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Onpenesienue

MHoxecTBeHHass MueloMa (MHEJIOMHasi 0oJie3Hb, T'e€HEepaIn30BaHHAsS

mia3MonuTomMa,  Oone3nb  Pycrunkoro-Kammepa) - 910  B-kierounas
3JIOKAYECTBEHHAS OIlyXOJIb, naparnpoTEMHEMHUYECKUI reMo0JacTo3,
XapaKTEePU3YIOLIUNCA 3JI0Ka4€CTBEHHOMU OIyXOJIEBOU nponudeparuei

M1a3MaTUYECKUX KIETOK OJHOTO KJIOHA C TUNEPNPOAYKIHEH MOHOKIOHAIbHOTO
MMMYHOTJIOOYyJIMHA ~ WJIM ~ CBOOOJHBIX  MOHOKJIOHAJBHBIX  JIETKMX  LIEnei
UMMYHOTJI00yJIMHOB.

[lapanporennemuyeckue  remMoOJIacTo3bl  —  TpYINa  OMYXOJEBBIX
3a0oneBanuil 3penbix B-nmumdonuTos, auddepeHuupyommxcs A0 CTaauu
CEeKpelMd MMMYHOIJIOOYJIMHOB U MNPOAYLHUPYIOUIUX B H30BITOYHOM KOJIMYECTBE
NaTOJIOTUYECKHE MOHOKJIOHAJIbHbIE WMMYHOTJIOOYIMHBI M (WJIM) pa3idyHbIe
(GparMeHTbl WX MOJIEKYJ. XapaKTepHOM OCOOEHHOCTHIO MaparpOTEUHEMHYECKUX
remMo0J1acTo30B SBJSETCS TO, YTO MAaTOMOP(OIOrMYecKUd cyOcTpaT OIyXoyu
COCTaBIIIIOT WM IUIa3MaTUYECKUE KJIETKA (MpU MHUEJIOME) WM TepeXOHbIe
mumpouanbie W JTUMGPOUAHO-TUIA3MOKIIETOUHbIE  3JIEMEHTHl (Mpu  0O0Je3HU
Banpnenctpema). M Te, u napyrue BO3HUKAIOT M3 KIETOK-IPEIIICCTBEHHHUII,
INpUHAJIeKAINUX K B-KIeTOYHON TMHUY reMoI1033a.

ITHOJIOTUA

Crenupudeckiue  ATHONOTHYECKHE  (aKTOPhl  MHUEIOMHOW  0OoJie3HH
HEW3BECTHBI. [laTOreHeTHYeCKH pemarmmM (HaKToM SBISETCS JUIMTEIbHAS,
XpOHHUYECKAsT aHTHTECHHAS CTUMYJIAINS TOCIE BUPYCHBIX WH(MEKIWHA WIA JAPYTUX
XPOHHUYECKUX 3a00JIEBaHUH, IJIUTEIBHOTO BO3JIEHCTBUS TOKCUYECKHX BEIICCTB.
VYCcTaHOBJIEHO ONpEeNeNIeHHOE 3HAYCHHWE WOHU3MPYIOUIEH pajvalvi B Pa3BUTHH
3a00JIeBaHUs, YTO TOJITBEPXKIACTCS IMOBBINICHHEM dYepe3 20 JIeT YacTOTHI
3a00eBaHUsl Cpeau  SIMOHIIEB, MOABEPTIIMXCS aTOMHOM  OomMOapaupoOBKE.
CymiecTBYIOT J0Ka3aTEIbCTBA TEHETHUECKON MPEIPacoNOKEHHOCTH K PA3BUTHIO
MUEJIOMHOW OoJie3HH. bBoJblIyt0o poib UrpardT TakKe [UTOTCHETHYECKHE
HapymieHusi. VIMeroTcsl yka3aHusi Ha BO3MOXXHYIO POJIb B Pa3BUTUU MHEIOMHOM
OONE3HN JINTEIBHBIX KOHTAKTOB C He(dTEmpoayKTamu, OCEH30JI0M, acOecToM.
HeoOxomumo  Takke TOAYEPKHYTh  OOJBIIOE  3HAYEHHWE  HEJIOCTATOYHOU
aKTUBHOCTH T-IMMQOIHUTOB-CYNIPECCOPOB, YTO CHOCOOCTBYET HEOTPAaHUYCHHOMU
nponudepanuu B-kieTok.

IlaTorenes

[Ipu muenomHo#l OOJE3HM MPOUCXOIUT OMyXoJeBas TpaHcopMmanus Ha
ypoBHE B-TUM@OIMTOB-KIETOK MNaMATH WIK [JIa3MOOJIACTOB, COXPaHSIOIINX



