST
OHKOT€HHbIE MYTalldd B OIyXOJEBOM KIOHE, (OPMHUPYIOTCA CYOKIIOHBI
3JI0KQYECTBEHHBIX KJETOK C BBICOKOM CHOCOOHOCTBIO K MHpoiudepanu,
HapyIIAeTCsl aloNTO3 OIyXOJIEBBIX KIIETOK, pa3BUBACTCA TEPMHUHAJIbHAsI CTaUs
Oone3Hn. B 3TON cTaguu OIMyXoJb BBIXOJUT 3a MpEAeNbl KOCTHOTO MO3ra,
METACTa3upyeT BO BHYTPEHHUE OPTaHbI, PA3BUBAIOTCS TSKEIAs MHUEIOICIIPECCHS,
BbIpaKEHHAss WHTOKCHKalMsA. B TepMUHAIBHOM CTagud MOXKET HU3MEHUTHCS
MOP(OJIOTUYECKHI CcyOcTpaT OIMyXOJW U MPOM30UTH TpaHcpopmauus B
auMdocapromy.

Knaccnpuxauus
[1n1a3MOKIIETOUHBIE OITYXOJIM MOIPA3AESAI0OTCS Ha:

1. MOHOKJIOHaJILHYIO raMManaTuio HesicHOro reHesa (ae 1g-M tun);

2. MOHOKOJIOHAJIbHYIO TaMMaIaTHIO HESICHOTO TeHe3a C BOBJICYCHUEM JIETKHIX
LICTICH;

3. IJIa3MOKJIETOYHYIO (MHOKECTBEHHYIO) MUEIIOMY;

4. BapuaHTHI MJIA3MOKJIETOYHOU MHUEJIOMBI: BSIIOTEKYIITYIO
(acCUMIITOMATUYECKYI0) MUEJIOMY, HECEKPETUPYIOIIYIO MUEIIOMY U
M1a3MOKJIETOUYHBIN JICHKO3;

5. TUIa3MOLIUTOMY.

Crazuu MHOXECTBEHHOW MHEIIOMBI ONPEACISIOTCS Kiaccudukaiuei mo B.
Durie, S. Salmon, kortopas Obula 3aMeHEeHa HAa MEXKAYHAPOIHYH) CHUCTEMY



cragupoBanus (International Staging System — 1ISS). B 2014 r. ISS Obura
nepecmotpena (revised ISS; R-ISS). Kpome nokazateneii f2-MukporiodyiuHa u
anpOymMuHa  ChIBOPOTKM R-ISS  yuuteiBaeT Hanmuume  HEOJIarompUsATHBIX
XPOMOCOMHBIX AHOMAJIUM U BBICOKUI YPOBEHb JaKTATAETUIPOT€HA3HI.

Craguu no B. Durie, S. Salmon onpenensitoT no COBOKYNMHOCTH MPU3HAKOB:
YPOBEHb T€MOIIO0MHA, KAJIbIIMSI, KOJMYECTBO OYaroB MOpPaXeHUsl KOCTEH, YPOBHIO
M-nipotenna u 6enky benc-J>xoHca.

Kaunuyeckue MpPposABJICHUA

B Teuenun MuenomMHod O0JiIe3HM BBIAETSAIOT OECCHMIITOMHBIN MEpUO,
Pa3BEPHYTYIO KIIMHUYECKYIO U TEPMUHAIBHYIO CTaIUH.

beccumnromHbIN TIEpHO.
Pa3BuTHIO KIMHUYECKOW KapTUHBI MHEJIOMHOM OOJIe3HHM BCerja MpeIIeCTBYET
0eCCUMITOMHBINA NEPUOJ, KOTOPBIM UMEET PA3IUYHYIO MPOJIOJKUTENBLHOCTE (OT 5
no 15 ner, penko — pgoisbiie). B 3tom nepuone OonbHBIE YYBCTBYIOT CeOs
YAOBJIETBOPUTENBHO, OCTAIOTCA TPYAOCIHOCOOHBIMH, KIMHUYECKHUX MPOSIBICHUI
MOpPaXCHHsI BHYTPEHHUX OPraHOB M KOCTHOW CHUCTeMBbI HEeT. OHAKO MPaKTUYECCKH
Bcerjga OOHapyXuBaroTcs (OOBIYHO MpHU CllydailHOM oOOCHeOBaHUM) BBICOKAS
COD, M-KOMIIOHEHT B CBIBOPOTKE KpOBH IIpU 3JeKTpodopese OENKoB H
HeoObsicHUMasi mporeuHypus. Ha »3Toit cragum 3a0o0sieBaHHS  KOJIUYECTBO
IUIa3MaTHYECKUX KJIETOK B KOCTHOM MO3T€ €I1I€ OCTaeTCs HOPMaJIbHBIM.

