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Pasgen I. TEMATONOI A

1. AHeMuun

1.1.
TEMA: Knaccngmkaums aHemnii (CmunpHosa J1.A.)

YYEBHbIE BOINPOCHI:

1. OnpepgeneHne NOHATUSA aHEMUS.

2. Perynauma apuTponoasa.

3. MpuHUMNbI Knaccuprkaumm aHeMuid.

4. MNaToreHeTNYeCcKas Knaccugukaw s aHeMui.

1. OnpepeneHne NOHATUA aHEMUSA.

AHEMUA — 3TO CHMIKEHWE YPOBHA remMornobmHa M 3puTpoLUTOB B
eANHNLE O0O6beMa KpPOBW, MNPUYEM ONPeAEeNstolWmM B 3TOM MOHATUK
ABNAETCA NPU3HAK CHUXEHUSI reMorniobnHa. Bo3MOXHbI CUTYyauuK, Korga
YPOBEHb TeMOrn06MHA CHUKEH, a KO/IMYECTBO 3PUTPOLUTOB OCTaeTcs B
npefenax HOPMbl, 3TO XapakKTePHO AN TMMOXPOMHbIX aHEMUW, SPKUM
npeAcTaBuTeNIeM KOTOPbIX SABNAETCA XKene3oaehuymtTHas aHeMums.

[Mpwn TpakTOBKE NOKa3aTesieil reMornobuHa n 3puTPoOLMTOB B eANHULE
obbema KpOBM cfneflyeT MNOMHUTb O TaKUX COCTOSHMSIX, Kak
(m3nonornyeckas ruapemms  OGepeMeHHbIX, Korga WMeeT  MecTo
yBe/IMYeHne 0b6beMa LMPKYyNMpyoWwei nna3Mbl. HaobopoT, npu peskoin
NnoTepe >XMUAKOCTU (0XOruW, Auapesi, pBOTa) MMEETCA CHUXKeHWe 06bema
LIMPKYIMPYIOLLEIA Nnasmbl U OTHOCUTE/IbHOE YBENYEHUE TEMATOKpUTa, B
3TOM C/ly4ae UCTUHHAaA aHeMMUSA MOXKET MacKmpoBaTbCs (Tak Ha3blBaeMoe
«CryLleHe KpoBu»). bonee WHMOPMATMBHLIM TOKasaTe/leM B TakMX
CUTYaUMAX ABNAETCA M3MEPEHME 06beMa UMPKYINPYOLWMX 3pUTPOLMTOB
(OU3). OU3 ana myxumH B Hopme 29-30 MA/KF, a A9 YKEeHLUWH
(hepTUILHOIO Bo3pacTa — 22-23 M//Kr Beca.

2. Perynauusa sputponoasa.

[NaBHbIA  perynsaTtop 3spuTpono33a — TrOPMOH 3PUTPOMO3TUH,
BblpabaTbIBalOLMICA B HOKCTar/IoMepy/nspHOM  arnnapare  MNoyek.
Perynatopom NpoAyKUWW camoro 3puTpono3aTUHa ABNSETCA HanpsXKeHue
K1cnopoda B MOYKax, He 3aBUCUMOE OT (PYHKLMOHaNIbHOW aKTUBHOCTY
opraHa. OnpegeneHHoe 3HayeHWe B CTUMYNALMM 3PUTPOMNO33a WMEKT



aHApOreHbl, KOPTUKOCTEPOMbI, TOPMOHbI LLMTOBUAHONW Xene3bl KOTopble
CTUMYNMPYIOT 3PMPPON033. SCTPOreHbl YrHETAOT 3PUTPOMNO033.

3. MpuHUMNbI KnaccnpmKaumm aHe MAA.

CyLLeCTBYeT HeCKONbKO KacCcugukaumin aHemnii. B 0CHOBe KaxKaoi
KnaccumKkaumMm NeXuT KakoW-TO OAMH Npu3HaK: MOPG0IOrMyecKui,
NaToreHeTUYECKNIA, 3TUOMOTUYECKWIA.

B mopdonornyeckon KnaccuukaumMm aHeMUin 3a OCHOBY B3AT
Nnpu3Hak — pasmep aputpouuta. MNpn paboTe CO CBETOBLIM MUKPOCKOMOM
pasmep apuTpoumnTa. MNpy paboTe CO CBETOBbIM MWKPOCKOMOM pasmep
apuTpoumnTa oueHmBaetca no anametpy (Togmopos IM., 1963, Koct E.A.
1975, Kaccupckuii N.A. 1970). Kak M3BECTHO, AWAMETP HOPMaslbHOro
apuTpounTa pasBeH 7,2-7,5 MMUKPOHOB (MKM), Takue 3pUTPOLUTSI
Ha3bIBAKOTCA HOpPMOLUMUTaMW; 3PUTPOLNTLI C AMaMETPOM MeHee 6,5 MKM
Ha3blBatOTCA MUKPOLUTLIMU; 3PUTPOLMTBLI C AMaMETPOM 060nee 8 MKM —
MakKpoLuMTamn, a 3puTpouuTbl C AMaMeTpom 6osee 12 MKM Ha3blBaOTCH
MeraioumMtamn. W3mepeHue [AuvameTpa 3pUTPOLUTOB NpPOBOAUTCA C
MOMOLLHO OKYNAP-MUKPOMETPA.0AHAKO AnameTp apuTpoumnTa
HefOCTaTOYHO TOYHO OTpaXKaeT pa3Mep K/eTKW, OCOOGEHHO ecnin ecTb
N3MEHEHME  (DOPMbl  3pUTPOUMTOB  (OBa/IOLMTO3,  IIMTOLMTOS,
NMonKMnouMTo3). B CBA3M C 3TUM B COBPEMEHHbIX reMaTO/IOrMYecKnX
aHanmM3aTopax pasmep apuTpounTa XapakTepusyeTca 60n1ee 06bEKTMBHbLIM
nokasaresiem — cpeiHUM 06bLeMom apuTpounTta (MCV).

Tabnuua 1. Mopdonornyeckasa Kriaccmmkaunsa aHemMunia

Mopdonornyeckui O6bem AnameTp
TUN aHeMuii apuTpoLmuTa | apuTpouuTa (MKM®) (MUKPOHbI)
HopmouuTapHble 80-98(100) 7,2-1,5
MwuKpouuTapHble meHee 80 MeHee 6,5
MakpounTapHble 6onee 98 (100) 6onee 8,0

B KNMMHNYECKON NpakTUKe NMoKa eLle He YTPaTuio CBOEro 3Ha4eHus
[efleHne aHeMuii Mo usetoBomy nokasarento (LiM). 3T1oT wmHAekc
TpaAMUMOHHO BXOAMT B COCTaB 06LLero aHanmsa Kposu. Mo LM aHemun
[ensAT Ha HOPMOXPOMHbIE, MpoTeKalowme ¢ HopManbHbiM LIM (LM =
0,8-1,08); runoxpomHble ¢ LIM meHee 0,8 n runepxpomMHble ¢ LM 6onee
1,1. BaxHeilwmm HegoctaTkom LI ABNsieTcs TO, YTO OH 3aBUCUT He
TO/IbKO OT COAepXaHWa remMornobmHa B 3puTpouMTax, HO M OT UX
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pasmepa 1 popmbl. bosiee 06bEKTUBHBLIM M TOUHBIM AB/SETCA MOKa3aTe/b
— CpeAHee copepXaHue remorsiobuHa B ogHom 3puTtpoumte (MCH).
HopwmanbHas BennumHa MCH y B3pocnoro konebnetcs ot 27 ao 33
nukorpammoB (nr) Ha 1 apuTpouunT.

B 3aBMCMMOCTM OT (PYHKLMOH&IbHOTO COCTOSAHWA KOCTHOrO MO3ra,
ero Croco6HOCTM K pereHepauum, aHeMun NoapasfenstoTcs Ha:

FTMMNEPPETEHEPATOPHDbIE:

A. C HopmMoGnacTMyecKMM TWUMOM 3pUTPOMo33a: 6e3 HapyLleHns
CO3pEeBaHNA; C HapYLLUEHNEM CO3PEBAHNS;

b. C merasio6/1acTM4ecKnm TUMOM 3PUTPON033a;

FMNO-, APETEHEPATOPHDbIE.

CornacHo  BbILUEU3NIOXKEHHOMY,  XXKene3ogeuuutHad  aHemus
ABMSAETCA TUMOXPOMHON, MWKPOLMTAPHOW, ruUneppereHepaTopHon, c
HOPMO6/1aCTUYECKUM TUMOM 3PUTPONO33a, C YMEPEHHbIM HapyLLIEHNEM
CO3peBaHNA 3a CHET 3aAePXKKN reMorniobuHnsaymm HopmMmo61acToB.

Bio-aedhmumtHad aHeMmn s, COracHO TEM XKe KPUTEPUAM, OTHOCUTCSH K
FMNEePXPOMHO  MAaKOLMTapHOMW, TUMeppereHepaTopHoOM aHemum C
MaTosI0rnyeckM Merano6/1acTMYecKUM TUNMOM KPOBETBOPEHU A.

OcTpas noctremopparMyeckass aHemms — 3TO HOPMOXPOMHas,
HOpPMOLMTapHas, runeppereHepaTtopHas ¢ HOPMOOGMACTUYECKUM TUMOM
KPOBETBOPEHUSA 6e3 HapyLUeHWs CO3peBaHNS.

Pa3feneHne aHeMWil TONMILKO MO MOPQOSIOrMYECKOMY MPU3HaKY
NPUBOAMT K 00 beANHEHMIO Pa3/IMYHbIX MO CBOEMY NaToreHe3y aHeMUiA B
OfHY rpynny, HepauMoHa/IbHO C TOYKM 3PEHNA NIeYEHN S,

Mo cTeneHn TsKeCcTM (HE3aBMCMMO OT 3TMOMIOTUKN, MATOreHesa,
MOpP(gO/IOrMYecKoro  Tuna) aHemMmum [OendaT Ha OCHOBE  YPOBHSA
remornoouHa:

- 110-90r/n — aHeMWA NErKou CTereHu;

- MeHee 90 r/n oo 70 r/n —aHeMusi CpeiHein CTENEHM TSHKECTN;

- MeHee 70 r/n — TsKenas aHemus.

4. MNaToreHe TMYecKasi Knaccugukaumsi aHeMui.

[na TepaneBTa Hambonee yao6Ha paboyasi MaTtoreHeTUYecKas
Knaccudumkauma avemuin - (J1.1.  MpenbcoH, 1985r.), NOCKONbKY
Knaccuukauma aHeMuini Mo 3TUONOrMYECKOMY MPUHLUMNY  OYeHb
o6lmMpHa 1 HeyaobHa ANd KAMHMUMCTa-TepaneBTa, NaToreHeTUYecKmX
MEXaHM3MOB OrpaHuWYeHHoe KONMYeCTBO. MaToreHeTMYecKas
Knaccumkauma — gaet  HaydHo  0OOCHOBaHHOe  HarnpaBs/ieHue



ANarHOCTUYECKOMY MOUCKY W MaTOreHeTuyeckn 0OOCHOBAHHOMY
NeYyeHuIo.

1.0cTpasa noctremopparnyeckan aHemus.

2.2KenesogeunTHas aHeMUS.

3.AHeMUWN, CBA3aHHbIE C HapyLUeHWeM CUHTe3a Wu yTunansauunm
nopgpupnHOB.

4. AHEMNW, CBfA3aHHble C HapyweHnem cuHTe3a OHK u
PHK(merano6nacTtHble).

S.'emonnTnyeckne aHeMun.

6.AHemnKn, 00OYC/IOBNEHHbIE HApYyLUeHWEM Mponngepaumm KneTok
KOCTHOro Mos3ra.

[Mpumepsbl:

XKenesogeduumnTHas aHemMms4, ABNAeTCA FMNOXPOMHOiA
MUKPOLMTaPHOM, NO COCTOAHMIO K/ICTHOIO MO3ra runeppereHe paTopHoMu
6e3 HapyLUeHWs Co3peBaHuA.

CMNMMNCOK INTEPATYPbI

1. Bopo6beB MN.A. AHEMNYECKNIA CUHAPOM B KIIMHNYECKOW NpakTuke. M.,
2001.

2. PykoBoAcTBO no remaronoruun: B 3 T. / nog ped. A..Bopobbesa. — M.:
Hotogmamepn, 2002. - T. 2. — 280 c.

3. CmupHoBa J1.A. AHeMUU: KINMHWKA, AMarHoCTukKa, nevyeHune. MUHCK.-
2002.

4. OkopokoB A.H. [lnarHocTuka 60ne3Heil BHYTPEHHUX OpraHoB.— M.
Meg. nntepatypa. — 2001.



1.2.
TEMA: XXepgesogepuumntHble aHemun (CmupHosa J1.A.)

YYEBHbIE BOINPOCHI:

1. Ponb »enesa B o3nM0n10rum.

2. MNpunymrHbl fJethrunTa XKenesa B opraHnsme.

3. KnnHnyeckas KapTunHa.

4. TabopaTopHas AnarHoCTuKa.

5. JleueHue 1 NpornakTUKa Xene3oaehuLmMTHON aHeMUm

1. Ponb »xenesaB manonormnu.

Xeneso  ABnNseTCA  BaXHEALWMM  OMOMETA/IIOM,  O6/MraTHbIM
MUKPO3/1EMEHTOM, HEOOXOAUMbIM ANt HOPMaIbHOIO (DYHKLIMOHMPOBaHNA
MHOIMX  OMOMOrMYECKMX  CUCTEM  YesIOBEYECKOro  OopraHusma.
Buoxmmmyeckas 3Ha4YMMOCTb >Kefesa Ornpefensercs, npexnae BCero, ero
aKTMBHbIM y4acTVeM B TKAHEBOM fblxaHUK. B komnekce ¢ noppuprnHamm
Xeneso B BUAe MNPOCTETUYECKOW Trpynnbl  BXOAUT B COCTaB
LMTOXPOMOKCMAA3bI, BXKHELLIEro (hepMeHTa AblXaTelbHOI Lenn. XXeneso
reMa SBISETCA BaXHEMLWeW YaCTbl0 TemornobuHa, KOTOpbIA, Kak
M3BECTHO, 0bGecneyvnBaeT CBA3bIBaHME, TPAHCNOPT U Nepegadvy Kucnopoga
KNeTkam OpraHoB W TKaHel. >Xenes3o Heobxoagumo v A8 [ApYyroro
remcogepxallero 6enka — MWOrN06MHA, HaxXOAALWErocas B  MblLLLAX.
TpaHCNOPTHbIA (hepponpPOTENH, TPAHCHEPPVIH, NMEPEHOCUT NOHbI XXenesa K
3pUTPOKapUoLMTaM KOCTHOro mo3ra. OCHOBHbIM 6e/IKOM, AeMOHUPYHO LM
)Kene3o B HETOKCMYHOW U (P13NONOTMYECKN AOCTYNHOW (hopme, ABNSETCS
(heppuTuH. Apyro geppoaenoHUpyOWMin  6enok — reMocUepuH —
ObGHapy>XMBaeTCcsi B Makpoarax KOCTHOMO  MO3ra, Cefie3eHKMH,
KyndgepoBCKMX KNNETKax NneyeHu 1 ap. makpoarax, yTunmsaumns xenesa u3s
remocmepviHa NpPonNCcxXoanT 3HaYUTENbHO MeJIEHHEE, YeM U3 (heppUTUHA.
YTo Kkacaetca eppuTUHA, TO LEMOHMPOBAHWE >Kefe3a He efWMHCTBEHHas
ero (PyHkuus, B nocnefHune rofbl PeppuTUH akTMBHO W3Yy4aeTCAa Kak
NONMMMYHKUMOHaNbHBIA GenoK. Tak, nokasaHa ero cyrnpeccopHas posib B
npoueccax KNeTo4YHON nponudepaymm, B CBA3XM C YeM YPOBEHb
CbIBOPOTOYHOI 0 (heppUTHHA YBEIMUMBAETCA MPU Pa3INYHBIX ONYXONAX.

POCT ypOBHSI  CbIBOPOTOYHOIO (DEPPUTUHA BbIABNEH W MNpU
BOCNasieHN, MO3TOMY (hEPPUTUH paccMaTpuBalOT KaK 0efloK OCTPOM
(ba3bl. B opraHu3Me 4enoBeKa >Kene30 pacrnpefesneHo  CreayroLwym
obpasom: 57-62% BXoAuUT B COCTaB remorfiobuHa, 5-9% cofepXxuTca B
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mMuornobuHe, 25-30% coctaenAlT 3anackl, 0,1% npuxoauTtcs Ha
TpaHcgeppuH 1 0,5 % — Ha hepmeHTbl (LMTOXPOMbI U NpeoKcunaasbl).

2. MpuymnHbI femumTa Xenesa B opraHn3me.

XpOoHMYeckas KpoBenoTeps.

3JTa NpuuMHa SABNSETCA Hambosiee YacToi, MO3TOMY MPU OBHAPYXKEHUN
XXOA younus Bpada [0/mKHbl OblTb  HamnpaefeHbl Ha MOWCK WUCTOYHMKA
KpoBornoTepn. Hanboree TUNWYHbIE MPUYMHBI KPOBOMOTEPL: OOWSbHbIE W
[/MTENbHbIE  MEHCTpYyauuu, Marofiorns  Key[A04YHO-KMLLEYHOro  TpakTta
(A3BeHHast 60/Me3Hb HKenyaka, [ABeHaauaTUNepCTHOM  KWLLKW,  3PO3VBHBbIN
racTpuT, TIpbbKa NULIEBOAHOIO OTBEPCTUSA  AvaparMbl,  AMBEPTUKYSbI
Pa3/IMYHbIX  OTAENIOB  KWLLEYHWMKA, TEMOPPO,  [A0OPOKAYECTBEHHbIE U
3/I0Ka4YeCTBEHHbIE  OMYXO/IM >KeMyAka W KULLEYHUKA, HecneumpuyecKumia
S13BeHHbIA KONWUT), HOCOBbIE, AECHEBbIE, MOYEYHbIE, JIErOYHbIE KPOBOTEYEHUS,
KPOBOMOTEPU B 3aMKHYTble MOJOCTU. [PUHATO CUUTaTb, YTO MOTEPS 2 MJI
3PUTPOLMTOB COOTBETCTBYIOT 1 M YKefesa.

AVIMEHT apHbIi (Hy TPUTUBHBIN) AeMUMT >Kenesa.

Y[OenbHbIA BEC 3TOMO BUAA AedhmumTa XKenesa BEMK B CTpaHax C HU3KMM
9KOHOMUYECKMM YPOBHEM, e AMETbI COAEPXAT HI3KOE KOMMYECTBO >Kesesa U
Genka. Hambornee nNOMHO BCAacbIBAETCA )KeMe30 reMUYECKOe, MOCKO/bKY
B1OAOCTYNMHOCTbL TaKOro Xenesa ontuMasbHa. K TakiM npogykTam OTHOCATCA
HEXVPHblE COpTa Msca, pblba, NMTMLUA. YCBOEHVe Xefe3a U3 BererapuaHCKmx
OVET HU3KOE, T.K. OWMOLOCTYNMHOCTb HEreMUYEeCKOro >xesesa MeHee 5%,
MOCKO/IbKY BCACbIBAHWIO XKefie3a MeLLatoT pacTuTeslbHble BOSIOKHA, (DUTATb,
COMM KanbUys, TaHWH.. VIHTMGMTOpamMy BCaCcbIBaHWA >Keresa ABMAKTCA XXMPbI
(cano, Macno C/MBOYHOE W PacTUTENIbHOE), COeBbl MPOTEMH, MOJIOYHbIE
NPoAYKTbI (13-3a BLICOKOI0 COZIEPXKaHMS KanbLims), Yai 1 Koe (13-3a Hanumns B
HUX 3HAYUTE/bHbIX KO/IMYECTB NOSMEHOIOB N TaHWHA).

[edmunT >Kenesa B CBA3M C NOBbILLEHHO NOTPEOHOCTLIO B HEM B Nepu1of,
POCTa, CO3peBaHms, 6epeMeHHOCTU U naK TaLyu.

310 aHemMmsi GepeMeHHbIX, KOPMSALUMX MaTepei, HeAOHOLLEHHbIX [eTeM,
JETel MepBbIX ABYX JIET XKW3HW, NOAPOCTKOB. Hanboree BbICOKa NOTPEOHOCTDL B
Xenese OepeMEHHOW >KEHLUWHbI, 4TO O00YC/OB/IEHO 3aTpaTamu >Kesesa Ha
YBE/MUYMBLLYIOCA ~ MacCy  LMPKY/MPYIOWMX — 3pUTPOLMTOB,  NALEHTY,
KPOBENnoTepto B  pofax, MOKPbITe MOTPeBHOCTen  pacTyLLero nsoga,
nocregylouwe 6 MecsueB faktaumn. Jdeuuut >kenesa y AeTel paHHero
BO3pacTa 00YC/OB/EH ObICTPbIM HapacTaHVeM Macchl Tena (B TeYeHve NepBoro
rofa >X13H1 Bec pebeHKa yTpanBaeTcs), a Takke NPerMyLLIECTBEHHbIM MO/IOYHO-
KalleBbIM MUTaHWEM B 3TOT Mepnog. LonosHuUTeNbHbIA pyuck passutusa K
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NMEIOT [ETU, POXKAEHHbIE YKene30eUUMTHLIMU MaTepsaMn. B nogpocTKOBOM
nepuoge npuvumMHamn [DK  ABNAIOTCA  HapacTaHWe MacCbl Tena, Hayasio
MEHCTPYaLMI Y AeBoYeK, 6ecropsgoHHoe HepaLuyioHa/IbHOE NUTaHue.

Pe30p6unoHHasA He0C TaTO4HOC Th XKenesa.

3ror Bug XXOA 06yC/OBIEH CHUYKEHMEM 30HbI BCACbIBaHWA Kesfie3a npu
ractputax, AYOOEHUTAX, SHTEPUTAX, Pe3eKUUM >KeNyaKa, OOLLMPHbIX ydacTKax
TOHKOrO KulleyHuKa. 3BecTHO, 4To OKo/lo 70% >Kenesa abcopoupyetcs B
AVCTa/IbHOM OT/efle ABeHaALUATUMNEPCTHOM KULLIKW, 15% — B Towwen KuLuke, 15%
— B MOAB340LLHON KMLLKE.

MepepacnpefenMTenbHbIA JeUUMT >Kernesa CM. JIEKUMIO «AHeMUst Npu
XPOHNYECKNX 3200/1EBAHNAX.

HapyLueHve TpaHcnopTa >Kenesa.

310 Hambonee pegkad npuvumHa K 06ycnoeneHHa  rvno-,
aTpaHc(epprHEMMEn Hac e ICTBEHHOIO reHe3a, Kak npasusio.

3. KnuHnyeckasa KapTuHa.

KnnHnyeckass KaptuHa J>KOA  cKiafblBaeTcd M3 [ABYX  OCHOBHbIX
CVIHAPOMOB: C1EPONEHNYECKOTO 1 0BLLEaHEMNYECKOTO.

CunaeponeHNYeckKUin -~ CMHAPOM  MPOSABNAETCA  TPO(YMUYECKUMU
HapyLLEHNAMU: CYXOCTbIO KOXW U MPeXAeBPeEMEHHbIMU  MOpLUMHaMK,
NNOMKOCTbIO HOITEW WM BOJIOC, KOMNOHMXME (NNOCKMe NOXKKOObpasHble
HOrTW), 3aefjamn B Yrosikax pTa, r0CCMTOM, BOCNasieHNeM KPacHON KaiMbl
ryo, cuaeporieHnyeckon  auccarvein, 0o6YCNOBNEHHON  aTpouen
CMIM3NCTOM MULIEBOAAR, BO3HWKHOBEHWEM MENIKUX TPELUMH, YrHEeTeHWeM
CeKpeuuu, 4YTo U NPUBOAMT K 3aTpygHEHHOMY 60/1Ie3HEHHOMY [10TaHUIO
NNOTHOM nuuwy. Mockonbky npu XK HapylleHa penapauust TKaHen, TO
BO3HMKAET rHe3fHas aTpoumsa CAU3NCTON Xenyaka 1 ABeHaauaTnnepcTHOM
KMLLKKW, 4YTO CMOCOBCTBYET HapyLLEHUIO BCaCbIBaHUA Xene3a U elle bornee
ycyryénset [)K. Bcneacteme 06eiHeEHNA MUOTI0OMHOBOIO (hOHAA XKene3a
Pa3BMBaETCHA MblLLIeYHas C/1laboCTb, He COOTBETCTBYHOLLAA CTENEHN aHEMUN,
BO3HMKaET CfaboCTb (DM3MNOMOTMYECKUX CHUHKTEPOB, HeAepyXXaHue Mouu
Npu CMexe, Kaulvle, HaTY)KMBaHUM, MWMMePaTUBHbIE TMO3bIBbl Ha
MouemncnyckaHme. B pogax cuaeporeHMYecKnin CUHAPOM MPOSB/SeTCS
MEPBMYHOM W BTOPUYHON  POAOBOM  CNaboCTbl, ATOHUYECKUMU
noc/epoLoBbIMU KPOBOTEYEHUNSAMN, MVOKapAUOANCTPOgNEN.
XapakTepHbIM cuMNTOMOM fAeduumTa >Kenesa saBnsetrca Pica chlorotica,
NposBASOLLAACA HenpeofoNIMMbIM  dKeflaHMeM noefaTb HecbefobHble
NPOAYKTbI — Mefl, U3BECTKY, Nied, bymary n np. MexaHu3am pas3sutusa Pica
chlorotica MoXeT 6bITb CBSI3aH C YMEHbLUEHMEM Xefe3a B substancia nigra
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(20). TkaHeBas TMMOKCUS NPUBOAUT K C/aboCTU, TOMOBOKPY>KEHUAM,
Me/lbKaHbl0 «MYLLEK» Mepefs rnasamu, COHANBOCTU B [HEBHbIE Yachl,
HapyLleHU O KOHLeHTpauun BHUMaHW4, CHVKEHUIO namaTu,
pasgpaxutensHocTu. Mpn OXX BO3HMKAKOT U3MEHEHUS U B BEreTaTBHOM
HEPBHON CUCTeMe, MPOSABMSIOLIEECH B  4Ype3MepHbIM  TOHYyca ee
CUMNATUYECKOro OTAena, 4YTo SABNAETCA AOMOSHUTENbHON NPUYUHON
CHVDKEHUSA TONEepaHTHOCTN K (u3anyeckoil Harpyske (1). [llosblleHue
MPOHNL,EaeMOCTU MeSIKUX COCYA0B NPUBOANT K OTEUHOCTU NnLa Mo yTpam,
MacTO3HOCTU  Hor.  BblweonucaHHble  KIMHUYECKUE  MPOABEHUA
CNEPONEHNYECKOro MOryT MMETb MECTO ObITb KaK Ha (JOHe aHEMUW, TaK U
6e3 Hee, B Buae J1OXK. Tlpn CHWMXEHUM YPOBHSA TremMornobuHa u
3PUTPOLMTOB MPOSBNAET Ccebsi 06LUeaHEMMUYECKMI CUHAPOM B BUfE
OfbILLKN, Taxukapaum, 06MOPOKOB, C/1aboCTn, CUCTO/IMYECKOrO LWymMa Ha
BepXyLLKe, 6/14HOCTM KOXXHbIX MOKPOBOB U BUANMbIX CIU3UCTbIX.

4. NNabopaTopHasa aMarHocTMKa.

CornacHo kputepusam BO3 — WHO/UNICEF/UNU o6efHeHWe opraHv3va
YKeesoM KOHCTaTUPYIOT NPV YPOBHE CbIBOPOTOYHOINO (eppuUTMHa MeHee 12
MKI/N 1 ypoBHe remornobuHa meHee 120 r/n y XeHWuH, MeHee 130 r/n — y
MY>KUMH, MeHee 110 r/n y 6epeMeHHbIX XeHLWWH. ObbMHO ABa 3TUX TecTa
MCMOMb3YIOT A1 CKPUHUHIOBOIO WMCCMeA0BaHNS YXene30eULUTHON aHEMUMN.
[aBas nosHyo 1abopaTopHYIO XapakTepuCTUKY AedmupTa dKenesa B OpraHn3me,
CeflyeT yKasaTb Ha BCE TECTbI, MCMO/b3YeMble B K/IMHUYECKOIN MPaKTUKE.

BaxkHeliLLee MeCTO NMPUHALIEXNT GUOXMMMYECKUM METOLaM, OCHOBAHHbIM
Ha WCCNefoBaHUM >kenesa TpaHChepprHa, SBAKOLLErocA 6enkoMm niasMbl,
TPaHCTOPTMPYIOLLYIM MIOHbI YKesie3a K 3pUTPOKapuoLmTaM KOCTHOMo mosra v
MecTaM ero AenoHupoBaHus. CbiBOpOTOYHOE >kene3o (CXK) — 3To BennumHa,
XapaKTepn3yHoLLAs KOMIMYECTBO XKefes3a, CBA3aHHOE TpaHC(eppUHOM, YPOBEHb
HOpMa/ibHbIX Kone6aHnii ans MyxkumnH 13-30 MKMosb/n, Ans xxeHupH — 11-30
MKMO/I/N. OBLLAA »Kee30CBA3bIBatoLLIAA CNOCOOHOCTb CbiBOPOTKM (OXKCC) —
MOKa3bIBaET, CKOMLKO >Kesie3a MOXKET ObITb CBA3aHO TPaHCHEPPUHOM, T.e. 3TO
Mepa TpaHc(epprHa, HOpMasbHbIe BeNMUMHBI HAXOAATCA B Npeaenax 1o 45 1o
70 MKMO/b/N.  JlaTeHTHasd >Kene3ocBAsblBatoLas CrOCOOHOCTb  CbIBOPOTKY
(JXCC) npeacTasnseT coboin pasHuLy OXKCC 3a BbHeToM CXK, 3Ta BeNMumHa
B HOpMe paBHa 25-56 MKMO/b/N. KoaUUMEHT HaCbILLEHWUA TpaHCheppuHa
xenesom (KHT) nokasblBaeT Kakasd 4YaCTb TpaHceppuHa B MPOLEeHTax
HaCbILLIEHa YXe/1e30M, HopMasTbHbI NoKasaresib HaxoauTces B npeaenax 30%. 3tu
TeCTbl, OfHAaKO, HEAOCTATOMHO TOYHO XapPaKTepPU3YHOT 3aracbl >kesiesa B
opraHu3me.
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Hanboree TOYHbIM M [OCTOBEPHbIM  METOAOM A1 OLEHKM
[IENOHMPOBAHHOIO OPraHN3MOM XKenesa ABMAETCA MOKasaTe/lb CbIBOPOTOUHOIO
(hepputnHa (CP), KOTOpbIA KOppenvpyet C 3arnacamu enesa: 1 mkr/n CP
COOTBETCTBYET 8 MI' AEMOHMPOBaHHOI 0 Xenesa. CP onpeaensoT ¢ NOMOLLBHO
pagnonvmyHHoro (PUIA) n  uvmmyHodepmeHTHoro  (MIPA)  metodos. Y
300POBbIX MY)XXYMH OOMbLUMHCTBO TECT-CUCTEM [aeT KoHueHTpauuo CP B
cpeaHeM 98,2 + 4,8 MKr/n, Y >XeHLLUWH (hepTn/IbHOro BO3pacTa COOTBEHHO 42,5 +
5,1 MKr/n, B MOCTMeHoOMay3e — CpeaHune BeIMYNHBI, XapaKTepHbIe 41 MY>KUUH.
Y [eTeil NepBOro rofa »KM3HNM OTMeYaeTCs pe3koe BospacTaHue yposHA CP B
TeUYeHVe MNepBbIX TPEX MECALEB XKW3HW, YTO CBA3AHO C MPOLIECCOM pa3BUTUA
OpraHOB W TKaHei, Jasee, HauyMHas C 6 MecsueB M [0 Mepuoga MoJsioBoro
co3peBaHus, yposeHb CP HaxoauTca B npefenax 34,4 + 4 1 mMkr /n.

Kputepum naTeHTHOro AedounLimTa »xkeesa B OpraHn3me:

YpoBeHb remor/iobviHa B npesenax HopMmbl.

CXK — cHmkKaeTcAa M craHoBUTCA < 13 MKMOML/N And MyXuumH, <11
MKMOJIb/N 4159 YKEHLLNH,

OXXCC —nosbILLaeTca 1 ctaHoBUTCA > 70MKMOSL/ 1.

JIKCC - yBennumnsaeTcs 60siee 56 MKMO/L/I.

KH T —meHee 17%.

C® — meHee 15 MKr/n.

Hanb6onee MHpOpMaTUBHbLIM TECTOM fB/ISETCA Mokasare/ib CP, noatomy
ONA CKPUHMHIA Ha [JemupT >Kenesa pekOMeHAYeTCA WMCMo/nb30oBarb [Ba
MoKasareTesis: remMmor/Io6uH 1 CbIBOPOTOUHbLIEPPUTH.

[pyi CHYYXKEHWI YPOBHSA reMOor/1I00MHa KOHCTaTUPYHOT COOCTBEHHO XKIA.

MeHbLLee 3HauYeHNe B LUMPOKOW KIMHMKO-1abopaTOpPHON NpaKTUKe B
HacTosllee BpeMA WMEKT TecTbl: [JecdepasioBblil, OCHOBaHHbIA Ha
N3MEPEHNN Hkenie3a, IKCKPETUPYEMOro C MOYOI; NoAcyeT cuaepobnacTtos
KOCTHOrO MO03ra, Tpebylowmi CTepHabHOA MYyHKUUW U ChewlunanibHOM
OKpacKu; MeTOof WCCNefoBaHMSA COAep)kaHud npotonopdupuHa B
apuUTPOLMTAX, OTINYAKOLMIACA TPYLOEMKOCTbIO.

5. JleyeHue 1 npodniakTUKa Xe ne3oie PUUMUTHON aHeMUN.

Heo6Xx0amMmo NpraepmeatbCst TPEX OCHOBHbIX MPUHLMNOB paLyOHabHO
(heppoTtepanun  MpyHUMN NepPBbIA — 00s13aTe/IbHOE BBEAEHME MNPENapaTos,
cofepXKalLlmX COMeBoe Kene3o. KynmpoeaTb aHEMUIO TOMbKO AVETON, Gorarol
MALLEBbIM  >KEe30M, HEBO3MOXHO, YTO OOBACHAETCH  OrpaHUYEHHbIM
BCacbIBaHKe »Kenesa 13 Ny B XKeNyA04HO-KULLIEYHOM TPaKTe, OKoMo 2-2,5 Mr
3NEMEHTaPHOro >kenesa. W3 enesocofepxalumx MnpenapaToB BCacbiBaHWE
enesa 60sbLue B 10-15 pas.
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BTOpoin NpUHUMM — 3TanHOCTb W AOCTATOYHAA [/IMTESIbHOCTb JIEUEHUS,
KOTOpPOE CK/aAbIBAeTCA U3 ABYX 3TaroB: KyrnMpoBaHWe aHeMUN U BOCTO/IHEHME
aeno. lepsbliA 3Tan gATCA OT Hadasia Tepanun U HOpMasm3auuy YPOBHS
remorfiobMHa M 3aHMMaeT 00bMHO 4-6 Hedenb. BTopon atan — «Tepanus
HacbILWEeHNS» npoBogAar 2-3 mecdaua B go3e 30-60 mr 9)K B fAeHb. Takum
00pa3oM, MOMHbIA [ABYX3TanHbIA Kypc feveHns XXOA 3aHMmaeT oT 3 Ao 5
MECALEB.

TpetniA NPUHUMN — NPaBUIbHbIA pacyeT CYTOYHOW fiedebHOM Ao3bl. B
OCHOBE TaKOro pacyeTa JIeXMT MoKasaTeNb 3eMeHTapHOro »esesa (IXK). Tak,
nevebHast cyTouHas nosa ans naupeHta 70-80 Kr Beca coctas/ifer ot 100 ao 200
Mr no I)K. OntumansHasa fo3a no pekomeHaaumm BO3 cooTBeTcTBYET 120 Mmr,
HO €CTb PeKOMeHIaUMKn 1 60ee BbICOKOA CYTOUHOM 03bl; 163 Mr, 150-180 mr.
HapauyiBaHne CyTOYHO [03bl Xxene3a 6onee, YeM 200 mr XK He MOBbILLAET
3PEKTUBHOCTM NIEUEHNS, HO 3HAUMTENBHO YBE/IMYMBAET NOGOUHbIE 3(GEKTbI.

UT06bI NpaBW/IbHO paccumMTaTb CYTOUHYHO 403Y XKesesa, He06X0AMMO 3HaTb
cofepkaHne XK B kKoM npenapare. Tak, npenapar (Pepporsiekc CoaepuT
10 mr anemeHTapHoro enesa (3)K), Copbudep 100 mr K, deppym-nek 100
mr, TapaudepoH 80 mr, deppoHan 35 mr IXK.