CrOCOOHOCTh co3peBaTh W AudPepeHIUpPOBaTECA B IUIa3MAaTUUECKUE KIIETKHU.
dopMmupyercs KIOH IIa3MaTUYECKUX KIIETOK, IPOAYLHMPYIOUUX OJHOPOJIHBIE IO
MMMYHOJIOTHYECKUM IIPU3HAKAM MMMYHOTJI00YJIHHBI (mapanpoTenHsl),
npuHaanexamue K kiaccam IgG, IgA, IgD, IgM, IgE. CymecTBytoT Takxe (popmbl
MUEJIOMHON OOJI€3HU, MPU KOTOPBIX OITYXOJIEBbIE KJIETKH CHUHTE3UPYIOT TOJIBKO
CBOOOJHBIE JIETKME WM  TsDKenble 1enu. CBoOoAHbIE  JIETKHE — IIETH
oOHapyxuBatoTC B Moue B Bujae Oenka benc/[xonca. B mocimennue romaw
yCTaHOBJIEHA OO0JbIlasi POjb LUTOKMHOB B MpoJM(epalud MHUEIOMHBIX KIIETOK.
pbepoH B BBICOKMX J03aX €€ MHIuOUpyroT. MOXXHO BBIICIUTH JIBE
NaTOTEHETUYECKUX CTaIuu 3a00JIEBaHMS: XPOHUUYECKYIO (Pa3BEPHYTYIO) U OCTPYIO
(tepmuHanbHyio). B xpoHudeckod cramguu maToMopdoJOTHUEcKUi CcyOCcTpaT
OIYXOJU TMPEACTABICH OJHOPOJHBIMH OIYXOJIEBBIMU MHUEIOMHBIMU KJIETKAMU C
YMEPEHHOM WM JaKe HU3KOW Npoiu(epaTUBHON aKTHUBHOCTHIO, IMPU 3TOM
MUEIOJENPECCUs] U CUMITOMbI MHTOKCHUKAIIMM BBIPAXKEHBI YMEPEHHO, OIMYyXOJIb
NPAKTUYECKH HE BBIXOJUT 3a Mpeaesibl KOCTHOTO MO3ra M KOPTHKAJIBHOTO CJIOS
KocTH. B manpHelmeM, mo Mepe NporpeccHpoBaHuUs 3a00JE€BaHUSI MPOUCXOAST
OHKOTE€HHbIE MYTallMM B ONYXOJIEBOM KJOHE, (POPMHUPYIOTCS CYOKIIOHBI
3JIOKQYECTBEHHBIX KIETOK C BBICOKOM CIIOCOOHOCTBIO K Mpoiudepaium,
HapyIlIaeTcsl aronTo3 OMYXOJIEBBIX KJIETOK, Pa3BUBAETCS TEPMUHAIbHAS CTaaus
O6oneznu. B 9T0il cTamuM omyxosib BBIXOAMT 3a TMpeAeNibl KOCTHOIO MO3Ta,
METacTa3upyeT BO BHYTPEHHUE OPraHbl, pa3BUBAIOTCS TsKelas MHUEJIOACIIPECCHs,
BBIp@KEHHAsT MHTOKCHKaIUsi. B TepMHHAIBHOW CTaAMM MOXKET H3MEHUTHCA
MOpP(QOJIOTHYECKU CyOCTpaT OINyXoJd U TPOM30HTH TpaHchopMamus B
auMdocapkomy.

Knaccupuxauus
[1a3MoKIIETOYHBIE OIMYXOJIH NOAPA3ACAIOTCS Ha:

1. MOHOKJIOHAJIbHYIO FraMMaInaTuio HesicHoro renes3a (He [g-M tun);

2. MOHOKOJIOHAJIBHYIO FraMMaIaTHIO HESICHOTO I'eHe3a ¢ BOBJICUYCHUEM JISTKHX
LICTICH

3. TUIa3MOKIIETOYHYIO (MHOXKECTBEHHYIO) MUCIIOMY;

4. BapuWaHTHI MJIA3MOKJIETOUHOU MUEJIOMBI: BSJIOTEKYIIYIO
(aCUMIITOMAaTUYECKYI0) MUETIOMY, HECEKPETUPYIOIIYI0O MUEIOMY U
IUIa3MOKJICTOYHBIN JIEHKO3;

5. TIa3MOIUTOMY.

Craguy MHOXXECTBEHHOM MHEJIOMBI ONpEAEsaIoTCsa Kiaccudukaruein mo B.
Durie, S. Salmon, koTopas ObuUla 3aMEHEHa Ha MEXIYHAPOJAHYIO CHCTEMY



cranupoBanus (International Staging System — ISS). B 2014 r. ISS Obuia
nepecmotrpena (revised ISS; R-ISS). Kpome nokasareneir f2-mMukporioOynuHa u
anb0ymMuHa  CBHIBOPOTKM  R-ISS  yumThiBaer Hanmume  HEOIArompusSTHBIX
XPOMOCOMHBIX aHOMAJIMH M BBICOKUH YPOBEHB JIAKTATACTHAPOTECHA3HI.

Craguu no B. Durie, S. Salmon onpeaensitoT no cCOBOKYIMHOCTH MPU3HAKOB:
YPOBEHb T€MOTTIOONHA, KIS, KOJIMYECTBO 0YaroB MOPaKEHUsI KOCTEH, yPOBHIO
M-nporeuna u 6enky benc-/[xonca.

Kaununueckue IPOSIBJICHUHA

B Tedyenunm wMuenoMHON O00JIE3HU BBIACISAIOT OCCCUMITOMHBIA TEPUOI,
Pa3BEPHYTYIO KIIMHUYECKYIO U TEPMUHAIIBHYIO CTaUU.

beccuMnToMHBIN TIEPUOA.
Pa3ButHio KIMHWYECKOW KapTUHBI MHUEIOMHON 0O0JIE3HHM BCerja MPeIIeCTBYET
OECCUMITOMHBIN TIEPUOJ, KOTOPBIM UMEET Pa3IudHyIO MPOIOHKUTEIBLHOCTD (0T 5
no 15 ner, penko — nosnbine). B atom mepuojae OonbHBIE UYBCTBYIOT ce0s
yIOBJICTBOPUTEIIBHO, OCTAIOTCS TPYAOCTOCOOHBIMU, KIMHUYECKUX TMPOSBICHUN
MOPAXKCHHSI BHYTPEHHUX OPTraHOB W KOCTHOU CUCTeMBI HET. OJIHAKO MPAKTUYECKH
Bcerna OOHApY)XUBArOTCA (OOBIYHO MPU CIy4aliHOM OOCJIEOBAaHWU) BBICOKAsI
COD, M-KOMIIOHEHT B CBIBOPOTKE KpOBH TIpH 3jeKTpodopese OeIKOB u
HeoOBsicHUMasT TpoTeuHypus. Ha »aToit cragum 3a0o0ieBaHUS KOJIMYECTBO
MJ1a3MaTUYECKUX KJIETOK B KOCTHOM MO3T€ €II€ OCTA€TCSI HOPMAJIbHBIM.