Pa3BepHyTas KNMMHUYECKas CTaaUs.
[leppon  BBIp@KEHHBIX  KIMHUYECKUX  MPOSBICHUNA  XapaKTEpHU3yeTCs
MHOTOYUCJIEHHBIMU CYOBEKTUBHBIMU OUIYLIEHUSMH M CHUMIOTOMAMH MOPaXKEHUS
KOCTE M BHYTPEHHUX OpraHoB. BoJbHBIE KaTYIOTCS Ha BBIPAXKEHHYIO OOIIYIO
c1ab0CTh, CHUKEHUE TPYJIOCHOCOOHOCTH, TOJIOBOKPYKEHHE, YCTAOCTh K KOHILY
pabodero nHs, CHIKEHHE amleTUTa, MOXYyJaHHWEe, 4YacThle PEeLUIUBUPYIOIINE
BOCHAJIUTENbHbIE 3a00JIeBaHUs  JbIXaTEJIbHOM CHUCTEMbI, OOJM B  KOCTSX.
VYKka3zaHHbIE CUMITOMBI 3aCTABJISIOT OOJBLHOTO OOpPATUTHCS K Bpady, U OOBIYHO Ha
ATOM CTaiuM KIMHHUKO-TabopaTopHOoe oOclieIoBaHUE OOJILHOTO TO3BOJISET
NOCTaBUTh JUArHo3 3a0osieBaHusl. B KIMHUYECKOW KapTHHE Pa3BEpHYTOW CTauu
3a0071€BaHUSI MOKHO BBIJIEIUTH CIEAYIOIINE CUHAPOMBI:
* CUHJIPOM KOCTHOM MaTOJIOTUH;
* MOpakeHUE CUCTEMbl KPOBETBOPEHUS;
* CUHJIpOM O€JIKOBOM MaTOJIOTUH;
* CUHJIPOM TMOPaXeHUs MoYeK (MUeIoMHas HeponaTusi);
* CUHJIPOM BHUCIEPAJILHOM MAaTOJIOTUH;
* CUHJIPOM BTOPUYHOI'O0 UMMYHOIe(PUIINTA;



* CUHPOM IOBBIIIEHHON BSI3KOCTH KPOBHU;
* HEBPOJIOTUYECKUN CUHAPOM;
* TUTIEPKATBIIUEMUYECKUI CUHIPOM.

[TopacxkxeHne KocTel mNpU MHUEIOMHON OOJIE3HH SBISETCS BEAYLIUM
KJIMHUYECKUM CHHJPOMOM U B pa3BEpHYTOM cTaauu 3a00jeBaHUs HAOIIOAAETCS Y
Bcex OoJIbHBIX. B mepByro odepens NECTPYKIMU MOABEPraroTCs IJIOCKUE KOCTU
(uepen, Ta3, rpyAuHa, pedOpa) W NO3BOHOYHMK, pPEXKE — TpyOUyaThle KOCTH
(mpeumytiecTBeHHO MU (du3bl). bomu B KOCTAX (OCcanrum) SIBISIOTCS BaKHEHITUM
KIMHUYECKUM TPU3HAKOM MHENOMHOM Ooje3nn u Habmogaiorcs y 80-90%
00bpHBIX. BHavane 6oiu B KOCTSIX HEMHTEHCUBHBIC, HETIOCTOSIHHBIC, Yallle BCEro
JIOKAJIU3YIOTCA B OO0JACTH MOPaXEHHBIX MO3BOHKOB B TOSICHUYHO-KPECTIIOBOM
o0jacTu, B TPYJIHOM KIIETKE, OBICTPO CTUXAIOT HpPU COOIIOACHUM IOCTEIBHOTO
pexxuma (B oTiauuMe oT OoJsiel Mpu MeracTa3zax paka B KOcTH). OgHAKo Mo Mepe
MpPOrpecCUpoBaHusl  3a0o0jieBaHMsl OOJIM B KOCTAX  CTaHOBATCA  Oosee
WHTCHCUBHBIMHU, MYUYHUTEJIbHBIMH, PE3KO YCWIMBAIOTCA TPU  JBHXKCHUSX,
MOBOPOTaX, HAKJIOHAX TYJOBHINA. BHe3amHOe MOsABIEHHE OCTPBHIX O0JEH MOXKET
ObITh TMPU3HAKOM TIEPEIIOMOB KOCTEW, KOTOPBIM TIOJBEPKEHBI  OOJIbHBIE
MUEJIOMHON OOJIE3HBIO.