MpodmnakTuky XXAA crefyeT NpoBOAUTb B rpyrnax pucka: 6epeMeHHble
YXEHLLWHbI, KOPMALLWIE MaTepy, AEBOYKN-MOAPOCTKM, AETN NEPBOro rofa XmsHu,
[ETV-CTMIOPTCMEHbI, [IOHOPb! KPOBW, MXEHLUMHbI (epTUILHOro BO3pacTa C
MEHCTpYaLmsMn 6osiee NSty aHeid. Kpome Toro, npomnnaktuky XXIA nposogst
N Yy [OPYrUX KOHTUHIEHTOB OOMbHLIX MPU  HOPMa/bHbIX MOKA3aTeNsx
reMorfiobMHa, HO TMPU  Ha/MYMM  MNPU3HAKOB  TKAHEBONO  AedmupTa,
NPOSABNAIOLLEIOCH KIMHUYECKUA CUAEPOMNEHNYECKUM CUHAPOMOM (CM. BbilLe) U
npu  naboparopHblx  nokazatensix  (CP, CXK, OXCC, KHT),
CBUETENbCTBYHOLLYX O AONLINTE XKenesa.

CornacHo gaHHbIM MexayHapoaHoro lMNpoekTta no npo6niemam aegmumta
Kenesa pekoMeHayemble A03bl 40 30 Mr/aeHb no 3XK Ao 3 mecsues B rogy. o
KpailHeid Mepe  CYLLECTBYET  HECKO/IbKO  MPOTOKOMIOB  MPOGIAIAKT KM,
arnpobrpPOBaHHbIX Pa3HbIMU LIEHTPaMM.

BO3 pekomeHAYeT exxeiHeBHbIV npuem 60 Mr no 3K 2-3 mecsua B rogy.
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1.3.
TEMA: AHeMuun, 006yC/OBMEHHbIE WHMEKUMEN W BOCNas/IEHVEM

(CmupHoBa J1.A.)

YYEBHbIE BOINPOCHI:

1. OnpepeneHne NOHATHA.

2. [laToreHes.

3. KnnHuKo-nabopaTopHas XapakTepucTuka.
4. JleyeHne.

1. OnpepeneHVe NMNOHATUA.

AHemna xpoHum4yeckoro 3abonesaHus (anemia of chronic disease,
anemia of inflammation) — Hambosiee 4acTo BCTpeyaroLpAcAa B Mupe
BTOPMYHAs aHEMUA NOC/e Xene3oaeuunTHo. PaHee pasfensny aHemMuto
Npu BOCMAIEHMM WM aHEMMUIO MPU HOBOOOPA30BaHWAX, OAHAKO B CBeTe
COBPEMEHHbIX MPEeACTaB/IeHVMIA 3TW [Ba BapuvaHTa CUMMTOMATUYECKMX
aHeMUA 0O6beAMHWUAM B OfHY PYOPMKY, UYTO M HaALWIO OTpaXKeHWe B
MexxayHapoaHo Knaccuukaumm 6onesHert 10-ro nepecmotpa (MKB-
10). AHemnsa xpoHu4yeckoro 3abonesaHus (AX3) sowna B MKB-10 B
pamkax Knacca Il - BONE3HW KPOBIW, KPOBETBOPHbLIX OPTAHOB
N OTAENIbHLIE HAPYLUEHWA, BOBMIEKAKOWWE MMMYHHbIN
MEXAHW3M, 650k D63 — AHeMUA NPU XPOHUYECKMX OONE3HAX, B TOM
yncne D66.0 — AHemusi npyu HoBoobpaszoBaHMAX (CO0 — D48) n D63.8 —
AHeMUA Npu APYrnx XPOHNYECKNX 6ONE3HAX.

2. [NaToreHes.

AX3 pa3BMBaeTCA Ha (POHe pa3/IMYHbLIX 3a60/1eBaHWNA: MHEBMOHMUMN,
pPeBMaTOMAHOIO apTpuTa, KOM/MareHo30B, B MEPUOLE PeKOHBasleCcUeHLNN
NpU NHQEKUNOHHbIX 3a60/1eBaHMAX, OCTEOMUENNTE, OMYXONAX U NleiKo3ax
n np. HedporeHHas aHemma  (MPU  XPOHUYECKOW  MOYEYHOMN
HeJOCTaTOMHOCTM) He BXOAUT B HacToswee Bpema B rpynny AX3,
MOCKO/IbKY UMEET MHOW reHes.

Pan aBTOpoB cumTaeT, 4yto AX3 ABNSIETCA 4aCTbHO OTBETa OCTPOWA
(pasbl, HOCUT OAHOTUMHbLIA U PEAKTUBHbIA XapakTep MO OTHOLUEHWUIO K
MH(MEKLUMMN, BOCMANIEHVNIO WAN OMYXONN N He HYXAAeTCca CcrewunanbHOn
KOPPEKLINN B CBA3U C 3TUM.

AX3 MeeT pag obLmX NpU3HaAKOB: BCerga BTOPUYHA, BO3HUKAET Ha
(bOHe 4NNTeNIbHOro BOCMA/IUTE/NIbHOIO MpoLecca WanM OnyxXonn, TAXKEeCTb
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aHeMuMWM 3aBUCUT OT BENYMHBLI O4ara BOCMA/IEHUS WM OMyXO/u,
aKTMBHOCTW Npouecca, OTMEYaeTCA pPepakTepHOCTb K  JIeYEHUIO
npenaparamm >kenesa.

B natoreHese AX3 MOXHO Bble/INTb HECKONIbKO MEXaHN3MOB:

CHKEHME  MpoAyKUuMM  u/mnm  BUMONOrMYECKON  aKTUBHOCTU
3pUTPONO3THHA,

HapyLUeHne (ePPOKNHETUKN, Hann4yme rymopasibHbIX MHIMOUTOPOB
3puTpONOa3a.

MexaHn3M HeafleKBaTHOW peakuun 3puTponoaTMHa Ha AX3 CBs3aH,
Hanbonee BEPOSITHO, C BbIPAOOTKOM LMTOKMHOB. WMHGEKLUMOHHbIE W
BOCNa/MTeNIbHblE  MPOLECCbl  WUHAYUMPYIOT — NIEMKOUUTLI,  TKaHeBble
Makpodarn, qubpobnacTbl, 3SHAOTENNANIbHbIE KNETKM K NPOAyKLUn
LUMTOKMHOB: (pakTopa Hekposza onyxoneit (tumor necrosis factor — TNF),
nHTepneknHa-1 (interleukin-1 — IL-1), nHTepneinknHa-6 (interleukin-6 —
IL-6). B cCBOKHO oOuepefb LUTOKWHbI BO3AENCTBYHOT Ha remoross,
MMMYHHble peakumuu. MNokasaHo, yuto IL-1 n TNF cHmXatoT o0bpa3oBaHme
3pUTPOLUTOB MNPU BBEAEHUU WX IKCMEPUMEHTA/IbHLIM HKMBOTHbLIM U
OHKOJIOTMYECKUM 60/1bHbIM. JTO CBA3aHO C MHTUOMPYHOLLMM 3(DPEKTOM
TNF n IL-1 Ha npoayKuuo 3pUTPOMO3ITMHA Ha YypoBHe M-PHK, 4Tto
MPUBOAMT K YMEHbLUEHUIO 4YuCna 3PUTPOUAHBLIX MPefLIeCTBEHHUKOB B
KOCTHOM MO3re Y pa3BUTUIO aHeMUW. TaKoe Xe MHInbunpytoLlee AencTeme
OKa3sbliBaeT IL-1, KOTOpbIiA, KpOMe TOro, CTUMynupyet T-AMmMGounTbl K
BbIpab0oTKe ramma-mHTepepoHa, KOTOPbIA MHITMOMPYET Kak 3pUTPOUAHbIE,
Tak U MUenougHble npeaLlecTseHHUKN. B 10 Xe Bpemsa TNF ctumynnpyet
KOCTHOMO3rOBble ~ CTPOMa/lbHble  K/IeTKM  npoAyumposatb  6eTTa-
NHTEP(EPOH, KOTOPbLIA SABNAETCA CYMNPEecCOPOM pPaHHUX 3PUTPONAHBIX
NpesLecTBeHHUKOB. Pe3ybTaTOM COYETAHHOIO BO3AEMCTBUSA YKa3aHHbIX
NHTEP(EPOHOB ABNSETCA aHemusi. WHrMbupyrowmin - adeekT ramma-
NHTepepoHa Ha MUefionaHbIe NPeALIeCTBEHHMKN He NPOSABISETCS B CBA3M
c TeMm, u4to IL-1 OOHOBPEMEHHO CTUMYNUPYET  obpa3oBaHue
rpaHynounTapHOro KonoHuectumynupyrouwero gakropa (M-KC®) wu
rpaHynounTapHO-MOHOLMTAPHOIO  KOMIOFHUECTUMYNNPYIOLLErO  hakTopa
(CM-KC®).

AX3 accoummpyetca ¢ AeeKTMBHON peyTunn3aumnen >kenesa, npw
KOTOPO Makpodaryh He CMOCOOHbI OCBOOOXAATb >KeNne3o, Mony4eHHoe
nytem aroumtosa 3pUTPOLMTOB, B UUPKYIUPYIOLWMIA Nyl Ha
TPaHCMOPTMPYIOLMIA  >Kene3o 6efloK — TpaHCHeppuH. YBeMYeHHble
3anacbl  (eppuTMHA B Makpodarax MoOryt ObITb  pe3y/ibTaToM
YBE/MYEHHOI0 BHYTPUK/IETOUYHOrO CuHTe3a annodepputvHa (6enkosow
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yactm  (eppuTuHA) B OTBET  HAa  YCW/IEHHYH  MPOAYKLWIO
nposocnannTenbHbIX UMTOKNMHOB (TNF, IL -1, IL-6), oTpaxeHMem 3TOro
ABNSAETCA NOoAbeM (DEPPUTUHA B CbIBOPOTKE KPOBM, YTO MO3BOMSET
paccmaTpuBaTb (PEPPUTUH KaK 6e/loK OCTPoi (hasbl.

HW3KNiA ypoBeHb 3PUTPOMNO3TMHA MOCTOSAHHO OO6HapyXXMBaeTca Yy
NnaymeHToB C COMMAHLIMU ONYyXONsiMK, Y OGOMIbHbIX C MHOXECTBEHHOW
MWe/IOMO, B TO BpPeMs Kak Yy O60/IbHbIX C MWENoAMCrIacTMYeCKnUm
CUHAPOMOM UK MEPBUYHOM MUennombpose BeMUMHBLI  3PUTPOMOITOHA
Haxo4AaTca B Mnpegenax 3Ta/IOHHOro AguanasoHa. Takum 06pasom, MmeeT
MecTO TMOoTeps B3aVIMOCBSI3W  MeXAy YPOBHAMU 3pUTPOMO3TUHA U
remorfiobMHOM, 3TO CBUAETENLCTBYET O TOM, YTO HOPMa/lbHbI MEXaHN3M
oTpuuaTenbHoM  06paTHOM  CBSI3W,  CTUMYNUPYIOLMIA  NPOAYKL MO
3pUTPONO3TMHA, OTCYTCTBYET. Kpome TOro, O0OHAPYXXEHO CHMKEHUE
KO/IMYeCTBa PeLienTopoB K TPaHCMeppuHY Ha apuTtpobnactax npu AX3, B
TO BpemsA Kak npu XXAA KOnM4yecTBO 3TUX PELENTOPOB MOBbILEHO, YTO
obneryaet noOrnoweHe Xenesa KneTkamu. [latoreHe3 npeactaBneH B
Tabnunuel.

Tabnmua 1. M3smeHeHna MeTabonusmMa >Xesesa npu BOcnaneHUn wu
OMyXxonu
CTUMYNPYOLWWMN ATEHT
bakTepuasibHble 3HAOTOKCUHbI, Mapa3nTbl, OMyX0/eBble KNETKM U Ap.

v
AKTNBALUNA KNETOK MMMYHHOUW CUCTEMbI
cekpeums TNF,IL-1

v
MAKPO®OAT N KNETKN NMEYEHUKWLLEYHNK
6710Kafa 0CBOOOXKAEHNA AeNOHNPOBaHHOIO Xee3a, NoBbILLEHKE
C/HTEe3a 1 CeKpeLmn PeppuTnHa, CHUXKEHKE BCacbiBaHNA Xenesa

KPOBb
MOBbILLEHME CbIBOPOTOUHOIO (DEPPUTMHA, CHUXKEHWE CbIBOPOTOUHOIO
Kenesa n remornobmnHa

3. KnnHnko-nabopatopHas XapaKTepucTnKa aHeMnu
XPOHMYeCKOro 3abosieBaHUA.
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KnnHnyeckas KapTuMHa XapaKTepu3yeTCs OCHOBHbIM 3ab0/1eBaHMEM,
BbI3BaBLUMM aHeMWIO. B 06LLEM aHaNM3e KPOBU 0OHaPYKMBaeTCA aHeEMUA
006bIMHO /IerkO WNN  cpefHeld CTEMeHU TSHKECTW, HOopMouuTapHas,
HOPMOXPOMHaA UM TMNOXPOMHas. OTpaXKeHNEeM BOCMasIEHUSA MOXKET ObITb
YMEPEHHbI NeKOLMTO3 1 ycKopeHHas COQJ, X0Tsa Haimuyme NerKoneHnm
He WCK/IYaeT amarHosa AX3, MNOCKOJ/bKY YBENMYEHHbIE KO/M4YecTBa
ramma-uHTep)epoHa MOryT 3HAUYUTENIbHO MOAABNATL  MUENIOUAHbIe
NpefLwwecTBEHHUKN.  BepoAaTHO,  TpebyeTtca  mccnefoBaHWe — 60nee
YyBCTBUTE/IbHbIX MapKepoB BOCMa/IeHWUs, BK/IKOYas  CbIBOPOTOYHLIN
(heppnTUH 1 C-peakTUBHbINA 6eM0K KONMYEeCTBEHHbIM METOLOM.

TecTbl  (PeppoKMHETUKM BedyT cebs cneaylowmm  06pasoMm:
CbIBOPOTOYHOE  XKefie30  CHMXKEeHO,  pexe  HOopMa/bHO,  06Lias
Ke/1e30CBA3bIBak0 LA CMNOCOOHOCTL CbIBOPOTKM HOPMa/ibHa UM CHUKEHA,
MPpU 3TOM COOTBETCTBEHHO HAaCbILWEHME TpaHcqeppuHa >Xenesom OyaeT
HOPMa/IbHO WM MOBbIWEHO. Takas AMHammKa TeCTOB HarmoMWHaeT Mo
CbIBOPOTOYHOMY XKefie3y >Kene3ofe@UUUTHYHO aHeEMMUIO, B CBA3M C YEM
paHee HeKOTOpble aBTOpPbl paccMaTpmBanm AX3 Kak BapuaHT
Xenes3oneuuMTHON aHemMuK, 06YCNOBEHHOW «rMepepacnpeaenmTebHbIM
AepUUUTOM XKenesa», XOTA B AeNCTBUTENbHOCTM Npu AX3 WUCTUHHOIO
fedmumnTta  XKenesa B opraHuM3me HeT. Haubosnee 04HO3HAYHbLIM
andgepeHuManbHO-ANarHOCTUYECKUM  KpUTEPUEM  SBMISIETCA  NOKa3aTeslb
CbIBOPOTOYHOIO (PeppuUTMHA, KOTOpbIA npu XXAA Bcerga HU3Kui (MeHee
20 mKr/n), anpyu AX — Bcerja BbiLle HOPMbI.

Tabnnua 2. TeCTbl (PEPPOKMHETUKW NPU  aHEMUUN XPOHUYECKOro
3aboneBaHMA (AX3) 1 npu XenesoaeULUMUTHON aHe MUK
OKOA)

JTabopaTtopHsbli

nokasaresib Hopma AX3 XKOA

>Keneso CBOPOTKM K 11-26 <11 <11
MKMO/Ib/ N

M 13-30 <13 <13

O6uan
YKeNe30CBA3bIBaO LLAS 45-70 <45 > 70
CMOCOBHOCTb
CbIBOPOTKMN MKMO/Ib/N

17



CbIBOPOTOUHbIiA K 15-150 > 150 <15

heppuTUH
MKr/n M 30-300 > 300 <30

3 Tabnunupl 2 BUAHO, YTO AnddepeHumanbHas gnarHoctuka AX3 u
MCTUHHON XKOA BO3MOXHA TO/bKO MNpW  YCMOBMW  OnpefeneHus
CbIBOPOTOYHOI0 (PeppUTMHA. ITO MMEET BaXKHOE MPaKTUYeCKOe 3HaYeHue,
MOCKO/MbKY  MO3BONSIET  M30eXaTb  HeornpaBAaHHOro  6ecrosie3Horo
Ha3HayeHMA npenaparoB Xene3a nNpy AX3, UTO HepeaKo NpPoMcxXoanT B
KIIMHUYECKOW MpPaKTUKe.

4. JleyeHwue.

CHMXeHHaa MpoAyKumsa 3puTPOMo3TUHA W/MnuM  HeadekBaTHas
peakuma  3pUTPOUAHBLIX MNPEALIECTBEHHMKOB Ha  HEro  MOCyXunu
OCHOBaHWNEM ANs Ha3Ha4eHns npenapara PEKOMOMHAHTHOIO
apuTpoNnoaTMHaA AN neveHns AX3. YactoTa NoioXuTenbHOro agekra
OT Takoro neyeHms apbupyeT oT 30 Ao 80%. 3TO cBA3AHO C TeMm, 4TO
rpynna 6o0nbHbIX ¢ AX3 BecbMa pa3HoobpasHa W AelCTBUe
3pUTPOMO3ITUHA OOYC/IOB/IEHO, BUAUMO, He TOMIbKO  3aMELLEHNEM
Ae)eKTHON NPOAYKUMM  3HAOMEHHOr0 3PUTPONO3TUHA. HeadeksaTHas
peakuMa Ha fe4vyeHWe 3SPUTPONO3ITUHOM oOMucaHa npu PeBMaToOUAHOM
apTpuTe, MWEIOMHOW 60Me3HU, MWUENoAUCNIaCTUYECKOM  CUHAPOME.
AMeKT IPUTPONO3ITUHA BPEMEHHbLIA, MOMHAA JIMKBMAAUMA aHeMUU
MNPOMCXOAMT /NUWbL MNP U3NEYEeHUU OCHOBHOrO 3aboneBaHuUs WU
peMmccuKn, Korga npekpailaeTca MocTynjeHne B KPOBOTOK LIUTOKWMHOB
Tvna TNF, IL-1,IL-6.

CMNMNCOK INTEPATYPbI

1. PykoBogcTBO no remartosoruu: B 3 T./ nofd pea. A.W. Bopobbesa. — M.
Hotogmameq. — 2002. - T. 2. — 280 c.

2. OkopokoB A.H. [narHocTvka 60/1e3Heil BHYTPEHHUX opraHoB. — M.
Mepg. nutepatypa. — 2001.

3. CmupHoBa J1.A. AHEMUN: KIMHWKa, ANArHOCTUKa, neveHne. — MUHCK. —
2002.
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1.4.
TEMA: Merano6nacTtHble aHemum (boposHuH KO.A.)

YUYEBHbIE BOIMNPOCHbI:

1. 3TnonaroreHes BUTaMunH By, AeULNTHON aHEMUN.

2. KnnHnyeckas KapTuHa BUTaMUH B, AeiMuMTHOM aHeMUn,
3. JleyeHune BuTaMuH B, AeUUUTHON aHEMUN.

4. 9TonaroreHes 1 neyeHne MoNNEeBOAEPULUTHON aHEMUMN,

Merano6/1aCcTHble aHEMUM — 3TO aHEeMUK, CBSA3aHHbIE C HapYLUEHNEM
cuHTe3a AHK n PHK, conpoBoXaaroLwmecs HaiMunem B KOCTHOM MO3re
MaToNornMyecknX KNeToK KpacHoro psfga — merasobnactos. HapyleHue
cuHTe3a AHK n PHK Bbi3biBaeT geuunt BuTammHa By, onvesoit
KWUCNOTbl, HeKoTopble  (epMeHTOMaTUM  (HapylleHWe  aKTUBHOCTU
(bepMeHTOB, Y4aCTBYKOLWMX B 06pa3oBaHUN KOPEPMEHTHOW (OpPMbl
(h0/IMeBOM KMCNOTbI NGO B YTUU3ALMN OPOTOBOI KUCMOTLI).

ButamnH By, gemuntHas aHemus — 3Ta aHemusi 00YC/OB/eHa
HapylleHneM cuHTe3a [AHK. PaHbwe ee HasblBann “MepHULMOZHONA"
(3N10KayecTBEHHOW), aHemuel  ApavucoHa-bupmepa. 3To  3a60/eBaHMe,
CuMTaBLLIeecs (haTasibHbIM, BriepBble onmcasm Addison B 1849r. n Biermer B
1872r. B 1926r. Minot u Murphy coobLmn 0 «4ydeCHOM» U3fiedeHun 45
O0/bHLIX C  MOMOLUpHO  CheunanbHoOM — OMeTbl,  KOTOpad  BK/HOuasa
N3MeNTbUYEHHYIO ChIPYHO TeNnsaYbio neyeHb, 200r B eHb.

ButamuH B, (LmaHKobanaMmnH, "BHeLIHWIA (hakTop” KacTna) y venoBeka
N MIEKOMUTaKOWMX YydyacTBYeT B [BYX peakuuax. [lepsas peakums
obecrieymBaeT HOpPMaslbHOE KPOBETBOPeHWe. be3 BuTamuHa B, HapyLuaeTcs
obpasoBaHve JOHK w©, Kak cnefcreve, MpekpallaeTcd HOpMasibHOe
apuTPObNaCTUYECKOE  KPOBETBOPEHME WM BO3HMKAET  MaTosiorMyeckoe
MeranobsacTnyeckoe. BTtopas peakums, B KOTOPOW y4acTBYeT BATaMUH By,
CBsizaHa C OOMEHOM >KMpHbIX KucnotT. [py  gedwmupTe BUTaMmHa By
CUHTESVIPYFOTCS YKMPHbIe KUCMOTbI, OT/INYHbIE OT HOPMasibHbIX; B OpraHu3Me
Hakan/MBaeTCAd TOKCUYHAA [N1S HEPBHOM CUCTeMbl METW/IMa/IOHOBaS
KNCNOTa, HapyLLaeTca 06pasoBaHNe MyesHa.

OcHOBHas#s 4acTb B, MoCTymaeTr C nuWei, He3HauMTeNbHas 4acTb
CUHTE3MPYETCS (D/I0OPOIA TOSICTOrO KNLLIEYHVKA.

ButamvH By, COAEPXUTCA B MACE, NMEYEHWN, NoYKax XMBOTHbIX, ANYHOM
XKeNTKe, B YepHON MKpe, pblbe, cbipe. B nuuwe OH CBS3aH C GeNKoM U
0CBOOOXAAETCA MPU KyNMHApHON 06paboTKe, a B XenyaKe — nof B/MSHUEM
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(hepMeHTOB. 15 BCacbiBaHUA BUTaMMHA Bj, He0bXo4MMbI Crieumuryeckme
R- 6efK1 1 rnaBHoe, "BHYTPEHHWIA hakTop™ KacTna — racTpoMyKOMNpOTENH,
BblpabaTbIBaeMblil MapueTaibHbIMU KIETKAMU C/IM3VCTO Tesa U AHa XKeny/ka.
Tonbko 0ko10 1% BUTaMUHA MOXKET BCOCATLCS 6€3 "BHYTPEHHEro (axkropa'.
BcacbiBaHve BuTamMmMHa B, B KOMMekce € “BHYTPEHHMM (pakTopom™
MPOUCXOANT B CPedHEN W HDKHEA YaCTu MOAB3AOLLHON KULWKW. [lonaB B
KpoBb, B, CBA3bIBAETCA C 6E/IKOM TpaHCKobanaMMHOM-H, CUHTE3NPYeMbIM B
neyeHn. TpaHckob6anamuH-I1 nepenaetr By, KIeTKaM  KOCTHOMO  MO3ra.
[enoHnpyetca BTamMyH By, B MeyeHK, Npuyem ero 3anach! B 340P0BOI MeYeHw
HaCTONbKO BEMMKK, YTO AN pasBuTUA demumta Tpebyetca 3-6 net. Bir
JedmunTHaA aHemMMs BCerga BTOpMYHas, CUMMTOMATUYeCKas.

MpyumHbl AedvuyTa BUTaMiHa B,, B opraHusme:

|. HapyLueHve BcacbiBaHNA

a) O00YCNOB/EHHOE PEe3KMM HapyLLUeHVeM CeKpeuun “'BHYTPEHHero
(hakTopa':

- BO3pacTHas aTtpoms CAM3UCTON >Kenyfaka y /vy, CTapyeckoro
BO3pacTa,

- TSDKESbIA aTPOPUUECKMIA FaCTPUT, HE 0BYCIOBNEHHbIN BO3PACTOM;

- PaK >Kenypka;

- pe3eKumA XenyaKa;

- NO/MINNbI XKenyaKa;

-ayTOaHTWTeNa MPOTUB MapueTasibHbIX KNETOK XenyoKa;

- BPOXX/AEHHOE HapyLLeHNe cekpeLmmn "BHYTPeHHero dakropa";

6) 06yc/foB/ieHHOE pPEe3KMM YMEHbLUEHWEM BCAaCblBaHUA B TOHKOM
K/LLIEYHWUKE:

- Pe3eKLMS yyacTKa NoAB3a0LLHOM KMLLKK (601ee 60 cwv);

- paK TOHKOr O K/LLEYHMKa;

-XPOHWYECKUA MaHKpeaTUT (B CBA3W C HapyLUeHWEM CeKpeuuu
TPUMNCUHA);

- XPOHWYECKWIA S3HTEPUT, SHTEPOKO/IUT;

[1. KOHKYpeHTHbI pacxof

- IHBA3NA LUMPOKUM JIEHTELIOM;

- HBA3Ws B/1aCOr1aBOM, NapasUTUPYHOLLMM B CEMOA KULLKE U H/KHUX
OTAeNax NoAB3A0LIHON KULLKK;

- AMCOaKTePMO3 C PasBUTVEM MATO/IOMMYECKO MUKPOQIIOPbI B HYXKHUX
OT/eNlax TOHKOr 0 KMULLIEYHWKa;

- NNeoLeKabHbIA PeqitoKC;

-""cnenble NeTU™ ¢ pasBUTEM NATON0MMYECKON MUKPOWIOPLI;

- ANBEPTMKYe3 TOHKOro KULLEYHMKA C ANBEPTUKYIUTOM;
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-MHOronoaHass 6epeMeHHOCTb (OCOOGEHHO HaCTynuBLLAA Ha (OHe
naxkrauun).

[1l. CHU>KeHuMe 3anacoB

- XPOHUYECKWIA TenaTuT;

- LIMPPO3 MeyeHu;

- aNKOro/IM3M.

V. ety T B AveTe.

[MatoreHes. MNpy gemumnTe BUTaMmnHa By, HapyLlaeTca cuHTes AHK.

3amMensisetcs  fefeHe  KMeToK.  Hapylwaetcd  CUMHXPOHHOCTb B
CO3peBaHUM a4pa v uaTonnasmbl. NponcxoauT 3amefieHHOe Co3peBaHue
f4pa Npy HeHapyLUeHHON CNOCOBHOCTU KNETKN K CUHTe3Yy remorsiobuHa.
NHorga  cuMHTEe3  remornobrMHa  MOXHO — OOHapyXuTb  yke Yy
npomerano6iacToB. PaHHAA reMornooMHM3aumnsa  ABNSETCA  BaXKHbLIM
NMPU3HaKOM KNETOK Meranobniactmyeckoro psga. MHorve u3 HUX He
[03peBaloT M paspyllaloTcd B KOCTHOM MO3re ewe A0 BbiXxoga B
NepuepnYecKyto  KpoBb, TO €CTb MPOUCXOAUT  HeadeKTUBHbIA
apuTponoa3. B nepuepnyeckyto KpoBb BbIXOAAT MerajiouuTbl 3T0
HEMOIHOLEHHbIE 3PUTPOLUNTLI MerasobiacTMyeckoro sputponoasa. OHU
OrPOMHbIX Pa3MepoB, MPOAO/HKMUTENBHOCTb >XU3HU UX YKOpoyeHa B 2-3
pasa. Bce 3aTO NpMBOAAT K pa3BUTUIO FNyboKoin aHeMuun. OJHOBPEMEHHO
MPOUCXOANT  HapyLUeHUsA rpaHynouMTonos3a u  TpoMbounTonoasa.
Hepuumnt ButammnHa Bi, U ero KodgepmeHTa MeTWUnKobanamMmmHa Takxke
MPUBOAMT K HaPYLUEHNIO CO3PEBaHMA ANUTENNANbHBIX KNETOK XKenya04HO-
KMLIEYHOro TpakTa, O0O0YCcnoBnuBas pasBuUTUSA  atpouu  CIN3UCTOM
060/104KM XeNyaKa N TOHKOrO KMLLEYHU KA.

KnnmHnyeckas KapTvHa. HesaBMCMMO OT NpuuMH pa3BuTus dedmumra By,
KIMHUYECKAs KapTMHa OMNpefensietcs NopaKeHWeM KPOBETBOPHOW TKaHW,
HEPBHOI CMCTEMbI MU MULLEBAPUTENBHOMO TpakTa. 3abosieBaHNe 0CO6EHHO
4aCTO BCTPeYaeTCs BO BTOPOI MOSIOBUMHE XKN3HK, C NMMKOM B BO3pacTe rnocie
60 fet. HapacTtatoT €nabocTb, OApIllKa, YTOMASAEMOCTb MPU MPUBLIYHON
(PM3NYECKOI Harpyske, HapylLeHue anneTuTa, MHOr4a C OTBpalleHMeM K
HEKOTOpPbIM BMAaM Ny, Bec 00bIMHO He CHwKaeTcs. Koxa 6refHo-
XenTas, He3HauuTeslbHas  KENTYLWHOCTb  OOYC/oB/feHa  YMepeHHOWA
HEKOHBLHOIMPOBAHHOM rMNepounMpyerHEMUEN Kak pe3y/ibTaToM MoBbILLEHHOW
rméenn meranob/iacToB B KOCTHOM MoO3re. ['eMopparmyecknx nposiB/lieHuni
(CMHSKOB, METEXMIN) O0ObIYHO HET, XOTS Y OO0/bHbIX UMEETCA YMepeHHas
TPOMOOLMTOMEHNSA. AMNETUT CHUXKEH, YacTO BbISBNSAETCA TaK Ha3blBaeMbll
XaHTEPOBCKNA TNOCCMT, TO3Xe COCOYKM A3blKa aTpodmpyroTcs, S3biK
CTaHOBUTCA rnagkum, Gnectawmm (“"nakmpoBaHHbIM A3bIK™). TopaxeHue
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HEPBHOMW  cUCTEMbl  OOYCNOBMEHO  AeMUENNHe3almen, a  3aTem
[ereHepauune HepBHbIX BOMOKOH B CMNWHHOM MO3re OMMCaHO Kak
(OYHUKYNAPHbIA  MWeno3. B COBPEMEHHOW K/IMHWKE HEBPOJ/IOrMYecKas
CUMMTOMATVKa OrpaHMYMBaETCA MapacTe3nsiMM — YYBCTBO “T0OJI3aHbS
MypaLLek™, OHEeMeHVMeM KUCTeld, CTomr, GONAMM KOPELLKOBOIO XapakTepa,
yTpaToin BUMOPALMOHHOA YYBCTBUTE/IbHOCTM. BO3MOXHO He3HaunTenbHOoe
YBE/INYEHNE Cefe3eHKM 1 neveHn (0COGeHHO Ha (hoHe rematuTa, LMppo3a).
Hepeako otmevaeTcs noabem Temneparypbl Tena ao 38° C, 06ycnoB/eHHbIN
YCU/IEHHbIM pacnafoM MerasioLyToB U Meranob/1acTos.

JNabopatopHas xapakTepucTuka. O6LMIA aHamM3 KPOBW: TMMepPXpoMHas
MakpouuTapHas aHemus ¢ LM 6onee 1,1; MCVor 100 fl go 160 fl (Mkw®);
MCH > 33 nK; guameTp MerasioumMtoB MOXET OblTb 00nee 12 MKM;
XapaKTepeH aHn30-, MOMKWIOUMTO3. B apuTpoLmTax-MakpoLmTax BCTpeYvaroTcs
TUNWYHbIE A9 3TOr0 BUAA aHEMWIA BKIKOYEHMS: Tenbua XKonmm, Kosbua
KeboTa, GasodmnbHas MyHKTaums. BaXkKHOM OCOGEHHOCTLIO aHann3a KpoBu
ABNSeTCA Neikonerms (06biHO (3-1,5) x 10%/71), MakpodopMbl HeTpO(IIOB,
NX TUNEPCErMeHTaLus, Pe3K0oe CHVDKEHWE KOMMYecTBa MalouKOAAEePHbIX
HeNTpognnoB. TPOMOOLMTONEHNS YMepeHHasi; YPOBEHb PETUKY/OLMTOB
pe3ko cHUXeH (0T < 0,5% f0 Hyns). Ha 5-8-11 ieHb nocne Havana BeeaeHns By,
B aleKBaTHbIX 032X OTMEYaeTCH PETUKY/OLMTAPHBIA KPK3.

KOCTHbI1 MO3r: B acnupare KOCTHOrO Mo3ra A0 Hayasia BBeIeHNS BUTaMUHa
B, OOHapy»KMBatOTCA MerasiobnacTbl PasHbIX CTEMEHEen 3peniocTn, YTo
MO3BOMISET  MOPMOSIOTMYECKN  MOATBEPAUTL  anarHo3.  COOTHOLLEHWE
nevko/aputpo = 1.2, 1:3 (npy Hopme 3:1, 4:1) 3a CYeT pe3Kou
MaToNOrMyYecKom rmMnepniasum KpacHoro pocTka. VIMeeTcs BbIpaXeHHOe
HapyLLeHNe co3peBaHMsA W TMOeb  Merano6nactoB B KOCTHOM — MO3re
(Heath(hEKTUBHDIIA 3pUTPOO33). Hopmanmsaums KOCTHOMO3roBOIo
KPOBETBOPEHUA NMPOUCXOAUT YxKe Yepe3 48-72 4 noc/ie BBeLeHUs aleKBaTHbIX
[03 BATaMuHa Bi, HecocTosTeNbHOCTb AeDEKTHOCTb Merasnob/1iacTmyecKoro
apuTponoaza  bGamMpyetcd  Ha  TpeX  MOMEHTax: MeL/IEHHOCTb
Merasio6/1acTMyYecKoro spuTpornoasa, Korga 1 npomMeranobsiact npoayumpyer 2
MerasioumnTa, a 1 npoHopmo6/1acT NpoAyUMpYeT 8 HOPMasbHbIX 3PUTPOLMUTOB;
NPOAYKUMS  KOPOTKOXMBYLLMX MEra/iounToB, KOTOpble ObICTPO TMOHYT B
KOCTHOM Mo3re (He3(h(heKTMBHbIA 3PUTPOMNO033), YTO MPUBOAMT K aHEMUM W
MOBbLILLEHVIO HENPAMOTo GUMpPYOrHa; BTOpUYHaA CuAepoaxpesns 4o Hadvana
Tepanun BUTaM1HOM B,.

Broxymumnyeckoe MCCnel0oBaHMe: XapaKTepHa yMepeHHas
rMneponIMpyonHemMms  3a  CYeT  HempsMoro  (HEKOHBbHOTMPOBAHHOIO,
HecBs3aHHOro) OWNMPYouHa, 060YyCNoB/IeHa pacnagom Meranob/1acToB B
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KOCTHOM Mo3re. Ta Win nHas CTeneHb (epmMeHTeMUM 3aBUCUT OT CTEMeHU
NnopaXkeHUs (PYHKUUW MeYeHn U NpAaMo C AeuuuToM BUTaMuHa B, He
CBfA3aHa.

OnpefeneHie METUI-Ma/IOHOBON KACIOTbI B MOYe AMarHOCTUYECKN LIEHHO,
MOCKO/bKY MO3BOMSET OTAnepeHLmpoBaty demunt By, oT dedwmuypra
(honmeBot Kncnotbl. OOHaKo 3TO uccneaosaHve ana 6onblmHcTBa J1MY
HeOCTYMHO, TaK >Xe KaK W OnpefdesieHVe CoaepxaHua ButamMuHa B, B
CbIBOPOTKE PaaMoOUMMYHHbIM METOLOM. B AvdhapepeHLManbHO-
[QMarHOCTMYECKOM MfiaHe CredyeT WMeTb B BuAY [OeOHOT  OCTPOro
3PUTPOMKMENO3a, BbIXOL U3 TEMO/IMTUYECKOTO KpU3a C KPaTKOBPEMEHHbLIM
OTHOCUTE/TbHBIM AethnumToM Bop.