Pa3BepHyTas kiMHUYECKas CTaaus.
[lepyox  BBIp@KEHHBIX  KIMHMYECKHX  TPOSBICHHM  XapakTEepHU3yeTCs
MHOTOYHCIIEHHBIMU CYOBEKTUBHBIMH OUIYIIEHUSAMH W CHUMITOMaMH TOPaKECHUS
KOCTEl M BHYTPEHHHX OpPraHOB. BoJIbHBIE KaNyOTCS Ha BBIPAKEHHYIO OOIIYIO
c1aboCTh, CHUKEHHE TPYAOCIOCOOHOCTH, TOJOBOKPYXKEHUE, YCTAIOCTh K KOHILY
paboyero [HS, CHIDKCHHE AamIeTuTa, IMOXYyJaHUE, YacTble pEelUIUBUPYIOIINE
BOCHIAINTENIbHBIE 3a00JIEBaHMS  JBIXaTEIbHONM CHUCTEMBI, O0OOIM B  KOCTSX.
VYKka3aHHBIE CUMIITOMBI 3aCTaBISIOT OOJIBHOTO OOPATUTHCS K Bpady, B OOBIYHO Ha
ATOW CTaauu KJIMHHUKO-TabopaTopHOe 0OclieqoBaHUE OOJBHOTO TO3BOJISET
MOCTaBUTh AUArHo3 3a0oJieBaHUA. B KIMHUYECKOW KapTHHE pPa3BEepHYTOW CTaauu
3a00IeBaHNS MOKHO BBIICITUTH CIEAYIONNE CUHIPOMBI:
* CHHJIPOM KOCTHOM TaTOJIOTUU;
* MOPAXKEHUE CUCTEMBI KPOBETBOPCHHS,
* CHHJIPOM O€TTKOBOI MATOJIOTHH;
* CUHAPOM MOpaXeHUs noyek (MueroMHasi Hepornartus);
* CHHJIPOM BHCIIEpAITLHOMN MaTOJIOTUH;
* CHHJIPOM BTOPUYHOTO HMMYHOACHHUIINTA;



* CUHPOM TOBBIIIIEHHOMN BSI3KOCTH KPOBHU;
* HEBPOJIOTUYECKUIN CHUHIIPOM,;
* TUMEPKATBIIUEMHUYECKUN CUHIPOM.

[TopaxkeHue KOCTeH TMpU MHUEIOMHOM OOJIE3HU SIBISETCS BEIYIIUM
KJIIMHUYECKUM CHHJPOMOM U B pa3BEepHYTOM cTaauu 3a0oieBaHusl HabtonaeTcs y
Bcex OoyibHBIX. B mepByro ouepenb AECTPYKUMU MOJBEPrarOTCS IUIOCKUE KOCTH
(uepen, Ta3, TpyauMHa, pedpa) M MO3BOHOYHUK, PEXKE — TpyOUaTble KOCTHU
(npeumytecTBeHHO 31K u3bl). boau B KOCTAX (0ccairum) sSIBISIOTCS BaKHEHIITUM
KJIMHUYECKUM TPU3HAKOM MHUEJIOMHOM OonesHu u Habmogatorcs y 80-90%
O0onbHBIX. BHavane 0onM B KOCTSIX HEMHTEHCUBHBIE, HEMIOCTOSIHHBIE, Yallleé BCEro
JIOKANM3YIOTCS B 00JIaCTU TMOPA’KEHHBIX TMO3BOHKOB B MOSICHUYHO-KPECTIIOBOU
00nacTH, B TPYJHOM KJIETKe, OBICTPO CTUXAIOT MPU COONIOJACHUH IOCTEIHHOTO
pexuMa (B oTiauuyue oT OoJiel mpu MeTacTazax paka B koctu). OmHaKo mo Mepe
nporpeccupoBaHusi  3a0onieBaHus  00JdM B KOCTAX  CTaHOBSTCA  Oosee
WHTEHCUBHBIMHU, MYUYUTEIbHBIMU, PE3KO YCUJIMBAIOTCA TIPU  JIBIDKCHHSX,
OBOPOTaX, HAKJIOHAX TyJoBUIA. BHe3amHoe MOsBIEHUWE OCTPBIX Oojield MOXKET
ObITh TNPU3HAKOM TIEPEIIOMOB KOCTEH, KOTOPHIM TOJBEPXKEHBI  OOJbHBIC
MUEJIOMHON 0OJIE3HBIO.

CucremMa KpOBETBOPEHHUSI MOpaXaeTcsl MPH MHUEIOMHOM O0JIe3HH C Hauaja
3a00yeBaHusl, OJTHAKO HA PAHHMX CTAIUSX MOXET He OBbITh SPKUX KIMHHUYECKUX
nposiBiienuii. [lo mepe mporpeccupoBaHusi 3a00J€BaHUs pa3BUBACTCS AHEMMUSI.
NHorma aHemus sBIsE€TCS HAYaJIbHBIM W JOMUHUPYIOUIUM  KIMHUYECKUM
CUMITOMOM. AHeMusi OOYCJIOBIIEHa COKpAIIeHHEM KpPacHOTO KpPOBETBOPHOIO
POCTKa 3a CUET BBIPAKCHHOW IUIA3MOKIIETOYHON (MHEIIOMHOM) MpoJsirdepaluu.
AHeMus TPOSABISETCS BBIPAKEHHOW OJIETHOCTHIO KOXKH W BUIAUMBIX CIHU3UCTBIX
000J10Y€K, OABIMIKOW TIpH Harpy3ke. AHEMHS OOBIYHO HOPMOXPOMHO-
HOPMOLIUTAPHOTO XapakTepa, KOJIMYECTBO PETUKYJIOUUTOB HOPMAIbHOE WU
MOHIKeHHOe. B Maskax mnepudeprudeckoil KpOBHM HWHOTAA YyIAETCS BHUJACTH
o0pa3oBaHHE «MOHETHBIX CTOJOMKOB» W3 JPHUTPOIMTOB, STO 3aTPYIAHSIET HUX
nozacueT. KonudectBo TpOMOOIIMTOB M JICMKOIIMTOB, KaK MPaBUIIO, HOPMAJIBHOE.
[Tpu maneko 3amenmux GopmMax MHEIOMHON OOJE3HH OTMEYAIOTCS HEUTPOIICHUS
U Jaxe TpoMOOUUTONEHUs (BBITECHEHHUE COOTBETCTBYIOIIUX KPOBETBOPHBIX
POCTKOB OMyXOJICBOW TKaHbBIO). TakuMm 00pa3oM, pu MUEIOMHON OOJIE3HU MOMKET
MMETh MECTO CHHApPOM TaHUUTONeHWU. B mepudepuueckoit  KpoBuU
0OHapY’KMUBAIOTCS TIA3MAaTUUYECKUAE KIICTKH.