Cucrema KpOBETBOPEHUSI MOPAKAETCA MPU MUEIOMHOM OOJIE3HH C Hayasa
3a00€BaHus, OJIHAKO HA PAHHUX CTAJUAX MOXET HE OBITh SIPKUX KIMHUYECKUX
nposiBienuil. [lo mepe mnporpeccupoBaHusi 3a00JieBaHUS PA3BUBACTCS AHEMMUS.
NuHornga aHemus SBJSIETCS HAYaJIbHBIM M JOMUHHUPYIOUIUM  KJIWHUYECKUM
CUMITOMOM. AHeMHUsI OOYCJIOBJIEHAa COKpAalIeHHEM KpPacHOTO0 KpPOBETBOPHOTO
POCTKA 3a CYET BBIPAKEHHOM IUIA3MOKJIETOYHON (MUETOMHOM) mpoiudepanuu.
AHeMHsI TIPOSIBJISICTCSl BBIPAKEHHOUW OJICTHOCTHIO KOXU M BHUJIUMBIX CIM3UCTHIX
000JI0YEeK, OJBIINIKOW TMpU HArpy3ke. AHEMHUS OOBIYHO HOPMOXPOMHO-
HOPMOLIUTAPHOTO XapakTepa, KOJIMYECTBO PETUKYJOLMUTOB HOPMAIBHOE WIIU
MOHMWKEeHHoe. B Ma3kax mnepudepuyeckoid KpOBHM HWHOIA YJAETCAd BUIECTh
o0pa3oBaHHE «MOHETHBIX CTOJIOMKOB» W3 3PUTPOLUTOB, ATO 3aTPyAHSIET HX
nozacuer. KoanuecTtBo TpoOMOOLMTOB M JIEMKOIMTOB, KaK MPaBHIIO, HOPMAJIBHOE.
[Tpu nanexo 3amenmux GopmMax MUETOMHONW OOJIE3HU OTMEYAIOTCS HEUTPOIICHUS
U Jaxe TpPOMOOLUTONEHHsI (BBITECHEHHE COOTBETCTBYIOIIUMX KPOBETBOPHBIX
POCTKOB OITyXOJIEBOM TKaHbIO). Takum 00pa3om, P MUEIIOMHOUN OOJIE3HH MOXKET
UMETh  MECTO CHUHApPOM TnaHuuToneHud. B mepudepuyeckoil  KpoBu
0OHapyKUBAIOTCSA IJIA3MATHUYECKUE KIIETKH.

CunapoM  O€NIKOBOM  MATOJIOTMM  SIBJIIETCS  TPETBUM  BaXKHEUIIIUM
KJIMHUYECKUM W JUArHOCTUYECKUM CHUHIPOMOM NIPU MHEJIOMHOW O0JIe3HU W
OoOyCJIOBIIEH THUIEPIPOAYKIIMEH TIa3MaTHYECKUMU (MHEIIOMHBIMH) KJIETKAMH
MapanpoTenHOB — MATOJOTUYECKUX HMMYHOTJIOOYJIMHOB Min Oenka beHc-



JI>xoHca (JIETKUX 1eneil UMMYHOTTIOOYJIMHOB). €TKUX LIeTed UMMYHOTJIO0YJIHHOB).
CungpoMm O€TKOBOM MATOJNIOTUM HUMEET CJEAYIOUIUEe KIMHUKO-Ta00paTOpHBIC
IIPOSIBJICHHUS.

1. TunepnporenHeMusi — cojepkaHue o0Iero Oenka B KPOBH BO3PACTAaCT, KaK
npasuio, Beime 90-100 r/m m gocturaer B HekoTopbix ciydasx 150-180 r/m.
['unepnporenHemus oOycioBIieHa runepriaioOyIMHeMHue, KOJIMYECTBO
anbO0yYMHUHOB B CHIBOPOTKE KPOBH CHIDKaeTcd. ['unepnporenHemMueit o0bICHIIOTCS
KakKIa, CyXOCTb KOXHM M CIM3UCTBIX 000J0uek, pe3koe ymenauuenue COD,
CIIOHTAHHAs arrJIlOTUHALUS SPUTPOIIUTOB.

2. CHIDKEHUE coiepKaHusl B KPOBH HOPMAJILHOTO raMMa-TiI00yInuHa;

3. Hammume M-kommoHeHTa (TpaiWeHTa) Ha J3JeKTpodoperpamMmme OETKOB
CBIBOPOTKM KpPOBHM B BHJIE YETKOM WHTEHCUBHOM TOMOTE€HHOM IOJIOCHI,
pacnoJiararoieicss B 00sactu y-, -, pexxe anbda2 -riodyJInHOBON Ppakiuu; Ipu
muesnome benc-J/onca M-rpajiueHT 0ObIYHO OTCYTCTBYET. B TUMHMUYHBIX ciydasx
MHUEJIOMHOW 00JIe3HH OOBIYHO YBEIMYEH YPOBEHb KAaKOro-IubO OJIHOro Kiacca
MMMYHOTJIOOYJIMHOB M B TO )K€ BPEMsI CHUKEHO COZEpKaHNE MMMYHOTJIOOYJIMHOB
APYTUX KJIACCOB.

4. Croiikas NMpOTeUHYpHs, OOYCJIOBJICHHAs HAJIWYMEM B MOYE IMATOJOTHYECKUX
MMMYHOTJIOOYTMHOB HJIM HM30BITOYHOM CEKpEeIe MOHOKIOHAIBHBIX JIETKUX
1erne IMMyHOTII00yIMHOB (OenkoBoe Tenno benc-J/xoHca)

5. PazButne ammnounno3a Habmonaerca y 15% O0JbHBIX MUETOMHON OOJIE3HBIO.
VYcTaHOBJIEHO, UTO B OCHOBE aMHJIOM03a JIe)KAT MOHOKJIOHAJIbHBIE JIETKUE IIeTH
UMMYHOTJIO0YJIMHOB. AMHIJIOUI03 MOKET OBITh JJOKAJIBHBIM WU CUCTEMHBIM.