Tect LWennuHra («lenmmHr-1, «LUenmHr-11») ¢ MeueHHbIM Co®
BUTaMUHOM B, OnMuUCbiBaeMble B 3apyOeXxHON nuTeparype, B Pecrnybnvke He
MPOBOANUTCA.

B 6onbumHcTBe JIMY Pecnybimkn nabopatopHast AuvarHoctmka Bl12-
AeOUUMTHON aHEMUMM CBOOMTCA K OOHapYXKEHUIO Meranob1acTnyeckoro
KPOBETBOPEHMSI B KOCTHOM MO3re, TWUMWYHON MOPQOIOMMYECKOn KapTWHbI
nepuepnyeckor  KpoBu. 3ITW  XapaKTepHble  U3MEHeHMsI  3HauUTe/IbHO
YMEHbLLIAKOTCS Yepe3 48-72 uaca MoOC/e Hayana afeKBaTHOW Tepanvu
BUTaMVHOM By, BOT NMOoYeMy MCCeaoBaHe KOCTHOO Mo3ra v neprdepryecKoi
KpOBY C/ieAyeT MpoBoANTb A0 HaYasia Tepanny BUTaMUHOM Bi,.

Obs3aresibHble KIMHMYEeCKre 1ccefoBaHns: (mbporacTposyoaeHOCKONUS
(@ 4C), gmbpokonoHockonus, Y3 opraHoB GPHOLLIHOW MOMOCTU.

JleyeHne. OCHOBa fleYeHns — NapeHTepasibHOe BBeAeHNe BUTaMuHa By, B
BUAe TMpenapartoB UWaHKobaiaMnHa, Kobasamupa,  OKCMKObGanamuHa
(nocnefHWiA  npefnoyvTUTeNlbHee, TaK KakK Mef/leHHee BbIBOAWUTCS U3
OpraHun3mMa). HauvMHarloT Kypc fleqeHns ¢ yaapHOi [03bl OKCMKOoGanammHa B
1000 mkr, a 3arem exefaHeBHO Mo 400-500 mkr (30-40 wHbBEKUWA) 00
[OCTVXKEHNST HOpPMa/M3aumMn rnokasartesield KpoBY, Moc/ie Yero peKoMeHayeTcs
BBeeHNe noagepxmearoupx o3 By, — no 500-400 MKr 1 pa3 B Hefento B
TeyeHne 2Mec, a 3aTeM 2 pa3a B Mecsl, B TeYeHMe Takoro >ke nepuofa.
[MoAfePKMBAIOLLYIO  Tepanuio  CrieflyeT MPOBOAWTbL B Ja/lbHEnLIeM
NOXM3HEHHO — No 250 MKr 1 pa3 B Mecsl, Y /L, CTapyeckoro Bo3pacta. B
CBS3N C TeM, YTO aHa/IOMMYHYIO KIMHUKO-MOP(ONOMMYECKYO KapTUHY JaeT
aeuuMT oNMeBo KUCNOThI, a oTanddepeHLMpoBarb 3TK ABa AedmunTa
ApYyr OT [pyra Ha [OCTYMHOM YPOBHe /labopaTopHbIX MCCNEA0BaHMA YacTo
HEBO3MOXKHO, 60/bHbIM HapsAgy ¢ B, HazHayatoT (POSIMEBYKO KWUCMOTY B [03€
10-15 mMr B CcyTkM Ha 6 Hegenb. MHorga Ha (OOHE WHTEHCWMBHOIO
BOCCTAHOB/IEHNS HOPMa/lbHOr0  3puTponoasa npu  Tepanun Bp, uepes
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HECKO/IbKO Hefle/lb pa3BMBAETCA AeUmUT HKenesa, YTo TpebyeT npoBefeHNs
Kypca (pepporepanuu.

donneBoe MLNTHBIE aHEMUN.

do/meBas KMCOTa y4acTBYeT B CUHTE3e NMUPUMUAMHOBBLIX OCHOBAHWA,
BMeCcTe C KO(epMeHTOM BUTaMUHA B, TUMUAMH-MOHOMOCHaTa W3
ypuaMHMOHoochaTa, Yy4acTBYeT B CUHTe3e MYPUHOBbLIX OCHOBaHWA,
Bxogaupx B coctaB PHK n [HK, y4yacTByeT B CUHTE3e [/1t0TaMUHOBOW
KNCNOTbI. B CMHTE3E XXMPHbIX KUCMOT (PoSIveBas KUCIoTa He yvacTeyet. [Mpu
aetmunTe HoNMEBOM KUCOThI Pa3BUBAETCS MeranobnactHas aHeMus.

dosmesas KUCoTa CoAepkMTCA B 606ax, IMCTOBbLIX 0BOLAX (LUMMHAT,
NeTpyLKa, nacTepHak, Cefbfepeil, canar), B 3e/ieHblX nomugopax. Mpu
Ky/IMHapHON 06paboTke paspyLuaetcs Ao 50% honmeBoii KACMOTbI, B CBSA3N C
4yeM Hambosiee MOSIHOLEHHbIM WCTOYHMKOM (PO/1aTOB SBASAKOTCA Chipble
ogoum. CyrtouHas nOTPe6HOCTL 4YenoBeka cocTasndeT 150-200 wMKr,
cneynannctbl n3 CLLUA cyToYHO HOPMOW 41 B3POC/bIX cumTatoT 400 MKT.

donmeBas KUcNoTa BCacbiBaeTCA B BepxHUX OTAenax TOHKOro
KNLLEYHWKA, LENOHMPYETCA B MeYeHU.

[ehumt omMeBoin KUCNOTbI MOXET PasBUTLCA MU GepeMeHHOCTU U
naktaumm 3a 4 Mecaua npy NIOXOM  MPefLLecTBYIOWEM NUTaHWu,
3710yrnoTpeb/ieHNN  aIKOTO/IbHbIMW  HaNUTKaMM UM (POHOBLIX 3a00/1eBaHNAX
MeyeHn, NOCKOMbKY Aeno 3TOro BUTaMWHA B OpraHu3Me HeBeMKW. BbICTPo
KOMMeHCUpyeTcA npodykTtamn, 6orarbiMy  ponmeBoid  Kucnotoid.  [MNpu
HeY[0B/IETBOPUTENILHOM 00eCredeHnn ANETbl ATUMW MPOLYKTaMU (hoSIMEBYHO
KMCNOTY HasHa4atoT no 1 tabnetke (0,001 r) 3 pa3a B [ieHb.

MprunHbl gedomupTa qomMeBoin KUCIOTbI:

A. HeafekBaTHOE NOCTYT/IEHME C MULLEN: HecbalaHCMPOBaHHasA AVeTa.

b. MoBbILLEHHbIE NOTPEOHOCTU: BePEMEHHOCTb, AETCKMAN U NOLPOCTKOBbLIN
BO3PaCT, TEeMO/ATUYECKME aHemun (B CBA3M C  YCWIEHHbIM  PeaKTUBHbIM
remMonoasoMm),  XPOHWYECKME  3KCOMATUBHbIE MopaXKeHMs KOXW,
3/10Ka4eCTBEHHbIE HOBOOOPA30BaHWA, reMoauaniia,

B. HapyLLeHHOe BCaCbIBaHME B KULLEYHUKE: Pe3eKLIMa 00LLMPHbIX (bonee 60
CM) YHaCTKOB TOLLEM KMLLKW, OMYX0/IM TOHKOTO KULLEYHMKE, SH3NMOAH(DULIMTHBIE
SHTHPOMNATMW, CUHAPOM MasTbabcopoLMN.

. HapyLueHve MeTabo/mM3ma: B OHOBE MHIMOMPYIOLLIEE ENCTBYE HEKOTOPbIX
nperapaTtoB Ha (PepMeHTbI, Y4acTBYIOLLME B CMHTE3e (hO/laToB (METOTPeKCaT,
MPOTMBOCYIOPOXKHbIE Npenaparbl, TpramTepeH, TPUMETOMNPUM, BXOAALWMA B
cocTaB brcenTona, LTo3ap, rapoKCUMOYEBMHA, LIMKIOCEPUH), aNKOro/lb.

[. HacreactBeHHbIA  AenUMT  (DEPMEHTOB, YYaCTBYHOLLMX B CUHTE3E
(honatos (peako).
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JleyebHble [03bl DONMEBOI KMCMOTbI 415 B3POC/bIX COCTABAT OT 5
[10 15 Mr B CyTKW.

I3mMeHeHVs B aHa/n3e KpoBU M MUenorpaMMe MAEHTUYHbI TaKOBbIM
npu Bp-geuumTtHOM aHemuun. 3anofo3puTb  (hoMeBOAeULUTHYIO
aHEMUIO MOXXHO MO XapakTepHOMY KOHTUHIEHTY 60/bHbIX (6epeMeHHble,
[EeTN paHHEero Bo3pacTta, KopMsLLe MaTepu), OTCYTCTBUIO aTPOPUUECKNX
N3MEHEHWNIA B >Xenyake. TOYHbLIN AMarHO3 MOXeT ObITb MOCTaB/eH Mo
CHVDKEHUIO KOHLIeHTpauun (hosimeBo KUCNOTbl B CbIBOPOTKE KPOBU U
OTCYTCTBMIO METW/IMAZIOHOBOMN KMCNOTbl B MO4Ye. ITU UCC/ef0BaHUA
MPOBOAATCA TO/IbKO B CNeunanM3npoBaHHbIX LeHTpax Pecrybnmkn,

B CcBA3M C 3TUM ObITYeT KIMHUYECKas NpakTuka, Korga 60/bHOMY ¢
MerasiobnacTHOM aHeMueil HasHadatoT OfHOBPEMEHHO BUTaMUH By, K
(hoNIMeBY0 KMCNOTY B fledebHON [o3e 5-15 mr/cyTkm cpokom Ha 1-1,5
Mecsua.

CMNMNCOK NINTEPATYPbI

1. bepnuHep I.B., Xeidey J1.M. // Tep. apxus, 1994, Ne 7. C. 58-61.

2. BopobbeB N.A. AHEMMYECKNIA CUHAPOM B KTMHNYECKOI NpakTuke. M. —
2001. C. 12-18.

3. OeHxam M. K., YaHapuHa . bonesHn KpoBu y noxusbix. M., 1989. C.
61-85.

4. OkopokoB A.H. lnarHocTrKa 60n1e3Hein BHYTPeHHUX opraHos. M. 2001,
T. 4. C. 51-78.

5. PykoBoacTtso no remaronorun. M. 2002, T. 2. C 56-62. (pea. Bopobbes
AN).

6. CmumpHoBa J1.A., bapkap H.A. AHemun (KNnHMKO-nabopartopHas
XapakTepuctmka) Metognyeckne pekomeHgauum MwuH3gpaBa, MUHCK.-
1997. C. 12-16.

7. Ceetnunukasa C.I". MeranobnacTtHble aHemun. MeamunHa, Ne 1 2004r. C.
32-33.

8. KnuHuueckas TpaHcdysuonornsa / A.l'. PymaHues, B.A. ArpaHeHKo. —
M.: 'eoTap MegmumHa. — 1998. — 575 c.

9. lNepenvBaHne [OHOPCKOM KPOBW W €€ KOMMOHEHTOB. VIHCTPYKUMA MO
npumMmeHeHnto. M3 Pb; ABT. — cocT. 3.J1. CBMpHOBCKas 1 coaBT. — MH. —
2003.-51c.
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1.5.
TEMA: Annactnyeckue aHemum (Lsnpko A.I))

YUYEBHbIE BOIMNPOCHbI:

1. OnpeneneHve annacTUYeCKom aHeMnK, aNMAeM1onorusa 3abonesaHus.
2. ATNONOrNA aniacTUYeCcKon aHeMuK,

3. Knaccugmkaumsa n KNMHNYeCcKne nNposiBieHns.

4. O6cnegoBaHne U AMarHos.

5. JleyeHune annacTMYecKoin aHeMuu.

1. OnpefeneHWe anacTUYHeCcKorM aHeMuK, 3NNAEMUONOT NS

3a60/1eBaHmA.

Annactuyeckas aHemus (AA) — 3aboneBaHue, XapaKTepu3ytolleecs
BbIP@XKEHHbIM CHWXXEHWEM YPOBHA WM OTCYTCTBMEM TeMOMO3TUYECKNX
NPeALecTBEHHMKOB BCeX 3 JIMHUA B KOCTHOM MO3re, MPUBOAALLIMM K
Pac3BUTUIO MaHUMTOMNEHUN B Mepudeprnyeckoin KpoBu (TPEXpPOCTKOBOE
YrHETEHWE KPOBETBOPEHUSA, MAaHMNENoMTH3).

AnnacTnyeckas aHeMusa ABNAETCA PefKUM 3aboneBaHUEM: 5 cnyyaeB
Ha 1000000 4enoBek B rof B 06Lei nonynsauun. XapakTepHO Ans BCeX
BO3PACTHbIX FPYmnn C HEKOTOPbIM MpeobnagaHMeM nalMeHToB B BO3pacTe
0KO0/1025 NEeT, a Takke cTaplue 65 net. AA BcTpeyaetca B 10 pa3 yvalle y
ML, MOHTO/TOUAHON pachbl.

2. ATNOMOrnA annacTUyeCcKon aHeMnu.
B COOTBETCTBMM C  3TWUOMOrMYECKMM  (DAKTOPOM  BbIAENAKOT
cnegyrowme rpynnsl AA:
HensbexxHas AA BO3HUKAeT B pe3y/bTare
- TOoTa/IbHOro 0bny4yeHus Tena B fo3e 6onee 1,5 I (no3a 6onee 8 I
ABNAETCA (haTasibHOM 6e3 TpaHCnaHTauMn CTBO/IOBbLIX FeMOMO3TUYECKNX
KNeToK);
- XumMunoTepanuu (B 0COGeHHOCTU MOC/IEe BbICOKMX 03 6yCy/bdaHa);
HacneacteseHHas AA
- cMHApom PaHkoHM (aedekT penapaumn AHK B gensawpmxcs KneTkax,
B TOM 4uMC/le W TEeMOMO3TUYECKUX CTBOJIOBbLIX, MPOABAANLLMIACA
HapyLUeHUAMU  (POPMUPOBaHMS  KOXW, NNLA, KOCTHO-MbILLEYHOW U
Mo4ernonoBoi cuctem); y 90% 60/bHbIX WMMEETCH KOCTHO-MO3roBas
Hef0CTaTOYHOCTb, KOTOPast 06bIYHO MPOABNAETCA B NMePUOL B3POCEHNS;
WponocnHkpagnyeckas AA cBdA3aHa C
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- XPOHMYECKONBEH30/IbHON MHTOKCUKaLMEN;

- BO3[ENCTBMEM JIEKAPCTBEHHbLIX MpenapatoB (ConM  30/10Ta,
xnopamgeHnKon, eHnnbytasoH, KapbamasenuH, (eHNUTOWH, MecasasuH,
HeCcTepoMHble NPOTMBOBOCMA/INTE/IbHbIE CPEACTBA);

- TeHeTUYeCKULETEPMUHUPOBAHHON  UNEPYYBCTBUTENbHOCTBIO K
NeKapcTBeHHbIM npenapaTam (XnopampeHnKony);

BupycaccoummpoBaHHaa AA cBs3aHa C

- MapBOBMPYCHON WH(eKuned (Kak npaBuio, KPacHOKIETOYHAS
ansiasus, Kotopas MOXeT ObITb U TPEXPOCTKOBas; XapakKTepPHO YrHeTeHue
KPOBETBOPEHMSA B COYETAHMMN C XPOHNYECKMM FeMO/M30M);

Namonatnyeckas AA (B 60/IbLLMHCTBE Cly4YaeB).

2. Knaccuukaumsa n KIMHNYeCKMe NposiB/ie HUA.

3aboneBaHne KnacCU(MUUPYeTCa No CTEMeHU TSXKECTU N XapakTepy
NporHo3a. BolgenawT

Tsxkenyto AA, 018 KOTOPOA XapaKTEPHO Hannuve 2 u©3
CnefyroLLMX KpUTEPUEB:

- HeliTponeHmnsa < 0,5 x 10%/n;

- TpomboLmMTONeHUs < 20 x 10%/n;

- YPOBEHb PETUKYNOUMTOB < 1%;

KpaitHe Tsokenyto AA, 4151 KOTOPO XapaKTepHbl

- HeliTponexus < 0,5 x 10%n;

- UH(EKLMOHHbIE OC/TIOXXHEHUS;

HeTtaxenyo AA.

KnuHnka AA o06ycnosneHa NaHUMTOMEHMEN C CKaablBaeTcsd W3
remMopparM4yeckoro  cuHgpoMa Mo  TUNy  MeTexuasbHO-NMATHUCTOW
KPOBOTOYMBOCTM (Nypnypa, 3KXMMO3bl, KPOBOTOUMBOCTb C/IM3UCTHIX);
CUHAPOMA UMMYHOLE(MLMTA C MOPAKEHNEM AblXaTe/IbHbIX MYTER, KOXN,
CMM3NCTOM NOMOCTU pTa W [NI0TKW, NepuvaHanibHOM 30HbI (XapakTepHa
bakTepuanbHasa M rpmbkoBas MHQEKUMs); aHEMUYECKOro CUHApPOMa (Kak
NpaBuI0, KANHUYECKU MEHEe BbIP&XKEHHOIO0 B CBA3M C XPOHUYECKUM
TeyeHunem).

3. O6cnegoBaHWe U ANarHos.

- B nepehepnyecKoin KpoBm NaHUMTOMNEHMS

- aHemMu#, KakK npaswuio, HOPMO-TMNOXPOMHas, MakpouuTapHas,
rMnopereHeparopHas;

- JIEMKOMEHMs 3a CYET rpaHynouMTOMNEeHNN, OTHOCUTENbHbIN
NNMMOLMTOS;
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- TPOMOOLMTOMEHNS.
PeTVKynouuTbl B NepupepnyecKon KpoBu OTCYTCTBYIOT.
KOCTHbIA MO3r: LMTONOMMYECKM U TUCTONOMNYECKN BbISB/IAETCA
TPEXPOCTKOBOE YrHeTEeHMEe Tremornoasa, OTHOCUTE/NbHbIA IMMKOLMTO3,
3aMelLLieHre KPOBETBOPHOIO KOCTHOIO MO3ra XXMPOBOM TKaHbHO (rocnefHee
BaXKHO 414 AndepeHLmaumm ¢ MUenoancnnacTUY4ecKum CUHAPOMOM U
nenkKemmein).
MpoToyHas unTOoqIyopUMETPUSA NOKasbiBaeT OTCYTCTBME CD55
n CD59 Ha MnenokapuoumTax.
LinToreHeTnyeckoe mccnefoBaHue AN UCKNKOYEHUSA CUHIpPOMA
PaHKOHMW.
OcnoxHeHna AA.

Mporpeccus 3a601eBaHu.

TpaHchopmaums B NapoKcU3MasibHYyH HOYHYIO
reMor/fioGNHYpULO € BepPOATHOCTLIO 5-10%.

4. JNleyeHMe annacTUYeCKON aHeMUN.

MaumeHTbl C HeTsHkenon AA 3a4acTyio  TpebyrT NnLlb
TWATeNbHOro HabnofeHna. B 6onee TAXeNbIX ClyyYasax Heobxoamma
3aMecTUTeNlbHad reMOKOMMOHEHTHaA Tepanua (TpaHCy3uMuM [OHOPCKUX
TpoM6oUNTOB 7 3pUTPOLINTOB), a TaKxe
aHTMONOTMKOTepannsa.NPeanoYTUTENbHO NCNonb3oBaHue CMV-
HeraTUBHbIX M NOABEPrHYTbIX NeMKOoAenIeLnn KOMNOHEHTOB KpoBK (ans
CHUXXEHUS pUCKa UHPULMPOBAHUA U CEHCMOBUIM3aLnN).

B KayecTse METO/0B MaToOreHeTM4YeCcKoOn  Tepanuu
MCNOob3YyTCA a1IoreHHas TpaHcnIaHTauuns CTBOJI0BbIX
reMonoaTUYeCKNX KNeTOK U UMMYHOCYNpPeccus.

Y nauneHToB Monoxe 50 neT npu HaaMuum AoHopa-cnbmHra
a/INOTPaHCM/IaHTaUus  SBMSETCH MeTOAOM  Bblbopa. [loTeHUMabHbIM
PeuunueHTam  ai/IoreHHOro KOCTHOrO  Mo3ra  cnefyet  usberatb
MMMYHOCYMPECCUN W1, N0 BO3MOXHOCTU, FeMOKOMMOHEHTHOI Tepanuu.

CoBmecTnmas HEPOACTBEHHAS a/inoTpaHcnIaHTawms
LienecoobpasHa y nauMeHToB MOJIoXe 25 fieT.

IMmyHOCynpeccBHas  Tepanus  BKIKOYaeT  MPUMEHeHne
aHTUAMMgounTapHoOro mmmyHornobynmHa (AJI), B TOM 4ucne U B
coyeTaHUn ¢ uUmknocrnopnHom. OTeeT Ha AJIIT BO3MOXEH B TeyeHue 3
MecALeB Moc/e ero npuMeHeHns. PedpakTepHble 1 peumanBMpoBaBLLUne
naymeHTbl MOryT OTBETUTb Ha TMOBTOPHbLIA Kypc Tepanun ANl
(MCcnonb3yrOT Npenapar, Noay4YeHHbIn OT APYroro XXMBOTHOTO).
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[MpuMeHeHWe  LMKOCMOPMHA  LenecoobpasHo  Takke Yy
Pe3nNCTeHTHbIX K AJIIT nayeHToB.

[NpnmeHeHne aHaporeHoB nnn rHOKOKOPTUKONAOB
OKas3blBaeTCs 3 heKTUBHbIM NNLWb B HEOO/bLLIOK YacTu cny4daeB AA.

CMNMNCOK INTEPATYPbI

1. AnenHmnkoBa O.B., Ycc A.J1., Anekcenunk A.B., MunaHoBuny H.dP.
NeveHne TSKENOW MNPUOBPETEHHOW aniacTUYeKoW aHeMun Yy aeTeld U
B3POC/bIX (MeToanyeckme pekomeHgaumm). — MH. — 1998.

2. PykoBoacTtso no rematonorun: B 3 1./ Mopg ped. A.. Bopobbesa. — M.:
Hotogmnameq. — 2002. - T. 2. — C. 56-62.

29



1.6.
TEMA: INprob peTeHHble remonnTnyeckue aHemum (CmupHosa J1.A.)

YYEBHbIE BOINPOCHI:

1. OnpepeneHne NOHATUA.

2. Bonpocbl Knaccugukaymu.
3. [lnarHocTuka.

4. KnvHnyeckast KapTuHa.

5. JleyeHnue.

1. OnpepeneHVe NMNOHATUA.

[eMONMTUYECKE aHEMUW — 3TO Tpynna aHemuii, 06yCnoBneHHas
MOBbILLEHHbIM pa3pyLUeHneM apuTpoumntos. CneacTBMeM 3TOMO ABMAETCA
CHMXXEHMe  YypOBHA  remMornobuHa,  runepounupybmHemmns  wan
remor/fiobMHeMns, peakTMBHad rUMepnnasna  3pUTPOMAHOro  pPoCTKa
KOCTHOI0 M03ra, PeTUKY/NOLNTO3, CNJIEHOMErans.

Mof ayTOMMMYHHOW remonuTuyeckoin aHemuenr (AVCA) noHumaroT
Takyto (hOpMYy WMMYHHOW TeMONMTUYECKOM aHeMMUKM, TMpPU  KOTOPOM
aHTUTeNa BblpabaTbiBalOTCA MPOTMB  COOCTBEHHOrO  HEWM3MEHEHHOrO
aHTUreHa apUTPOLMUTOB UM IPUTPOUIHBLIX KNETOK KOCTHOIO MO3ra.

K rpynne AWICA He OTHOCATCA ranteHoBble (reTEPOMMMYHHbIE)
(hopMbl, 00YC/NOBNEHHbIE MOSAB/EHNEM HAa MembpaHe apuTpoLMTa ranTeHa,
POJIb KOTOPOTO BbIMOJIHAET 06bIYHO BMPYC, NIEKAPCTBEHHOE BELLECTBO W/
ero parmeHT. B 3TOM Ccnyyae aHTUTeNa BblpabaTbiBalOTCH He MPOTUB
COBGCTBEHHOIO aHTUreHa, a NPOTMB ranTeHa. B 3apybexxHoW nutepartype
3TU  aHeMuMM O0ObIMHO  OTHOCAT K  JIEKAPCTBEHHbIM  VMMYHHbIM
remMo/IMTUYECKUM aHeMnAM. Tun remMosim3a MOXET ObITb pasINyHbIM
(BHecoCyamMCTbIM, BHYTPMUCOCYANCTbIM)

Bce AVIA He3aBUCMMO OT K/IETOYHOI HanpaB/fEHHOCTU aHTUTES
nogpasfendloT Ha maguonatuyeckme U cumnTomaTuyeckue. [log
CUMMTOMAaTUYECKUMN  (hopmMaMi  MOHUMAIOT  Takue, Mpu  KOTOPbIX
ayTOMMMYHHbIA reMOonN3 pa3BmnBaeTCs Ha (POHe Apyrux 3aboneBaHWi U B
CBA3M C HuMMK. K 3abonieBaHusAM, 415 KOTOPbIX Hanbonee xapaKTepHbl
cumnTomaTtmdeckne AUIA, OTHOCATCA CUCTEMHAsA KpacHaa BOJ/IYaHKa,
PEBMATOUAHBIA apTPUT, XPOHMYECKMIA aKTUBHBIA renaTtuT, XPOHUYECKNi
NNMG0ENKO3, HEXOMKKUHCKME NMMMADOMBI, NuMdorpaHynomaros. AUCA
paccMaTpuBaeTCa KaK nauvonartmnyeckas, ecim BO3HUKaeT He KaK C/efiICTBKe
WA  CUMNTOM Kakoro-nmbo 3abonieBaHWsA, a Kak CaMOCTOATE/IbHOE
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nposBneHne 3aboneBaHnss. AVICA yalle BCTPeYatoTCA Y XKEHLLMH, YeM Yy
MY>KUMH.

2. Bonpocbl Knaccngmkauum.

CornacHoO COBpPEMEHHOM KnaccuuKaumMm reMoIMTUYECKME aHeMunin
MNPUHATO AeNUTb Ha HacNeACTBEHHbIE N NPUOBpeTeHHbIE. B CBOKO o4epenb
Hac/neACTBeHHbIe NOAPa3AensatoT Ha TPU OCHOBHbIE TPYNMbl MO NPUHLUKUNY
noKanmsauum reHeTUYeCcKun NETEPMUHNPOBAHHOIO aeekTa:
Memb6paHonaruu, 3H3UMoNaTuK, remornobuHonatum. [proGpPeTEHHbIE
reMoNIMTUYEeCKMe aHeMUn [enat Mo MNPUHUMNY YTOYHEHUA (hakTopa,
BbI3BaBLLEr0 aHeMuIO: aHTUTeNa, MexaHW4yeckaa TpaBMa, XMMUYECKOe
MOBpeXAeHWe,  paspylleHWe  3IpUTPOUMTOB  napasutamu,  gepuuunt
BuTaMmHa E. Hambonee 4acTo B NpakTUKe Bpayel  pasHbIX
cneumanbHOCTEN BCTPEYArOTCS ayTOMMMYHHbIE TEMO/IMTUYECKME aHEMUN
(AUTA).

Tun aHTUIPUTPOUMTAPHbLIX aHTUTen (MosHble WAW  HEMOJHbIE
arrMtOTUHMHBLI, TEMOSIU3NHbLI) B 3HAYUTE/IbHOM CTENEHN OnpeaenstoT
XapaKTepHble KNMHUYECKME OCOBEHHOCTI pasHbIX BUAOB aHEMWUIA, B CBSI3U
c yem AT A fenaT no ceposiormMyeckomy npuHLmny:

- AVIMA ¢ HEeNO/IHbIMW TENNOBbLIMWU arrIFOTUHUHAMMU;

- AVTA ¢ TensioBbIMW FreMOIN3NHAMN

- A" A ¢ NONHLIMK X0NOA0BbLIMU arrTUHUHAMMU,

- AUIA ¢ aBYX(hasHbIMIN reMosIn3nHaM.

3. [lmarHocTuka.

KapTuHa Kposw.

YpoBeHb remMorsiobnHa CHMXaeTcs B TOW WAN WMHOW CTEMNeHW, Mnpu
reMo/IMTUYECKOM Kpu3e 3HaumtenbHo — Ao 30-40 r/n, UBETOBOM
nokasate/l HOpMmasibHbIA. [pyu  nccnefoBaHWM KPOBW C  MOMOLLBIO
remMatosiormyeckoro aHaamsatopa nokasatenn MCV n MCH HopMa/ibHbl,
MOCKO/IbKY aHeMWMsi HOCUT HOPMOXPOMHbIN HOPMOLMTAPHbIA XapaKTep.
Mpu nccnefoBaHNN mMopdosiornm 3pUTPOLMTOB oTMevaeTcs
MONKMNOLMTO3, YMEPEHHbIA LLIN30UMTO3, NoNNXpPOMaToUINA
(3KBMBANIEHT PETUKYIOLNTO34), BbIABNAKOTCA eAVHUNYHbIe
MUKPOCHEPOLMTLI, MAKPOUMTBI. TUNNYHBIM MPU3HAKOM FEMOJINTNYECKOWA
aHeMWUK ABNSETCA BbICOKUA YPOBEHb PETUKYNOLUMTOB, AOCTUraroWwmin 50%
(500 npomunnn). [AnHamuKa PeETUKYNOUMTO3a TakoBa: B Havane
reMo/IMTUYECKOro  Kpu3a, MNpW  peskoM  nageHun  remorsiobuHa
PETUKYNOUMTO3 HEBENUK — 2-3%, NATb — CEMb AHEN CMYCTS, NPU Pa3BUTUN
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KOMMEHCATOPHOW  Tunepniasui  3pUTPOMAHOrO  POCTKa,  YPOBEHb
PETUKY/NOLMTOB  HapacTaeT, AoCcTvrasg MakCuMasibHbIX uugp. B
NnepuepmnyecKyo KpoBb MOTYT BbIM/bIBATb eANHUYHBIE HOPMO6/1ACThI,
4TO ABNAETCA OTPAKEHNEM HanPSAXKEHHOCTN 3PUTPOMNO33a.

YpOBeHb NEMKOLMTOB, Kak Mpasuo, nosbiweH A010-15 10%n npu
3TOM OTMeYaeTcs CABWUr sAep HeMTPOoMmWNOoB BNEBO A0 eANHUYHBIX
MWENIOUNTOB, YTO OTPaXKaeT NIeMKEMOUAHYIO peakuuio M1UeonaHoro Tuna
Ha remonn3. CO3J yckopeHa He3HauynTenbHO (B npegenax 30 mm/4yac) 3a
CYET YMEPEHHOI 0 NOBbILLEHNS YPOBHA raMMa-r/i00y/IMHOB.

Konnyectso TpomM60LMTOB HOPMA/IbHO UM MOXKET ObITb CHMXKEHO. B
3TOM cfyyae cnegyet MMeTb B BuAy MHorga conytcTeyowyro AUTA
ayTOUMMYHHYIO TPOMOOLUMTONEHUYECKYIO MYpPNypy, TakK Ha3blBaeMbll
cuHapomM Puilepa-IBaHca.

KOCTHbIn MO3TT.

Mopdhonormnyeckas KapTWUHa  KOCTHOro mMo3ra  OTpaxaet
rMneppereHepaTopHbIA - XapakTep aHeMuUW: KpacHblii  POCTOK  Pe3Ko
pasapaxeH, gocturasa 30-40%, COOTHOLUEHME NIeKO/ 3pUTPO CoCTaBnseT
2/1 vnun 1/1 npn Hopme 3/1-4/1. Tun KPOBETBOPEHMSA HOPMOBGIACTUYECKNIA,
MHOrJa C 4epTtamu MerasiobnacToMgHoCT 3a CYET OTHOCWUTE/IbHOTro
Aeuynta BuTammHa B, M hoNnMeBoin KNCIOTbI, YCUNEHHO PacXofyemblX B
nepuog reMosIMTUYECKOro Kpusa.

Buoxvmunyeckoe nccnefosaHne Kposu.

Hanbonee xapakTepHON 4YepTOM remMOSIMTUYECKMX aHEMWIA SBNSeTCS
rmnepounnpyonHemMmns 3a CYeT HenpaAMoro (HeKOHbHOIVMPOBaHHOTO,
cB060OAHOr0) 6unupybuHa. O6LWMIA GENoK, MOYEBMHA, KPeaTUHWH — B
npegenax HopMabHbIX BeNNYMH. [pu nccnefoBaHMn 6e/1KOBbIX PpaKLmii
MOXET ObITb BbISIBIEHO He3HAUYUTENIbHOE YBeNU4YeHue Mpakuum raMma-
rNO6YNNMHOB, 4TO O0OYC/IOB/IEHO MOBBIWEHHbLIM CUMHTE30M  aHTUTE.
YpoBeHb aMMHOTpaHc(epas, TUMO/I0BasA MNpoba HOpMasibHbl, YPOBEHb
naKrarfernaporeHasbl MOXET OblTb MOBbIWEH. CbIBOPOTOUYHOE >Keneso
MOBbILLEHO UK HA BEPXHEW TPaHnLEe HOPMBbI.

Mouya. O6wuin aHann3 moun — 6e3 nartonorun. Npu “ccneLoBaHAM
MOYM Ha YPOOUSIVH U XXe/TYHbIE MUTMEHTbI 00bIYHO OTMEYatOT MOBbILLEHNE
ypobunuHa, O6unnMpyouH He O0O6HapY)KMBAETCs, TaK KakK Henpsmoi
OUNMPYOWH, MOBbILLEHME YPOBHA KOTOPOro XapakTepHo ana AUIA,
HepacTBOPWUM B BOJE N B MOYY He BblJeNfeTcs.

Kan. Kan — runepxpomHblid, 3a CYeT BblAeNeHUs MNOBbILLEHHOIO
KO/IMYecTBa CTePKOOUINMHA —KOHEYHOr0 NMPoAyKTa MUIMEHTHOro obmMeHa.
Tak, ecnm B HOpMme Bblgenserca okono 200 mMr CTepkobwinHa, TO Mmpu
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YCU/IEHHOM paspyLLeHN 3PUTPOLLUTOB ero CyTOYHOE KOJIMYECTBO B Kasie
MOXeT yBenmumeatbca 4o 1000 mr n 6onee.

TecTbl, YTOUHAKOLLIME XapaKTep remosnmsa.

OcmoTnYecKad  PesMCTEHTHOCTb  3pUTPOLMTOB, KaK  npasuno,
HOpMasibHa: Hadano remonnsa — 0,42, koHel remonmsa — 0, 32. CHUXKeHne

OCMOTMYECKON PE3UCTEHTHOCTU 3PUTPOLUTOB — MATOrHOMOHUYHbIN
NPU3HaK HacneACcTBEHHOro MuKpochepounTosa (60n1e3HN MUHKOBCKOrO-
LLioddpapa).

Peakuuns Kymoca.

Peakumnsi Kymb6ca (npoba Kym6ca, aHTUINOOYIMHOBLIA TECT) MMeeT
OYeHb  6O/MbLUOE  3HAYeHMe B AMArHOCTMKE  ayTOMMMYHHbIX
reMOMMTUYECKUX aHEMUI C HEMO/HbIMKA TEMNNOBbIMKA ayToaHTUTENaMW,
NnonoXuTtenbHaa npaMas npoba Kymbca abcontoTHO NoATBEPXKAAET (haKT
(mkcaumm ayTtoaHTUTEN Ha MOBEPXHOCTM 3pPUTPOUUTE, BepuduLmnpys
TakM 06pa3oM ayTOMMMYHHbIA XapakTep natonormn. OTpuuatenbHas
npsamas npoba Kymb6ca He cHumaetT pamarHosa AWICA. TMpoba Xewma,
caxapo3Hasi npoba, npoba Ha ayToremosin3 oTpuuartenbHbl. M3BECTHO, YTO
AVTCA C HenonHbIMM TEMIOBbIMW arrlOTUHUHAMU MOXET ObITb Kak
namonaTM4eckom, Tak M CMMMTOMATUYECKOW aHemMueil B fAebroTe psaa
3a60neBaHNin  (CM. BbIlE), B CBA3M C 3TUM Hapsigy C OnMCaHHbIMU
NnabopaTopHbIMX TecTaMuM HeobXOAUMO MPOBECTU MCCNeL0oBaHUA [/
NCK/IOYEHMA  CMMMNTOMATUYeCKOro Xapaktepa aHemun. Tak, And
NCKNHOUYEHNSA CUCTEMHOM KpacHOW BONYaHKM Kak npuunHel AVICA cneayet
BbIMOMIHUTL HapA4y C BblWeONMCaHHbIMKM TecTamMu wuccregosaHne LE-
KNETOYHOro peHomMeHa, aHTU-AHK aHTuUTen, ypoBHA KOMMIEMEHTA U M.