CunapoM  O€nKOBOWM  MATOJNOTUM  SIBASIETCS  TPETbUM  BaKHEUIIUM
KIIMHUYECKUM M JIMATHOCTUYECKUM CHUHJPOMOM TMIPH MHUEIOMHOM OOJE3HH WU
O0OyCJIOBJIEH THUIEPHPOAYKIMEH IIa3MaTHUYECKUMU (MHUEIOMHBIMHU) KIIETKAMHU
MaparnpoTeMHOB — MAaTOJOIMYECKUX HMMYHOIJIOOYIMHOB uiau Oenka beHc-



JIxoHCca (Jerkux 1eneil UMMYHOTJI00YJIMHOB). €TKUX 1IeTIel UMMYHOTJIO0YJIMHOB).
CungpoMm O€IKOBOMl MAaTONOTMU HMEET CIEAYIOIUE KIMHUKO-Ta00opaTOpHbIE
MPOSIBIICHUS.

1. 'unepnporenHemMusi — cojepkaHue oOIIero Oejka B KPOBH BO3pPACTAET, KaK
npaBuiio, Bbime 90-100 r/m m gocturaetr B HEKOTOphIX ciaydasx 150-180 r/m.
I'mnepnporennemus oOyciioBjieHa TUNEePrio0yInHEMUEH, KOJIMYECTBO
aTbOYMUHOB B CHIBOPOTKE KPOBHM CHUXkaeTcs. [ uneprnporenHeMue 00bsICHSIIOTCS
Kaxkaa, CyXOCThb KOXKH U CIHU3UCTBIX 000J0uek, pe3koe yBenuuenue COD,
CIIOHTaHHAs arrJIIOTUHALMS YPUTPOLIUTOB.

2. CHIKEHHE COJIepKaHUs B KPOBU HOPMAJILHOTO raMMa-TJI00yJINHA,

3. Hanuume M-kommnoHeHTa (TpagueHTa) Ha 3nekTpodoperpamMme OEIKOB
CBIBOPOTKM KPOBHM B BHJE YCTKOW HWHTCHCUBHOH TOMOTEGHHOH IIOJIOCHI,
pacrionararomieiics B 00actu y-, -, pexxe anbda2 -rIo0yIMHOBOM (Ppakiiuu; mpu
muenome benc-J>xonca M-rpaireHT OObIYHO OTCYTCTBYET. B TUIHMYHBIX Cllydasx
MHUEJIOMHON 0OJIe3HH OOBIYHO YBEJIMYEH YPOBEHb KaKOro-inbo OJHOTO Kiacca
UMMYHOTJIOOYJIMHOB M B TO )K€ BPEMSI CHUKEHO COJIepKaHUE UMMYHOTJIOOYJIMHOB
JPYTUX KJIACCOB.

4. Crolikasi poTeuHypHUsi, O0OYCJIOBJICHHAS HAJIUYUEM B MOYE IMATOJIOTHYECKUX
UMMYHOTJIOOYJIMHOB WJIM M30BITOYHOM CEKpelHeil MOHOKJIOHAJBHBIX JIETKUX
neneit UMMyHorIo0ynuHoB (6enkoBoe Teno benc-Jl>xoHca)

5. Pa3Butue ammiionno3a HaOmonaercst y 15% O0IbHBIX MUEIIOMHON OOJIE3HBIO.
VY CcTaHOBJIEHO, YTO B OCHOBE aMMJIOMI03a JIeKAT MOHOKJIOHAJbHBIC JIETKUE IIeTH
UMMYHOTJIO0YJIMHOB. AMUJION103 MOXET OBITh JIOKAJIbHBIM WJIM CUCTEMHBIM.

MuenomHas HedponaTusi — HauboJiee YacThIi BapHaHT MOPKCHUS
noyek mnpu MM, 0OyCIOBIEHHBIH CEKpelue U OKCKpeluer ¢ Mouoi
MOHOKJIOHAJIBHBIX JIeTKUX Iienel (Oenka benc-JI)koHca), XapaKTepU3YIOIHIACS
oOpa3zoBaHreM OENTKOBBIX IWIMHIPOB B AUCTAIILHOM OT/ENIEC KaHaJbIa, PAa3BUTHEM
TyOYJOMHTEPCTUIIMAILHOTO BocnayiecHuss W (ubpos3a. JlocTuras AHCTAIBHOTO
oT[eNa KaHalblla, JIETKUE IEMU CBs3bIBalOTCS ¢ OenkoMm Tamma-Xopcdamna u
o0pa3yloT OeNKOBBbIC NUIUHAPHL. BceieacTBie BHYTPUKAHAIBIIEBOW OOCTPYKIIMH
COIEP)KUMOE  KaHalblIeB NPOHMKAeT B  HHTEPCTULMI. DTOT  MpoOIECcC
compoBoknaercs murpanuerd T-mumbonuToB W Makpodaros, HHIYITUPYIOIIAX
TyOyJIOMHTEPCTUITMAIBHOE BOCTIaJICHUE U (PUOPO3.

MuenomHast HegpornaTusi B A€0I0TE BBI3BIBAET OCTPOE MOBPEKICHUE MOYEK,
OJTHAKO B TIOCIICTYIOIIEM MOXET C(POPMUPOBATHCS MHTEPCTUIIUATBHBIN (PUOPO3 U
XBIL. Ilpu penykuum jerkux uneneil B pe3ynbrate XT O€NKOBbIE MUJIMHAPHI
PErpeccupyroT, UTO MPUBOAUT K YIYUIIECHUIO (DYHKIIUU MTOYEK.