Muenomuas Hepponatus — HanOoee YacThlii ~ BapUaHT MTOPaXKEHUS
nmouek npu MM, o0OyCIOBIEHHBIH CEKpeuMed ¢ HSKCKpeuuen ¢ Mouoi
MOHOKJIOHAJIbHBIX JIeTKuX Lened (Oenka benc-JlxoHca), XapaKTepu3yHOMIMACS
o0pa3zoBaHMeM OEJIKOBBIX UIUHAPOB B TUCTATHHOM OTJIEJIE KaHAIbIIA, Pa3BUTHEM
TyOYJIOMHTEPCTULIMAIBHOTO Bocmajienus u (¢uoposa. Jlocturas IUCTAIBHOTO
oT/ena KaHallblla, JIETKUE IenH CBs3bIBatoTCA ¢ OenkoMm Tamma-Xopcdamia u
oOpa3yroT OelKoBbIe MWJIMHIPHL. BceiencTtBue BHYTPUKAHAIBIEBOW OOCTPYKIIUU
COJICP)KMMOE  KaHANbI[EB TNPOHUKAET B  HMHTEPCTHIHMNA. ODTOT  TIPOIECC
COmpoBOXKAaeTcsl Murpanued T-maMdonnuToB M MakpodaroB, WHIYIHPYIOMUX
TyOyJIOUHTEPCTUIIMAIBLHOE BOCTIalieHue U Guopo3.

Muenomuas Hepomatus B 1e0I0TE BBI3BIBAET OCTPOE MOBPEKICHUE MOYEK,
OJIHAKO B TOCJIEIYIONIEM MOXET CHOPMHUPOBATHCS WHTEPCTUIIHMAIBHBINA (PrOpo3 u
XBII. Tlpu penykumm Jnerkux 1emne B pesynbTaTre X OCNKOBBIC TUIUHAPHI
PErpeccupyroT, 4YTO MPUBOUT K YIYUIICHUIO (DYHKIINH MOYEK.



Jns  MuenomMHOM — HedpomaTuu  XapakTepHa  BBICOKAas  CEKpelHs
MOHOKJIOHAJIBHBIX JIETKMX Lened. X cekpeuuro BBIABILIOT IPU HCCIEI0BAaHUN
CBIBOPOTKH KPOBH M MOYM METOJOM UMMYHOJIEKTpOPope3a 1 UMMYHO(DUKCALIHH.
Ecnu ykazanHsiMu Metonamu 0enok beHc-/[)koHca B CBIBOPOTKE HE BBISIBIISIETCS U
cojepxkaHue ero B mMoue He mpesbimiaer 200 Mr/cyt, a Takxke y HalMEHTOB C
aHypuend  1eiecooOpa3HO  HKCIOJIb30BaTh  KOJMYECTBEHHOE  OIPEACIICHHE
cBoOoaubIX JILI CHIBOPOTKM M WX COOTHOIIEHHE. PHCK pa3BUTHS MHEIOMHOM
He(pOINaTUU YBEITUYMBACTCS IMPH KOHIIEHTPAIIMM MOHOKIIOHAJIBHBIX CBOOOJHBIX
JII] B ceiBopoTke Gomnee 500-1000mr/n, komudectBe Oenka benc-JlxoHca B Mode
ooiee 2r/cyT.

JudpdepeHunanbHy0 JUATHOCTUKY IMPOBOAST, MPEXKIE BCEro, C APYTMMHU
BapuaHTaMU MOpaKeHUs noyek npu MM, mpexnae Bcero ¢ AL-amunonnozoMm u
00JI€3HU J1EMIO3UTOB JIETKUX LENeil.

CHUHIIpOM BHCLIEPaJIbHOM MATOJOIMH - BBIPAKEHHOE MOPAKEHUE MHOTUX
BHYTPEHHUX OpPraHOB HAOJIOJAeTCs NpH TeHEpATU3alUU MaTOJIOrMYECKOro
mpolecca M pa3BUTUM B HHUX OIyXOJIEBOM IJIA3MOKJIETOYHOM HWH(DHIBTpALUK.
Haunbosiee wyacThiMM JIOKaNU3ALMAMU DKCTPAMENYJUISIPHBIX TOPAXEHUH TMpH
MHUEJIOMHOW OOJIE3HU SIBIISIFOTCSI TI€UYEHb, CEJIEe3€HKa, PEekKe — IUIEBpaJIbHbIE
000JI0UKH, KEeITYJOYHO-KUILIEYHBIN TPAKT.

CuHAPOM BTOPUYHOTO HMMMYyHOJe(pUIUTA - BTOPUYHBIM MMMYHOJIE()ULIUT
Opd MHEJIOMHON OO0JIe3HH pa3BUBAEeTCS BCJEACTBHE PE3KOr0 YMEHBIICHHUS
MPOJIYKIUA HOPMAJIBHBIX WMMYHOIJOOYJIMHOB, Y€MY CIHOCOOCTBYET BBICOKAS
aKTUBHOCTh  TpaHcpopMupyroniero  poctoBoro  ¢daktopa .  Cungpom
HEJOCTATOYHOCTH  AQHTUTEN  NOPOSABIAETCS  YacThIMM  MH(EKIMOHHBIMU
OakTepuaIbHBIMU OCJIO)KHEHUSMU CO CTOPOHBI JIETKUX M OpOHXOB (YacThle,
pPEeLMINBUPYIOIINE OPOHXUTHI, THEBMOHUHU), MOYEBBIBOASIINX IMyTeHl (LUCTHUTHI,
nueIoHePPUTHI).