4. KnnHn4yeckas KapTuHa.

Hayano 3a6oneBaHWA MOXET OblTb OCTPbIM: BHe3arnHo, Ha (oHe
MonHOro ©6narononyynsi, BO3HMKAeT CnaboCTb, OfAblKa, apTpanruu,
noAbeM TemnepaTtypbl Tena, 0O6YCNOBMEHHbIA pacnagoM 3pUTPOLMTOB,
60711 B NOACHMLLE.

Horga 60/1bHOM yKa3biBaeT Ha MpefLlecTBOBaBLLUEE aHEMUWN OCTPOe
pecnupartopHoe 3ab0/1eBaHNE, MOrPELUHOCTb B AWETE, NepeoxIaXaeHNe.

CnneHomeranuga scTpeyvaetca B 60-70% cnydyaeB 1 TeEM 3HaUUTE IbLHEE,
yeM  AnuTenbHee  3aboneBaHMe.  Kpalh  Cene3eHKM  3N1aCTUYUHBIN,
6e360/1€3HEHHbI NPY Nanbnaumn, 6011 MOryT NOSBAATLCA NPU UH(APKTE
CeNle3eHKU, NepucrieHuTe.

[CenaTomeranuns HexapakTepHa Ans Ae6roTa 3aboseBaHnsA, HO MO3AHee,
MPU  YacTblX TEeMOMIMTUYECKMX Kpu3aX, Pas3BMBAETCA  BTOPUYHbINA
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TOKCUYECKMIA TeMONUTUYECKWIA renaTuT 1 MneveHb yBenmumBaeTcsa. [Mpu
ONNTENILHOM  XPOHMYECKOM TeYeHWM 3ab0NMeBaHMN MOXET Pa3BUTLCS
COMYTCTBYWOLLMIA TNepoUNNpPyeuHeMUN KanbKynesHblid XONeUucTuT.

MauneHT OTMeYaeT Hannume TEMHO-KOPUYHEBOrO, FMNEPXPOMHOTO,
Kana 3a CYET BblAeNeHNS MOBbILIEHHOrO KOMMYeCTBa CTepkobmnmHa. Moua
Mpo3payHasi, CONIOMEHHO-)KENTOr0 LiBeTa, OKpPacka ee MOXET ObITb YCUEHA
3a CYET MOBbILLEHHOrO YPOBHSI YPOXPOMOB. BUnnpyorHa B Moue HeT.

5. JleyeHue.

OCHOBHbIM NaToreHeTMYeckn 060CHOBaHHbLIM METOAO0M SIeYeHNS 3TOM
MMMYHHOW  aHEMWM  ABNSIETCA  MMMYHOCYMMpeccus,  MpoBoAMmas
rNIOKOKOPTUKOMAaMN. BoNbHOMY HazHa4aroT NPeaHU30/10H B f03e 1 mr/ Kr
Beca, ecnm u4epes 3 [OHA He OTMe4yaeTcs Ccrabunmsaumm YpoBHS
remMornobuHa, ymeHblUeHUSA TuneponnmpyonHemumn, Aosa YyaBamBaeTCs.
[Mocne KynupoBaHMsA remonusa (Hopmanus3aums YpPOBHS FemorsiobunHa,
OuNMpybuHa, CHWDKEHME  KOMMYeCcTBa  PETUKYNOLUMTOB)  HauMHatoT
MOCTEeNneHHOe CHWMXEeHWe A03bl NpeaHU30/0Ha A0 OTMEHbLI. HepeAKo Ha
(bOHE CHW>KEHUS [03bl, 00bIMHO MO JOCTVKeHMM 20-30 MI CYTOYHOrO
npuema, BO3HUKAET PeunamB, TPeOytowwmii Bo3BpaTa MpeXXHUX nevedHbIX
[03. EcnM B TeyeHMe 6 MecCALEB He YAaeTcA KynuposaTb emosus,
npeanaraeTcd  Cr/leHakKToMusA.  W3neyeHne nocne 3TOM  onepauumu
HacTynaeT B 70-80% cnyyaeB. [Mpn He3PEEKTUBHOM CMNEHIKTOMUN
HasHayaloT  MMMYHOCYMNMPECCUBHYIO  Tepanuio  LIUTOCTATUYECKMMMU
npenapatamn. OObIYHO HAYMHAIOT C a3aTUOMNPUHAa B CYTOUYHOM fA03e oT 50
fo 100 mr, Kypcom o 6 mecaueB. OUeHUTb 3PGEKTUBHOCTL MpuemMa
MOXXHO TO/MbKO nocne 2-3 MecqaueB. CnegylolwyMm  BO3MOXHbIM
LIMTOCTATUKOM B 3TO CUTYaLMMN MOXET BObITb 6-MepKanTonypuH B TOW Xe
fo3e. MNpn HeaPPeKTUBHOCTM 3TUX NPenapaToB MOXKET ObITb MCMO/b30BaH
unknogocaH B fo3e 200 Mr B CyTKU, 3PEKTUBHBIA KYPC MOXET ObITb
OoyeHb KopoTKum 600-800 mr, ofHaKO yalle NpUxoauTcAa MNPOBOAMTH
bofee [AJIMHHbIE Kypcbl [0 2-4 T. BWHKPUCTWH, Kak MpaBuso,
Masioa()PeKTMBEH. B  0COGEHHO YMOPHbLIX CNy4yasiX PEeKOMEHAYHOT
nonmxumuortepanuio —  VAMP  (BUHKPUCTUH,  MeEpPKanTomypwH,
MeTOTpeKcaT,  NPeAHM30M0H).  BHYTPUBEHHbIA ~ UMMYHOII00YNWH,
aHTUTUMOLMTaPHbIA TNOGYNNH COrNacHO AaHHbIM NUTEpPaTypPbl YCMELLHO
MPUMEHSIOT B pedipakTEPHbIX CyyasX, OAHAKO TakKoe JieYeHWe O4eHb
[lOPOrocTosALLE 7 faeT KpaTKOBPEMEHHbIi ahheKT. C
[NE3NHTOKCUKALUMOHHON LEeNnbilo B Mepuoj  reMoSIMTUYECKOro  Kpusa
MPUMEHAIOT  remoges, aJbOyMWH, KOTOPbIA  XOPOLIO  CBA3bIBAET
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OUNMpPy6bUH. 3 3KCTpakoprnopasbHbIX METOA0B AeTOKCMKaLMK — Hanboree
aheKTMBEH Mnasmadepes. MeMocopoUns MOXKET YCUIUTb TEMOMN3 U
ycyryouts OBC. T[lepenMBaHMe OTMbITOWN 3pUTPOLUTAPHOM  MAacchl
MPOBOAUTCA MO  >KW3HEHHbIM  MoKasaHuAM 1 0643aTenbHO Mo
UHAMBUAYaslbHOMY nopbopy. CnefyetT UMeTb B BUAY TPYAHOCTU Mpu
onpeaeneHnn pesyc-npuHagIeXXHOCTH, MOCKO/IbKY (PUKCUPOBAHHbIE Ha
MOBEPXHOCTN 3PUTPOLUTOB HemnosiHble aHTuUTesla MOryT MnpuUBECTU K
NOXKHOMOIOXNTE/TbHOMY

CMNMMNCOK NINTEPATYPbI

1. PykoBogcTBO no remartosorun: B 3 T./ nod pea. A.W. Bopobbesa. — M.
Hotoanamep, 2002. — T. 2. — 280 c.

2. [ematonormsi: HOBeWWMA crnpaBoYyHUK [/ nog obu, ped. K.M.
Abgynkagpiposa. — C.IM. 2004. — 928 c.

3. CmunpHoBa J1.A. AHEMUN: KTMHWKA, AVArHOCTUKA, NevyeHne. MuHCK. —
2002.

4.0kopokoB A.H. [lnarHocTuka 60/e3Heil BHYTPEHHUX OpraHoB. — M.
Meg. nutepatypa. — 2001.

35



1.7.
TEMA: HacneacTtBeHHble remonmMTmnyeckmne aHemmm (CmupHosa J1.A.)

YYEBHbIE BOINPOCHI:

1.0npepeneHne NoHATUS.

2.Bonpocbl Knaccuukaumm HacneACTBEHHbIX FreMONIMTUYECKMX aHEMUA,
3.HacnencBeHHbIA  MUKPOC(EPOLMTO3 U 3NUNTOUMTO3  (KIUMHUKO-
nabopaTopHas XapaKTepUCTMKa).

4.MpuHLMNbI NeveHns.

1. OnpepeneHne NMNOHATUA.

[eMONUTUYECKME aHEMUW — 3TO rpyrnna aHemwuii, 06YC/OB/EHHAS
MOBbILLEHHbIM pa3pyLUeHNEM 3pUTPOUMUTOB. [edeKT 3puTPOLUTOB MOXET
HOCUTb Hac/eACTBEHHbIA UM NPUOBPETEHHbIN XapakTep. CreacTBnem
3TOro SIBNAETCA CHUXEHME YPOBHS remorfiobunHa, runepounnpybnHemms
NN TeMOrn06MHEMNS, peakTVBHaA runepniasns 3puTpouLHOro PoCcTKa
KOCTHOI0 MO3ra, PeTUKY/NoUUTO3, CriJIEHOMErasins.

2. Bonpocbl Knaccnukaumm Hacne ACTBEHHbLIX reMOINTNYECKUX

aHe MU,

CoBpeMeHHasi Knaccugmkaumss OennuT BCe TEMOIMTUYECKME aHEMUM
Ha fOBe 6O/bLUME TPYNMbl: HAacNeACTBEHHbIE U MNPUOGPeTeHHbIe. [danee
Hac/NeACTBEHHblE  MNOAPA3AeNAlTCA MO MPUHUMNY  IOKan3auunm
reHeTMYecKn AeTePMUHUPOBAHHOIO AedeKTa, BbI3BABLUEr0 paspyLUeHue
apuTpoumTa:

1. membpaHonarunu;

2. (hepmeHTOMaTUNW;

3. reMor/ioonHonaTum.

3 HacneAaCTBEHHbIX rEMOMMTUYECKMX aHeMUA B benopyccuun
Hanbonee 4YacToO BCTPEYaeTCAd HACMeACTBEHHbIA  MUKPOCHEPOLINTO3
(6one3Hb MuHKoBckoro-LLodgapa), B cBA3M C Yem TepaneBT B CBOEW
NpakTUKe  CTa/IKMBAeTCA  MPEMMYLLUECTBEHHO C  3TUM  BUAOM
Hac/nefCTBEHHON TEMOSIMTUYECKOW aHeMUU, MO3TOMY 60nee noapobHoe
onncaHWe 3TOro 3ab0/1eBaHNA NPUBOAUTCH HUXKE.

2. HacneacBeHHbIN MUKPOCKhe poLMTO3 U 3NNNTOLUMTO3 (KNNHUKO-
nabopaTopHasn XapaKTepucTuKa).
B ocHOBe 3a00/1eBaHNA NEXUT reHeTUYECKN 1ETEPMUHNPOBAHHbII
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AedeKkT, 06YCNOBMEHHbIA PE3KUM CHUXEeHMeM B MeMbpaHe apuTpouuTa
benka cnektpMHa. 3TO MPUBOAUT K MOBBIWEHUIO MPOHULLAEMOCTH
MeMOpaHbl 3puTpOLMTa A1 MOHOB HATpuUA WM BOAa, BC/IEACTBME 3TOrO
3PUTPOLMT HabyxaeT M 13 AMCKOLMTA NPeBpaLlaeTcs B MUKPOCHEPOLMT.
JedopMnpyemMocTb TakMX 3SPUTPOLUTOB PE3KO CHUKAETCA WM MPOXOAS
yepe3 CUMHYCbl Cefile3eHKM MUKPOCHEPOUNTbI TMOHYT. Takum o06pasom,
MMeeT MECTO BHYTPUK/IETOUHbIA, MaKpoara/bHblidi TeMO/IN3, a Cefle3eHKa
SIBNAETCA «KNafbuLLEM 3pUTPOLNTOBY». MpenMyLLECTBEHHOE paspyLUeHue
3PUTPOLIMTOB B Cefie3eHKe CBA3aHO C OCOOEHHOCTSAMM Ce/le3eHOYHOro
KpOBOOOpaLLEHUS.

B ctpaHax EBponbl 4actoTa Hac/feACTBEHHOIo MMKpPOCHepoumTosa
coctaBngetr 1. 5000, B benopyccnn 31O TakXke camasd uYactad Wu3
HacNeACTBEHHbIX FeMOIMTUYECKMX aHEMWIA.

3aboneBaHne Hacnegyetcsa OT OAHOrO M3 poauTenen. Hepegko vy
pebeHKa 3ab0neBaHMe MPOTEKaeT TSXKEeNo, a y oTua WaMm matepu MMeet
MeCTO /laTeHTHOe GecCMMNTOMHOe TedeHue. YeMm 3HauuTeslbHee AedekT
MeMOpaHbl, TeM paHblle K/IMHUYECKM TNPOSBNSAETCA 3aboneBaHue.
OCHOBHble CUMNTOMbI: YXENTYXa, YBENIMYeHEe CeNe3eHKU, rMNnepxXpoMHbIii
K, Ta WIN WHAA CTerneHb aHeMuu, CKNOHHOCTb K 06pa3oBaHuIo
MUTMEHTHbIX KaMHel B XXeNYHOM Ny3bIpe, M0o3)Ke MOXXET MPUCOeANHUTLCS
BTOPUYHbLIA  renatut. Hepeako  ymepeHHas KenTyxa  ABNseTcs
eANHCTBEHHbIM NPOSABAEHWEM 3ab0neBaHUsA. ITM cnydan 6e3 aHeMun
NPeAcTaBNAlOT  Hambonbume — AMddepeHuUnansHO  AMarHOCTUYecKue
TPYAHOCTW, KaK npaBwu/io, NPOBOAUTCA AU(AMATHO3 C  CUHAPOMOM
Xnnbbepa. FeMoNNTAYECKUIA KPU3 NPOBOLMPYIOT: MCUX0-3MOLMOHa/IbHASA
TpaBMa,  (pM3nMYeckas  Harpyska, nepeoxnaxneHue,  HeKoTopble
NeKapCTBeHHble rMpenapatbl, OMepaLuMoHHasd TpaBMa, O6epeMeHHOCTb.
Tpothuyeckune A3Bbl HA FONEHAX, OMNNCLIBAEMbIE B CTapbIX PYKOBOACTBAX, B
COBPEMEHHOM KIMHWKE MpPaKTUYeCKM He BCTpedyaroTca. HapylleHue
TPOOMKM  CBA3LIBAKOT C  PE3KUM  CHWMXeHVWeM  aedopMupyeMocTu
MUKpocdepounToB. Mpn TSXKenoi gopme MUKPOCHepOLUTO3a, C paHHEN
MaHuecTalmein B JeTCTBE, OTMEYAeTCA HapyLLeHeM KOCTeobpa3oBaHus,
4YTO MNPOABNAETCA «OaALlEHHbIM  Yepernom», «rOTUYECKUM HebOoM>»,
MUKPOTaNnbMUEN, HeMpaBubHbIM PacnofiokeHNeM 3y60B.

JTabopaTopHasa gnarHocTuka

Obumii  aHa/mM3  KpoBA.  AHEMMSI  HOPMOXPOMHasi,  BblpaXkeH
MMKPOCEPOLMTO3 3PUTPOLIUTOB, OMAMETP 3PUTPOUMTOB YMEHbLLAETCA [0 6
MKM M HWXe, LleHTpa/ibHOe MPOCBET/IEHNe, XapaKTepHoe [ HOPMasibHbIX
aputpoumToB,  ucyesaeT.  CriefyeT  MOMHUTbL,  YTO  KO/IMYECTBO
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MMKPOC(EpPOLMTOB, 0OHAPYXKMBAEMbIX B Maske KpPOBW, B pasHble Nepuofbl
00M1E3HN, MOXET OblTb Pa3/IMYHbIM.  YPOBEHb JIEVKOLMTOB B MEPUOA
FeMOMUTNYECKOrO KP13a He3HaUNTENbHO NoBbiLLeH (10-15 x 10 ) co casurom
HEWTPOPU/IOB BfIEBO [0 HOHbLIX, YTO MOXET OblTb pPaCLEHEHO Kak
NeKeMongHas peakuma MUENoMgHOro Tuna Ha remonms.  Konmuectso
TpoM6OUMTOB HOpMasibHOe. OTpaXKeHUEM peaKTUBHON pereHepauyn KpacHOro
POCTKA SABNSETCA BbICOKUA peTukynoumtod (ot 5 ao 30% u 6onee),
MO/MXPOMAaTOINS, HOPMOGACTbI B MepUeprHeCcKoin KPoBU.

OCMOTMYECKas PE3NICTEHTHOCTb  SPUTPOLIMTOB  CHIDKEHA, T.e. Hayalo
remormsa cooreercTByer 0,5% Hatpua xnopuga u Bbie (Mpy 04% -
MUHUMa/IbHast Pe3nCTeHTHOCTb; 0,32% — MakcumarbHas Y 340poBbiX). Bonee
YyBCTBUTE/IbHbIM ~ BapvaHTOM  3TOW  METOAMKM  SBNAETCA  UCCNeA0BaHMe
OCMOPE3NCTEHTHOCTY MOC/e CYTOUHOM MHKYGaummn npu 37°C. CreayeT NoMHUTD,
YTO B pasHble NeproAb! 601e3HM NoKasare OCMOPE3NCTEHTHOCTU MOTYT ObITh
Pa3/IMYHbI, NOYTU HOPMA/IM3YSACh B MEPUOLbI KITMHUYECKOTO 6/1arononyyms.

[Mpsivas npoba Kym6ca oTpruaTenbHa.

KOCTHbIA MO3r. [Npn MccnefoBaHMM KOCTHOIO MO3ra OTMEYaeTcs pesKas
PEaKTMBHAA TVNEPr/iasus  KpPacHOrO0 POCTKa, TaK YTO COOTHOLLEHWE
nenko/apnTpo coctaBnset 1:1, 1:2 (npu Hopme 3:1, 4:1). W3pedka, Ha (hoHe
reMO/IMTUYECKOr0 KpWU3a, MOryT MOSBNATLCA eAMHUYHbIE Meranobnactbl 1
HOPMOG1aCTb! "'C Merano6/1acToMaHON CTPYKTYPO SAAepHOMO XPOMaTUHA", YTO
CBSi3aHO C ObICTPbIM PacXofoM BuUTaMuHa By, (h0/MeBOA KMCMOTbI U UX
KpaTKOBPEMEHHOIN HeA,0CTaTOYHOCTBLIO B MEPUOL, FreMO/IMTUYECKOTO KpK3a.

[viarHo3 cBogutcAd K - AvdipepeHUManibHON  AMArHOCTUKE  KENTYX,
[NarHoCTKe COGCTBEHHO reMO/IMTUYECKO aHeEMIMK, a 3aTeM anddepeHupmanmmn ¢
APYrIMA BUZAMW TeMO/IATUYECKX aHEMWIA,

HacneacTBeHHBbI 3/IMNTOUMTO3 (0BA/TOUMTO3).

[[emonM3 3pUTPOLMTOB CBA3aH C fJedekTom Gefka membpaHbl. MecTo
paspyLLeHnst  [e(heKTHbIX 3PUTPOLMTOB — Cefe3eHka. 3ab0/ieBaHMe 4acTo
NPOTEKAET JIATEHTHO WM C HE3HAYUTEIbHON K/IMHWYECKO CUMMTOMATUKOW,
G/IM3KOI K HaC/1ie ACTBEHHOMY MVKPOCHEPOLIMTO3Y.

5. NpuHUMNbI NevYeHUs.

OCHOBHOW METOA, /IeUYEHNS MPU HACNeACTBEHHOM MUKPOCHEPOLMTO3E U
Hac/eICTBEHHOM  S/VMMNTOUMTO3e —  CM/IEHIKTOMWUS;  MOKasaHMeM K
CM/IEHIKTOMMN ~ ABNSETCH  [AEKOMIMEHCUPOBAHHbIA  TEMOMN3.  [A/INTENIbHO
HEKYNUPYHOLLIAACA aHEMUS, BbIp@KEHHast rmneponnmpyonHeMmsi, 3HaunTe IbHas
Cri/eHOMera/isi  C  SB/IEHUAMM  MEPUCTINIEHNTa,  UHMAPKT  CeMe3eHK!,
Ka/IbKY/Ie3HbIA  XONEUUCTUT, BTOPUYHbLIA  TOKCUYECKUA  FEMOIUTUYECKMIA
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rematut. lMocre onepauyn MoYvTK Yy BCEX OOMbHBIX OTMEYEHO MPaKTUYECKOe
BbI3OPOB/IEHNE, MNpaBU/IbHEE — MOSHAsA K/MHMYECKas KOMMeHcaums, T.K.
HaCMeACTBEHHbIA [edheKT 3pUTPOLMTOB He SIMKBALMPYETCA, XOTA 4/IMTENbHOCTb
YKN3HW 3PUTPOLMTOB YBE/IMUMBAETCSH, HO He HOpMasM3yeTcs. CUMMTOMATUYeCKas
Tepanusi CBOAWUTCA K  WUCMO/Mb30BaHUIO  KEMYEroHHbIX (Mpy  OTCYTCTBUK
KOHKPEMEHTOB B YXEYHOM MY3bIPE), CNasMO/MTUKOB. [pK CHVXKEHUN YPOBHS
remorsiobmHa meHee 70 r/n — nepenvBaHne 3pUTPOLIUTAPHOIA Macchbl.

[py 3aNMNTOLMTO3e B GOJbLLMHCTBE C/yYaeB A0CTaTOYHO OrpaHNYUTLCH
YKENYErOHHbIMM, MPaBU/IbHLIM PEXMMOM Tpyaa M oTAblxa. py 3HauUTENbHOM
CM/IEHOMETa/In, MPUCOEAVHEHUN  K/IbKY/IE3HOTO  XOsieumcTuTa  Tpebyetcs
CM/IEHO3KTOMYS C OAHOBPEMEHHOI XO/ELICTIKTOMMEIA.

CMNMNCOK JINTEPATYPbI

1.PykoBogcTBo no rematonorun: B 3 1. / nog pea. A.V. BopobbeBa. — M.:
Hetognames, 2002. — T. 2. — 280 c.

2.'emaronorns: HOBEMWWMA cnpaBoyHMK [/ nofd obw, peq. K.M.
Abgynkagpiposa. — C.IM. 2004. — 928 c.

3.CmnpHoBa J1.A. AHEMUU: KTMHUKE, AMArHOCTUKA, fleveHne. MUHCK. —
2002.

4.0kopokoB A.H. AnarHoctuka 60/1€3HE BHYTPEHHUX OpraHos. — M.
Meg. nutepatypa. — 2001.
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1.8.
TEMA: OcTpble nocTremopparmnyeckme aHeMmn (3madunHckuii B A)

YYEBHbIE BOINPOCHI:

1. OnpefeneHne KpoBoOMNoTepn.

2. MexaHn3Mbl pa3BUTUSA TMMOBOIEMUYECKOTO LLIOKA.

3. Ctpaterus TpaHC(Y3MOHHOI Tepanum OCTPO MaCCUBHOW KPOBOMOTEPN.
4. O6beM U CTPYKTYpa TpaHCMY3MOHHBIX Cpef B 3aBUCUMOCTU OT 06bema
KPOBOMOTEPMW.

1. OnpepeneHre KPoBOMOTEPW.

KpoBsonoTepss — npeAcrasnseT co60M KOMMIEKC KOMMEHCATOPHbIX U
MaToNornyecknx peakumii, BOZHMKaOWMX B OTBET HA 3HAYMMYIO MOTEPIO
KPOBW 13 COCY/0B.

MaccrBHas noTeps KPoBKM 00bIMHO ONpefenseTca Kak noteps O4HOro
obbema KpoBu B npefenax CyToK, HOpMasibHblii 06beM KPOBW, COCTaBNAET
Npu6aM3NTeNbHO 7 % MaeanbLHOro Beca Tena y B3pocbiX 1 8-9 % y aeTei.
AnbTepHaTUBHbIE OnpeaeneHnsa BknoYaroT 50 % notepto 06beMa KPoBY B
npegenax 3 yac, Uan CKopocTb notepn 150 ma/mMuH. Takue onpeaeneHms
NMOA4YEpPKMBAKOT BAXHOCTb pPaHHEro OnpefeneHns MnoTepu KpPoBU W
MOTPeOHOCTM B MHTEHCMBHOW  TepanuyX  Hanpae/eHHONW  Ha
NnpefoTBpaLUeHNE LLOKa N ero noceAcTBui.

2. MexaH13Mbl pa3BUTUSA TMNOBOJIEMUYECKOTO LLIOKA.

OcTpasi MaccuMBHas  KPOBOMOTEPS  MPUBOAUT K PasBUTUIO
rMNOBOMIEMUYECKOrO LLIOKA, B OCHOBE KOTOPOro /fIEXKUT HeajeKBaTHas
KanunnsapHas nepgysns CO CHMXKEHHOW OKCUTeHaumerh U HapyLleHWem
MeTabo/1M3Ma TKaHeil 1 opraHoB.

BcneacTeme MacCMBHOWM KPOBOMOTEPUM B OpraHuW3me pas3BuBatOTCH
NaToNOrNYeCKe  SBMEHMSA, BaKHEMLMMU U3 KOTOPbIX SBASKOTCA
YMeHbLLEHNe ob6bema umpkynupyrowein kposu (OLIK), T.e. runoBonemus,
NnageHne apTepunanbHOro AaBfeHNs ¢ NocneaytoLwmMmM pasBUTUEM CTOMKOWA
FMNOTOHUK,  TUMOKCUMK,  AUCCEMUHUPOBAHHOIO  BHYTPUCOCYAUCTOrO
cBepTbiBaHMA  KpoBu  (ABC-cuHgpoma),  nosiBNeHUs  MPU3HAKOB
MONMOPraHHON HelOCTaTOYHOCTUN M METab0NMYeCKOro almaosa.

KOHKPETHOW MPUYMHOI LLIOKa NPV NOTEPe LENbHON KPOBW MOXET
ObITb XKENyAo4YHO-KULLIEYHOE KPOBOTEYEHME, BHYTPUTPYAHOE,
BHYTPMOPIOLLHOE WAM  MaTOYHOE KPOBOTEYEHWE, KPOBOTEYEHME B
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3a0pIOLLMHHOE  NPOCTPAHCTBO, Pa3pbiB  aHEBPM3Mbl  a0PThl, TpPaBMa.
TsKecTb KpOBOMOTepW ONpeaensieTcs ee BUAOM, ObICTPOTON pPasBUTMS,
00BEMOM MOTEPSHHOW KPOBW, CTEMEHbIO TUMOBONEMUM U BO3MOXKHbIM
Pa3BUTMEM LLIOKA.

B 0OTBET Ha OCTpyt0 KpOBOMOTEPHD B OpraHu3Me 60MbHOrO
Pa3BMBAETCS KOMM/EKC OTBETHLIX KOMMEHCATOPHO-3aLUMTHBIX PeakLuuii,
MMEIOLMX YHUBEPCA/IbHBIA XapakTep. ®U3MONOrMUecKUMI  PeakLMsaMm
OpraHn13Ma Ha KpOBOMOTEpPHO SBMAIOTCA LEHTPaIM3aLMst KPOBOOBpaLLEHMS,
KOMMEeHCATOpHas ayToreMoAuIoLMs, akTUBaLMS FeMono33a, YBemueHme
MWUHYTHOI0 06beMa KPOBW, rMMNepKoarynsauus.

CTpaTternsa  TpaHC(Y3MOHHOW  Tepanun  OCTPOM  MaCCUBHOM
KpOBOMoTe pu.

Llenbto nepennBaHns XXUAKOCTEW U KOMMOHEHTOB KPOBWU ABMSAKOTCS:
BOCCTaHOB/IEHNE HOPMOBOJIEMMM M OPraHHOro KpoBoTOKa (nepdysuu);
nogdepXaHue  YpOBHA  MNasMeHHbIX  (haKTOpOB  CBEPTbIBAHUSA B
KO/IMYeCcTBaxX, AO0CTATOYHbIX [N1s remocTasa;, BOCMOJSIHEHME KO/MYecTBa
LMPKYNNPYIOLLMX 3pUTPOLMTOB (NEPEHOCUMKOB KMCIopoAa) L0 YPOBHS,
06ecneymBaroLLEro MMHUMA/ILHO JOCTATOYHYHO [OCTaBKY UM MOTpebneHune
KNCMopoaa B TKaHAX.

Pacyét noTpebHOCTU B TPaHCHMY3MOHHbLIX Cpedax, MX KOIMYecTse U
CTPYKTYpe onpefensetcad OO6bLEMOM KpPOBOMOTEpU, €€ CKOpPOCThHH WU
ANNTENbHOCTBLIO, a TakKXe [MOo/IoM, BO3PacToM W COMYTCTBYHOLUMMM
3a60/1eBaHNAMM NalmeHTa.

MOXXHO peKOMeH0BaTb C/efyloLWylo MNPUHUUNUAIIBHYIO CXemy
AEeACTBUIA TpaHCcMy3nonora:

1. Tlpyn HapyXHOM KPOBOTEYEHUN OCYLUECTBUTb BPEMEHHYIO
OCTaHOBKY KPOBOTEYEHWSA CAABMEHVNEM UM HATOXKEHMEM XTyTa.

2. O6ecreunTb agekBaTHYH nogady kucnopofga (MHTpaHasasbHble
KaTeTepbl, MacO4Hasi CroHTaHHad WAN WCKYCCTBEHHas BEHTUNALMS,
MHTYGaUMsA Tpaxem W NepeBof Ha MNPUHYOAUTENbHYH WCKYCCTBEHHYHO
BEHTUNALMIO NETKNX).

3. OueHUTb BaXKHeWLLME >KM3HEHHble MoKasaTenn - nynbc, AL,
4acToTa [bIXaHUA, YPOBEHb CO3HAHMA U Ha MX OCHOBE - CTEMEHb TAXKECTU
KPOBOMOTEPU N €€ OPUEHTUPOBOYHLIA 06bEM (Tabn. N 1).

4. TTyHKTMPOBATb N KaTETEPU3NPOBATb BEHY, Ha4aB C JIOKTEBOM BEHbI.
B3dTb KpPOBb Ha WCCNefOBaHWe TPYNMnoBOi NPUHAAIEXHOCTU MO
3PUTPOLMTAPHLIM aHTUreHam, O6WMiA KnvHudecknin aHanus (Hb, Ht,
3PUTPOLMTBI, TPOMOOLNTBI).
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Tabnmua 1. OueHKa CTeNeHM TAXECTN OCTPO MacCUBHOIA

KPOBOMOTeEPU
CTeneHb TAXecTu
I I " v

O6BéM
KposornoTepu <750 750-1500 1500-2000 > 2000
(Mmn)

O6BéEM
KposonoTepn (% <15 15-30 30-40 > 40
OLK)

Mynbe <100 > 100 > 120 > 140

ApTepuanb
Hoe aasneHve (MM Hopma Hopma CHWMXeHOo CHWXeHO
pT.CT.)

MynbcoBoe Hopma
nasnexne (MM pT. CHWXeHO CHWXKeHo CHWXeHO

MOBbILLEHO

CT.)

HacToTa 14-20 20-30 30-40 > 40
NbIXaHWs

MoyacoBsoit OTcyTCTB
nnypes (Mn/uac) > 30 20-30 >-15 eTyT Y

CocTosHve Jiérkoe Bo36yxaeH 3aTOPMOXXEeHHO
LIHC BO30OYX/eH Ve oTh Mpekoma

ne

5. OTtnpaBuTb NPOGY KPOBM Ha OMOXMMUYECKOE WCCeA0BaHMe

(KpeaTuHWH, Kannia, HaTpUiA, XNopuabl, KUCNOTHO-LLENOYHOE paBHOBECKE,
obwmin 6e10K) M Ha Koarynosiornyeckoe uccregosaHve (MPoTpoMOuH,
AYTB, TpomMb1HOBOE BpemMs, (hMOPMHOTEH, BPEMSA CBEPTLIBAHNSA).

6. MpucTynnTb K NepenvBaHUIo pacTBopa KpUCTa/ION4oB B 00bEME
1-2n co ckopocTthto Ao 100mMn/mMumH A0 noBsbieHns AL wn  ero
CTabunmsaunm Ha YpOBHe CpefHero apTepuasibHOro [AaB/IEHUA HE HUXKe
60MM pT. CT.

7. KateTepr3anpoBaTb MOYEBOM My3bIpb.

8. MNpwu oTcyTCcTBUM CTabMM3aumm reMoaMHammMKn MyHKTUPOBATL U
KaTeTepusmpoBaTb BTOPYKD BEHY, >XefaTe/flbHO LEeHTPa/ibHYH, Hayas
rnepenvBaHne KOMMOUAHbIX PaCTBOPOB.

9. Mpu Npoao/MKAKOLLEMCA KPOBOTEYEHMM, OTCYTCTBMM CTabum3aumm
nokasaresnein remoguMHammkKu, HapacTatowend 651efHOCTM U MOABEHUN
3arpy)KeHHOCTU  MPUCTYNUTL K MEepenvBaHuio  3puTpounToB  (Mpw
OTCYTCTBMM  OAHOTPYMMHbIX 3PUTPOLMUTOB BO3MOXHO MepennBaHue
apuTpouunTos O(Rh oTp y >keHwmH 1 O(1)Rh nonox. y My>uuH).
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10. lMpefenbHO COKpaTUTb BPEMSA TPAHCMOPTMPOBKW 0OO/MILHOrO B
rocnutanb (80 80% 60NbHLIX C OCTPOM MaCCMBHOW KPOBOMOTEPEN
nornbaroT B TeUeHMe NepBoro Yyaca).

11. Bce pacTBopbl nepenvBaroTCa  TENAbIMK,  HEOOXOAUMO
noAfepXusatb TemnepaTypy Tena naymeHTta 37° C.

12. OpureHTUpPOBOYHAA CXema  KO/MMYecTBa W CTPYKTYpbI
TpaHC(Yy31OHHbIX cpef npuBeaeHa B Tabnnue N 2.

Tabnnmua 2. O6bEM UM CTPyKTypa TpPaHCMY3MOHHbIX Cpes B
3aBUCMMOCTU OT 06beMa KpoBOMOTe pr

O6bem TpaHC(hy3UOHHbIE
KpoBonoTepu cpeab! (M)
% con. Konn y_anb6 puTp Tpom6
" OLK pbl i ’ napl MR o OLI,I/ITbI OLI,I/ITbI
10%
< < 200 - - - - -
750 15 0
750- 15 150 600- - - - -
150 1 -30 0- 800
0 200
0
150 30 150 800- 100- 100 no -
0- -40 0- 1200 200 0- nokasa
200 200 150 -
0 0 0 HUAM
> > 150 1200- 200- 150 400- 4-6 o3
2000 40 0- 2000 1500 300 | 0- 2000 600

13. KpuTeprem afeKBaTHOCTW BOCMOMHEHUA Aeduunta XXULKOCTU B
uMpkynaumm - aensetca LBA u nodvacoBon auypes. lMoka LIBA He
NOCTUrHET 12-15 cM BOAHOro ctonba M no4vacoBOW ANYPE3 He CTaHeT
6onee 30ms/yac — OGOMbHON HYXAAETCA B MNPOBEAEHUM WH(Y3MOHHOW
Tepanuu.

14. CooTHoweHne 06bEMOB nepenuBaHns C3I1 M 3pUTPOLUTOB
cocTaBnseT, Kak npasuno, 3:1. YposeHb remorno6uHa 70-80 r/n npu
afleKBaTHOW [0CTaBKe KMcnopoga v obecrieyeHnm cuctonmyeckoro AL Ha
ypoBHe 90 MM pT. CT. B YCNOBMAX HOPMOBO/SIEMWUWN, OTCYTCTBUSA
rMNOTEPMUA U NPEKPALLUEHNM  aKTMBHOIO KpPOBOTEYEHWMA MO3BONAET
YMEHbLUNTb UHTEHCUBHOCTb TPaHCHY3MOHHOW Tepanun (Npyu CoXpaHeHUM
KOHTPONA 3a Mokasarenamu remMoguHaMuku,  Koarynorpammbl  ©
TpaHcnopTa KMcnopoaa).
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15. TlepenvBaHWe KOHLEHTpata TPOMOOUWMTOB MNOKasaHO npwu
CHUKEHWUM MX YPOBHA Hke 100 x 10%n. v MmosiBNEHUM NeTexvabHOVA
KPOBOTOUYMBOCTW (TepaneBTUYECKON 40301 SBNAETCS nepesmBaHue 4-6 003
KOHLIeHTpaTa TpoM6OLMTOB, BO3MOXHO MCIMO/Mb30BaHMe MOANLAOHOPCKOro
KOHLIeHTpaTa TpoM6oLMTOB).