Jiss  MuenoMHOW — HeppomaTMuh  XapakTepHa  BBICOKAas  CeKpeuus
MOHOKJIOHQJIBHBIX JIETKUX Lenel. VX CeKpeuuro BBIABISIIOT NPU HUCCIEAOBAHUU
CHIBOPOTKHM KPOBU M MOYU METOJOM MMMYHO3JIEKTpodope3a u UMMYyHO(DUKCAITUH.
Ecnun ykazannsiMu Metogamu 6enok benc-/[)koHca B CHIBOPOTKE HE BBISIBISETCS U
cojepkanue ero B Mode He mpesbimaer 200 mr/cyr, a Takke y MAlUEHTOB C
aHypued  1enecooOpa3HO  HCMOJIb30BaTh  KOJIMYECTBEHHOE  OINpPEJCICHHE
cB0OOHBIX JILI CHIBOPOTKM M WX COOTHOLIEHWE. PUCK pa3BUTHA MHEITOMHOM
HeponaTuu yBEIMYMBACTCA MPU KOHIEHTPAIMM MOHOKIJIOHAJBHBIX CBOOOJHBIX
JILI B ceiBopotke Gosee 500-1000mr/n, xonuuecTBe Oenka benc-J[>koHca B Moue
Oounee 2r/cyT.

HuddepennmanbHyo TUarHOCTUKY TMPOBOJAT, MPEXKAEC BCEro, ¢ APYTrUMU
BapuaHTaMH TOpakeHus noyek npu MM, npexne Bcero ¢ AlL-amunmoumo3om u
00JIe3HU JICTIO3UTOB JIETKUX IETICH.

Cungpom BHUCLIEpPaTBHOM TMATOJOTHMU - BBIPAXXEHHOE MOPAXKEHUE MHOTHUX
BHYTPEHHUX OpraHOB HaOJNIOAAeTCs TIPU TEHEepalu3allii MaTOJOTUYECKOTO
mpoiiecca W Pa3BUTUU B HHUX OIYXOJICBOW IUTA3MOKJIETOYHON WHQWIBTpAIUY.
Hanbonee wdacThiMU JOKATU3AMUSAMU ODKCTPaAMEIYJUIAPHBIX TOPAKECHUH TIPU
MHUEJIOMHON OOJIE3HU SIBIIAIOTCS TI€YEHb, CEJIE3€HKa, peke — IJIEBpaIbHbBIE
000JIOUKH, KEITyAOYHO-KUIIICUHBIN TPAKT.

CHUHIIpOM BTOPUYHOTO HUMMYHOJE(HUIIMTA - BTOPUYHBIM UMMYHOIAEHUIIUT
Opyd MHEJIOMHOM OOJI€3HH pa3BUBAETCS BCIEJCTBUE PE3KOTO YMEHBIICHUS
OPOAYKIIMU HOPMAIBHBIX HWMMYHOTJIOOYJIMHOB, Y€MYy CIOCOOCTBYET BBICOKAS
aKTUBHOCTh  TpaHchopmupyromero pocroBoro  (akrtopa . Cunmpom
HEJOCTaTOYHOCTH  AHTUTEN  MPOSBISETCA  YacThIMH  HH(PEKIUOHHBIMH
OaKTepHAIbHBIMU OCJIOKHEHUSIMA CO CTOPOHBI JIETKUX W OpOHXOB (4acTele,
PEIUANBUPYIOIINE OPOHXUTHI, THEBMOHUHU), MOYEBLIBOASIINUX TyTeW (IIUCTHUTHI,
nueIoHeppuUTHI).

HeBponoruueckuii CHHIPOM - MOpPaKEHUE HEPBHOM CHUCTEMBI Y OOJIBHBIX
MHUEJIOMHOU OOJIE3HBI0 00YCIIOBICHO IMIa3MOKICTOUHON MHPUIBTPAIMEH TBEPIOi
MO3TOBOM 000JIOUKH, HATUIMEM IKCTPAAYPATbHBIX MUEIOM, U3MEHEHUSMH KOCTEH
yeperna W IO3BOHKOB, KOMIIPECCHEH  HEPBHBIX CTBOJIOB MHEIOMHBIMU
paspactanusiMu. HauOonee yacto mopakeHUE HEPBHOM CHCTEMBI MPOSBIISIETCS
nepudeprdecKor HelponaTHel M BBIPAXKaeTCs B MBIIICYHON CIIa00CTH, CHIDKCHUHU
TAaKTHJIBHOM W 0OJIECBOM  4YYBCTBUTEIIBHOCTH, MapecTe3usiX, CHIKCHUU
CYXOXHUJIBHBIX pe(IeKCOoB.

[M'unepkanbuueMUUEeCKUl CUHIPOM -TIOBBIIICHUE COJIEPXKAHUS KaJbLUS B
KpoBH peructpupyetrcs y 20-40% O0NbHBIX, Yallle BCET0 B TEPMUHAIBHON CTaIUU
3aboneBanus. ['unepkaapiueMusi 00ycI0BIE€HA BHIMbIBAHUEM KaJbIUs U3 KOCTEH B
CBSI3M C OCTEOJIM3UCOM U TPOSIBISAETCS TOWIHOTOW, PBOTOM, COHJIMBOCTBHIO,



3aTCMHCHHHUECM CO3HAHMUA, HOTepeﬁ OpHUCHTAalU. KpI/ICTaJ'IJ'IBI KaJlbIIHuA TaK¥XKC B
0OJBIIOM KOJHYECTBE OTKJIAJAbIBAIOTCA B UHTCPCTULIMAJIbHYIO TKaHb ITOYCK.

TepMuHabHAS CTaaAUA.