HeBposornueckuii CHHAPOM - MOpPaXXEHUE HEPBHOW CUCTEMBI Yy OOIBHBIX
MUEJIOMHOM 00JIe3HBIO 00YCIIOBICHO TUIa3MOKJIETOYHON MH(PUIbTpALUEe TBEPIAOU
MO3TOBOM 000JIOYKH, HATMYMEM SKCTPALypPaTbHBIX MUEJIOM, U3BMEHEHUSIMU KOCTEN
yeperna W IO3BOHKOB, KOMIIPECCMEH HEPBHBIX CTBOJIOB  MHEJIIOMHBIMU
pa3pactanusmMu. HauOosiee yacTo mopakeHHE HEPBHOM CHUCTEMBI MPOSBISETCS
neprudeprdeckoil HeMpoIaTHe U BBIPa)KaeTCs B MBIIICYHOM CIIa00CTH, CHUKESHUN
TaKTWJIbHOM W OOJEBOM  YyBCTBUTEJIBHOCTH, MAPECTE3UAX, CHUKCHHUU
CYXOXXHJIbHBIX pe(IIeKCOB.

['MnepkarbIMEeMUYECKUIT CUHIPOM -TIOBBIIIEHUE COJEP KAHMS KaJbLUS B
KkpoBu peructpupyercs y 20-40% O0JIbHBIX, Yallle BCETO B TEPMUHAJILHONU CTaIuN
3a0osieBanus. ['unepkanbiremMust 00yciaoBiIeHa BEIMBIBAHUEM KaJbIHs U3 KOCTEH B
CBSA3U C OCTEOJIM3UCOM M IPOSBIISIETCS TOIIHOTOM, PBOTOM, COHJIMBOCTHIO,



3aTEMHEHHUEM CO3HAHMSA, NOTEPEN OpMEHTaluu. KpucTamiel Kajaplus TaKXKe B
00JIBIIIOM KOJIMYECTBE OTKJIAIbIBAIOTCS B UHTEPCTUIIMAIBHYIO TKAHb MOYEK.

TepmuHanbHas craausi.

TepmuHanbHast cTagusi MHEIOMHOM OOJIE3HM  XapaKTepU3YETCs  TAKEIbIM
KJIMHUYECKUM T€UEHUEM, PE3KIUM O0OCTPEHHEM BCEH CUMIITOMATUKU 3a00JIEBaHMUS,
BBIPAQKEHHBIM ITPOTPECCUPOBAHUEM XPOHHUUYECKOM TOYEYHOM HEIOCTATOYHOCTH
BIUIOTHh JO Pa3BUTUS YPEMHUYECKONW KOMBI, YCYryOJICHUEM aHEMUU, TSIKEIbIMU
MH()EKITMOHHO-BOCTIAIUTEIPHBIMA ~ TIpOIlECCaMH. B TepMUHANBHOW  CTaauH
3a0o0JieBaHUs OBICTPO MPOUCXOIUT pas3pylIeHUE KOCTEH, MHEIOMa MPOpacTaeT B
OKpY>Kalolllie MSTKHE TKaHU, BHYTPEHHHE OPraHbl, MO3TOBBIE OOOJOYKHU; PE3KO
YCUJIMBAIOTCA CUMITOMBI MHTOKCHUKALIMU, IOSBIAETCS BBIPAXKEHHAs JIMXOPAJKa,
OONbHBIE  XYACIOT; BO3MOXKHAa TpaHchopmaiuss MHUEITOMHOM OO0JIe3HH B
TuMdOcCapKOMy UITU OCTPBIN MI1a3MOOJACTHBIN JIEHKO3.

JlabopaTopHasi U HHCTPYMEHTAJIbHAS TMATHOCTHKA.

[TomMrMO OOILIEKIMHUYECKUX J1a00pAaTOPHBIX HCCIEIOBAHUN NAIMEHTaM C
MHO>KECTBEHHOW MHUEIOMON HEOOXOAUMO MPOBECTU BBIMOJIHUTH KOATYJIOTpaMMy U
OLICHKY CYTOYHOW motepu Oenka. Takke HEOOXOAMMO OINpPEAEIUTh COOTHOIICHHE
OeNKOBBIX (pakiuii B KpOBH (KpOME MAIMEHTOB C HECEKPETUPYIOULIEH,
BSUIOTEKYIIE MHEIIOMOM M MHEIOMOW JIETKMX LeNel) M MOYe METOJI0M
aNeKTpodope3a €  KOJIUYECTBEHHBIM  ONpPENEICHHMEM MOHOKJIOHAJIBHOIO |
HOJIMKJIOHAJIbHBIX MMMYHOITIOOYJIMHOB M [2-MHUKpPOIJIOOYyJIMHA U HUCCIEIOBaHHUE
MOHOKJIOHAJIbBHOCTH HMMMYHOTJIOOYJIMHOB B KPOBU M CYTOYHOM MOYE€ METOJIOM
UMMYHO(UKCALlUA C KOJMYECTBEHHBIM OIpeAeieHueM YpoBHS M-TpaaueHTa.
PexoMeHntyeTcs onpeneneHue coepkaHus CBOOOIHBIX JIETKUX IEeTe B KPOBH ISl
YTOYHEHUS AaKTUBHOCTH OCHOBHOTO 3a00JIeBaHMsSl WJIM JUIsl OLUEHKH OTBETa Ha
TEpaInIo.

bera2-Mukporno0yauH MIPEACTABIISAET coboi JIETKYIO LIETIb
uMMyHoOrIo0ynmuHa, antureHoB | kmacca HLA-cucremsr (HLA-A, -B, -C) nHa
MOBEPXHOCTH KJIETOK. KoJMuecTBO ero moBbIILIAETCA MPU MUEIOMHOM OO0JIE3HU U
OCTaeTCsl HOPMAJIbHBIM [P BTOPHUYHBIX MOHOKJIOHOBBIX FaMMaIaTusX.