16. Ecnv naumeHT A0 pa3BUTMA OCTPO MacCYMBHOM KpOBOMOTEPU
UMen AeuunT UMPKYIUPYIOLWMX 3pUTPOLUTOB, MnasMbl, TPOMOOLMTOB
WM NAasMeHHbIX (PaKTOpOB CBEPTbIBAHUA, WX BOCMONIHEHME HAAo
HauyMHaTb OAHOBPEMEHHO C MNepefiMBaHWEM COMeBbIX PacTBOPOB,
KOHTPONUPYA CTENeHb reMoANTIOLNNA.

17. Tlepnognyecknini  KOHTPO/b  MoKasaTenel  Koarynorpammbl,
KONM4yecTBa TPOMOOLMTOB, KOHLIEHTPaLMOHHBIX NoKa3aTenen Kposu, KT,
KWCNOTHO-LLUENOYHOrO  paBHOBECWUA,  TpaHcmopTa  Kucnopoja u
reMoguHaMuKM  HeobXoAMM AN KOPPEKTUPOBKM  TpaHCHY3MOHHOM
Tepanuu.

18. MMpun nepenvBaHun 6o0nee 4 [03 3PUTPOLUTHOM MacChbl CO
CKOPOCTbIO 6osee 1 f03a 3a 5 MUH nokasaHo BeefeHMe 5mn 10 % pacTeopa
XIOPUCTOr0 KanblUmsi ANd npefynpexaeHns UMTPaTHOM NUHTOKCUKaLMK U
rMNoKasbLNeEMUNN.
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2. JleinKosbl.
2.1.
TEMA: CoBpeMeHHas Teopust KpoBe TBOPeHUs (3MavnHCKuin B.A.)

YYEBHbIE BOINPOCHI:

1. OnpefeneHne NOHATAA remaTonoasa.
2. OCHOBHbIe TUMbl CTBOJIOBbIX K/ETOK.
3. emonoaTnyeckas CTBO/I0Bas KIETKaA.
4. PerynnpoBKa HOpMaJsibHOro remornoasa.

[[emMaTonoas — 37O MpOLEC reHepauun KNETOK KPOBW, KOTOPbIX
opraHusMm 4enoseka npous3soauMt 400 MUNIMAPLOB KNETOK B CYTKW.
KneTkn KpoBu UrparoT KNHYEBYHO PO/b B JOCTaBKE KMC/IOPO4a K TKaHAM,
3aWMTHBIX peakumsax opraHuMama W remocrase. OPUTPOLUTBI XUBYT B
cpegHem 120 cyt, Tpom6bounThl — 7-10 CyT, @ rpaHynouuTbl — BCEro 6-8 u.
[onble Bcex (MHOrga — rofamu) MOTYT >XWUTb HEKOTOpble nonynauum
nmmdounTos. ExxeaqHeBHO B opraHmn3mMe B3pOC/oro yesnoeeka Becom 70 Kr
nornbatot 6onee 0,5 TpUNMOHA ANPEEepPeHLMPOBaHHBIX KETOK, BK/OYas
200 mnpg asputpoumTtoB 70 MApa HelTpoduioB. B HopMe CKOPOCTb
00pa3oBaHUs K/IETOK KPOBW paBHa CKOPOCTU paspyLLeHMs, HO B OTBET Ha
yBe/InYeHne MOTPeObHOCTM OAWH WM HECKO/IbKO K/ETOYHbIX POCTKOB
rmnepnnasvpyroTcs. Takum 06pasoM, Nofamep>kaHne NocTOAHCTBA cocTaBa
KPOBW TPebyeT HEMpepbIBHOro 06pa3oBaHNA HOBbIX KNETOK. TOT NpoLecc
HasblBaeTcAd  KpoBeTBOpeHMeM. OH  00ecrieuynmBaeTcqd  CTBOJIOBbIMM
KPOBETBOPHbLIMM  KNeTKaMu, MpPeACTaBNsloWMMM  CO60iM  He60/bLUIYIO
(0,01%) (bpakumio KOCTHOMO3IOBbIX KNEeTOK, U3 KOTOPbIX BO3HUKAIOT BCE
KNETKM KPOBW.

[[eMaTonoaTMYecKme KAeTKA MNPOMUCXOAAT OT OYeHb HebosbLUoro
4yncna NoJIMMNOTEHTHbLIX CTBO/IOBbLIX K/IETOK, KOTOPbIE ANgepeHLMpYLoTCS,
[laBasi BCE JIMHUW KNETOK KPOBW. [MONMMNOTEHTHbIE CTBO/OBbIE K/ETKM
HaviMeHee cneunanm3npoBaHbl. Bonee crneumanm3npoBaHbl
NIKOPUNOTEHTHbIE CTBO/IOBbIe KNETKMN. OHu CMOCOOHbI
AnddepeHUMpoBaTLCA, AaBas TONIbKO OMNpefesieHHble JIMHAW - KIEeTOK.
PasnnyatoT Be nonynauuy natoPUMNOTEHTHLIX KNETOK — NUMQOonaHbIE Y
MuenongHble.  JlIumdongHble MIIOPUNOTEHTHbIE  KNETKW  Jal0T  npwu
angpepeHumposke B- 1 T-numdgoumntsl. MruenonaHble — 4al0T MHOXECTBO
KNETOK, BK/OYasA 3pUTPOLUTBI, HEUTPOQUIIbI, MOHOUUTLI, NepexoasLume B
Makpodaru, geHapuTHble KneTku (dendritic cells, He nyTaTb ¢ AgeHAPUTaAMM
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HepPBHON cucTeMbl, dendrites), KOTOpble, UrPalOT OYEHb BAXKHYH PO/b B
MMMYHHOM OTBETE, N ABMATCA aHTUTeH NPeLCTaBNAOWYMMN KNeTKamu,
303MHOMWNbI, 6a30(n/Ibl U MerakapuouuTbl, Jatoue B CBOK O4vepefb
TPOMOOLMTBI. OTU KIETKN ABNAKOTCA 3PENbIMUA U OHU Y)KE HECNOCOOHbI K
nponudepauuni. Mexay nAOPUNOTEHTHBIMA U 3PEfbIMU - K/IETKaMK
HaxoAAaTCH eLle 6onee, yem MNAOPUNOTEHTHbIE KNETKMN,
cneumanM3npoBaHHble NPOreHNTopHble KneTku (progenitor cells). OgHako
OHM TaKXke CnocobHbl K 3HauYuTeNbHOW nponudgepaunn. JSiumdgongHas
nnHus (lineage) BKIoYaeT B cebs B- n T-KeTOYHbIe MHUA. MuenongHas
NMHNA BK/IKOYAET 3PUTPOUAHYIO, TPaHYNOUMTHYO (AAtOLLYHO HEMTPOQUIbI,
npefHa3HayeHHble 418 60pb0bl ¢ NHGEKLMEN), MaKpodaroByto (AakoLLyto
Makpodaru), AeHAPUTHYIO U MErakapuoTUYECKYH SIMHUN.

[[emMonosTMyeckas CTBO/IOBAA K/ETKA Pas3sBMBAETCA  CNefyroLmm
06pa3oM. Y aMbpuoHa reMornoa3 HaunmHaeTCs B XXeNTOYHOM MeLLKe, HO Mo
Mepe pasBUTMA 3Ta PYHKLUMA NepexoauT K MeyeHu niofa W, HakoHel, K
KOCTHOMY MO3ry, rfe W TMpPOA0/MKaeTCA B TEYEHMe BCel >KU3HW.
[[eMonoaTMyecKass CTBO/IOBaA K/ETKa, AaroLas Havyano BCEM 3/1eMeHTaM
KPOBW, N/IHOPUMOTEHTHA W 3acenseT Apyrue remMo- v IMMQOnoaTmnyeckme
opraHbl M CamOBOCMPOM3BOANTCA, MpeBpalaicb B HOBblE CTBOJ/IOBbIE
KNeTkn. Bo B3pOC/IOM OpraHvW3mMe remMorno3TUYeCcKue CTBOJIOBble KNEeTKM
HaxogaTca rnaBHbIM 00pa3oM B KOCTHOM MO3re, rge OHW B HOpMe
[OBO/IbHO PeaKo [AensTcs, MpPOou3BOAA HOBble CTBOJIOBbIE  K/IETKMU
(caMOOGHOB/EHNE).

[Mpn YyrHEeTEHNN KPOBETBOPEHMSA CUMMTOMATNKA MOABMSETCA MO Mepe
yObIIM HOPMa/IbHBIX KMEeTOK. Tak Kak MepBbIMW MCYE3aK0T rpaHyouuThI
BHayasle  CHMKAeTCa  YCTOMUMBOCTb K WHQeKuMaM;  nosgHee
NMPUCOELNHAETCA TPOMOOUMTOMNEHNYECKAA KPOBOTOYMBOCTL. BriegHOCT,
CnaboCTb M ofbllKa Mpu Harpyske (pes3ynbtaT yoblLIM 3PUTPOLUTOB )
NosBNAOTCA B MOCNEAHIO  odepedb. AHATOMMA U (DM3N0ON0rUs
KPOBETBOPHbLIX ~ OpPraHoB  BecbMa  C/IOXHbl.  Halwe  noHMMaHue
KPOBETBOPEHMNA 3aMETHO YNy4LLM/IOCh 61arofgaps HeaBHUM LOCTVKEHMAM
B KY/IbTMBUPOBAHUN KNETOK W TEeHHOW WHXXeHepuun. O6pasoBaHue
KPOBSHbIX  K/MEeTOK  (remonoa3) no HeobXxoaumOCTWM  MojaBepraercs
CMIOXXHOMY KOHTPOJIHO, NPV KOTOPOM KOJIMYECTBO K/IETOK KaXKAoro tuna
PerynupyeTca WHAMBUAYa/IbHO, B COOTBETCTBUM C MEHSAHOLWMMUCS
MOTPEOHOCTAMM.

Hopma/bHbIiA FemMoroas perynmpyeTtcs C/OXKHbIM HabopPOM COO6bLITWIA
npu KOTOPbIX  K/IETKMU reMOno3TUYECKOr0  MUKPOOKPYXXEHUA
B3aMMOJENCTBYIOT [ApYyr C APYrom, C remMomno3TUYecKUMK (akTopamu
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pocTa U C MeXKneTouHbiM MaTpukcom (extracellular matrix ECM). 3tu
B3aMMOZENCTBMS MOXHO MoApa3fennTb Ha 3 TUNa: KNeTKa-KneTka, Knetka-
ECM un Knetka-poctoBoil  (hakTop. [Mpumepbl:  KneTka-KneTka:
B3aMMOAENCTBME NUMIOLUTLI-aHTUIeHOMpedenaowpme Knetkn. Knetka-
TKaHb: HEATPOMUALI NN NUMQOUUTBLI MPOHMKAKOT U3 COCYA0B B TOYKM
BOocMnasieHns.  Takue  NPOLEecCbl  MNepeMeLleHna  remMornoaTUYecKmnx
CTBOMOBbLIX KNeTok unu numdountos (traffiking) obecneumsaeTca 4epes
MexXaHW3M Yy3HaBaHWA OMpPefdeNeHHbIX paioHOB Ha MOBEPXHOCTU
3HAOTENMAIbHBIX KETOK. JIMMMOUUTBLI HECYT Ha CBOEW MOBEPXHOCTM
PELEenTopbl, YYBCTBUTE/IbHbIE K TKaHecneuuguyeckum nuraHiam, 4To
obecneymBaeT UX MPOHWKHOBEHWE B pas/iyHble NIMMQOUAHbIE TKaHW.
CxofHble npoueccbl HabnAaloTca AN PasBMBAKOLMXCHA  K/IETOK-
NpeALecTBEHHMKOB.  CUrHams3aumMa  KNeToOK  CTPOMbl  ABMSAETCH
CYLLECTBEHHbIM B 3TUX Mpoueccax. [na BceX 3TUX MPOLECCOB MMEETCA
00/bLLO Habop KMNEeTOYHbLIX PeLenTopoB. BONMbLMHCTBO M3 K/ETOUHbIX
PeuenTopoB 3TO TpaHCMeMOpaHHble ©6enknM, HO YacTb  K/NETOYHbIX
B3aMMOZENCTBMSA 00YC/IOB/IEHO pPeLenTopaMn CBA3aHHLIMW C MemOpaHoW
yepes octhaTuann-muHnNTon-rnnkaH-gocar (PIG) M 06bIMHO 3TK
peLenTopbl CBA3aHbl C Nepejadvein curHasa B KETKY MyTem akTusauumu
(hocponmnasbl. Kpome peuentopos, ApyrM K1acCoM MOMEKY/T KNETOUYHOM
MOBEPXHOCTN BadKHbIM A4 CBA3bIBAHWA MOMEKYN NnuraHga, SABNAKOTCA
KopewLenTopbl. B MMMYyHHOIN cucTeme KopeuenTopbl, Hanpumep CD4 u
CD8 BzaumogeiicteytoT ¢ TCR ©  [JalOT CUMHEPrMyeckuid  OTBeET
BHYTPUKNETOYHOW Mepefayn curHana. M, HakoHel, ecTb eLlg OAUH Knacc
MOBEPXHOCTHbLIX MOMEKYN, (MYHKUNOHUPYIOLWMX KaK KOHTppeL.enTopsl
(counter receptor) A/ MOBEPXHOCTHbLIX PELENnTOPOB COOTBETCTBYHOLLUMX
KNeTok. Hanpumep, CeMeiCTBO MOJIEKYN aHTUreHa (PyHKUMOHMPOBaHUA
nenkountoB (Leukocyte function antigen LFA) cBasbiBaeTcs ¢ ICFV1 nnu
ICAM2. Tponudgepaumsa n augphepeHLUMpPoBKa reMornoaTUYeCKUX KneTok
KOHTPOMIMPYETCA MONMNENTUAHbIMM  POCTOBbIMK  (hakTopamn (0630pbl
Metcalf D., 1989, Arai K., ea, 1990). B 90-x rogax 6bl710 BbIiB/IEHO W
KMIOHMPOBAHO OKO0/0 16 UMTOKMHOB (11 MHTEepneMKUHOB, Makpogarosblii
CSF, spuTtponosatuH, rpaHynoumtapHbeii (G)-CFS, GM-CSF, c-kit nuraHa
N ramma WHTepMepoH). PeuenTopbl UWTOKMHOB BbICOKO TOMOJIOMUYHbI
MeX Ay co60M 1 NpUHaLNeXaT K 04HOMY U 4BYM FeHHbIM CEMENCTBaM.
[Mpn nonbITKax BblaeneHns unctor pakumm NCKK ncnonb3yot mx
aHTuUreHHole Mapkepbl. NCKK BbIABAAKOTCA BO (hpakumax KETOK,
cofepawpx mapkep NpMMUTUBHBIX KneTok (CD34+), He copepxkalumx
NOG6LIX MapkepoB 60nee  ANGHEPEHUMPOBAHHBIX K/ETOK (JIMHENHbIE
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MapKepsbl, Lin-), cuanogopuH-neinkocnanmH (CD43+), peuentop Ans
(pakTopa CTBOMIOBbIX  KMETOK  (c-Kit+) 1 HekoTopble  Apyrue.
CnepoBatenibHO, aHTUreHHblid (eHotun NCKK uyenoBeka B AaHHbIiA
MOMEHT MOXET ObITb OxapaKTepu3oBaH cregyrowmm obpasom: CD34+
CD33-Lin-c-kit+CD43+CD38-HLA-DR-.

B nocnegHve rodbl  MONYYeHbl  AaHHblE O  CMOCOGHOCTM
remMornoaTUYecKMxX CTBOJIOBbIX KNETOK K  AeanddepeHUMpoBKe 1
TpaHCcAM((ePeHUMPOBKE, YTO MOAPa3yMeBaeT MpPOSAB/EHNE WCTUHHOM
MOSINMOTEHTHOCTU M CMOCOOHOCTM NPWU  ONPeAeNieHHbIX  YCNOBUAX
pa3BMBaTbCA B K/ETKM HEPOACTBEHHbIX TKaHEW — K/ETKU CKeNeTHbIX
MbILLUL, renaTtouunTbl, 3NUTENN&IbHbIE KIETKM U T.4. STM 0COBGEHHOCTU
remMOro3TUYECKMX CTBOJMIOBbIX KNETOK YKe Hawiv MpUMEHEHne B
pereHepaTUBHOWN MegULVHE.

CMMNCOK NINTEPATYPbI

1.KnuHnyeckasa oHKoremarosnorvs nopg pegakuvei / M.A. BonkoBa. —
Mocksa. — 2001.

2.Ycc AJl., 3MaumHcknii  B.A. TpaHcniaHTaumMs  ayTosiorMyHbIX
CTBOJIOBbIX TEMOMO3TUYECKUX KNETOK B KAWHUYECKOW npakTuke /
benapyckas HaByka. — MuHcK. — 2005.

3.N'ematonorns / Hoeelwmini cnpaBoYHUK nog pegakunein K.M.
Abpynkagpiposa. — Mocksa. — 2004,

4. PykoBoacteo no remaronormn: B 3 1. / nog pes. A.MN.BopobbeBa. — M.:
Hbtognameq, 2002. — 280 c.
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2.2.
TEMA: OcTpble neinko3bl (CmupHosa J1.A.)

YYEBHbIE BOINPOCHI:

1. OnpepeneHne NOHATUA.

2. JTnonorus.

3. DTanbl ANarHOCTUKN OCTPbIX NIEAKO30B.

4. Bonpocbl Knaccugpukaumu.

5. PaKTOopbl NPOrHO3a Npu OCTPbIX /IENKO3aX.
6. VIMMyHO(EHOTUN MPKU OCTPbIX NeAK03ax.

1. OnpepfeneHWe NOHATUA.

OcTpble neinkosbl (OJ1) — onyxonesble 3ab0/MeBaHNS CUCTEMBI
KPOBETBOPEHWSA, KOTOPble BO3HWKAKOT M3 OAHOW MYTMPOBaBLUEN KNETKM
KPOBETBOPHOW CUCTEMbI, T.e. OJ1 — K/TIOHa/bHBbI.

OJ1 xapakTepu3yrTCA MepPBMYHLIM MOPaXKEHMEM KOCTHOrO Mo3ra
6nactamu,  BbITECHEHMEM  HOPMa/lbHbIX  POCTKOB,  MOC/EAYHLLEN
NHUNbTPaLWEn OpraHoB U TKaHEM.

OcTpble neriko3bl BCTpeyatoTcss 5 Ha 100000/H B Pecnybnuke
Benapycb (CaBYEHKO) €XKErofHo npumMepHo 250 HOBbLIX OCTPbIX /IEMKO30B.
CooTHoweHue OJIJT:OMJ1 = 1:6-1:8; B geTckoi npaktmke OJ1J1: OM/1 =
8:1-9:1.

2. ITNoNorus.

KOHKpeTHas NpuymMHa OCTPbIX NIEAKO30B B KXKAOM OTAeNbHOM C/lyyae
006bIMHO Hem3BecTHa. [JlokasaHa 3TWOMOrMYecKas pPoSb CReayrLwmX
(haKTOpOB:

1.MoHm3npytowasa paamaums. IHAyUMpoBaHHble pagnauunein Neikosb:
ONN peteinr, OMJ1 B3pocnbix, XMJ1. Cneuudmyeckne pagualMoHHbIe
MapKepbl K/IOHa NeMKO3HbIX KNeTOK 00HapYXM1BatoTCs peaKo.

2. XUMnYeckune mytareHol (6eH30/1, XuMuoTepanus).

3.BupycHble OHKOreHbl (BMpYC 3nuwireliHa-bapp B OHKOreHese
nmmombl bepkntTta, B-knetouHoro OJ1/1). Bupyc BbICTYnaeT B Pou
CTUMY/NIATOPA MOBbILIEHHOW YacTOThl AefleHNs KEeTOK, M3 KOTOPbIX Nocne
MyTaL MmN pa3Br1BaeTCs /IENKO3.

4.'eHeTNYecKas NpeApacnonoXKeHHOCTb 7 reHeTn4YecKas
(XpoMocomHas) HecTabu/IbHOCTb.

Po/ib HacneACTBEHHOCTU — rpyrnna XPOHUYECKUX 3PeNIOKNETOUHbIX
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Onyxosen, Yalle no peueccnsHomy Tuny. (B-XJ1J1, numdocapkoma) cpeam

TIOPKCKOW  3THUYECKOW Trpynnbl, Yy AMOHUEB, KuTaiues - XJ1J1
NCKNoUNTENbHas peakocTb. XJ1J1 yalle BCTpeyaeTca y My>KUnH, Y eBpPees.
5.KypeHue.

AHTPONOreHHble haKTopbl BHELLHEN cpebl.

3. dTanbl ANarHoCTUKN OCTPbIX NIENKO30B.

1.Moponormnyeckuii atan — 1 atan. O6bHapy>keHne B Ma3Ke KOCTHOI0
mosra = 30 % O6nacTtHbIX Knetok (no FAB-knaccudgmkauyum 1976r.,
1985r.), ¢ 1999r. nopor cHmxXeH A0 > 20 % 6GnacTHbIX KNeTok (npwu
YCNOBUWN KNETOYHOro KocTtHoro mosra) BO3. lMpu 6nactax < 20 % -
RAEB.

2. Btopoin stan — pasgeneHne OJ1 No UUTOXMMUM Ha 2 TPYNMbl:
OHNN (MnenonaHbid) n OJ1J1.

LIMTOXMMWNA UCTOPUYECKM MEePBbLIA METO/, MO3BOMBLUMIA pa3fenunTb
OCTpble /IeKO3bl Ha 3TU 2 OCHOBHbIE TPYMMbl.

B 6nactax Kak MWHUMYM  WCCNeLYyKT [/IMKOTeH, JNUNUAbI,
nepokcuaasy.

FAB-knaccugmkauma  aensetcd  Mopdonornyeckon  (Mopdo-
LUMTOXMMUYECKON)  Knaccudmkaumenn (1976r., 1986r.). Hanbonbliee
3HayeHne FAB-knaccugmkaumsa umeet gna OM/T: MO, M1, M2 (45 % ot
Bcex OMJT), M3, M4, M5a, M5B, M6 (apuTponeitkemuns), M7 (oCTpblit
MerakapuobnacTHbli neikos), T.e. 9 BapuaHTOB. B OCHOBY MOJIOXKEHbI
Mopdonornyeckne Kputepun (Mo AaHHbIM MUENorpammbl MyenobnacTbl
[IO/KHBLI cocTaBnATb > 30 %, Kpome TOro ydmthbiBatOT nasiovuku Ayapa,
NPOMMENOUMTBI, MOHOUMUTLI-MOHO6MACTbl < nnam > 20 % un np.). FAB-
Knaccugpmkauma gnad OJ1J1 CywecTBEHHOro K/MHWYECKOro 3HaYeHUs He
MMEET, B CBA3N C OTCYTCTBMEM MPaKTUYECKON 3HauMmMocTu (Li-Lo-Ls).
[MPOrHOCTUYECKYKD  3HAYMMOCTb  UMeeT  SIMHEMHOCTb W CTerneHb
ANhepeHUMpPoBKN  IMM(O6IacToB, T.e.  UMMYHO(MEHOTUNMUYECKNE
XapaKTePUCTUKN,

3. TpeTunin atan — MeTOAbI, MO3BOMAIOLLYE Pa3LennTb OCTPbIE /IENKO3bI
Ha rpynnbl (popmbl), XapakTepusyloLwmeca onpegeneHHbIM NPOrHo3oMm,
yTo Mo3BONSET KOPPeKTMpPOBaThb (MHTEHCUMLMpPOBATL)
NoNIMXUMMNOTEPANUIO.

A) IlMMyHO(eHOTUNMPOBaHME.

Ha noBepxXHOCTW remMornoaTUYeCKNX KETOK AN((epeHLMPOBOYHbIE
aHTureHol.  bonee 100  aHTWUreHoB,  Ha3BaHHbLIX  KnacTepamu
angppepeHumposkn — CD, K KOTOpbIM CO34aHbl  MOHOK/IOH&/IbHbIE

50



aHTUTena.  OTW  aHTUreHbl  SABMAKOTCA  valle  MemOpaHHbIMU
rAMKonpoTeMHamn. Llenb — onpegentb K KakoW /IMHMM remMoroasa
OTHOCUTCA K/MeTKa W Ha Kakol CcTaguvM HOPMalbHOro  pasBuUTMSA
oCTaHoB/eHa ANddepeHLNPOBKa KETKM.

B) LintoreHeTnyeckne MeToAbl UCC/eL0BaHNA KapuOTUMa YenoBeka.
CoBpemMeHHas UMTOreHeTMKa GepeT CBOe Hadvano ¢ 1956r., korga Tjro u
Zevan ycTaHOBW/IM UCTUHHOE AWMMIONAHOE YMCNO0 XPOMOCOM YesnoBeka —
46. B 60-e rr. 661710 cienaHo MHOro paboT, MOCBALWEHHbIX U3MEHEHUAM
XPOMOCOM OMYX0/1eBbIX KNEeTOK.

UncneHHble M3MEHEeHNA KapuoTuna — 3TO Hainume LOMONHUTESbHbIX
NN NMOTEPA LieNIbIX XPOMOCOM: TUMEPNIOUAMSA N TUNOAUNIONANA.

HaunbosnbLuee 3Ha4YeHNe 415 MOSIEKYNAPHOM AUarHOCTUKA UMeeT:

FISH - dnyopecueHTHas in situ rmopuamsaumss — OCHOBaH Ha
CNOCO6GHOCTN XpomMocomHoM AHK-mulieHN cBs3bIBaTLCA C OTpe3Kamu
OHK-30H8a. Busyanusaumns rmopuamsoBaBLLMXCA 30HAO0B MPOBOAUTCA C
MOMOLLBHO (hyopecLeHTHOM MUKpockonuu. FISH aHann3npyet To/bKO Te
Y4YaCTKM XPOMOCOM, MOMEKYNAPHbIE 30HAbI KOTOPbLIX UCMONb3YHOTCA, a He
BECb XPOMOCOMHbI HAb0p, Kak Npu LUTOreHeTUYECKOM 1CCnefoBaHuM.

CTaHgapTHOe LMTOreHeTUYECKOM nccnefoBaHue ABNAETCH
eJMHCTBEHHbIM MeTOZOM, MO3BOMIALUMM M3yYaTb XPOMOCOMHBIA Habop
KNETKN LENNKOM, HO BbIABIAKOTCA TO/MIbKO CPaBHUTENIbHO KPYMHbIE
AeheKTbl XpOMOCOM 1 MOXKHO aHa/IM3MPOBaThb TO/IbKO KNETKM B MUTO3E.

MUP — wmeTon amnmgumkaumm (MHOFOKpPaTHOro KOMMpOBaHUSA)
cneungmnyeckmnx rnocnenoBaTeIbHOCTEN OHK Cc MOMOLLbHO
cneymguyeckoro epmeHta — AHK-nonnmepassl. Metos no3sBosseT Mo
ncredeHnn 25-30 umknoB Hakonutb 10°-10° monekyn OHK 3agaHHoI
AnvHbl  (150-190 ocHoBaHwuil). YyecTBuTENbHOCTL TLIP BbicOKa — 1
onyxonesas Knetka co cneuudmyeckoii AHK unm PHK cpegn 10*-10°
HOPMa/lbHbIX K/IETOK.

MLUP ncnonb3yetcs And AMarHOCTUKU MUHMMaNbHON pe3nayanbHOM
6onesHN.

4. Bonpocbl Knaccugpukauum.

1. FAB-knaccudmkaumsa, 1976r., 1985r., aktyansHa ang OMJ u gp.
HeNMMMO6NACTHBIX N1eNKO30B.

2. VImMmyHO(beHOTMNNYECKAsA — KnaccUMKauma MpUMEHseTca O/
OJ1/1._Pa3nuuatoT B-nnHeitHble OJ1J1: npo-B, npe-npe-B (common), npe-
B, -B 1 T-nuHeiHble OJ1/1: npe-T, T.

3. Knaccugmkaumsa BO3, 1999r. — nocTpoeHa Ha BblaeneHun

o1



noArpynn 3abosieBaHNS Ha OCHOBE WX K/IOHA/IbHOTO MPOUCXOXAEHUSA U
MPOrHOCTNYECKOI 3HauYNMOCTW. [aHHas Knaccupukawuns
npegycmatpueaet Hannume = 20% 61aCTHbIX K/IETOK A1 MOCTaHOBKU
AnarHo3sa ocTpblil Neinkos. ViccnefoBaHne KapnoTmna 06s3aTesbHo.

5. ®@aKTopbl NPOrHo3a Nnpu oCTPbIX /e MKO3ax.

Co BpeMeHM LUMPOKOro BHeApeHUs B JedeHne 60/bHbIX O]
CTaHAAPTHbLIX MPOTOKO/IOB JlIeYeHUss Ha4yanocb [eTaslbHOe U3ydeHue
MPUUYMH Yycnexa M Heycrnexa Takoro sevyeHus. 3TO, B CBOK 0O4epepb,
NpuBeno K (YOPMUPOBAHUIO TPYNn pucka U AUgpepeHLMpoBaHHOMY
noaxody K Tepanuu, a Takke K pa3paboTke (PakTopos 61aronpusaTHOro u
HebGnaronpMATHOrO NPOrHo3a.

OfHUM M3 yHMBepCa/IbHbIX (PaKTOPOB MPOrHO3a Y B3POC/IbIX AB/IAETCA
BO3pacT 60/IbHOro: 4YeM MeHblle BO3pacT, TEM /ydlle MPOrHos, T.e. Y
MONOAbIX NalLNeHTOB 60/blLe LWAHCOB Ha AOCTUXKEHME PeMUCCUN U 3aTeM
Ha [ONr0MIETHIO BbPKMBAEMOCTb. Hanmxyflume NPOrHo3Hble pesysnbTarhl
OTMeueHbl Yy nauuneHToB 60-Tm 1 6Gonee netr. Oetn — 0-4r gna OJIN,
MY>KCKOW Mon.

BTopbiM 06LLenpuHATLIM (hakTopoM nporHosa npu OJ1 dAensetcs
YPOBEHb NEWKOUMTOB B [ebtoTe 3aboneBaHusi. Mpu OMIJT  ypoBeHb
neiikounToB MeHee 2,0 1 6onee 50,0 x 10%n paccmaTprBaeTcs Kak hakTop
Heb6MaronpuATHOro MNPOrHo3a, a npu runepnerikounTose 60MbHbIX C
ypoBHeM felikouutos > 30,0 x 10%n cnefyeT OTHOCUTbL K rpynne
BbLICOKOro pucka. Mpu OJU1 neiikoumtos 6Gonee 100,0 x 10%n,
CBUAeTeNbCTBYeT 00  abCONMKOTHO  MECCMMWUCTMYECKOM  MPOrHO3e.
JleiikoumnTO3, oOpraHHasa runepniasus CBUAETeNbCTBYeT 06 06beme
OrMyX0/1eBOW Macchl.

TpeTba rpynna — 6MoXMMmNYecKmne PakTopbl NPOrHosa.

N3 nabopaTopHbIX MOKasaTesneil YCTaHOB/IEHHOE MPOrHOCTUYECKOE
3Ha4YeHMe MMeeT YpoBeHb akTueHoCcTW J1AI. TloBbiweHne yposHA JIAT
paccMaTpuBaeTcs KaK OOLIENPUHATBLIA B NIEMKO30/10MMN  MPU3HAK
He61aronpUATHOrO NPOrHo3a MNPy OCTPbLIX U XPOHMYECKMX NleiKo3ax. Tak,
npu neiikosax B LenoM nosbiweHne JIAI 6onee 480 en/n B pe6roTe
accouMmpoBaHo C NJIOXUM MNPOrHO30M, a ypoBeHb J1AIT, NpeBbILLA LKA
700 ea/n npu OMJT mn 1000 ea/n npn O, cBUAOeTeNbCTBYET 00
NCKMIOUUTENbHO  HebnaronpuatHoMm nporHose. J1AI  oTHocuTcA K
(bepmMeHTa rnnMKonm3a, ypoBeHb MOCMeAHMX NOBbILWAETCA B AENAWMXCA U
OMyXO0/fieBbIX KMNeTKax, YBe/MYMBAETCA MPOHULAEMOCTb  K/ETOYHbIX
MeMOpaH, NpuyemMm, YeM WMHTEHCUBHEE TNIMKOIN3, TEM Bbillie 3/IMMUHALLNA
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(bepMeHTOB rNMKon3a, 1 npexge scero JS14I°, B KpoBb. CKOPOCTL pocTa
OMyXxonn MponopunoHasibHa WHTEHCUBHOCTU [/IMKOMM3a B TKaHAX,
MOCKO/IbKY OMyX0/1eBble KNETKN MHTEHCUBHO MOTPeONAI0T I1H0KO03Y.

He o6Hapy»XeHO [0CTOBEpHOI Koppensumn mexay 1A 1 o6bemom
NPOMNNPYIOLLETO ONYyX0/s1eBoro KnoHa (¢ 6nactamu) npu OJ1. BeposiTHO
MPUYNHbLI, BbI3blBAOLLME TMOBbIWEHNE YPOBHEW 3TUX BeLIECTB B
CbIBOPOTKE, pa3MuyHbl. Kak OMOXMMWYECKNA  MapKep  (PeppuUTHH
CbIBOPOTKW MPEACTABNAETCA Takke MepPCnekKTUBHbIM: TaK, BbICOKUNA
ypoBeHb (heppuTuHa B ae6toTe OJ1 6onee 1000MKr/n CBUAOETE/NILCTBYET O
MI0XOM NPOrHo3e. YpoBeHb C® KoppenmpyeT ¢ KOSMYeCTBOM 6/1acTOB B
KOCTHOM Mo3re, a akTtuBHoCcTb JIAIr — HeT. C® dBnsetca 6onee
YyBCTBUTE/NbHbLIM MapKepoM OMyx0/1eBOr0 pocTa, NMOCKOJIbKY ero ypoBeHb
npeBbILWaeT HopMYy B AebtoTax 1 peumamsax B 20-30 pas, a J/IAI ToMbKO B
1,9-1,6 pasa.

6. VMIMMYHOMeHOTMMN NPWN OCTPbIX /e MKO3ax.

B nocnegHve rogbl MHTEHCMBHO M3y4aeTcd MPOrHOCTUYECKOe
3HayeHMe VMMYHO(DeHOTMMa MNpW  feldko3ax. AHTUTeHbl, CTPOro
cneun@uyHble 419 NeKeMUYECKUX KNEeTOK, NoKa He 06HapyXXeHbl, 0JHaKO
XapakTepucTMKa reMorno3TUYeCKMX KeTOK Ha OCHOBaHUM Habopa aHTUTes
K KnactepaMm AuddepeHUMPOBKN [AET BO3MOXXHOCTb TOYHO ONpefenvTb
NIMHEHYIO NPUHAAIEXHOCTb «6/1aCTOB» U 3Tan AUM{epeHLMpoBKn. 3TO, B
ornpefeneHHOW CTeneHn, No3BONSET MHAMBMAYAIM3NPOBATb NPEACTOALLYHO
nonMxuMmmuoTtepanuio.  Ha ~ COBpeMeHHOM — 3Tane K 3afjayam
NMMYHO(EHOTUMNMNPOBAHNA ~ OTHOCAT:  MOATBEPXKAEHVME  AMarHosa,
ycTaHOBNeHne BapuaHta OJ1, onpegeneHne  GUPEHOTUNNYECKOTO
BapvaHTa, oOnpefeneHne abeppaHTHOro MMMyHO(eHOTUMNa B [ebroTe
3ab0neBaHNs,  BblgeneHWe  MNporHocTuyeckux  rpynn.  CyulecTByet
onpefieneHHas B3aUMOCBSI3b  MeXAY KIMHUYECKUMU  MPOSBNEHNAMMU
3a60/1eBaHNSA, YYyBCTBUTE/IbHOCTbIO K/IETOK K LMTOCTATUYECKON Tepanuu
npu ONJ1, OM/T 1 UMMYyHO(EHOTUMOM feitko3a. K HebnaronpuATHbIM
NporHocThyeckum aktopam npu OJ1 OTHOCAT GUGEHOTUNMMYECKUIA U
OVNNHENHbLIN NEKO3, a TakKXXe abeppaHTHYH 3KCNPECCUIO (KOIKCMNPECCUHO)
aHTUreHOB, OTCYTCTBME WM OC/abfieHne 3KCrpeccum Kakoro-moo
XapakTepHOro peLenTopa.