TepMunanbHasg cTaauss MHUETOMHOW OOJE3HM XapaKTEpPU3YEeTCS  TAKEIbIM
KIIMHUYECKUM T€YEHUEM, PE3KUM 000CTPEHHUEM BCE CUMITOMATUKH 3a00JI€BaHMUS,
BBIPQ)KEHHBIM IIPOTPECCUPOBAHUEM XPOHUYECKOW IMOYEYHOM HEAOCTATOYHOCTHU
BIUIOTh JO Pa3BUTUS YPEMUYECKOH KOMBI, YCYT'yOJICHHEM aHEMUH, TSKEIbIMU
MH(PEKIIMOHHO-BOCHAIMTENbHBIMU ~ MpolieccaMd. B TepMuHanmbHOM  cTaauu
3a0oseBaHusl OBICTPO MPOUCXOJUT pa3pylIEHUE KOCTEH, MUEIOMa MpOpPacTaeT B
OKpYXalolllue MSTKHe TKaHW, BHYTPEHHUE OPraHbl, MO3TOBBIE OOOJIOUKHU; PE3KO
YCWJIMBAIOTCS CUMIITOMBl MHTOKCHKALIUM, MOSIBISETCS BBIpaKEHHAs JIMXOPAJKa,
OOJbHBIE  XYACIOT; BO3MOXHA TpaHchopMalus MHEIOMHON OOJe3HH B
auM@ocapKkoMy WIIM OCTPBIN M1a3MOOIaCTHBIH JICHKO3.

JlabopaTopHasi H MHHCTPYMEHTAJbHASI TUATHOCTHKA.

[ToMuMO OOIIEKIMHUYECKUX JTA0OPATOPHBIX HMCCICAOBAHUM MAlMEHTaM C
MHOKECTBEHHOW MUEIOMON HEOOXOAMMO MPOBECTH BBIMOJHUTH KOATYJIOTPaMMY H
OLICHKY CYTOYHOU moTepu Oenka. Takxke HEOOXOIUMO ONPENETUTh COOTHOIICHHE
OenkoBbIX (pakuuii B KpOBM (KpOME TMALMEHTOB C HECEKPETUPYIOUIEH,
BSUIOTEKYIIE MHUEIOMOM M MHUEJIOMOM JIETKMX Ienel) M MOoYe METOJ0M
anekTpodope3a C  KOJUYECTBEHHBIM  ONPEEICHHEM MOHOKJIOHAIBHOTO |
MOJIMKJIOHAIBHBIX WMMYHOTJIOOYJIUHOB M [B2-MHUKPOTJIOOYJIMHA M HCCJIEAOBAHUE
MOHOKJIOHAJTBHOCTH MMMYHOTJIOOYJIMHOB B KPOBHM M CYTOYHOW MOYE METOIOM
UMMYHO(HUKCAIIUA C KOJMYECTBEHHBIM OIpe/IelieHneM YpOBHS M-rpaaueHra.
PexomennyeTcst onpeenaeHue conepkaHusi CBOOOIHBIX JIETKUX IENel B KPOBH JIJIs
YTOYHEHUS aKTUBHOCTM OCHOBHOTO 3a00JeBaHUS WJIM JUIsl OLIEHKH OTBETa Ha
TEpaInuio.

bera2-mukpornoOynmH MpeACTaBIsET coboit JIETKYIO LEMb
uMMmyHornoOynuHa, antureHoB I kmacca HLA-cuctembr (HLA-A, -B, -C) Ha
MOBEPXHOCTH KJIEeTOK. KonnuecTBO ero moBbIIIAETCS HNPU MUEIOMHON OOJIE3HU U
OCTAeTCsl HOPMAJIbHBIM ITPU BTOPUYHBIX MOHOKJIOHOBBIX FaMMamnaTHUsIX.

Taxxe MPOBOAUTCS OmpeielIeHHE YPOBHS MOJIMKJIOHABHOTO
MMMYHOIJIO0YJIMHA, onpenesienne mapkepoB renatuta B u C, BUY.

BoinonHsiercst crepHaibHas MYHKIHMST KOCTHOIO MO3ra, IUTOJOTHYECKOE
(Muenorpamma) 51 UMMYHO(EHOTHITYIECKOE (MeTonom MIPOTOYHOM
uuropayopumMeTpun) ucciaegoBaHue Mazka KM s moaTBepkAeHUS U
dbopMynupoOBaHUS TUArHO3a, a TAKKE TPEIAHOOMOTICHS.



HeoOxonuMo  BBIMONHUTH  LUTOreHeTHueckoe  uccinegosanue  I1IK
(xapuotunupoBanue u FISH) nns BeisiBineHus: Hanboiee MPOrHOCTUYECKU BaXKHBIX
UTOTCHETUYECKUX aHomanuit: t(4;14), t(14;16), t(6;14), del 17p13, t(11;14),
dell3, mionaHOCTH U UBMEHEHHUI XPOMOCOMBI 1.

Jns nuarHoCTHKUA mNopakeHuil ckenerta BbinonHseTcs KT Bcex oTaenos
MMO3BOHOYHUKA, TPYAHOM KJIETKH, Taza (MpearnoyTreHue ornaercs Hu3koao3Ho KT
BCEro CKeJleTa) JUisl YTOUHEHMs] HaJIW4Yus U PacHpOCTPAHEHHOCTU MOPAKEHUS
KOCTEW, BBISBIICHUS! KOCTHBIX IIJIA3MOLIMTOM C ONPEAEICHUEM MX pa3MepoB. [lpu
HEBO3MOKHOCTH — BBIMOJHUTH PEHTT€HOTpaduro.

Bcem manmentam ¢ BepuduiupoBaHHoii MM mnepen HayaioM Tepamnuu
PEKOMEHAYETCS ISl CBOEBPEMEHHOTO BBISABJIEHUS COIYTCTBYIOIIEH MATOJOTUUA CO
CTOPOHBI CEpPJICYHO-COCYJIUCTOM, JBIXaTECIbHOW W MHUIIEBAPUTEIIBHOU CHUCTEM,
onpeseneHs HeoOXO0IUMOCTH MPOPUIAKTUKA WM JIEYEHUSI COOTBETCTBYIOIIECH
KOMOPOUTHOCTH BBITIOJIHUTH CIIETYIOIINE UCCIIeIOBAHUS:

® 3JeKTpoKapauorpaduio;

® sXoKapauorpaduio;

® yIBTPA3BYKOBYIO JAOMILIEPOrpaduio cocy 0B (apTepuil U BeH) HIKHUX
KOHEUYHOCTEH;

e penrrenorpaduto win KT opraHoB rpy/iHON KJIETKH;

e 330(haroracTpoIyo/IEHOCKOIHIO.