Takxe IIPOBOJUTCS OIpE/EIICHHE YPOBHS NOJIMKJIOHAJIBHOTO
UMMYHOTJI00yJIMHA, onpeneneHue Mmapkepos remnarura B u C, BUY.

BolinonHsieTcss crepHasibHasi MyHKUHUS KOCTHOTO MO3ra, LUTOJOTHYECKOE
(Muenorpamma) U UMMYHO(EHOTUITHYECKOE (MeTooM IPOTOYHOMN
muTouyopuMeTpun) ucciaegoBanue Maska KM s moaTBepiKAeHUS U
(bopMyIMpOBaHMS TUArHO3a, @ TAKKE TPEMAHOOUOTICHSI.



HeoOxomuMoO  BBINOJIHUTH  IUTOreHETHYecKoe  ucciemoBanue  IIK
(kapuotunupoBanue U FISH) nis BeisiBieHus HanboJiee TPOrHOCTUYECKH BaKHBIX
nuToreHeTnueckux anomanmii: t(4;14), t(14;16), t(6;14), del 17p13, t(11;14),
dell3, miougHOCTH M M3MEHEHHUI XPOMOCOMBEI 1.

Jnsg nuarHocTkM mopaxkeHuid ckesnera BoimoJiHsgeTcss KT Bcex otnenos
MMO3BOHOYHHUKA, TPYAHOM KJIETKH, Ta3a (MpearnoyTeHrue oTaaeTcss Hu3koao3Hou KT
BCErO CKeJeTa) JUIS YTOYHEHHUS HaJIu4usl W PaclpOCTPaHEHHOCTH TMOPaKECHUS
KOCTEH, BBIABJICHUS KOCTHBIX IJIA3MOIMTOM C ONpeAeiIeHHEM uX pasMepoB. Ilpu
HEBO3MOKHOCTH — BBITIOJTHUTH PEHTTEHOTpaduIo.

Bcem mnammentam ¢ BepuduinupoBanHon MM mnepen HavyaloM Tepamnuu
PEKOMEHIYETCSl JIJI1 CBOCBPEMEHHOTO BBISIBJICHUS COMYTCTBYIOIIECH MAaTOJOTUU CO
CTOPOHBI CEPACYHO-COCYAUCTOM, JBIXAaTEIbHOM W THILECBAPUTEIBHON CHCTEM,
OTpeNeNICHUs] HEOOXOAUMOCTH TPOPUIAKTUKA WM JICYEHUS COOTBETCTBYIOIICH
KOMOPOUTHOCTH BBITIOJTHUTH CIETYIOIINE UCCIICIOBAHMUS:

® 3JeKTpoKapanorpaduio;
e 3XO0Kapauorpaduio;
e yIBTPa3BYKOBYIO JOMNIIIEpOrpaduio coCy10B (apTepuil U BEH) HIKHUX

KOHEYHOCTEM;

e penrrenorpaduto wim KT opraHoB rpyTHOM KIETKH;
e 9330(haroracTpoyo/ICHOCKOIHIO.

Jleuenue

[Tanpentam ¢ Taeromeld (O0eCCUMITOMHON) MHEIOMOW crenuduueckas
Tepanusi He pexkomeHayercs. [lanmentam ¢ cumnromarudyeckon MM
PEKOMEHIYETCSl Havallo CHEeIU(PUISCKON MPOTUBOOIYXO0JICBOW TEpanmuu. TaKTHKA
BEJICHUSI TAIMEHTOB MOJIOKE 65 JIeT M MOXKWJIBIX MAaIMeHTOB oTimnuyaercs. s
JICYCHUS] «MEPBUYHBIX» TMAIMEHTOB MOJoke 65 sner ¢ MM 0e3 cepbe3Hoit
COMYTCTBYIOIIEH MATOJIOTHH B MPOrpaMMy JICYEHHUS BKIIIOYAIOT BBICOKOJIO3HYIO
xumuorepanuto (BJXT) ¢ tpancrnantanueit ayro-TI'CK. [Tanuentam crapiie 65
JET WJIA MOJOJBIM JIMIIaM C KIWHAYECKH 3HAYMMBIMH COIYTCTBYHOIIMMH
3a00JICBaHUSAMH  CJIEIyeT PEKOMEHJIOBAaTh KOMOWHAIMM HAa OCHOBE HOBBIX
JeKapCcTBEHHBIX npenapaTtoB 6e3 stana BJXT c ayto-TI'CK.