OCOGEHHO XOpOLUO M3Y4eHbl U MCMOMb3YHTCA B  KIMHUYECKOM
NpakTUKe WMMMYHO(EeHOTUNMYeCKne Xapaktepnuctnku and OJU1. Tak,
paHHMin npe-B (cuH. npe-npe-B) — cambiii yacTtbid, 50 % Yy B3pOC/bIX
NpakTUYecKn Hambonee 6naronpuAaTHLIA; NpPo-B y B3pOC/bIX — 3TO
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MPOMEXYTOYHbIN NPorHo3 —11 %. T-nuHenHbIn OJ1/1 y B3pocnbix (13-24
%) He61aronpuATHbIN (06bI4HO-BbICOKMA NeKoumnTOo3,
numoageHonarums, MeanacT1HabHble MMM oy3nbl, nopaxeHue LUHC). T-
(hopMbI fatoT 60osiee YacTble peunamBbl.

IMMyHO(eHOTUNNPOBaHMe npwu OMJI [IONONHAET
MOPOLUTOXUMMUIO.

IMMyHHble  Mapkepbl OMJT  gendar  Ha  06LIeMUENnoungHble,
cTaguocneumpuyeckue, NHenHocneyupryeckme (3puUTpOnAHBIN,

rpaHynouMTapHbIA, MerakapuoumTapHbIiA psagbl).

K HebnaronpusatHbIM npusHakam OTHocAT: CD34 — BblpaxeHHas
aKcnpeccna HebnaronpuATHLIA NPU3HaK (T.e. BaXKHa CTeMeHb, a He cam
(hakT Hasmums); Koakcnpeccua CD34-CD13.

Y peteid Hambonee uvactbl peunamebl npu OJ1T — T-KNETOYHbIN
BapuaHT.

dakTopbl HebnaronpUATHOrO MPOrHO3a CKasblBalOTCA HEe TO/IbKO Ha
BO3MOXXHOCTU MHAYKUUN PEMUCCUM, HO U Ha A/MTENbHOCTU PEMUCCUN U
BEPOATHOCTY peLmanBa.

KnuHmnyeckoe 1 61Monornyeckoe 3HaueHme XpOMOCOMHbBIX abeppauuii
npu nenkosax.

LiuToreHeTnyeckne  WUCCNeAoBaHWA  MOBLILAKOT  KO/IMYECTBO
HafeXHbIX MPOrHOCTUYECKMX KPUTEpMeB, CMOCOOGCTBYHOLWMX MNoA6opy
afleKBaTHOW Tepanuu.

Mmnepnnongma (n > 50 xp.) — npy OJIJ1 accoummpyeTcs Hanbo bLLE
NMPOLO/DKUTENIbHOCTBID | pemmccun M BbICOKOM  Be3peuyminBHON
BbPKMBAEMOCTbHO. Buanmo, runepniongHble KoHbl 60/1ee YyBCTBUTESbHBI
K XMuoTepanuu.

Mmnonnonama (n < 46 xp.) — npu OJ1JT NNOXON MPOrHO3, K/OHbI
XapaKTepn3yrTCsA Pe3sUCTEHTHOCTLIO K XMMUOTepannu,

Abeppauun — 70 % 60/bHLIX WMMEKT HapyLUeHUA KapuoTuna,
Hannune PH -xpomocombl npu OJ11 1(9;22) — He6naronpusaTHbIA NPOrHO3;
t(4;11) — nnoxow nporHos; del 6 (g21) — 61aronpUATHLIA NPOrHO3.

Mpn OMJ/T - 1(8;21)(922;q22) — 6MaronpuATHLIA  MPOrHO3,
ANTENbHOCTL | pemucenmn npumepHo 5 net. t1(15;17) 8 100 % M,
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2.3.
TEMA: MNporpaMmmHasi Tepanusi oCTPbIX NEeMNK030B (3MaunHCKuiA B.A.)

YYEBHbIE BOINPOCHI:

1. OCHOBHbIe 3Tarbl /Ie4eHNs OCTPOro Mneno61acTHOrO NienKo3sa.
2. Tepanns MHAYKLWUM PEMUCCUN.

3. Tepanua KoHconuaauum pemuccun.

4. OCHOBHbIe 3Tanbl /Ie4eHUsI OCTPOro NMMM§P0o61acTHOro Nenko3sa.

1. OCHOBHbIe 3Tanbl /IeYeHMs1 OCTPOro MMeNo61acTHOro NenKo3sa.

[Ns n3neyeHns OT OCTPOro feiiko3a Heo6xoAMma 3IMMUHALMSA BCeX
3/10Ka4YeCTBEHHbIX K/1eTOK. OCHOBHbIM METOLOM JIeYEHUSt OCTPOro
MWeno61acTHOro N1eiKo3a ABNSAETCS KOMOMHaUUS UMTO3NH-apabruHo3mnaa 1
aHTPAUMKAMHOBLIX  aHTUOMOTMKOB. OCHOBHbLIMW  3Tarnamn  JfieYeHmns
OCTPOro Mueno6siacTHOro /eikosa ABNAKTCA UHAYKLUWA, KOHCONMAau s
pemuccun. Tepanusa MOAAEePXKaHUA PEMUCCUM MPOBOAUTCS He BO BCEX
MPOTOKO/aX JIEeYEHNS OCTPOro M1esnob1acTHOro N1einkosa.

2. Tepanusa MHAYKLUNN PEMUCCUN.

B 80-x rogos npowwioro seka rpynna CALGB (Cancer and Leukemia
Group B) yctaHoBWna, 4TO Hambosiee ONTUMa/IbHbIM PEXUMOM UHAYKLNN
PEMUCCUN ABNSIETCSH CXeMa «7+3», B KOTOPO uuTapabuH B ao3e 100-200
Mr/M? BBOAWUTCS B TeueHWe 7 [AHeid, a fayHOpPYOuUMH B fo3e 45 mr/m°
BBOAMTCA B TeyeHue 3 [fHeld. LlutapabmH MOXET BBOAWUTCS B BuUAe
HEMpPepPbIBHOM 24-4aCOBON WHMY3UM WU 2-KPaTHO 6OMHOCHO uyepe3 12
yacoB. [1poBOgUMbIE  KIMHUYECKME WCCMeAO0BaHUA MO U3YYEHWUIO
ONTMMa/IbHOW  [03bl MNPenapaTtoB Ha CTaguv  WHAYKUUW  pemmnccmun
NnoKasasv, 4YTO 3CKamaums [03bl UMTapabuHa B peXxume MHAYKUUUA He
MPUHOCUT MOBbILWEHNS  3()(DeKTUBHOCTU Tepanuu. [lpu  cpaBHeHWUU
NMPUMEHEHNS MUTOKCAHTPOHA UM UaapyobuLlmHa BMeCTO AayHopyouumHa
He MoKasa/M pas3nyvMini B 3MMEKTUBHOCTU MPOBOAMMOIN Tepanuu. B
HacTosiLLee BPeMSA MPOBOAATCA K/IMHMYECKME UCCNeL0BaHNA MO U3YYEHWNHO
3)(HeKTMBHOCTN MPUMEHEHNSA MOBbIWEHNSA [03bl AayHopyouumHa ¢ 45
mr/m? 8o 90 mr/m?,

[ns 60nbHbIX cTaple 60 NeT B HacTosALLee BpeMsi HeT CTaHAapTHOW
CXemMbl  MHAYKUMK  pemmuccun.  CoobljaeTcd  TOMbKO 0 2
PaHOAOMMU3NPOBAHHbIX  WUCCMEA0BaHMSAX, B  KOTOPbIX  CpaBHUBA/IV
3heKTUBHOCTb NMPUMEHEHNA Yy BGOMbHBLIX cTaple 60 feT cTaHAapPTHOW
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CXeMbl  WHAYKUMM  PEMUCCUN  «7+3» C  MPUMEHEHWEM  TO/MbKO
noafep>kmBaroLLer Tepanmun. B nccnegosaHnm Lowenberg B, et al. (J Clin
Oncol. 1989;7:1268.) meanMaHa BbDKMBAaEMOCTM Oblna Bbille B rpynne
0O0/IbHbIX, KOTOPbIM MNPOBOAWAN  CTaHAAPTHYHO  XUMWUOTEparnui Mo
CPaBHEHWO C Tpynmnov 6OMbHbIX, MOMYYMBLUMX MNOAAEPXKMBAKOLLEE
NeyeHwue, OfHaKO pasHULa bblia HeBenvka — 21 Heaena NpoTue 11 Heaenb.
Bo BTopom uccnegoBaHuu, nposedeHHOM Sekeres MA, et al. (Leukemia.
2004;18:809) He ObIO  MOMYYEHO  [OCTOBEPHbIX pa3Munii - B
CpaBHMBaEMbIX rpyrnnax B /eTalbHOCTX OO0MbHbIX B TeyeHMe 1 ropa
HabnogeHnsa. lloggepxusarowan Tepanua BKIKYaia aHTUOMOTUKMK,
POCTOBble (PaKTOPbI, TPAHCHY3MM KOMIMOHEHTOB KPOBW.

3. Tepanua KoHconngaumm pemmccun.

B HacTosLee Bpemsi aAns 60/bHbIX < 60 neT Hambosnee oNTUMabHOM
nporpaMmon  KOHCO/mMpauuy  peMuccun  ABNSeTCA  NpoBeAeHue
BbICOKO/03HOr0 LTapabuHa (3r/M* 2 pasa B ieHb B AHK 1,3,5) MUHUMYM 3
LMKa, YTO KaK Nnokasasiv NPoBefeHHbIE KMHUYECKNE NCCnefoBaHns 6bI10
nydie yem 1 LMK BbICOKOAO3HOIO UmTapabmHa, ny4ile CTaH4apTHbIX U
HU3KUX [03 uuTapabuHa, f4ywe 4Yem OTCYTCTBME MOCTPEMUCCUOHHOM
Tepanunu. OfHAKO OCTaeTCAd HEACHbIM MPEMMYLLECTBO BbICOKOLO3HOI0O
uMTapabuHa neped NPOBeAEeHVMEM BbICOKOAO3HOW XUMMUOTepanuenh C
ayTONOrMYHOIN TpaHcnIaHTaLmMein reMornoaTUYeCKUX CTBOMOBbIX KNETOK.

Ana 60nbHbIX > 60 neT He NPOBOAWMANCH PaHAOMU3NOBAHHbIE
nccnefoBaHNS no CPaBHEHUIO ahdheKTUBHOCTU NpoBefeHnA
MOCTPEMUCCUOHHOWN XMMMUOTEPanUKn Tepanun 1 TONbKO NOALEPXKUBAIOLLEN
Tepanun. Bce wccnefoBaHWs € [O/ITOBPEMEHHOW  BbDKMBAEMOCTbIO
BK/IIOYAKOT KOHCOMMAAUUIO B BUAE OLHOIO LMKAA BbICOKOLOLO3HOMO
umMtapabuHa WA MNOBTOPEHUA LUUKIOB WHAYLUMOHHON Tepanun Wn
UMTapabuH B MasibIX fo3ax. MprumeHeHWe BbICOKOLO3HON XMMUoTepanum ¢
a/IIOreHHOM  TpaHCMNIaHTauMein remMono3aTUYecKMX CTBOJOBbLIX K/IETOK
MoKasaHo 4719 60/IbHbIX, MMEOLWWX HebnaronpuaTHble MPOrHOCTMYECKMe
MPU3HaKN.

4. OCHOBHBbIE 3Tanbl f1e4eHNA OCTPOro NMMMd06,1acTHOrO NleiiKo3a.

OCHOBHbIMM 3Tanamu nevyeHnsi oCcTPoro NMMEo6IacTHOroO Neiko3a
ABNAKOTCA UHAYKUMA, KOHCONMMAAUMA PEMUCCUMN, NOAAEPXKAHUS PEMUCCUN,
NpothNakTUKN HEMPOneinKo3a.

BOMbLIMHCTBO reMaTOIONMYECKUX LEHTPOB MPOBOASAT  MHAYKLMIO
PEMUCCUN OCTPOro NMmMdgo6/1acTHOro fierko3a y B3pOc/biX 6e3 ydeTta
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MMMYHO(DEHOTUNA 6/1aCTHbIX K/IETOK, WCMONb3yd YHUPULNPOBAHHbIE
NPOTOKO/MbI  Tepanuu. [epmaHckue wuccnegosatenu (rpynna BFM)
MPOBOAAT JileYeHVe C YY4eTOM MMMYHO(eHOTUMa 1 (hakTopoB pucka. o
[aHHbIM paHAoMU3MpoBaHHOro nccnegosaHus GIMEMA ALL 0228 (2002
rog) u4acrtora [AOCTMDKEHWS TMONHOW pPeMUCCUM  MNpU  UCMOoJb30BaHU
yHU UL MpoBaHHOIo NpoTokosna npu B- n T-OJ1/1 coctaenseTt 83% n 85%,
4YTO COOTBETCTBYeT faHHbIM rpynnbl BFM, npoBofdwyM feyeHus c
Y4EeTOM MMMYHO(EHOTIMMA NIEMKO3HOI0 K/IOHAa U (DaKTOPOB PUCKa.

CTaHAapTHbLIN PeXUM MHAYKUUN PEMUCCUN BK/IKOYAET, KaK Mpasuso,
cregyroLye npenapartbl MIHOKOKOPTUKOWAbI, BAHKPUCTUH, aHTPaLUUK/INHbI,
acnaparuHasy, uuknodgochamma. OTBeT Ha NPeAHWM30M0H (CTaH4apTHas
posa 40-60 wmr/m%cyTkn) ABNSETCA  OAHMM U3 CaMbIX BadKHbIX
MPOrHOCTUYECKUX (PAKTOPOB ABMSAETCA Ha/MuMe  YyBCTBUTE/IbHOCTU
NEeNKO3HOro K/oHa K KOPTUKOCTEepOMAam Mo CKOPOCTU CHUMXXeHUS 61acToB
B KOCTHOM MO3re Ha 5, 7 1 14 OHW neyeHudA. 3ameHa MpeaHn30/10Ha
[leKCaMeTa3oHOM CHM>XaeT BepoATHocTb LIHC peumgmBa v MoBbIWAET
4acToTy [AOCTMXKEHUA PEMUCCUM W [OSITOBPEMEHHYIO BbIKMBAEMOCTb.
O[HaKO NpuMeHeHWe AeKcameTasoHa CBA3aHO C YBE/MYEHMEM MOOOYHBIX
aeKToB, TakKMX KakK aBaCKyNsPHbIA  HEKPO3  KOCTW, 4acTOTbl
NH(EKLUNOHHbIE OC/IOXKHEHNSA U Ap. AHTPaAUMK/IMHOBbLIE aHTUBUNOTUKUA —
HeoOX0AMMbIA  KOMMOHEHT  Tepanun  OJ1/1.  Hanbonee 4acTbIM
NCMO/b3yeMbIM aHTPaLUMKINHOM ABNAETCH AayHOPYOULMH.
CyLlecTBeHHbIM (haKTOPOM, BAUAIOLYM Ha YacTOTY AOCTMXKEHWS MOJTHON
pemMuccun  ABNSIETCH  Ao3a  JayHopyouumHa. CTaHOapTHOM — A030W
[ayHOPYOULIMH cumnTaeTcs 25-40 Mr/m? 1 pa3 B Heaento ¢ KypcoBoii A0301
75-120 mr/m?. B nocnefHuve rogbl UMeeTca TeHAEHUMS K YBEIMYEHUIO
103bl 10 40-60 Mr/m2 TpOBOAUTCA N3YUeHe 3HEKTUBHOCTY YBENNYEHME
[03bl fayHopyouumHa fgo 45-80 mr/m2. Sh(eKTUBHOCTb MPUMEHEH WS
uMknoocammaa and UHAYKLUN peMuccum He 6blia NOATBEPXKAEHA B
pPaHAOMU3MPOBAHHbLIX  uccnegosaHmsax  (GIMEMA  ALL  0228).
SMPEKTMBHOCTL MPMMEHEHWNS acnaparnHasbl Yy B3POC/bIX HeACHa W
obcyxgaetcs okono 20 net. [daHHbIA npenapaT LOCTOBEPHO YBe/MyMBaeT
MPOLO/HKNTENIbLHOCTb PEMUCCUN Yy BOMbHLIX [AETCKOro BO3pacta, HO eé
3)heKTUBHOCTb Y B3POC/bIX HEAOCTATOYHO AcHa. MHOrve nNpPOTOKO/bI
BK/IIOYAIOT €€ Mpu MHAYKUUN PEMUCCUN, XOTA N MEHbLUMX [03aX, YeM B
negMaTpuyeckord  MpakTvke.  AcnaparnHasa  MOXET  Bbl3blBaTb
[AOMONHNTENBbHYK TOKCMYHOCTb, TaKYH0 Kak KoarynsiuMoHHble HapyLleHUs
M renatonarum.

58



KoHconupaumn — aensieTca  CTaHZapTOM MpPW JIEYEHUM  OCTPOro
NMMQO6IacTHOro  neiko3a.  VIMeloTcs  OCHOBaHMSA  cuuTaTb,  4TO
MPUMEHEHNEe BbICOKOLO3HOIO0 MeToTpekcata SBNSeTCA 3((EKTUBHbLIM.
[o3a y B3poC/bIX oOrpaHuyeHa 1.5-2 r/m2, koTopas WHY3MpyeTcs B
TeyeHMe 24 4acoB WHQY3MM (Nle4yeHMe COMNPOBOXAAETCH  BbICOKOM

TOKCUYHOCTbIO,  OCOGEHHO  MYKO3UTOM). Ponb  uUMTapabuHa,
NoAO(PUIOTOKCMHOB B JIEYEHWM OCTPOrO  NMMGO6MACcTHOrO Jieiiko3a
N3yyaeTcs.

A((eKTUBHOCTb CTaHAAPTHOM MOAAEPXKUBAIOLIEN  XMMUOTEPannn
3aBUCUT OT WMEIOWMXCH pUCKa OCTPOro nnmmdgo6aacTHOro feiikosa.
BonbHble CO CTaHAAPTHLIM PUCKOM, npe-B-gopmoir, Ph+ nmerot nyyuime
pesynbTaTbl  AUTENbHOW  6e3peunamMBHON  BbDKMBAEMOCTU  Mpwu
nogdep>xueatowerr tepanum 6MP 1 metoTpekcatom. [lpu T-ocTpom
nmmgobnacTHOM  fleliko3e  BOMPOC O LEHHOCTM  MpOBefAeHMUs
NoALEP>KMBAtOLLE Tepanum ocTaeTcs OTKPbITbIM. OCTaeTCAd U OTKPbITbIM
BOMPOC O A/INTENIbHOCTU MPOBEAEHNUA Tepanuun MogaepXaHus pemMmccun.
M0 MHEHWIO pa3InyHbIX aBTOPOB Tepanuu MNOAAEPXKAHUA PEMUCCUM
[I0/HKHA NPoAo/»KaTbea OT 3 Mec Ao 3 NeT.

[MpoBefeHVe afiNOreHHOoN TpaHCcnIaHTaLn reMono3TUYECKNX KeTOK
pekomeHayeTca A58 60/bHbIX BbICOKOro pucka: npo-B-OJ1/1, paHHuin T-
ONN, 3penbii T-OJ11, Ph/ber-abl+, t(1;19), T-OJ11 ¢ nelkouuTo3om >
100 000/mkn, B-ONN1 ¢ nerikouymtozom > 30-50 000/mKn, nosaHee
[OCTKeHe pemuccun (> 3-4 Hepenb). B page paHAOMU3MPOBAHHbIX
NCCNEef0BaHNIN He MONy4eHO YOeAMTeNbHbIX AAaHHbIX O MPenMYyLLEeCTBe
ayTo/MIONMYHON TpaHCMNaHTaUMM reMono3TUYECKUX CTBOJOBbIX KNEeTOK
nepef CTaHAAPTHON XMMUOTeEpanmuei.
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2.4,
TEMA: XpoHnyeckuii muenoneiikos (Lisupko A4.I".)

YYEBHbIE BOINPOCHI:

1. SnNnaeMmnonornsa XpoHMYecKoro Mmnenosnenkosa.

2. Knaccugukaumnsa XpoHMYecKnx muenonponmgepaTnBHbiX 3abosieBaHnim
(XMI3).

3. bronorusa n natoreHes XPOHNYECKOro MMeso/enKo3a.

4. CTagnpoBaHune N KNIMHNYeCKMe NPOosSBIeHNs 3a601eBaHuA.

5. AnarHo3 n amddepeHumanbHblin aMarHos. MNporHo3 3aboneBaHns.

6. J/leueHne XPOHUYECKOrO MUEI0NeNKo3a.,

Onpepgenexue: XPOHMYECKNA MWENONENKO3 (XM) -
3/10Ka4yeCTBEHHAasA OMyXo/b M3 PaHHWX KPOBETBPHbIX MPesLlecTBEHHNKOB,
K/IOHa/IbHbIA MapKep KOTOPOW 06HapYXXMBaeTCs B KNeTKax 3 MUeNoUaHbIX
NNHWIA, a TakxXe B T- 1 B-nnmdovnmTax.

1. ANnaeMmnonorvsa XPoHMYecKoro MmesosenKosa.

3abonesaemoctb XMJ1 coctaBnset 1-1,5 cnyyaa Ha 100000
HaceneHusi B rof, octaBascb CTabu/IbHON Ha MPOTSHXKEeHUM nocneaHnx 50
net. MeaunaHa Bo3pacTa cocTaBnsieT 50 neT, y Aeten Knaccmyeckumin XMJ1
coctaBnser 1-2% oOT BCex Jieilko30B (Y B3pOC/bIX — 0Ko/o 20%).
3a60/1eBaeMOCTb HECKO/IbKO Bbile Y MY>UUH (50-60%), YeM Yy >KEH LLWH.
EAWHCTBEHHLIM  W3BECTHbLIM  3TUONOTMYECKUM  (haKTOpPOM  ABNSIETCA
NOHU3NPYIOLLAA pagmaLms.

3aboneBaHne Bnepeble onucaHo B 1845r. (nepBblid M3 ONMUCaHHbIX
NenKOo30B).

2. Knaccmukaymsa  XpOHMYECKUX  MUeNonponnge paTUBHbIX
3aboneBaHmin (XMI13).

1. XpoHunyecknii mmenoneinkos (Ph-xpomocoma, t(9;22)(g34;q11),
BCR-ABL-N0/0XUTENbHbIN).

2. XPOHNYECKNIA HENTPOGMBHBIV NENKO3.

3. XPOHNYECKNIA 303UHOQMNbHBI NenkKo3 (1
rMNep3o3vHOMU/IbHBIA CUHAPOM).

4, NCTuHHasa nonvumtemms (3putpemms).

5. XPOHMYECKNIA nanonaTnYecKnin Mnenodunopos (c

3KCTpaMeayNNsPHbLIM reMono33om).
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6. AcceHUnanbHaa TpombounTeMMA.
1. XpoHun4ecKoe MuenonponudepaTUBHoe 3aboneBaHue
HeKnaccupuumpyemoe.

3. bronorvs n naToreHe3 XpoOHM4eCKOro M1esosenkosa.

ana XMJ1 xapakTepHbl creaytolme 6MoNornyeckme 0CobeHHOCTH:
6onee 80% 60ONbHLIX MMEKT unagenspuickyto  xpomocomy (Ph).
PeuunpokHaa  TpaHcnokauma wmexgy 9 w22 xpomocomamu
1(9;22)(g34;911) Bosnekaet 2 reHa BCR n ABL, thopMupya XnmepHbIid
reH BCR-ABL Ha 22 xpomocome. HopMasibHbI reH ABL (41MHHOE nieyo
0 XPOMOCOMbI) KoaMpyeT cuHTe3 6Genka p 145°°- oTHocawerocs K
CeMelcTBy TUPO3NH-NPOTENHKNHA3, KaTa/M3NPYHLLM X
(hocthopmnmpoBaHne amMMHOKMCIOT B KneTtoyHoM Uuukne. FeH BCR
(0MHHOE MMIeYo 22 XPOMOCOMbI) KOAMpYeT cuHTe3 6enka pl60°R c
HEBbISICHEHHOM [0 KoHUa (hyHKumein. MeH BCR-ABL KogupyeT XMMepHbIii
6enok p 2105RABL,

AHa/ornyHble XpPOMOCOMHble abeppaumMy UMEKT MeCTOo Yy 4acTu
60/IbHbIX OCTPbIM IMM(O06MACTHBLIM /TENKO30M (CUHTE3UPYETCA XUMEPHbIN
6enok p 190°°F*BH 'y y GOMbHBIX XPOHUYECKUM HEWTPODUALHBIM
neiikosom (6enok p 230%°FABY . XumepHbiit 6enok p 210°*8- o6napaet
6onee BbIPaXKEHHOW TUPO3MHKMHA3HON aKTUBHOCTbIO, YEM HOPMasibHbIN
6enok p 145”°-. Ero nosieneHmne B KneTke, BO3MOXHO, ABNSETCS MYCKOBbIM
MOMEHTOM A7 LENoro psga cobbITUA Ha TeHEeTUYECKOM YPOBHE,
NPUBOAALLMX K YBE/IMYEHUIO MUTOTEHHON aKTMBHOCTM K/ETKM 3a CYeT
aKTMBaUMM peLenTopoB MUTOrEeHOB, K HapyLUeHWIO aaresnm KIeTku K
CTPOME, K MHITMOUPOBAHWUIO arnonTo3a Y BOSHUKHOBEHWIO HECTaOWU/IbHOCTU
reHoMa B CBS3V C AUCHYHKUMen reHa ABL. Bce 3TO B KOHEYHOM UTOre
MPUBOANT K 03/10KAYECTBNEHNIO K/IETKM U BO3HWKHOBEHWUIO JIEMKO3HOIO
K/IOHa.

10% nauMeHTOB MMEKT BapWaHTbl TPaHC/IOKauui, BOBMEKAIOLLMX
2219 n ppyrve XpomMocombl. 8% naLMeHTOB C TUMNYHBIMU KNNHUYECKUMI
npossneHnamu XMJ1 He nmeroT Ph xpomocombl (Ph-HeratusHbii XMJ),
nonosnHa n3 HUx umeroT BCR-ABL-reH (Ph-HeratusHblii, BCR-ABL-
No3UTUBHbIN XMJT).

4. CTtagnpoBaHue U KNMHUYeCK1e NposiBNeHUA 3a60/1ieBaHNA.
EcTecTBeHHaa nctopus 3a00/1eBaHUA:
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- XapakTepHO [ABYX- WM Tpex(asHoe TeyeHue — XpoHuYeckasa (hasa;
(haza akcenepauum n 6nacTHbll Kpu3; y 50% naunMeHTOB XPOHUYEeCKas
(hasa TpaHCHOPMMPYETCA HEMOCPEACTBEHHO B 6/1aCTHbIN KPU3;

- 6onee, yem y 85% nauueHTOB 3abofieBaHWe BbIABISETCA B
XPOHWUYECKOW (ase;

- MPOAO/IHKNTENbHOCTb XPOHMYECKOW (ha3bl BapbupyeT OT 3 40 6 net
(MeavaHa 4,2 roga);

- TpaHcopmaums XpOHW4YecKoW (hasbl B MepBble 2 rofga nocne
YCTaHOB/IEHMA AMarHo3a masioBeposTHa (B Noc/ieaytoLeM ee BEPOATHOCTb
coctasngeT 20-25% B rof);

- (haza akcenepauumu XapakTepusyeTcs HapacTaH1eM
remMarosiormyeckKMx M KIUHWYECKMX  MNPosBMeHUA  3abosieBaHus
(nerKoumMTO3a, OMOJOXEHUS NENKOLMTAPHON (DOPMY/Ibl, OpraHoMeraamu,
CUMNTOMOB WHTOKCMKauMW), pepakTepHOCTM K MPOBOAMMOIA Tepanuu;
KaK NnpaBu/io, KpaTKoCcpoYHas;

- OGNaCTHbIA KPU3 NUMEET KMHNKO-N1abopaToOpHY0 KapTUHY OCTPOro
NerKo3a C NnpeBblLLeHEM YPOBHSA 6/1aCTOB M MPOMUENOLMTOB B KPOBU UK
KOCTHOM Mo3re 60nee 20 %.

KnmHuyeckne CUMNTOMbI M CMHAPOMbI Ha 3Tane MepBUYHON
ANarHoCTUKK:

- 30% nauneHTOB He UMEIOT KIIMHUYECKOW CUMMTOMATUKN N ANarHo3s
yCTaHaB/IMBaeTCA MO pe3ynbraram /1abopaTopHOro obcnenosaHmsa (KpoBb,
KOCTHbIA MO3T);

- YTOMJISEMOCTb, COH/INBOCTb, NMOTePsi Beca, NOT/IMBOCTb;

- cnneHomeranusa 'y 6onee, 4yeM 75% nauMeHTOB  MOXeT
COMPOBOXAATLCA O0ONAMU, THAXKECTbIO B /IEBOM Nogpebepbe, OLYLEHNEM
NepenoHeHNA XXenyaka);

- nogarpa, remopparu4ecknii CUHAPOM, UH(APKTbI CeNIe3eHKMN, MHOrAa
NpuaHu3M n apyrve NpPosiBNeHnNs nemnkocTasa.;

- Bblp@XeHHasa  cnjeHomeranus,  renartomeraiva  (2%) wu
nnMmdgoageHonarns HeTUMUYHbI.

5. [OumarHo3 wn  auddepeHUManbHbIA - guarHos.  porHos
3ab0/1eBaHNA:

- 06LWMIA aHaNM3 KPOBW AEMOHCTPUPYET HEUTPOMUNbHbLIA NEAKOLUMTO3
(06bI4HO 6onee 25 x 10° uacto 100-300 x 10%n 1 6onee), OMONOXEHME
nenkoumTapHon opmysbl, 6a30pnINI0, 303UHOMUNINIO; 0ObIYHO aHEMMUIO,
YPOBEHb TPOMOOLMTOB 06bIYHO HOPMaJIbHbIA U MOBbILLEHHbIN;
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- YpOBeHb Le/IoYHOM ocaTasbl HEnTPOUIoB CHMKEH (B
OTCYTCTBUE NH(EKLNN);

- NOBbILWeHME YpoBHA Al 1 ypaToB;

- MUenougHasa runepniasns KoctHoro mosra (6nactos meHee 10% B
XpOHUYecKon hase, 6onee 10% B (hase akcenepauuu, 6onee 20% 61acToB
+ MPOMWENoOUUTOB B 6ACTHOM KpW3e); TUCTOMOrMYecKn — ¢umobpos
KOCTHOI0 MO3ra;

- UMTOreHeTMYeCKoe M MOJIEKYNAPHO-OMONOrNYeCKoe MccefoBaHme
KpoBu 1 KocTHoro mo3ra (Phn BCR-ABL).

AundhdpepeHumanbHbIi AnarHos:

- XpoHum4yeckad paza XMJ1 pomkHa AuddepeHUMpoBaTbCA C
NeMKEMONAHOW peakumen MuenonaHoro tuna (MHMeKUuM, onyxonu) —
XapaKTePHO MOBbILEHME YPOBHA LUENOYHON (hocaTasbl HeWTPOMIOB,
otcytcTene Phn BCR-ABL,;

- C XPOHWYECKUM MMWENOMOHOUMTAPHbLIM /eMKO30M (XapaKTepHbl
MOHOLNTO3, 3-pOCTKOBas Muenoamcnnasusg, orcytcrene Ph, BCR-ABL);

- Y %% 60/bHbIX XMJ1 ¢ NpeALecTBYOWMM TPOMOOLUNTO30M — OT
3cceHUManbHOM  TpombouuTeMmun  (YPOBEHb  LLIENIOYHOM  (hocdhaTasbl
HEeMTPOMUIOB NOBbILLEH NI HOPMa/EH, OTCYTCTBYeET Ph.

[MporHos n cTaguposaHue no H. Kantarijan.

HebnaronpuatHble  MPOrHOCTAYECKME — MpuU3Hakn  (KpUTepum
CTafMpoBaHWsA) B XPOHMYeCKOW (hase 3aboneBaHus: Bo3pacT 60 un 6onee
net; 6nacto3 kposn 3% W 6onee, KOCTHOro mMo3ra — 5 % wu 6ornee;
6asounna Kposu 7% n 6onee, KOCTHOro mo3sra 3% u 6onee, TPOMOOUNTO3
700 x 10%n v 6onee. Mpn OTCYTCTBUW MEPEUUCIEHHBIX NPU3HAKOB UK
Hamumm 1 M3 HUX KOHCTATMpyeTcA nepBas cTagna 3abosneBaHus
(6naronpusTHBLIA NPOrHO3); HanuuMe 2 MNPU3HAKOB — BTOpas cTaaus
(MPOME>KYTOYUHbIVA MPOrHo3); 3 1 60nee NPU3HAKOB — TPeTbA CTaaus
(HebnaronpuaTHLIA NPorHos3). ®asa akcenepauumnm — yYeTsBepTas cTagus
(HebnaronpuATHLIA NPOrHO3) KOHCTATUPYeTcA nNpuv  Haanmumm 1”3
CnefytoLWwMX NPU3HaKoB: 106aBOYHbIE XPOMOCOMHbIe abeppaunn; 651acTo3s
KpoBu 15% wn 6onee; 6nactbl 1 npomuenountsl Kposu 30% n 6ornee;
6asothmnma kposu 20% n Gonee; TpoMGOLMTONEHNS MeHee 100 x 10%/n.
TepMuHanbHas Unn 6nactHas asa (61aCTHbIA KPU3) XapaKTepuayeTtcs
6nacTo3om Kposu U (Mnm KoctHoro mosra 30% m 6onee UM Ham4nem
3KCTpaMeaynnsapHbIX 6/1aCTHbIX MHPUILTPATOB.

KpuTepumn adpheKk TMBHOCTUTEpanuN:
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- MO/1HAs remMaToormyeckas peMmuccus: NEMKOLNTLI B 06LLEM aHaIn3e
kpoBu He 6omee 9,0 x 10%n, HopmanbHas neiikoumMTapHas (opmyna,
TPOMGOLUTBI — He 6onee 450 x 10%n, OTCYTCTBUE CUMMTOMOB GONE3HN;

- UNTOTEHETUYECKUIA OTBET: MOJHAA LIMTOreHeTUYecKass pemmccust —
oTcyTCcTBME Ph-MO3NTUBHbLIX KNETOK B KPOBU M KOCTHOM MO3re; YacTu4Has
LUMTOreHeTMYyecKas pemmcenst — Hanmume 1-34% Ph-no3uUTUBHBIX KNETOK;
Ma/lbli LLUTOreHETUYECKUI OTBET — Hanmume 35% um 6onee Ph-no3nTMBHbIX
KNeToK; OO0MbLUIOA UMTOreHeTUYECKUn OTBET — CyMMa MOJHbIX W
4aCTMUYHbIX LUTOrEeHEeTUUYECKUX PEMUCCUIA.