Jleuenue

[TanmenTam ¢ Tieromed (60ecCHMOTOMHON) MHEIOMOW crernudpudecKas
Tepanusg He pekomenayercs. Ilammentam ¢ cumnromathdeckon MM
pPEKOMEHyeTCsl Hadajao Crenu(uueckoil MpOTHUBOOIYXOJEBON Tepanuu. TaKTHKa
BEJICHUS MAIlUEHTOB MOJIOKE 65 JET W MOXKUJIBIX MAUUEHTOB oTiauyaercs. s
JICYCHHsI «TEPBUYHBIX» TAIMEHTOB Moyioxke 65 nmer ¢ MM 6e3 cepbe3HOi
COMYTCTBYIOLIEH MATOJOTHUH B MPOTrpaMMy JI€YEHHUS BKIIOYAIOT BBICOKOAO3HYIO
xumuotepanuto (BIXT) ¢ Tpancrnantanueit ayro-TI'CK. ITanuentam crapuie 65
JeT WIM MOJOJBIM JIMIAM C KIMHUYECKH 3HAYMMbIMH COIYyTCTBYIOUIUMU
3a00IeBaHUSIMU ~ CJIETYyeT PEKOMEHJOBaTh KOMOWHAIIMM Ha OCHOBE HOBBIX
nekapcTBeHHbIX npenaparo 0e3 atana BJIXT c ayro-TI'CK.

[TaquenTtam ¢ BOepBbIE AWMArHOCTUpPOBaAaHHOM MM — He KaHaujatam Ha
BIAXT c¢ ayro-TT'CK — pekoMmeHayercss Je4eHHME OAHOM U3 MOpOrpamMm cC
BKItoueHueM Ooptezomuba — VMP wnu VD, B kadecTBe anbTEepHATUBBI
npumensiercst neHanuaomun (Rd, MPR), nubo npoBenenue tepanuu KOMOUHALIMEH
OengamycTuHa U nipegnusoiona (BP).

[Tanmentam ¢ BnepBbie BbIsIBICHHONM MM B Bo3pacte no 65 ner, a Takxke
naupeHTam 65—70 JeT ¢ XOpOIIUM COMATHYECKHM CTaTyCcoM O€3 TshKeNbIX



COIyTCTBYIOIUX 3a00JieBaHUM, KOTOPBIM IUIAHUPYETCS KOHCOJNMIAIMS ayTo-
TI'CK, B xauecTBe MHAYKLIMOHHON TEpallMM PEKOMEHAYETCS NPUMEHATH OJUH U3
CIIEYIOIUX PEKUMOB TepaInu:

Bboprezomub/muknopochamun/nekcamerason (VCD)
Boprezomun6/nokcopyounmn/nekcamerazon (PAD)

Bboprezomub/nexcamerazon (VD).

Coop TI'CK kpoBu mpou3BOAMTCS MOJ JaOOpPAaTOPHBIM  KOHTPOJEM
KOJIMYECTBAa CTBOJIOBBIX KPOBETBOPHBIX KIETOK B TNEepUPEpPUUYECKON KPOBH H
adepe3HOM TMPOAYKTE METOJOM MPOTOYHOM IUTOMETPUHU [JIsl TOCIEIYIOLIEro
BbinoHEeHUs: ayToTI'CK. IlanmuenTtaM, JOCTUTIIMM TIOJHOM pPEMHUCCUU WJIHU
YaCTUYHOM PEMHUCCHUH TIOCJIE MHIYKIIMOHHOW Teparnuu, B Ciiydae yCcrenrHoro coopa
I'CK xpoBu pexkomennyetcs BbinojgHenue BJIXT mendananom u mocnenyromieit
TPaHCIUIAHTALUU ayto-TT'CK. [Tocie TPaHCIUIAHTALIUU IIPOBOJUTCS
KOHCOJIMJUPYIOIIAsi Tepanusi. KOHCOJUIUPYIOIIYIO TEpauio LeJIeco00pa3zHo
HaynHaTh 4epe3 3 wmec. nociae ayroTT'CK, mocne mnomydeHus pe3yiabTaTtoB
KOHTPOJIBHOTO ~ 00CJIeIOBaHMS, TOATBEPIAUBIIETO OTCYTCTBHE  IPOTPECCHUH
3aboneBanus. KoHconmuaupyromas Tepamnusi BKItodaeT B ceOs mpoBenaeHue 2—3
kypcoB (Hampumep, VCD, VRD). OmauM u3 BapHaHTOB KOHCOJUJAUPYIOIIETO
JICYEHHsI Y TAIIMEHTOB, Y KOTOPHIX ObLIO coOpaHo aocraTouHoe konuyecTBo ['CK,
MOXET paccMmaTpuBarbcsa 2-a (Tanaemuas) ayto-TI'CK. B Hacrosiee Bpems
pAIOM  KPYHHBIX MHOTOLICHTPOBBIX  HMCCJIEAOBaHUM  TOKa3aHO 3HAYEHUE
NOJJIEpKUBAIOLIEN Tepanuu, Ha3Hadaemoil nocne 1-it wim 2-it ayro-TI'CK. Ilpu
ATOM B KayeCTBE TEpareBTUYECKUX MPErnapaToB paccMaTpuBaioTcs 0opre3omMud B
no3e 1,3 Mr/m xaxpie 2 Hel. B TeUeHHUE 2 JIET WK J0 MPOTPECCUH U JICHATUIOMU
B 03¢ 10—15 mr/cyT B Tedenue 1—2 JieT uiu 10 TPOrpeCcCHH.