[TaqmenTam ¢ BHEepBbBIE AWArHOCTUpOBaHHOM MM — He KaHaugaraM Ha
BIXT c¢ ayro-TI'CK — pekomeHayeTcsi JI€YEHHWE OJIHOM W3 MpOrpaMm C
BKitoueHreM Ooprezomnba — VMP wmm VD, B kadecTBe anbTepHATHBBI
npumensiercsa neHanuaomun (Rd, MPR), nubo npoBenenue Tepanuu KoMOMHAIIMEH
OeHnamycTHHA U nipeaan3ooHa (BP).

[TanenTaM ¢ BrepBbie BbIsIBIEHHOH MM B Bo3pacte 10 65 neT, a Takke
naneHTaMm 65—70 JeT ¢ XOpOoIIUM COMAaTHYECKUM CTaTycoM 0e€3 TSHKEIbIX



COMYTCTBYIOIIMX 3a00JIEBaHUN, KOTOPHIM IUJIAHUPYETCS KOHCOMUAALMS ayTo-
TI'CK, B KauecTBe MHAYKIHMOHHON Te€panmuu PEKOMEHIYETCS NPUMEHSITh OJHH U3
CJIEIYIOLIUX PEKUMOB TEPATTUHU:

Boptezomub/muknodochamun/nekcamerason (VCD)
Bopre3omub/nokcopyouriun/nekcamerazon (PAD)

boprezomu6d/aexcamerazon (VD).

Coop TI'CK kpoBH MNpOM3BOAUTCA TOJA JAOOPATOPHBIM  KOHTPOJIEM
KOJINYECTBA CTBOJIOBBIX KPOBETBOPHBIX KIETOK B NepudepuyecKoll KpOBU U
adepe3HOM MPOAYKTE METOAOM MPOTOYHOM LMUTOMETPUHU IS TOCIEAYIOIIEro
BbinosiHeHUs ayToTT'CK. IlanweHTtam, AOCTUTIIMM TOJHOW PpPEMHUCCUU WU
YaCTUYHOW PEMHUCCUU TOCTIE UHIAYKIIMOHHON Tepalinu, B CiIydae yCIelHoro coopa
I'CK xpoBu pexomenayercs BoinonHenue BJAXT mendananom u mocieayromen
TPaHCIUUIAaHTALUU ayto-TI'CK. [Tocne TPaHCIJIAaHTALUU IIPOBOJUTCS
KOHCOJIUJIUPYIOIIasi Tepamnus. KOHCOJUIUPYIOUIYI0 TEpamuio 1e1ecoo0pa3Ho
HaynmHATh depe3 3 mec. mocie ayroTT'CK, mocie moiydeHus pe3yiabTaToB
KOHTPOJBHOTO  OOCHEOBaHUs, MOATBEPAUBIIECTO OTCYTCTBUE MPOrPECCUU
3a0oneBanus. KoHcomumupyromias Tepanusi BKIOYaeT B ceOs mpoBeneHue 2—3
KkypcoB (Hampumep, VCD, VRD). OmauM U3 BapuaHTOB KOHCOJIMIAMPYIOIIETO
JICYCHUS Y TAIMEHTOB, Y KOTOPBIX ObLIIO coOpaHo moctaTouHoe konuyectBo ['CK,
MOXET paccMmarpuBatbest 2-a1 (TanmemHuas) ayto-TI'CK. B Hacrosmee Bpems
pAOM  KPYIHBIX  MHOTOIEHTPOBBIX  HCCIICIOBAHUN  TMOKa3aHO  3HAYEHUE
MOJJICPKUBAIOIIEH Tepanuu, HazHayaeMou nocie 1-id ninu 2-i ayto-TI'CK. Ilpu
ATOM B KaueCTBE TEPaNeBTHUUYECKUX IMPENapaToOB paccMaTpPUBAIOTCA OOpTe30MUO B
no3e 1,3 Mr/m kaxple 2 HeJl. B TeUSHHUE 2 JIET WIH 0 MPOTPECCUH U JICHATUIOMHU
B 03¢ 10—15 mr/cyT B TeueHue 1—2 JeT Win 10 IPOTPECCUH.

Jleyenne mamMeHTOB ¢ MHEIOMHOW HedpomaTHel MoJpazyMeBaeT Kpome
IPOBENICHUSI XUMHUOTEPANUU, KOPPEKIUI0 (HaKTOPOB, YXYAIIAIOMUX (PYHKIUIO
nouek. st GopwOBI C meraaparanveld UCKIIOYAOT MPUMEHEHUE IUYpPETHUKOB.
BBoasT He meHee 371 GU3UO0IOrHYECKOro pacTBOpa B CYTKH MIPU OTCYTCTBUU OJIUTO
u anypuu. Ilpu CHWKEHUM JaUype3a KOHTPOJb BBEACHUSA  KUJIKOCTH
ocymectsisiercs 1o LIB/I. He cienyer ucnosb3oBaTh rHIOOCMOIISIPHBIE PACTBOPHI
(5% pacTBOp neKcTpo3bl). Ilpu THMIEPBUCKO3HOM CHHIAPOME IPOBOJAT CEAHCHI
miazmodepesza. Otmenstorcss mpemnapatbl, cHrkaronme CKO® (uAlld, BPA),
WCKIIIOYAeTCs TpUMEHEeHHWe HePPOTOKCHUECKMX TmpenaparoB. l[lpu paszButum
TUTNIEPKATBITUEMUN UCIIONB3YETCS KATBIIUTOHUH, OuchochOoHaThI, OECKaTbIINEBHIN
pactBop il remoauanuza. [Ipu pa3BuThr METabOJIUUECKOTO aly103a (CHUKEHHE
pH 1o 7,12 u Huxe) HEOOXOIMMOBYHTPUBEHHOE BBeAeHHE 5% pacTBOopa HATpuUs



runpokap6bonara 200-400mn. [lpum XpoHMYECKOM METa0OIMYECKOM alia103e
Ha3HAYaIOT OCHOBaHMs repopaibHo (Tabnerka NaHCO3).