6. JleueHVe XPOHMYECKOro MMeNosieiikosa.

XpoHuyeckas (hasa 3aboneBaHUA:

- NayneHToB Monoxke 50 net nogeepratoT HLA-TunuposaHuio; 30%
MMET COBMECTUMbIX CUBMMHIOB; MPU OTCYTCTBMM POACTBEHHbIX JOHOPOB
N BO3pacTe NaumeHTa mMeHee 40 neT NPOU3BOAAT NMOUCK HEPOACTBEHHOIO
foHOpa; Bblbop TKM Kak MeTofa /le4eHUss OrpaHUUMBAETCS TakXKe
BbICOKOI /fleTanbHOCTLIO (20%); Haunydwme pesynbTarbl MOSyYeHbl Y
nauuneHToB Monoxe 30 NeT B XPOHUYECKOI ha3e B TeyeHMe 1 roga nocne
YCTaHOB/IEHUA AMarHosa; A5 KOHTPOSS MWUHUMAbHON pe3nayanibHOi
6onesHn ucnonb3ytoT RT-PCR ana BCR-ABL reHa y Ph-HeraTtuBHbIX
nauueHTOB; HepoAcTBeHHasd anno-TKM conpoBoXKaaeTca NeTasbHOCTLIO
[0 45%; 'y NOXWAbIX  MayMeHTOB  BO3MOXHO  MPUMEHEHMeE
HeMWeNnoabnaTMBHbLIX PEXMMOB KOHAMLMOHMPOBAHUA A1 YMeHbLUeHUS
TOKCMYHOCTM B COYETAHUWN C TpaHCRy3nAMUN LOHOPCKUX NMMADOLMTOB 4N
NHAYKUNN GVL-a(pdekTa;

- KONNEKUMA CTBOJIOBbLIX KPOBETBOPHbLIX KNETOK A/19 UCMO/b30BaHNSA B
ayToTKM B npouecce nerkadgepesa (Tepanns neikocrasa);

- 110NypuHON;

- TMAPOKCMMOYEBMNHA — Npernapar Bbioopa AN KOHTPO/S OMyX0/1eBOiA
MacCbl B XPOHMYECKOW (ha3e; nopadepxmparowad fosa — 1-1,5 r B CyTKM,
npenapar He BIMSAET Ha LUMTOrNEHETNKY N TeyeHne 3abosieBaHus;

- MHTep(epoH-0 — B CYTOYHON f03e 5 MIH. ef./M? MOAKOXKHO fAaeT
remMartosiornyecknini athekT y 75% 60/bHbIX, NONHYHO LMTOreHeTUYECKYHO
pemuccuio y 10-15%, 60MbLIOA LMTOreHeTMYeCKNin oTeeT — y 15-30%,
OTCPOYMBAET MPOrPeccum, YBENNYMBAET NMPOLO/HKUTENBHOCTb XN3HU (57%
nalMeHTOB NePeXXnBatoT 5-NeTHUIA pybex);

- COYeTaHWe WHTepepoHa-o C LMTapabMHOM MO3BOMAET YBEIMUUTD
BEPOATHOCTb  MOMIHOWM  LUMTOreHeTU4eckoin pemmccun  ao  25-35%;
BbIpaXXeHHble NOO0YHble 3MDEKTbI MHTepepoHOTEpannumn (HeLOMOraHue,
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NNXopagka, aHOPeKCUs, CHUXKEHMe Beca, Aenpeccus) CHMKaKT KayecTBo
YXVU3HW W BbI3bIBAOT OTKA3 OT SIeYeHUS;

- UMaTMHMG obecneunBaeT NyYLLINIA LMTOreHeTUYECKMIA OTBET, Bosee
[OJIUTENbHYIO BbDKMBAeMOCTb 6e3 Mporpeccun 3aboneBaHns, MeHbLune
No60YHbIE 3PdeKTbl M B LE/IOM MEHSAET TepaneBTUYECKYHD TaKTUKY Npwu
XMIJ1; npenapat o6ecneynBaeT 6/10KMpPOBaHWE OAHOrO0 M3 MeXaHW3MOB
naTtoreHesa, peanusytowleroca 4Yepes npoaykt BCR-ABL reHa c
TUPO3VHKNHA3HON aKTUBHOCTLIO; f03a 400 Mr/cyT per 0S MepPBUYHbLIM
naymeHTaM B XPOHWYECKON (ase obecneymBaeT AOCTUXKEHWE TMOSHOW
pemmuccnn y 68%, HO ToNbKO Yy 3% [LOCTUraeTcsa MoJIeKynsapHasa pemuccus
(otpuuarenbHasd RT-PCR); 60MbLUMHCTBO MNaUWEHTOB UMEKT 60/bLLOM
UMTOreHeTUYECKUA OTBET B MepBble 6 MeCAUEB JleYeHUs, Y HUX
MUHUMaNbHbIA ~ PUCK  peunamBa; 00bIMHO  MOOOYHbIE  3(EKTDI
(Munenocynpeccusi, OTeKW, TOLWIHOTA, CYAOPOrM, KOXHas  CbliMb,
YTOM/ISIEMOCTb, [Auapesi, ronoBHas 00/b, apTpasirMmM) HesHaunTesIbHO
Bblp@XeHbl W  KypabesnbHbl; npenapaTr MNPUMEHSKT He TONMbKO Y
PE3UCTEHTHbIX K MHTEP(EPOHY-A NaLMEeHTOB, HO U Y NePBUYHbIX;

- M3y4yaeTcs 3PEeKTUBHOCTb COYETAHHOIO MPVMEHEHNA MMAaTUHKNOA,
NHTep(epoHa-a 1 LnTapabuHa.

AropnTM Tepanuu B XpoHnyeckoi haze XM/,

- naymeHTbl monoxe 50 net, umerolMe POACTBEHHOrO [OHOpa —
aNNIoTpaHcnIaHTauMa KOCTHOro Mo3ra B repBble 6-12 MecAueB nocne
YCTaHOB/IeHNS ANarHosa,

- BCe OCTa/IbHble MauMeHTbl — UMATUHWUG C KOHTPOSIEM LIUTOreHETUKU
yepes 6 MecALEB;

- MpW  OTCYTCTBMM OOMbLLIOMO LMTOMEHETUYECKOro OTBeTa -—
NoBbIlLeHWe  [03bl  MMaTMHUGa, KOMOMHWpPOBaHWE C  APYrMMU
npenapaTamu, TpaHCNIaHTaLMa KOCTHOro Mo3ra;

- Npu  HaaMumMm  BOMbLUONO  LUMTOrEHeTUYeCKOro oOTeBeTa —
NPOAO/HKEHMNE Tepannm UMaTUHNOOM A0 MONEKYNAPHOIO OTBETE;

- Npu  OOCTMXKEHUN  MOJIEKYNAPHOM  PEMUCCUM —  KOHTPO/b
MWUHUMaIbHOW OCTaTOYHOW 0O0NE3HM €XErofHo W B Cny4yae peumamnBa —
TKM.

[MpOrHo3 B XpOHMYecKom ghase.

MeamaHa 06LIE BbDKMBAEMOCTM Ha CTaHAapTHON (6e3 umaTuHM6a)
Tepanuun — 5,5 net (3 mec — 22 roga). MNMpumeHeHWe annoTpaHcnIaHTauum
KOCTHOro Mmo3ra — 60 % wmeloT MeamaHy 5 /eT; HepoACTBEHHOM
a/inoTpaHcnIaHTauum KoctHoro mosra — 40 % nmeroT meguaHy 5 ner.

JleyeHune NpoanHY ThIX cTaanin XMJ1 1 pe3aCTEHTHbIX O0/bHbIX.
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1.a3a  akcenepaumun:  uMmatuHM6  600-800  mr/cyt  paet
remMatosiormyeckmii M UMTOreHEeTUYECKUn  ahekT,  OTCpOYMBaET
Nporpeccuto, YBenMYMBaeT MPOLO/KUTENBHOCTL XW3HWM, CTaHOBUTCA
BO3MOXXHOW TpaHCMN/aHTauMa KOCTHOIo MO3ra.

2.BnacTHbIN KpW3 — aHa/IornMyHble J03bl MMaTUHKUGA, NPY JOCTUXKEHUN
a(hpeKTa BO3MOXKHA TPaHCMIaHTaLUns KOCTHOro Mo3ra.

PesynbTaTbl  a/inoTpaHCNAaHTaLMM  KOCTHOrO  Mo3ra  3[ecCb
3HAYUTENIbHO Xy)XKe, YeM B XPOHM4YecKon (hase (5neTHUA BbDKMBAEMOCTb —
0-10%).

3.Peuname nocne annotpaHcniaHTauMm KOCTHOIMO Mo3ra fieyaT C
NPUMeHeHeM UH(Y3UU OOHOPCKMX numdoumTtos (60-80% BeposSTHOCTb
OTBETA NPV MOMEKYNAPHOM 1 LIUTOreHeTUYECKOM peLmanBe).

4.Pe3nCTEHTHOCTb K UMATUHUNOY:

- nepBuYHas (OTCYTCTBME MOMHOA reMaTo/IoNMYeckoil pemMmccun B
TeyeHne 3 MecAUEB, LUMTOreHeTMYecKOro oTBeTa — B TeyeHue 6-12
MecsLeB) — y 2% nawMeHTOB;

- npuobpeTeHHad (yTpata MOMHOM  reMaTo/iorMyeckorl  unu
LMTOreHeTMYECKOM pemuccun) —y 2% nauneHToB;

- HENepeHoCMMOCTb — Y 3% MepBUYHbIX NaLUEHTOB,

BapuaHTbl Tepanuu:

- MOBbILWEHNE A03bl MMaTUHMOA (A0 800 Mr/CyT B XPOHUYECKOM (hase);

- NPUMEHeHWe APYrux MHIMOUTOPOB TUPO3UHKMHA3LI (KWUMIOTUHWG,
Na3aTUHNOG);

- coyeTaHWe uvMaTMHMGa C  npenaparaMnm  MHIMOWUTOPOB
(hapHe3nnTpaHchepasbl (NoHa(apHN6, TMNUKHAPHND).

CMNMNCOK NINTEPATYPHbI:

1. KnuHuyeckass oHkoremartonorua / nog ped. M.A. Bonkosoir. — M.,
2001.

2. PykoBoacTBo no remaronoruu: B 3-X T. / nog pea. A.W. Bopobbesa. —
M., 2003. -T. 2.
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2.5.
TEMA: XpoHnyecKkuin nmmgoneinkos (CvmpHosa /1.A))

YYEBHbIE BOINPOCHI:

1. OnpefeneHne NOHATUA.

2. ANUAeMunonorus.

3. [lnarHocTunyecKume KpuTepum.
4. CTagupoBaHue.

5. KnuHunyeckas KapTuHa.

6. JleueHue.

1. OnpepeneHVe NMNOHATUA.

XpoHuyecknin numdoneiikos (XJ1/1) — aTo onyxonb, pa3BnBatko LLAsCS
M3  Heonnactmyeckmx B-numdounto CD5+.  Mopdonornyecknm
CybCTpaTOM OMYyX0/M ABNAOTCA 3pesible U CO3peBaroLLyme MMMQOLUTHI.

2. ANNAeMMNONOrns.

XpoHunyeckunini numdoneiikos (XJ1J1) Hambonee pacrpocTpaHeHHbII
BW[ Neliko3a B cTpaHax EBponbl M CeBepHO AMEPUKN. B 3TKX cTpaHax Ha
ero pgonto npuxoamtcs 30 % cpean BCeX JNIEMKO30B. ExerofHas
3abonesaemoctb XJ1J1 B 3Tux cTpaHax coctaenset 3-3,5 Ha 100000
HacefleHus, a cpegun nuu, ctapile 65 net - go 20 Ha 100000.

Okono 70 % nauwneHToB 3abonesaldT mexay 50 m 70 rogamw.
CpefHuIA BO3pacT K Hayany 3aboneeBaHWs coctaBnsieT 55 net. TONbKO
meHee 10 % 3aboneBat0T B BO3pacTe Mosioxxe 40 NneT, XOTA HEKOTOpble
aBTOpPbl OTMEYarT, YTO B MnocnefHue rofbl BO3HUKHOBeHMe XJ1J1 'y nvy
Monoxe 35 neT Gofiblle He ABNSAETCA WUCKMOYMTENIbHOW pPeaKoCTbIO.
My>X4rHbI 6O/EIOT YaLLe XEeHLLNH,

XNI1 aBndetcs camoil 4acToM (OPMOM  /eiko3a Yy  KPOBHbIX
POLACTBEHHUKOB KaK M0 rOpV30HTa/IbHOW, TaK 1 M0 BEPTUKa/IbHON NIMHUMN,
Ponb HacneAacTBeHHOro aktopa B 3TUMX  CydadX MOATBEPXKAAETCH
06Hapy)KeHMeM B TeX CEMbSX, Ie eCTb HECKO/IbKO 60/IbHbIX XPOHUYECKUM
NMM0/IENKO30M, 3[0POBbIX POACTBEHHWKOB CO CBOWCTBEHHbIM XJ1/1
CHVDKEHVEM KOMMYecTBa raMmarsioby/IMHOB M YrHeTEHWEM CrMocoBHOCTU
NMMAMOLMTOB K GnacTTpaHcgopmauuu.

3. AlnarHocTnyeckure Kputepun.
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CornacHoO KpuTtepusaMm, MpeanoXeHHbIM MexgyHapo4HbIM paboymm
coBellaHMem B 1989r. pOna nMOCTaHOBKM AMarHosa XPOHWUYECKOro
NMM¢onenkosa HeobXoAMMO HanMuve TpexX MNPU3HAKOB: abCo/THOrO
KONMYecTea /MMQOLMTOB  KPoBM, npesbiLaowero 10,0-x  10%n,
06HapyxeHus 6onee 30 % MMMMOLMTOB B KOCTHOMO3FOBOM MyHKTaTe U
NMMYHO/IOTMYECKOrO MNOATBEPXKAEHMA HaMumsa B-KneToyHoOro KoHa
NeKeMmnyeckux numaoumntos — CD5+, CD23+.

B-KNeTouHbIn UMMYyHOeHOTHN 06HapyxmBaeTca y 95-98 % 60/1bHbIX
XN, Tonbko 2-5 % cnyvaeB NPUXOAUTCA Ha T-KNETOYHbIA BapuaHT
3a60/1eBaHNSA, HO 3TV COOTHOLLEHMA OTHOCATCA TO/ILKO K CTpaHam EBponbl
1 CeBepHO AMEPUKMN.

Mpn B-KNeToyHOM BapuaHTe 3aboneBaHMA Ha  MOBEPXHOCTY
NeKeMNYECKUX NMMQPOLMTOB 06HAPY>KMBAETCA 3KCNpPeccus B-KNeToYHbIX
aHTureHos CD19, CD20, CD24 n akTnBaunoHHbIX areHToB CDS5 1 CD23.
iIMMyHOnornyeckaa xapaktepuctnka B-knetouHoro XJ1/1 no3sonset
paccmaTpvBaTb €ro Kak OnyXo/jb, MOPJOIOrnMYecKnm CcyobCcTpaTom
KOTOPON  SABNAKOTCA NepBMYHO-aKTUBNPOBAHHbIE  B-numdounTsbl.
[MepBuyHas aktmsauusa (rnepsas BCTpeya C aHTUreHom) B-numdgounTos
MPOMCXOAMT B NapakopPTUKaIbHOWN 30He MMGATUYECKOro y3na, No3Tomy,
COrfacHoO nocneaHMM Knaccumkaumsam numdgounaHbix onyxonein (REAL,
BO3), B-knetouHblit XJ1JT OTHeCeH K ONyxonisM nepuepnyecKmnx
OpraHoB MMMYHHOW CUCTEMbI.

4. CTagnpoBaHue.
CornacHo ctagupyroLein cucteme Binet J. BbIAENAOT TPY CTaOUN:

A - copgepxaHue remornobuHa v TPOMOOUMTOB HOPMasbHbIE;
yBenMyeHne NMMQONLHON TKaHWN MeHee, YeM B TPeX 06/1acTX.
B - cogepXaHue remornobvHa u TPOMOOUMTOB HOPMasIbHbIE;

yBe/IMYeHne NMMGONIHON TKaHW B TpeX 1 6onee 0611acTsX.
C — aHemusa (remono6uH meHee 100 r/n w/vnn TPOMOGOLMTOMEHNS
meHee 100 x 10°/n.

5. KnnHunyeckas KapTrHa.

XPOHUYECKUA  MMMONENKO3  HAuMHAeTCs  MCNoABO/lb W B
0O0/IbLUMHCTBE C/ly4aeB Ha PaHHMX 3Tanax nporpeccupyet mefneHHo. Mo
Mepe pa3BuUTUSA 3ab0/1IeBaHUS  MOCTEMEHHO HapacTaeT JIeMKouWTO3,
KOTOpbIA C rofjamu 6e3 feyeHUss MHOrga AOCTUraeT OrPOMHbIX LMAp
(500,0-1000,0-x 10%n u 6Gonee). OAHOBPEMEHHO B NEKOLMTapHOM
(hopMy/ie NOCTeNeHHO yBENNYMBAETCA KOIMYECTBO NMMMAOLNTOB A0 75-85-
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99 %. lMNMpeobnagatoT 3pesnble POPMbI, HO, KakK NpaBwn/io, 0OHapYKMBaeTCH
5-10 % nponumdounToB M Hepeako 1-2 % nmmgobnacTos. Yucno
3pUTPOLMTOB, COAepPXaHWe remorsiobmMHa M 4ucno TPOMOOLMTOB Ha
paHHKUX 3Tanax 60/1e3HN Yalle HOpMa/lbHble, a NPY BbICOKOM JIeKOLMTO3e
N 3HAUYUTENbHOM IUMOUNTO3e O0ObIMHO CHWKEHbI MO0 33 CYeT
BbITECHEHMA 340P0BbIX POCTKOB MaTo/10rMyecKMMm numdountamn, nnoo B
CBA3M C MNPUCOEAMHEHMEM ayTOMMMYHHbIX OCNOXHeHWid. Ons  XJ1J1
XapakTepHO Hamyme B Mas3ke KpOBW KNeToK [ymnpexta-bBoTkuHa —
MonypaspyLleHHbIX Mpu  MNPUrOTOBNEHUN  MasKa, pasMbITbIX Ag4ep
nmMmgouunTos. Hannumne KNetok (MNK, Kak MX UHOrAa HasblBaloT, TEHEN)
'ymnpexta-bOTKMHA W KO/IMYECTBO HE WMET MPOrHOCTUYECKOrO
3HauveHud. [pu wnccnegoBaHMM KOCTHOMO3FOBOrO MyHKTaTa 60/IbHOrO
XJ11 y>ke Ha paHHMX aTanax 601e3HN 06HAPY)KMBAETCA YBEIMYEHME YnCna
nmmdountos ao 40-50-60 %. Co BpemeHeM 06e3 fle4eHUs Mpw
BbIP@XKEHHbIX MPOSABEHUAX 60/1E3HN YMCNO NMMKOLUUTOB HapacTaeT [0
70-90-99 %. YMeHbLLeHNE YMcna 3pUTPOKApPMOLIMTOB NPN 3TOM He BCerga
COMPOBOX/JAETCA pPa3BUTMEM aHEMWUWM, TMOCKO/IbKY O00WMiA nnaugapm
3PUTPOULHOIO KPOBETBOPEHUS OKa3blBaeTCH eLle A0CTaTO4YHbIM. OB6bIYHO
HabM4aeTcqd  3HAYUTENIbHOE  OTHOCUTENbHOE  YMEHbLLEHME  4yucna
rpaHynouMTOB B KPOBM M KOCTHOM MO3re, HO abCO/MOTHOE KX YMCIO
MOXET ObITb HOPMas/IbHbIM WAV N HE3HAUYNTESIbHO YMEHbLUEHHbIM. C
TEeYEeHVEM BPEMEHVN Y MNOAABNAKOLWEro 4ucna 060/bHbIX HabMoLaeTCs
Mef/leHHOe TreHepasu30BaHHOE YBeNYeHWe JNuM@aTnyecKnx Y3/os,
MMEeoLMX TEeCTOBATYH0 KOHCUCTEHLMIO U 6e3 NpPMCcoeauHEHNS UHMEKLMN
COBEpLLEHHO 6e360/1e3HEHHbIX. [1py PEHTreHOoN0rMYeCcKoM UccieaoBaHnm
B 3TO BPEMS, KaK NpaBuio, 06HapYXMBaeTCa yBeNIMYEHNE NMMPATUYECKNX
Y3/10B CPeAOCTEHUA — YBe/MYeHWe Y3/10B B OPHOLUHOM MNOMOCTU W
3a6pIOLLMHHOM MPOCTPaHCTBE. PasmMepsl Y3/10B Y pas3HbIX B0/bHbIX 1 faxe
Yy O4HOro 60/1bHOM0 B Pa3/IMYHbIX 061aCTAX MOTYT K0/1e6aTbCA B LUMPOKMX
npegenax — ot 1,5-2 po 10-15 cm B gnameTtpe. [1pn rMCTONOrMUYECKOM
nccnefoBaHNN HabnogaeTcs cTupaHue pUCYHKa CTPOEH U
NNMMATAYECKOrO Yy3na, AUddgysHaa WHOUALTPaUuA nuMmdounTaMmm U
npoaumdgoumnTamu.

YBenuyeHve cene3eHKN y 60/bLWMHCTBA 60/IbHBIX MOSBIAETCA MO3XKE,
YeM YBENNYEHME NUMMPATUYECKUX Y3/10B, U NNLLb Y HEKOTOPbIX U3 HUX
[OCTUIaeT OrpPOMHbIX pasmepoB. ELie nosgHee 006bIMHO YBENNYMBAETCA
neyeHb. OAHAKO Y OTAe/IbHbIX 60/MbHbIX YBENIMYeHNe cefneseHKn n (1an)
MeyeHN BbIPAXXEHO Ha MNPOTAXKEHWM BCEro 3ab0neBaHUAs W MOXET
NpPeACTaBIATb 3HAUNUTE/bHYHO NPO6/IEMY NPY NIeUYeHNN,
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Temnbl pa3BuTNA 601E3HN, CKOPOCTb YBENIMYEHMSA KO/TMYECTBa
NEMKOLUNTOB, Pa3MEPOB NIMMMATUYECKUX Y3/10B U CENE3eHKU Npw
XPOHMYECKOM  NMMONenKo3e KONMebMTca B LUMPOKMX Mpefenax.
AYTOMMMYHHbIE OC/IOXXHEHUA MOryT pa3BuMBaTbCA B JIOOOM nepuome
60nesHN, MMeKTCAa  HabnlAeHUsd, B KOTOPbIX  ayTOMMMYHHas
remMosinTuyeckas aHeMusa ABkNacb NepebiM cumntTomom XJ1J1. OgHako, Tak
Xe KaK MH(eKuMn, ayToMMMYHHble MpOLEecChbl 4Yallge BO3HMKAKT Y
O0MbHLIX C  Pa3BEPHYTON  K/IMHWUKO-TeMaTo/orMyeckom  KapTUHOW
XJI1.AYTOUMMYHHbIA TEMOMN3 3PUTPOLMTOB MOXKET HOCUTbL XapakTtep
OCTPO M OGYPHO Pa3BMBLLErOCA FeMOIMTUYECKOIO Kpr3a, COMpoBOXAadChb
MoBbILLEHWEM  TemnepaTypbl  Tena, NOABNEHMEM  XKENTYLUHOro
OKpaLUMBaHUSA KOXW 1 TEMHOI OKPacKoW MOUN, NOBbILLEHNEM COAEPXKaH NS
HenpaAMOro OwnMpybmHa B  CbIBOPOTKe. WIHOrga  peTuKynoumTos3
OTCYTCTBYET W NPy OYPHbIX MPOABNEHUAX TFEMOSIMTUYECKOW aHEMUM,
0COGEHHO B Tex Cny4vasax, Korga remonn3 MpoMCXOAUT Ha YPOBHe
CHMXXEHHOr 0 KONnM4yecTBa 3pUTPOKapMOLNTOB.

6. JleueHwe.

BaxkHeiumm Bornpocom Tepanumn XJ1J1 ansieTcsa BONPOC O BPEMEHU
Hayana /fieyeHus. BbbkupaTenbHad TakTWKa 0OOCHOBbIBaaCh ABYMSA
obCcTOATENBCTBAMW:  MefNIeHHbIM  [0OPOKAYeCTBEHHbIM  TEYEHMEM
3a00/1eBaHNA Yy 4acTW OOMbHLIX M HEPedKO MN/IOXON MePeHOCMMOCTbIO
LUMTOCTATUYECKUX  CPeACTB, MPUMEHSBLUMXCA B MNepBble  rogbl
XumuoTepanuu. B HacToswee BpemA TaKTMKa «Habnopal un Xau»
COXpaHAeTCA B OTHOLLUEHMU OO0MbHLIX C MUHUM&IbHBIMU MPOABIEHNAMMU
3a60/1eBaHNA M NIMLLb [0 TEX MOop, MOKa He MOoABAATCA NH00ble MPU3HAKK
nporpeccupoBaHns (He TOIbKO HapacTaHue NenKoumTosa, MMMQoLMTOo3a,
YBENNYEHNE Pa3MepoB NIMMGATUUYECKNX Y3/10B NN CENE3EHKM, HO U TakKue,
KaK ayTOMMMYHHbI reMOonn3 Unn yyalleHne 6aktepuasnbHbIX MHDEKLNIA).
NHbIMK cnioBamu, 60NbHOM He HYXXAAeTcs B JIeYeHUW NWLWb [0 TeX rop,
noka ctabunbHo coxpaHseTcsa ctagusa O-1 no K. Rai nan A no J. Binet.
[MokasaHO, 4YTO  paHHee Hayasio  Tepanuu  He  YBE/NYMBAET
NMPOLO/HKNTENILHOCTb XKM3HW TaKMX OO0/bHbIX, MO3TOMY He SABNSeTcs
06s3aTeNbHbIM. OfHAKO M B 3TUX C/yyYasix 60/bHON [0/MKEH 0CTaBaTbCA
noA KOHTPONeM Kaxable 3-6 Mec, MOCKO/bKY MOTYT MOABUTLCA MPU3HAKM
MPOrpeccMpoBaHna 1 NOKasaHUA K Havany Tepanun.

B HacTofillee BpeMs  CUMTAKOTCA  Clefylolupe MNoKasaHus K
He3ame/IMTeNlbHOMY Hayasly LMTOCTaTUYeCcKon Tepanuun:
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1.HamMume «O6WWX» CMMMTOMOB — YCTaJIOCTb, MOT/IMBOCTD,
CHV>KEHVe Beca Tena,;

2.aHEMUA UM TpombouuToneHus, 06ycnoBneHHas WHGUNbTPaLmMei
KOCTHOI0 MO3ra JIeMKeMUYECKMMN KNETKaMu;

3.ayTOMMMYHHasi aHeMUs UM TPOMBOLUUTOMNEHNS;

4.MaccvBHas nuMmageHonats WaM  CnjeHOMeraims, co3gatoLupe
KOMMPECCUOHHbIE NPOG/IEMbI;

5.60/1bLLIOE YKCI0 NMMKOLMTOB B KPoBM (BbiLe 150,0 © 10%n);

6.yABOEHMe abCOMOTHOIO Ymcna MMMQOLMTOB B KPOBU MEHEe YeMm 3a
12 mec;

7.yBeNMYeHHasA NoABEPXKEHHOCTb 6aKTepuasibHbIM UHMEKLMAM;

8.MaccmBHas numdoumntTapHas MHPUIbTPaLMSA KOCTHOro Mo3ra (6onee
80 % nmounTOB B MUeniorpamme);

9.Ha/IMuMe KOMMJIEKCHBIX XPOMOCOMHbIX abeppaLnia;

10.npoasuHyTas ctaams 6onesHun (ctagusa C no J. Binet, -1V — no
K. Rai).

HaunHaloT Tepanuio 00bIMHO MpenapaToM Xnopamoyuma, KOTOpbIi
MPUMEHAOT B  Pas/MYHbIX pexumax. [lpyu onyxoneBon  gopme
NPeAnoyTUTENbHEE HAYMHATDL NleveHmne umkpodochamniom. B nocnegHue
roabl MosIBUIMCL TakuWe nMpenapatbl Kak nygapabuHa  docdar,
KnagpuouH(neiknaauH). HoByto apy neyeHns OTKPbIIM MOHOK/IOHa/bHbIE
aHTUTena: peTtykcumab, HanpaefeHHbln npoTuB CD20 n anemTty3ymab.
HanpaeneHHbln npotme CD52. BecbMa CKPOMHOe MECTO 3aHUMaroT
ny4yeBas Tepanusa v niasmadepes.

CMNMMNCOK INTEPATYPbI

1. KnuHuyeckast oHkorematosnorusi / Mog ped. M.A. Bonkosoi. — M.,
2001.

2. PykoBoacTteo no remartosorun: B 3-x T. / Mo pea. A.V.Bopobbesa. —
M., 2003. - T. 1.

3. CtaHAapTbl AMarHOCTUKN-NIeYeHns BHYTPeHHUX 6onesHeld / LLIynyTKo
b.1N. - C.-T1., 2005. — YacTsb 5.
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2.6.
TEMA: TpaHcnnaHTaums KOCTHOro mosra (3mavvHckuin B.A))

YYEBHbIE BOINPOCHI:

1.OCHOBHble  3Tanbl B PasBUTUM  TpaHCMN/aHTauuu  CTBOJIOBbIX
reMono3TNYECKNX KNETOK.

2.bronorma n KNMHNYeCcKoe NpuMeHeHe CTBOJIOBbIX KNETOK.

3.Buabl TpaHcnnaHTaumMm CTBONOBbIX FTEMOMO3TUYECKUMX KNETOK.

4. Pe>KnMbl KOHANLMOHNPOBaHUA.

1. OCHOBHbIe 3Tanbl B pa3BUTUN TPaHCMIaHTaLNUM CTBOIOBbIX

reMorno3TMYeCKNX K TOK.

[epBble MOMbITKA MPUMEHEHUS Ye/IOBEYECKOro KOCTHOro Mo3sra C
Liefblo ledeHuns 6binn caenabl 6onee 100 net Hasad. W.Quine B XXypHane
AMepPUKaHCKON MeaUUMHCKOM accouunaunmn B 1896r. coobuwmn o pabote
Brown-Sequard n d’Arsonaval, kotopble B 1891r. HasHayanu mnpuem
4e/I0BEYECKOr0 KOCTHOrO MO3ra BHYTPb MNPV aHeMusX, 00YC/IOB/IEHHbIX
neikemmein. B 1923r. Leake NpUMMEHWN 3KCTPaKT KOCTHOrO Mo3ra u
Cefie3eHKM C LeNbio CTUMYNALMM reMonoas’a Y OTMETU MOMOXKMUTENbHbIE
pe3ynbTaThbl Yy 60/bHbIX, paHee 6e3ycreLUHO fIe4eHHbIX N0 MOBOAY aHEMUMN.
[MepBasd BHYTPMBEHHAA WHMY3MSA KOCTHOro Mo3ra Oblfa BbIMOSIHEHA
Osgood B 1939r. 6ONbHOMY aniacTUYeCKOM aHeMUeid, XOoTs B
noc/efyrolWwem B TeYeHMe MHOTMX NIeT [JaHHbIA MeTog He Obln 3aMeyeH
KnMHuumMctamn. B 1944r. Bernard npuvMeHWN B KAWHUKE WHQY3MIO
a/I/IOFTEHHOr0 KOCTHOrO MO3ra, MpeanpuiHAB MOMbITKY OOHapyXXeHUA B
KPOBW peuunueHTa K/JETOK [OHOPCKOro KOCTHOro mosra. bonee
NPUCTasIbHOE BHWMaHWE K TpaHCNJaHTauMnm KOCTHOrO Mo3ra Kak
BO3MOXHOMY  MeTOAYy Jled4eHWss OCTPOi  Ny4yeBO 60Ne3HN  Bblno
npueneyeHo B 1945r. B CBA3N C TparnyecKnmMm coobiTnamm B Anamoropzo,
raT Hbto- MeXxrKo rnoce UCcnbITaHUn SAEPHOr0 OpYyXXusi B aTMmocgepe.

CyLLeCTBEHHbIM TO/TYKOM /11 YCKOPEHMSA HaY4HbIX UCCNef0BaHUIA B
06/1acTV remonoasa fABUI0CL 06HapPYXXeHWEe OTK/IOHEHUIA B remorpamme y
NALL, NepeHecLLnx obydeHre Npy aTOMHOM 6oMb6apanpoBKe XMPOCUMbI U
Haracaku, a Takxe TMOUCK CPeAcTB 3almTbl Npu  pagmalnoHHOM
MopaxxeHU B CBA3W C BYPHbIM POCTOM aTOMHOI 3HEPTeTUKN.

Npesa npuMeHeHWs TpaHChnaHTauMyM KOCTHOMO Mo3ra B K/MHUKE C
LIeNbH0 BOCCTAHOB/IEHMS TEMOMO33a B KOMOWHauuMm € 061yvyeHuem W
XUMMOTepanuein ansa nedyeHmsa paga rematosiormyeckmx 3abonesaHuii boina
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aKTUBHO nofgep)xaHa KavHuumctamn. OJHOBPEeMEHHO HaMeTWIWUChb [Ba
Pas3fINYHbIX HarnpasfieHNa B KAWHMYECKUX WCCef0oBaHWUAX: anoreHHas
TpaHCMAaHTaumMa C  WUCMOb30BaHMEM KOCTHOMO Mo3ra AoHopa U
ayTo/fiorMyHad  TpaHcnAaHTauMs Yy  nNayMeHToB C  Pas/IMyHbIMK
3/10Ka4eCTBEHHbIMM HOBOOOpa3oBaHMAMK. B nepBble rofbl NPUMEHeHUs
TpaHCMAaHTaumMmM KOCTHOrO  Mo3ra  KAMHWUUWUCTbI  BCTPETUNNCL €
MHOIOYMUCNEHHbIMA  nipobnemamun.  Vicnonb3oBaHMe — ayTONOrMYHOM
TpaHCnMaHTauMM KOCTHOro Mo3ra TpeboBasio pa3paboTKM KOMI/eKca
obopyanoBaHUA AN 3aMOPaXmMBaHMUA KOCTHOIO Mo3ra U OnpeaeneHHbIX
METOANYECKMX MOAX0A0B. B cnyyae  BbIMNOMHEHWUS  an/IOreHHOW
TpaHCnNaHTauMM KOCTHOro mMo3ra HerpeoaoMmon Npobaemoit okasanoch
OTTOPXeHne [OHOPCKOro KOCTHOIO Mo3ra 7 passuTme
CUMNTOMOKOMINIeKCa “"BTOPMYHON 60NIE3HN", KOTOPbLIA B MOC/EAYHOLIEM
MOMYYMN Ha3BaHWe peakums TpaHCnIaHTaT NPOTMB X035MHa.

AIMMyHONOrMyeckne acnekTbl TpaHCM/aHTauMM KOCTHOrMo Mmo3ra
TpeboBann AanbHenLWero n3ydeHus, n B 1964 r. Bach npeanoxxun metoq
CMELLAHHON KyNbTYpbl IMM{OLMTOB KaK TeCT Ha COBMECTMMOCTb Mapbl
floHop-peunnmeHT. o oTKpbiTna HLA cuctembl U npumeHeHna HLA-
TUNMPOBaHUA [N 0becrneyeHMs TLATeNIbHOro nogéopa nap AOHOpP-
PELUMUNUNEHT PUCK Pa3BUTUSA HECOBMECTUMbIX C YXM3HbKO OCMOXHEHWU B
nepBble rofbl KNMMHWUYECKOrO MPUMEHEHMS a/lIOreHHON TpaHCnnaHTauum
KOCTHOrO Mo3ra Obln  KpailHe BbICOK W TOMbKO  eOUHWYHbIE
TpaHCnaHTaLM OKOHYMUINCL YCNELUHO. TeM He MeHee, B TO BpeMs Oblno
OnncaHO 7 Cny4vaeB YCMELUHOW TpaHCMNaHTauum KOCTHOro mo3ra OT
OJHOSINLEBLIX OG/IM3HELOB 60/bHLIM aniacTUYeckor aHemuen. OpaHako
OTCYTCTBME OTBETOB Ha 00/bLUOE KONMYECTBO BOMPOCOB, B MEPBYHO
ouyepedb B 006/1aCTM  MMMYHOMOrUK, NPUBENO K TOMY, 4TO [aHHOe
COO0O6LLEHNE KNNHMLUMCTaMK Bbl/10 BCTPEYEHO BeCbMa CKeNTUYECKN.

o cepeanHbl 60-X roAoB TpaHCNaHTauua KOCTHOro Moa3ra
NPUMEHSINACb KakK 3KCMEPUMEHTa/IbHbI METOA U B KAWHWKE He Oblia
paspeLLieHa. [1OKYMEeHTMPOBaHHOE BOCCTaHOB/1IeH/e remMonossa
OTMeYyasiocb /IMb B eANHUYHBLIX CNy4vasX af/IoreHHOW TpaHCnaaHTauum
KOCTHOrO Mo3ra, M He 06onee yem Yy 10% O6ONbHbIX OTMeYanocb
KNMHUYECKOE yNydLleHne, 06yCoBIEHHOE TpaHCMy3neil KOCTHOMO3I0OBOWA
B3BECM.

CTpemuTenbHOe pas3BMTUE TpPaHCM/IaHTaUuuM KOCTHOIO Mo3ra Kak
MeToda /leyeHns 0b6ecneunnin akcrnepuMeHTanbHble paboTbl D.Thomas,
BnocneacTsum naypeata HobeneBcko npeMun. FNpUMeEHSS B KINMHUKe
ayTO/IOFMYHYO TPaHCM/IaHTaUMio KOCTHOMO M03ra, OH CUCTEMaTU3npoBas
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M W3y4ynn BCe COCTaBHble KOMMOHEHTbI Mpoueaypbl. B onbiTax OH
MCMNoMb30Ba/l cobakK Kak 3KCrepuMeHTasIbHble MOAenn [Ans pa3paboTKu
3)(DEKTUBHBLIX PEXMUMOB TOTa/IbHOr0 O0O0/yY4eHUS Tena W NPeLNOXKN/I
MCMNOMb30BaHMe METOTpeKcaTa Ans NPOMPUNIAKTUKL peakumm TpaHcnaaHTar
NPOTUB XO03AMHA. DTN AOCTVXKEHWUA B COYeTaHWW C ycrnexamm Dausset u
Terasaki, oTkpbiBWMMK B 1964r. HLA cuctemy, 0603Ha4MIM Hadano
HOBOW 3pbl B TPAHCMNaHTaLUN KOCTHOrO Mo3ra.

2. bronorusa n KNMMHMYeCcKoe NPUMEHEHME CTBO/IOBbIX KNETOK.