JleyeHue mManmweHTOB ¢ MHUEIOMHOM Hedporathe moapa3symeBaeT Kpome
MPOBENICHUS XUMHUOTEPAIUU, KOPPEKIHI0 (HaKTOPOB, YXYAIIAMOIMUX ¢(YHKIIAIO
nmouek. [ OoprObl C nmeraapartanueil MCKIIOYAIOT NPUMEHEHUE IUYPETHKOB.
BBonsar He meHee 311 (GU3MOTOTHUYECKOTO PACTBOPA B CYTKH MIPH OTCYTCTBUU OJIUTO
n anypuu. Ilpu CHWXKEHUM [Hype3a KOHTPOJb BBEACHUS  KUIKOCTU
ocymectrigercs no LIBJI. He cnenyer ncnonb30BaTh THIOOCMOIISIPHBIE PACTBOPHI
(5% pactBop nekctposbl). Ilpu rUNEepBUCKO3HOM CHUHIPOME MPOBOAST CEAHCHI
miazmodepesa. OtMensroTcss npemapatsl, cHmwkatomue CK® (mAlldD, BPA),
UCKITIOYAeTCs TMpUMEHEHUE HePPOTOKCHYeCKuX mpemnapatoB. [Ipu pasBuTum
TUTNEPKATBIIMEMHUH UCIIOJIb3YeTCS KadbIIUTOHUH, OuchOCchOHATHI, OECKATBIIUEBBIN
pacTBOp A remonuanusa. [lpu pa3Butun MeTaboIMYecKoro anuao3a (CHUXKEHUE
pH no 7,12 u Huxe) HEOOXOUMOBYHTPUBEHHOE BBelleHHE 5% pacTBOpa HATpuUs



ruapokapoonata 200-400mu. Ilpu XpoHHMUECKOM METa0OIMYECKOM alua03e
Ha3HAYAIOT OCHOBaHMS nepopaiibHo (Tadsierka NaHCO3).

[Toueunasa HenmocraToyHOCTh Npu MM — nokazaHue K HEMEIIECHHOMY
Havany XT, Tak Kak yhaydimieHue (QYHKIUM TOYEK BO3MOXKHO TOJIBKO TMpHU
penykuun onyxond. XbII, B ToOM uyucne nuanus-zaBUCHMMasi, HE SBISAETCSA
MPOTUBOIOKA3aHUEM K BBINOJIHEHUIO BBICOKOJM03HOM XT C TpaHcmiaHTtauuen
ayTOJIOTUYHBIX CTBOJIOBBIX KJIETOK.

PeunauBel mpy MM Heusz0exkHO HACTYMalOT y OOJBIIMHCTBA MAIIMEHTOB.
BeiGop mporpaMmbl  JICUEHHS  PEUUAMBOB  3aBUCUT OT 3()PEKTUBHOCTHU
NPEAUIECTBYIONIECH Tepanuu, IJIATEIBbHOCTA PEMHUCCHUM, COCTOSIHHMS M BO3pacTa
NAalMEeHTa, COIMYTCTBYIOIIEH TATOJOTMA M  OCJIOKHEHUW, COMPOBOXKIAABIINX
nepBoHavyabHyt0 Tepanuto. [Ipu mo3gHux peruauBax (cmycts 12 mec. mocne
OKOHYaHUs TMPEIIIESCTBYIONIETO JICUCHHS) BO3MOXKHO BO300OHOBJIICHUE MEPBUYHOMN
tepanuu. [lpu panHux peuuauBax u pedpakrepHoit MM HeoOxoauma cmeHa
OpOrpaMMBbl JICYEHUS C BKIIOUYEHHUEM MPENaparoB C JPYrUM MEXaHU3MOM
neuictBus. Ilosropuyto BJAXT ¢ ayro-TI'CK npu penuauBe 1ernecooOpazHO
MPOBOJINTh TOJIBKO B TEX Cly4dasx, Korga pemuccus mnociue nepod BJIXT
npojaoJbKaiack 2—3 roja.

[Tariuentam ¢ MM, y KOTOpBIX BBISIBISIETCS YPOBEHb UMMYyHOTI00ynuHa G
<5 r/m W oTMeHalTCi peUUAMBUpYIOIIME OakTepuanbHble HH)EKIUH,
PEKOMEHJIOBAaHO MPU  HAJIMYUM  BO3MOXKHOCTHM  IIPOBEIECHUE  ITOCTOSSHHOM
3aMECTUTENIbHON Tepanuu BHYTPUBEHHBIM WMMYHOTJIOOYJIMHOM MJi CHUXKEHUS
pucka HWHGPEKIIMOHHBIX ocioXkHeHHH. IlanmmertTam ¢ MM npu BO3HUKHOBEHUU
OCTPOT0 WU XPOHHUYECKOTO OO0JIEBOIO CHHAPOMA PEKOMEHAYETCS YTOYHECHHE
ATUOJIOTUU OO0JIM; TIPU BBISBICHUN OYara BOCIAJICHUS — MIPOBEICHUE HEOOXOAMMBIX
MEpOIPUATUN 1O JIEUCHHUIO O4Yara BOCHAJEHHS COTJIACHO COOTBETCTBYIOIIUM
KIIMHUYECKUM PEKOMEHIAlUAM (BKJIIOYas MPU HEOOXOAMMOCTU XHUPYPrHUECKOe
JICYCHHE); TIPU HCKIIFOYCHUH HWH(EKIIMOHHO-BOCTIAIIUTEILHON MPUPOIBI OOJIEBOTO
CUHApPOMA PEKOMEHIYeTCs TMpoBeAcHHEe 00e300auBaromell Tepanuu COrjIacHo
CYIIECTBYIONIMM  MPOTOKOJaM  00e30ommBaHust  (CM.  COOTBETCTBYIOIIWE
KIIMHUYECKUE PEKOMEH AU TI0 XPOHUYECKON 00N, KITMHUYECKHE PEKOMEH AU
[0 AaHECTEe3UOJIOTMH), B TOM YHCIE€ MO TMOKa3aHUusIM — C MPUMEHEHUEM
HAPKOTUYECKUX M TMCUXOTPOIHBIX JIEKAPCTBEHHBIX IIPEMAPATOB C YYETOM
BO3MOXHBIX  IPOTHMBONOKA3aHWM,  CBSI3aHHBIX C  LWTONECHUEW, HHBIMHU
KIIMHUYECKUMU CUTYaLHSIMH.
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