[loueunas HemocraroyHoCcTh npu MM — noka3aHuMe K HEMEJICHHOMY
Hayany XT, Tak Kak yiydileHue (QYyHKOUU TOYEK BO3MOXKHO TOJBKO IIPH
peaykuuu omyxoau. XbII, B ToM d4uncine nuanus-zaBUCHMAas, HE SIBISETCSH
IPOTHUBOIIOKAa3aHUEM K BBINOJIHEHUIO BBICOKOA03HOM XT ¢ TpaHCIUIaHTanueu
ayTOJIOTUYHBIX CTBOJIOBBIX KJIETOK.

PetmauBel mpy MM Hen30€XKHO HACTYMAOT Yy OOJIBIIMHCTBA MAaIllMEHTOB.
Beibop mporpamMmbl  JIe4eHHs PEUUIUBOB  3aBUCUT OT 3(PHEKTUBHOCTH
MPEAIECTBYIOIIECA TEpanuu, IIUTEIBHOCTH PEMHUCCHH, COCTOSHUS W BO3pacTa
[AIMEHTa, CONYTCTBYIOUIEH MAaTOJOTMH M OCIOKHEHMH, CONPOBOXAABIIMX
nepBoHavyaibHyto Tepanuto. [Ipu mo3nHux peumauBax (cmyctss 12 mec. mocne
OKOHYAaHMS MPEAIIECTBYIOIIETO JICUEHUsI) BO3MOKHO BO300OHOBIJIEHUE MEPBUYHON
tepanuu. [lpu paHHux peumauBax U pedpaxrepHoii MM HeobOxoguma cmeHa
MporpamMMbl JIEUEHHUS C BKIIOYEHHEM MPENaparoB C JAPYTMM MEXaHU3MOM
neictBud. Iloropuyro BJXT c¢ ayro-TI'CK npu peumaue uenecooOpasHo
MIPOBOAUTH TOJIBKO B TEX Cly4dasxX, korma pemuccus mnocie nepson BJIXT
poaoJDKaIack 2—3 roja.

[TaruentTam ¢ MM, y KOTOPBIX BBISABISETCS ypPOBEHb UMMYHOTTOOyIMHA G
<5 I/m W OTMEYarTCcid pPEeUUAUBUPYIOIINE OaKTepUalbHble HHQEKIHH,
PEKOMEHJOBAaHO NPH HAIMYMU  BO3MOXKHOCTM  IIPOBEACHHE IOCTOSHHOM
3aMECTUTENIbHOM Tepanuu BHYTPUBEHHBIM HWMMYHOIJIOOYJIMHOM [UJISl CHMKECHHS
pucka WHGOEKIUOHHBIX oclioxkHeHui. [larmentam ¢ MM mnpu BO3HUKHOBEHUU
OCTPOTO WJIA XPOHUYECKOTO OOJEBOTO CHHAPOMA PEKOMEHIYETCS YTOYHEHHE
ATUOJIOTHH OO0JIM; IPU BBISIBICHUH OYara BOCHAJICHUS — MPOBEJAECHUE HEOOXOAMMBIX
MEPOIIPUATHNA MO JIEYEHUIO OYara BOCHAJIEHMS COTJIACHO COOTBETCTBYIOIIMM
KJIMHUYECKUM PEeKOMEHJAlMsIM (BKJIOYasi NpU HEOOXOIMMOCTH XUPYPTHUYECKOEe
JIeYeHHUE); MPU UCKIIIOUEHUU HH(EKIIMOHHO-BOCIAIUTEIbHOM MPUPOIbI OOJIEBOTO
CUHApPOMa pPEKOMEHIYeTCsl NpOBeIeHHE 00e300MBalOUIell Tepanuu COrjacHo
CYHIIECTBYIOIIUM  MPOTOKOJaM  oOe30oiuBaHus  (CM.  COOTBETCTBYIOIIHE
KJIMHUYECKUE PEKOMEH AU TT0 XPOHUUECKOU 00, KIMHUYECKHE PEKOMEH AN
0 AaHECTE3UMOJIOTMH), B TOM YHCJIE€ MO [OKa3aHUsIM — C [PUMEHEHHUEM
HAapKOTUYECKUX M ICUXOTPONHBIX JIEKAPCTBEHHBIX IPENaparoB ¢ Y4eTOM
BO3MOXHBIX  NPOTUBOINOKA3aHWI, CBSI3aHHBIX C  LMUTONECHHUEW, HWHBIMU
KJIIMHAYECKUMU CUTYalUsSIMH.
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