MeamumMHa nocnefHUX TpexX AecATUNETUIA co3fana  CepbesHble
Hay4yHble NPeAnoCbITKA AN Pa3BUTUA  TpaHCMnaHTauMM CTBOJOBbIX
KNETOK C LLe/Ibl0 3aMEeCTUTE/IbHOM Tepanuu.

BblN0 YCTaHOBMIEHO, YTO CTBOJIOBAas K/IETKa — 3TO K/eTKa, CrnocobHas
reHepMpoBaTb  Pa3IMYHble  TUMbl  CNEUWaM3NPOBaHHbIX  TKaHEw,
BbINOMHAKOLWMX Creunpuueckne ¢GyHKUMKU B OpraHu3me (Hanpumep,
KNETKW rONI0BHOr0 MO3ra, MbILLEYHON TKaHW unm Kposu). OaHa cTBoNOBas
KNeTKa B3POC/Or0 CrocobHa reHepupoBaTb JIMHUKD  TEHETUYECKM
MOEHTUYHBbIX KNETOK — TaK Ha3bIBAEMbIA «K/OH», KOTOPbIA SBNSETCS
NCTOYHNKOM BCEX TUNOB anddepeHUMpoBaHHbIX KNETOK
COOTBETCTBYHOLLUEA TKaHU. TepMUH «KOMMWUTUPOBAHHbIE» OTHOCMTCA K
KNeTKaMm, CNOCOOHbIM reHepupoBaTb HEKOTOPbIE, HO HE BCE TUMbl KNETOK.
Ba)kHelLLeir 0COGEHHOCTLIO CTBOJIOBbIX K/IETOK SIBASIETCA CMOCOOHOCTb
NeNNTbCA U NOAAEPXMBaTb HECMELMAIM3NPOBaHHY NIMHUIO B KYNbType
KNEeTOK.

CTBOMOBbIE KNETKN OTANYAKOTCA Ha/IMUMEM TPEX [NaBHbIX CBOMCTB:
X [OeNeHne MpouCXoAUT acUMMETPUYHO, W B pe3ynbTaTe BMECTO
06pa3oBaHus ABYX OAMHAKOBbIX AO0YEPHUX K/IETOK 00bIYHO OfIHA AOYEPHSS
KNeTKa £BNIseTcs 060nee Crneunann3vpoBaHHOW, a Apyras ocTaeTcs
CTBOJIOBOW KNETKOWA;

CTBO/IOBbIE KNETKM CMOCOOHbI K CaMOOOHOB/EHUIO Ha MPOTSHKEHUM
HeonpeaeneHHo ASMTENBHOrO Nepuoaa;

OHM MOryT AnMepPeHUMPOBaTLCS B KNETKU CRELMan3npoBaHHbIX
TWMOB.

OnNnofoTBOPEHHYIO  AWLEKNETKY, 3WUrOTY,  HasblBatOT  TaKXe
TOTUMOTEHTHOW CTBO/IOBOW KNEeTKOW (OT nat. "totus” — NOMHbIN, eANHbIR).
OHa BOCNpPOM3BOANT BCe OpraHbl 3MOpPMOHa W HeobXoAuMble ANS ero
Pa3BUTMSA 3KCTPasMOPMOHa/IbHble CTPYKTYPbl — MMALLEHTY U NYNOBUHY.
MNIOPUNOTEHTHAA  KNeTKa  MOXET  CTaTb  MCTOYHMKOM  KETOK,
MPOV3BOAHLIX NH0O0Or0 M3 TPEX 3apPO/bILLIEBLIX C/IOEB — Me30[epMbl,
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3HAOAEPMbl M 3KTOAEpPMbl. TEPMWH YHUMOTEHTHAA CTBOJIOBasA KJ/ieTKa
OTHOCUTCH K K/eTKaM B3POC/IbIX OPraHn3MoB, AMDMEPEHUNPYIOWMXCA B
OObIYHbIX  YCMOBUAX  TO/IKO B CNELMaIN3UMPOBAHHbIE  KNETKU
ornpegeneHHoro Tuna.

MeToabl BblfeNIeHUA CTBOJIOBLIX K/IETOK M3 MbILLMHbBIX 3MOPUOHOB
Obi paspaboTaHbl 6onee 20 neT Hasag. [locnepytoulee fAeTasibHOe
n3yyeHve 6MOMOTMN MbILLMHBIX CTBOJIOBBIX K1ETOK MPUBENO K OTKPbITUIO
J. Thompson B 1998r. crnocoba Bblge/fieHNs CTBOMOBbLIX KNETOK W3
4e/I0BEYECKOro aMbproHa 1 BbipalLyBaHA X B NabOpaTOPHbLIX YC/IOBUAX.
OO6bl4HO CTBO/MOBbIE K/ETKW BbIAENAT U3 3aMbpuvoHa 4-5 [HEeBHOro
BO3pacTa, Ha3blBaeMoro 6nactoumncTom. IocnegHuin BKIOYaeT B cebst Tpu
CTPYKTYpbI: TpogobnacT — CNoM KETOK, OKPYXarolmin 6nacToumcr,
bnactouene — NOAOCTb BHYTPWU 671aCTOLMCTA U BHYTPEHHIOW K/IETOUYHYHO
mMaccy — rpynny npumepHo n3 30 KIEeTOK B OAHOM M3 Yy4aCTKOB
bnactovene, MPeLCTaBNALLYIO cob6oM OCHOBY oyaywmx
BbICOKOCMELMaNN3MpPOBaHHbIX  KNETOK,  HeobXoAMMbIX  B3pOC/IOMY
opraHuamy.

BblgenatoT ABa BMAa CTBOMOBbLIX KETOK: 3MOPUOHa/IbHbIE CTBOJIOBbIE
KNETKW; CTBOJIOBbIE K/IETKM B3POC/0r0 OpraHu3ma.

CTBO/0BbIE KNETKM B3POC/ON0 — 3T0 HeAM((epeHUMPOBaHHbIE KNETKN,
PacrofioXXeHHble  cpeaAn  AMDQEpPeHUMPOBaHHbIX,  CMOCOOHble K
CaMOOOHOB/MEHNIO W K MPOAYKLUN OCHOBHbLIX CNeuuUyecKnx KneTok
TKaHW wnm opraHa. OCHOBHasf pPoO/Sib CTBOJIOBbIX K/ETOK B3POCNIOro —
3aMelaTb MOBPeXAeHne TKaHW, B KOTOPOW OHW  JIOK&/IN3YHOTCS.
"eMOono3TMYecKmne CTBOJIOBbIE KNETKU [al0T Hayasio BCEM TuMam KIEeTOK
KpOBW: apuTpoumTam. T- U B-numdoumTam, HeTpodunam, 6asoduniam,
303MHO(KUIaM, MOHOLMTam/MakKpodaram 1 TpoméouuTam.

3. Buabl TpaHcnaaHTaumm CTBO/I0BbIX FreMOMO3TUYeCKNX KIETOK.

TpaHcnnaHTaunsa CTBOMOBbLIX TEMOMO3TUYECKUX KNETOK — 3TO
NCMONb30BaHWe  B3BECM  CTBOJIOBbIX ~ TEMOMO3TMYECKUX  K/ETOK
(ayTO/IOTMYHBIX, &/IOTEHHbIX) B JIeHYeHUN 60/IbHOT0 MOC/e MPOBeAeHUS
emy MaKCUMalbHO NepeHOCHMMbIX (MvnenobnatuBHbIX) [03
LMTOCTAaTUYEeCKUX npenapatoB 1 (MaM) TOTa/IbHOro 06/y4eHUs Tena. B
3aBMCUMOCTM  OT WCTOYHMKA MNONYYEHUSA KIETOK TpaHCniaHTaums
remMonoaTMYecnXx  CTBOJIOBbIX KNETOK MNOAPas3feNseTcs Ha HEeCKO/bKO
BW/0B:

1) anforeHHyK TpaHCMaHTaUMio KOCTHOrO Mo3ra, Mnpu KOTOPOM
MCTOYHMKOM CTBOJIOBbIX TFeMOMO3TUYECKMX K/IETOK SABMSETCA KOCTHbINA
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MO3r 310pPOBOro 4enoBeka (POACTBEHHOrO WM HEPOLACTBEHHOrO LOHOPA),
MOMIHOCTLKD WM YaCTMYHO COBMECTUMOro c peumnueHtom no HLA-
CUCTEME;

2) @INOreHHY0 TpaHCnaHTauuMio nepuiepnuyecknx CTBOJOBbIX
KNeTOK KPOBW, KOrAa B KAYeCTBE NCTOYHMKA CTBOJIOBbLIX FeMOMN03TUYECKNX
KNETOK  MCMNOMb3YHT Nepudepuyeckme CTBOJMIOBblE  K/ETKM  KPOBWU
3[0p0OBOr0 YefioBeka (POACTBEHHOrNO WM HEPOACTBEHHOrO [OHOpPA),
MOIHOCTBKO WM YaCTMYHO COBMECTUMOro c peumnueHtom no HLA-
CUCTEME) U MONyYeHHble NyTeM agepesa Ha Cernaparope K/eTOK KPOBU
nocfe Mo6uaM3auMm CTBOJSIOBbIX TEMOMO3ITUYECKMX KIETOK B KPOBU
PEKOMOMHAHTHbIMW  (DakTOpamu  pocTa —  rpaHynoumTapHbiMm  /
rpaHynoumTapHo-MakpomarasibHbIM KOJTOHUECTUMYIMPYHOLLWM (PaKTOPOM;

3) aIoreHHYH TpaHCMIaHTauMil KMETOK MYMOYHOro KaHaTuka
(nnaugHTapHOM KPoBW);

4) ayTONOTMYHYK TpaHCMiaHTaumMi KOCTHOrO Mo3ra, Korjga
MCTOYHMKOM CTBOJIOBbIX TFeMOMO3TUYECKMX K/IETOK SABMSETCA KOCTHbIWA
MO3r  G0/IbHOr0, HaxoAAWErocd B COCTOAHWW  MOSIHOM  K/IMHMKO-
remMarosiorMyecKom  peMmccuM U He  VIMeloLero  Mnpu3HakoB
MeTacTaTM4yeCcKoro nopaxxeHus KoOCTHOro Mosra;

5) ayTONOrMyHyr0 TpaHCnAaHTauu nepudepmuyecknx CTBOMOBbIX
KNETOK KPOBW, MNPV KOTOPOM CTBO/OBblE TEMOMO3TUYECKMNE KIETKU
Nony4yaroT u3 nepudgepuyeckoin Kpoeu 6ONBHOTO MyTemM MalLUMHHOIO
aepesa nocne mooGMIM3auun PeKOMOUHaAHTHLIMKU (hakTopamMuM pocTa —
rpaHynouMTapHbIM / rpaHynouMTapHO-MakpodaraibHbIM
KOJTOHNECTUMYNNPYIOLLMM (PaKTOpOM;

6) CWHIEeHHYH0  TpaHCnMaHTayuMl  KOCTHOrO  Mo3ra  Wau
nepudepnyecknx CTBOMOBLIX K/ETOK KPOBW, MPW KOTOPOM [OHOPOM
remMono3TUYECKMX CTBOJIOBbLIX KNETOK ABMSETCA rOMO3UIOTHbIA 6M3HEL,
reHeTUYeCKM NAEHTUYHBINA C PELUMUEHTOM.

Mpn otcytcTtBum  HLA-COBMECTUMOro pPOACTBEHHOro  [JoHOpa
remMornoaTuYecKmnx K/eTok (Kak npaBwio, POAHOro 6para WAM CecTpbl)
BO3MOXXHO MpOBeAeHVe TpaHCHNaHTaLMW CTBOIOBbIX FEMOMO3TUYECKUX
KNeTOK OT HEMoNHOCTbK COBMECTMMOrO [JOHOpa — U4/eHa CeMbMN,
(PeHOTUMMYECKN  COBMECTUMOIO  HEpPOACTBEHHOTO  [OHOpa WK
BbIMO/IHEHME ayTOTpaHCNIaHTaunn.

C O0fHOW CTOpPOHbI, MPOBEAEHWE aINIOreHHOW TpaHcnaHTauum ot
HEeno/IHOCTbLHD COBMECTMMOI0O AOHOpa-ysieHa CemMbM W HEPOACTBEHHOr0
[IOHOpa YBEe/IMYMBAET PUCK HenpuXuB/eHUA TpaHCniaHTata 1 pasBuUTuA
peakuMy "TpaHcniaHTar npotTuB  Xo3aumHa'. C  Apyroil  CTOPOHHbI,
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NpoBefeHne ayToTpaHChNaHTauum LenecoobpasHo /Mlb B CTaguu
pemmccum 3ab601eBaHUs, KOrga 3arotaB/iMBaeMblil KOCTHbIA MO3r 60/1bHOMO
[0CTaTOUYHO K/IETOYHBIA U HE COLEPXKUT OMyXO/IEBbLIX KNETOK.

Mpn  otcyrctBum  HLA-COBMECTMMOro pPoOACTBEHHOro  A0Hopa
BbIMO/IHEHME  TpaHCMiaHTauuMm OT  (PEHOTUNUYECKM  COBMECTMMOIO
HEePOACTBEHHOIO OHOPA WM HEMOTHOCTLIO COBMECTMMOIO [0HOpa-Y/eHa
CeMbM LenecoobpasHoO nMpu  TakuMxX 3ab0neBaHUsX, KaK Tshkenas
ansiactmyeckas aHeMus, MWUeOAMCNIACTUYECKAA CUHAPOM, aHemus
®DaHKOHW, XPOHWYECKUIA MUENoNeKo3, Korga ayTtoTpaHchiaHTaums
MPaKTUYeCKN HEBO3MOXKHA UM ABNSETCSH MeHee 3(h(heKTUBHON.

Bbicokas CTOMMOCTb a/1NoreHHoM TpaHcnaaHTauum oT
HEPOACTBEHHOIO [J0OHOPa, a TakXe [/INTE/bHbI MNepuos BPEMEHM,
HeobXo4MMbI ANS MOMCKa [AOHOPa CTBOJIOBLIX rEMOMO3TUYECKNX K/IETOK,
YBENNYMBAIOLLMIA PUCK Pa3BUTUS peumamBa B C/lydae OCTPOro /erkKosa,
obycnaBnnBeatoT 00/siee LUMPOKOE MPMMEHEHMe ayToTpaHCMMaHTauun npu
3TOW Naronornu.

BwmecTte ¢ Tem, cregyeT OTMETUTb, YTO BO MHOTUX ClyvasdX MMEHHO
6narogaps 3dekTy "TpaHcnnaHTar MPOTUB JNeNKemMun™ annoreHHas
TpaHcnnaHTaumsa sensetca 6onee adekTmBHo. OaHako 6osnee vyem 70%
00/IbHbIX, KOTOPbIM MOKa3aHa ajiloreHHass TpaHcniaHTauus CTBOMOBbIX
remMornoaTUYeckKux Knetok, He wumMetoT HLA-WAEHTUYHOro CuoGInHra.
CToMMOCTb MoucKa M noabopa HEepOACTBEHHOrO [OHOpa CTBOJIOBbLIX
reMonoaTUYecKNX KNeTok coctaensaeT or 15 go 20 Teic. gonnapos CLUA u
ABNAETCA BECbMa HEMpPOCTOM Mnpoueaypoin. Takum 06pa3omM, opraHu3aLus
B K&X/[OWN CTpaHe COOCTBEHHOro permcrpa [OHOPOB KOCTHOro Mosra u
CTBOJIOBbIX TeMOMO3TMYECKUX KNETOK C MNOC/MeAyoLMM BKIHOUYEHNEM
HaLuMOHaIbHOMO  PerucTpa B MEeXAYHapOAHbIA  ABNAETCA  BecbMa
aKTyabHOA.

4. Pe>XnMbl KOHAVULUMOHMPOBaHUA.

TepaneBTUYeCKNA 3MEKT Npy  ayTONOrMYHON  TPaHCMIaHTauum
06YCNoB/IEH WUCNO/b30BaHNEM MWEN0abnaTMBHbLIX 403 LUTOCTATUKOB UK
pagvauuny (MmenoabnaTmBHbIE PEXUMbI KOHANLMOHNPOBaHNSA), B TO BPEMS
Kak Npw anoreHHoM TpaHCniaHTauMmM K BO3LEACTBUIO LIMTOCTATUKOB Y
pagvaunn Ha 3/10Ka4ecTBEHHblE KNEeTKWU [00aBNseTcs LMTOTOKCUYECKUIA
3 eKT MMMYHOKOMMNETEHTHBLIX KETOK AOHOPa (peakuma «TpaHCnaaHTaT
NPOTMB NeK03a/0Myx0/n»), KOTOpas 3a4acTyto NPOTEKaeT napansensbHo ¢
peakLMein «TpaHCnaHTaT NPOTUB XO3ANHa.

Ha paHHWX 3Tanax pasBnUTnUa METOA0B TpaHCM/IaHTauun
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remMornoaTUYeCKMX K/IETOK MepBble PeXyMbl KOHAULWOHMPOBaHMSA Oblin
OCHOBaHbl Ha TOTa/lbHOM 00/y4eHUM Tena U BK/IKYaIM TOMbKO ero uam
TOTa/lbHOEe 06/1ydYeHne Tenla Obl1I0 OCHOBHbLIM KOMMOHEHTOM  peXxuma.
OOHMM ©3 NepBblX K TOTa/lbHOMY 06/1y4eHU0 Tena Obl1  AobasneH
uMknoocammna Kak 3PEeKTMBHOE MPOTMBOOMYXONEBOe CPeACTBO.
[anbHenlme KIMHUYECKMe  WCCMeAoBaHMs  MOKasanu, 4To  Takue
npenapartbl, Kak UMTapabuH, Benesug W MenganaH MOryT YCMewHo
3aMeHUTb LuMKogochamm B ero KOMoMHauUMn ¢ ToTasibHbIM 06/1ydeHeM
Tena (tabnuua 1). B pganbHeiwem € UeNblO  YCUIEHUSA
aHTMHEONMAaCTUYECKON aKTMBHOCTU CTa/lM  MPUMEHSATb  KOMOUHaLMK
HECKO/IbKMX XUMWNOTepaneBTUYECKUX MpenapatoB Kak [AOMoSiHEHVWE K
TOoTa/IbHOMY 06/1ydeHM0 Tena (Tabnuua 2). TeopeTUyeckn KoMOMHaLUS
HECKO/IbKMX MpenapaToB MO3BOMAET MPUMEHATb MPOTUBOOMYXO/EBbIE
areHTbl B MEHEee TOKCUYHbIX A03MPOBKaX, MO CPABHEHUIO C MOHOPEXMOM,
He TepAs nNpuW 3TOM MNPOTMBOOMYXOSIEBON AKTUBHOCTU. PeXuMbl
KOHAMUMOHMPOBaHUA 6e3 MNPUMMEHEHWA TOTa/IbHOro 06/ydeHUs Tena
NCMOMb3YKTCA B OCHOBHOM Y 60/IbHbIX, KOTOPbIE B XO4e MpeablayLlero
NeYeHVs  MOAYYUIN  MaKCMMasbHO  JOMYCTMMble  [03bl  06/1y4eHus
NOKa/bHOWN Ny4eBOW Tepanuu, WM B CydasiX OTCYTCTBUS BO3MOXHOCTEN
A1 NPOBefeHNs TOoTalbHOro 06nydeHun Tena. OfHUM M3 MepBbIX Ha
NpaKTuKe ObIn NpeanoXeH PEXNM KOHAMLMOHPOBaHNS,
NPeACTaBNAOWMA  KOMOMHALUMIO MpenapaToB KapMYCTUH, LMTapabuH,
unknogocammg u tmoryaHnH (BACT pexum). Pexxumsl BEAM n BCV
Hanbosiee 4aCcTO MCMOJb3YHOTCA A/1A IeYeHU NMMGONPoMpepaTUBHbIX
3a60M1eBaHNn, TakMX, KakK numdpoMa XOMKKUHA, HEXOMKKUHCKME
NMMGOMbI, OCTPbIN NUM@o6nacTHbIn neikos. Pexumbl TCC, TC, BCC,
MTV VU, ICE, CPB wncnonb3ytoTcs npv MNpoBeeHUM BbICOKOL03HOM
XUMUOTEpPanum y 60/IbHbIX PaKOM MOJIOYHOI Xenesbl U APYrux CONMMAHbIX
onyxone (tabnmua 3). KAWMHWYECKOE MPUMEHEHME  KOMOUHaLMK
oycynbaH/unknoocammg (bu/cy) 6bI10  NpeasioXeHo Santos ¢
Konneramu. Pexxum ¢ gosamu 6ycynbaHa 16 Mr\kr v ymknodgochamma
200 mr/kr HasBann «60MbLLIOK» bu/cy, moanpuKalmio pexxnuma ¢ [o3amu
oycynbhaHa 16 Mr\kr v uymknodgocgammaa 120 Mr/kr aBTOpbl Ha3Ba/Iu
«Manblii» bu/cy. MNpoBeaeHHbIE KNMHWUYECKUE WCCNef0BaHUS MOKasasu,
4YTO pexum bu/cy No cBOeil 3PMPEKTUBHOCTU He YCTYNaeT pexunmam,
cogepXxalmm TOTa/lbHOoe 00/1ydeHne Tena npu evyeHUn O60sbHbIX C
OCTPbIM MMNEN06/1aCTHLIM JIENKO30M U XPOHUYECKMM MUENOMNENKO30M.,

B cBSi3K C TeM, YTO MCNOJIb30BaHME TOTA/ILHOrO 06/1y4eHNN Tea npu
MOArOTOBKE K TpPaHCNIaHTauuM CTBOJIOBbIX TEMOMO3TUYECKMX K/ETOK
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MMeeT psAfd HeraTMBHbIX MNOCNEACTBMM, TaKMX, KaK pasBuTue B
MOCTTPaHCNNaHTALMOHHOM MepPMOoAe XPOHMYECKMX 3a00NEBAHWNIA NETKMX,
nekKo3aHLUeanonarns, Katapakta, BTOPUYUHbIE OMYXO0/K, CTEPUIM3ALINA W
3aflep)kKka pocta Yy [eTeil, B HaCTOsLEe Bpems MPOA0/HKakTCs
KMMHUYECKNE WCCNeaoBaHna MO MOUCKY PEXMMOB KOHAMLMOHMPOBaHUA
6e3 NPUMEHEHUsI TOTa/lbHOro 06/yYeHUN Tena, He YCTynawLlmx MM B
3(PEKTUBHOCTH.

Tabnuua 1. Pe>Xmbl KOHANLMOHW pOBaHUA Cc 04HUM
XMMuonpenapatoMm B KOMOGUHaumm € TOTasibHbIM
006/1y4YeHVeM Tena

Mpenapa [o3a [o3a Bua

T npenapara TOTa/IbHOr0 TpaHcnaaHTaumum

061y4eHns Tena
Gy
Linknod 120 8-16 AJnoreHHas/ayTonornyHas
octhammp, Mr/Kr

3Tonosun 60 mr/kr 12-13,2 AnnoreHHas

A
Lintapab 36 r/m° 10-12 AnnoreHHas/aytonornyHas
VH

Mendan 110 9,5-14,85 AnnoreHHas/ayTonormyHas
aH M/

Tabnunua 2. PeXXMbl KOHANLMOHMPOBAHUA C KOMOMHaL e
XMMMOMPenapaToB N TOTa/IbHbIM 00/1yYeHVEM Tena

MpenapaT [o3a Jo3a [o03a ToTasIbHOro Bug
npenapart | uMknoocgammga | obnydeHns Tena Gy | TpaHCnaHTaLMm
a
LiutapabuH | 3 /M x | 60-120 mr/kr 5-12 AnnoreHHas/
2-12 ayTonormyHasa
BycynbthaH | 7 mr/kr 50 mr/kr 12 AnnoreHHas/
ayToN10rM4YHas
atonosng 40-60 80-100 mr/kr 12 AyTO/I0rMYHasn
MI/Kr

Tabnmua 3. PeXXnMbl KOHAMLUMOHNPOBaHUA 6e3 TOTasibHOro 06/1y4eHNS

Tena
KombuHaums MNpenapaTbl [o3bl Bua TpaHcnnaHTauum
BUCY BycynbgaH 14-16 mr/kr AnnoreHHas/aytonornyHas
Linknogocamng, 120-200 mr/kr
BCV KapmycTuH 300-600 mr/m* AnnoreHHas/ayTonornyHas
Linknodocdammg 6-7,2 r/m?
aTonosung 600-2400 mr/m?
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BEAM KapmycTuH 300 mr/m* AyTON0rMyHasn
STonosug 400-800 mr/m?
LinTapabuH 800-1600 Mmr/m?

MendanaH 140 mr/m?

TCC Tuotena 500 mr/m*° AyTONOrnyHas
Linknodocdammg 6000 mr/m?
Kap6onnatuHa 800 mr/m?

TC Tuotena 800 mr/m” AyTO/I0MMuYHas
Linknodochamug 6000 Mr/m?

BCC KapmycTuH 600 Mr/m* AyTON0rMyHas
LincnnatuHa 165 mr/m2
Linknogocdamng, 5625 mr/m2

MVT MWnTOKCaHTPOH 30 mr/m* AyTON0rMyHas
STonosung 1200 mr/m?

ICE Ndpocammg 1500 mr/m* AyTONOrnyHas
Kap6onnatuHa 1000 mr/m?
STonosung 1250 mr/m?

CPB Linknodocdammng 5625 Mr/m° AyTONOrnyHas
LicnnaTvH 165 mr/m?
KapMycTuH 600 Mr/m?

LLInpokoe BHeApeHVWEM MeTOAa BbICOKOLO3HOW XuMMOTEpanum C
TpaHcniaHTauein reMonoaTUYECKNX CTBOMOBbIX K/IETOK B K/IMHUYECKYHO
MPaKTUKY NpuBesio K 6ypHOMY pPa3BUTUIO 3TOW OTPac/InN MeAuLMHbI, YTO
OTPasn/ioCb Ha Pe3KoM YBE/IMYEHUW KaK 4Yncnia LEeHTPOB, MPUMEHAROLLMX
[aHHbIA METO[ NeYeHns, TaK M uYmMcria caMmux TpaHcniaHtaumin. Ecnn B
1990 uncno ueHTpoB B EBpone, NpakTUKyOWMX TpaHcnnaHtTauuo CK,
coctaswu/io 142, To B 2000 rofy Ux KOJIMYECTBO YBENNYUNIOCHL 0 619. Ecnn
B 1990 rogy B eBpOMeNCKMX CTpaHax O6blno BbINOAHEHO 0Kosl0 4000
TpaHcnnaHTaymin MCK, 1o B 2000 rogy aTuM MeToAOM 6blN0 NPOSIEYEHO
19136 naumeHta. C 1993 ropga, nocne co3gaHua benopycckoro
PecnybMKaHCKOro LeHTpa rematonormmM u TpaHChaaHTauumn KOCTHOTO
MO3ra, [aHHbIi MeTof JleYeHUs CTal BHEeApPATbCH B NPaKTUKY
6enopycckoro 34paBooxpaHeHUs. K HacTOALWEMY BpPeEMEHM METOA
BbICOKOAO3HOW  Tepanuum  C  TpaHCniaHTauueil  ayToNOrMYHbIX
remMornoaTu4eckmx Knetok B Pecny6nvike benapycb Bowesn B CTaHAapTbl
NnevyeHnss TakMx 3ab0neBaHWMii Kak OCTPbIA  MWMENo6MacTHbIA  NeKos,
MHOXECTBEHHaA Mwuesioma, smM@omMa XOMKKMHA U HEXOLKKMHCKaAs
nnmoma.
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2.7.
TEMA: MHOXecTBeHHasi Mmenioma (CmupHosa J1.A)

YYEBHbIE BOINPOCHI:

1. OnpepgeneHne NOHATUA «napanpoTenHeMmnyeckmne reMob1acTosbi».
2. [narHocTnyeckmne KpUTePUN MHOXKECTBEHHON MUENOMbI.

3. Bonpocbl Knaccugukaumm.

4. CTaiuv MHOXECTBEHHOW MUENOMbI.

5. KnuHuyeckne CMHAPOMBbI,

6. JleyeHue.

1. OnpefeneHne NOHATUSA «MapanpoTeMHEMUYEC reMo61acTo3bI».

MapanpoTenHeMnyeckme remMo6sacTossl — OMyXoauM CuUCTeMbl  B-
NMMQOLMTOB, ANthepeHUMpYIOLLMeca 40 CTaaumn cekpeunn Ig.

MapanpoTenHemMns  (MOHOK/OHa/IbHAaA  UMMYHOrfobynnHonatna)  —
CUHIPOM, BbIpaXatoOLMIACH B HaKOMJEHWN B CbIBOPOTKE KPOBWM W/WnnM Mo4e
OZHOPOAHbLIX MO BCEM (PUBMKO-XMMUYECKUM, BUOMOrMYecKUM napameTpam Ig
NN UX (PparmMeHTOB.

MapanpoTenHeMns OAHO3HAYHO OTPAXKAaeT nposngepaumto 1 knoHa B-
NMMQOLMTOB, CMNOCOOHBIX AUGhepeHLMpPoBaTLCA [0 CTaauh  KNeToK —
NPOAYLEHTOB Ig.

MapanpoTenHeMmYecKne remob/1acTosbl
1.MHOXecTBeHHasds  Muenioma  (reHepa/M30BaHHad  Ma3MoLMUTOMA,
MUenoMHas 601e3Hb, 601e3Hb PycTuukoro-Kanepa).

2.ConuntapHble nNnasmMaumuToMbl (KOCTHbIE N BHEKOCTHbIE).

3.0CTpbIit NNa3Mob1aCcTHbIN 1EAKO3 (M1a3MOK/IETOUHbIA NENKO3).

4.MakpornobynmHemus BaHaenscTpema.

5.7lumdoMbl ¢ NapanpoTeNHEMIEA.

5. bonesHu TXeNbIX Lenen, g a, m s, e.

6. Tpy4Ho KrnaccuguumpyemMble (hopMbl.

MHOXeCTBEHHass Muenoma, (MM MueniomHas 60ne3Hb, UM 60/e3Hb

PycTtuukoro-Kanepa, wm nnasmouutomMa) — 3TO Hambonee 4acTblid
MapanpoTeMHEMUYECKMI  remMo6/1acTo3, OMNyXoSlb  BO3HMKawoWwas u3  B-
nmmdgoumnTos, AndepeHUmMpyoLLasaca [0 cTagum cekpeunn

MMMYHOrno0ynMHOB, T.e. [0 NJa3MaTM4yeckmx KMeTok.  Onyxonesble
nnasmMaTtuyeckMe KAeTKM HasblBalOTCA  MWENOMHbIMK, OHM  OT/NYaroTCH
MOPM{O/IOrMYECKMM aTUMN3MOM. DTN KNETKM Pa3MHOXAKTCA B KOCTHOM MO3re
(KM).

Y peteilt MMenoma He BCTPeYaeTcs.

[o 30 net onucaHbl eMHNYHbIE ClyYau.
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Hanbonblas yactora npuxogutca Ha BospacT 2 44-70 net (T.e. - 3TO
CPenHWIA 1 NOXKMOM BO3pacT).

Bone3Hb OAMHAKOBO 4YacTO MOpaXaeT MYXUMH M XKeHLWMH. YactoTa B
Espone 0,1-3,2 Ha 100000. AnnTeNbHOCTL XKM3HW B CpefHEM 5 NeT.

B PB 534 60/1bHbIX MM, B MyHCKe 83 60/1bHbIX.

KnnHnyeckme nposiBneHmst 3a601eBaHNA BOHUKAKOT MNPy 06beMe Onyxo/u
0KO0J10 1 Kr.

2. [AnarHoCTuUYecKue KpUTEPUU MHOXECTBEHHOM Muenombl (Durie,
Salmon, 1977).

["1aBHble KpUTEPUN:

|. O6Hapy>keHne NNasMoLMUTOMbI Ha BUOMNCUN.

I1. CopeprkaHue nnasmaTnyecKnX KNeTok B KOCTHOM Mo3sre 3 30%.

I[1l.  Tpn anekTpodopese 6eNkKOB  CbIBOPOTKM  OOHapY>KMBaeTCA
MOHOK/OHa/bHbIA rnobynuH — 1gG > 35 r/n, IgA > 20 r/n, akckpeuma ¢ u | -
Lienei npesbIwaeT 1 r/cyTkun (B Moue).

BropocTeneHHble KPUTEPUM («MasTbIe»):

a) CofepxaHne nnasMaTMyecKuX KNeTok B KOCTHOM mosre oT > 10 go <
30%.

6) MpucyTcTBME MOHOK/IOH/ILHOTO F106Y/IMHA B MEeHbLUMX KOMNYECTBax,
YeM BbiLLe.

B) OCTe0/IMTUYECKIE NOPAXKEHNA KOCTENHO

) CHVXeHWe YPOBHS O4HOI0 13 BCEX K/1accoB m3nonormyeckmx Ig: 1gG <
6r/n, IgA<1r/n IgM<0,5r/n.

[narHo3 nogTeepXxaaerca npu:

1. 1+6, I+B, I+T.

2. 1146, 11+ B, I1+r.

3. 1.

4. a+6+8B, a+0+r.

3. Bonpocbl Knaccugukauum.

AcTopuyeckn nepBOM  KnaccuimKkaumein Oblia  Kiaccupukaums,
OCHOBaHHa# Ha PEHTTeHONMOrMYEeCcCKOM W TUCTONOMMYECKOM KapTUHE,
COrMacHoO  3ToMy  pasnuuyanun:  AMddysHo-o4varosyto,  AndGy3HYHO,
MHO>XECTBEHHO-04aroByto, CKneposvpyoLwyto. llocnegHss  saBnsetcs
OYeHb PeKoW K cocTaensieT okoso 1%. Knacc v Tun, CeKpeTupyemblx
Muenomoin plg, nernM B OCHOBY MMMYHOXMMWYECKOW Knaccudgmkaumm
(1985, 2001), cornacHo 3TOi Knaccuukauumn pasnmyatoT muenomy G,
muenomy A, muenomy E, mmenomy D, mumenomy beHc-[xoHca, M-
MWENoMYy, HECEKPETUPYIOLLLYIO MUeSIoMY.
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iMeeT 3HaueHwne feneHne 00/bHbIX Ha rpynny ¢ HU3KMM PUCKOM N Ha
rpynmny C BbICOKUM PUCKOM.

4. CTaii MHOXeCTBEHHOW MUENOMBbI.

Tabnuua 1. MNaymeHTbI, cTagupoBaHHble cornacHo D.S., 40MKHbI 6bITb
pasgeneHbl Ha «Low Risk» 1 «High Risk» rpynnbi

Low Risk High Risk
Hb 3 9.5 g/l < 9.5 g/l
Creatinine £ 2.0 mg/dl > 2.0 mg/dl
S-calcium £ 12 mg/dl > 12 mg/dl

(N)

BUN £ 30 mg/dl > 30 mg/dl
BJ proteinuria <200 mg/dI > 200 mg/dl
Bone marrow plasmacells £ 50% > 50%

5. KNnnHnyeckKve CMHAPOMBI.

KnnHn4yeckne npossieHnsa MOXKHO pasfennTs Ha 2 rpynnbi:

N CUMMTOMbI, 00YyC/I0B/IEHHbIE pacnpocTpaHeHnem camux
MUENOMHbIX KNeTOK (KOCTHbIA MO3T UM 3KCTpaMeay/nnspHo);

N CUMMTOMbI, CBA3aHHbIE C BO34ENCTBMEM MNPOLYKTOB MWEIOMHbIX
K/IETOK — Naroornyecknx 6eskos — MMMYHOTr 1006y/IMHOB.

K I rpynne oTHOCUTCA:

KOCTHbIV cHAPOM, 06YC/I0B/EH pa3pacTaHNEM MUENOMHbIX K/IETOK B
MIOCKNX KOCTSX.

[MposBnseTcad 6onsgmMu B KocTax 70-80 %. Bonb MOXET ObITb
NOKa/IbHOM, OCTPOW, HOCUT MUTPUPYIOLLMIA XapaKTep, BO3HUKAET Npw
nepemMeHe MOJIOKEHNA Tena, /IOKaIN3YeTCA B FPYLAHON KNeTKe U CruvHe,
nosicHmue. CyctaBHble 60/1M He XapaKTepHbI.

KocTHble nopaxeHna BcTpeyaroTca B 80 % cnydyaes, NposABNAKOTCA
eAVNHUYHBIMA N MHOXECTBEHHbIMM Q4aramy OCTeonoposa B Buie
MPOCTPENIbHbIX Ae(eKTOB, MaTO/IOrMYecKne MepesioMbl C KOMMpPeccuen
CMWUHHOIO MO3ra, 0COGEHHO MaTOM0rMYeCKMe KOMMPECCUOHHbIE MepesioMbl
W chaBfeHWe Ten MO3BOHKOB. Hanbonee BHMMaTe/IbHO HA[0 CMOTPETb
yepen, Tas, pebpa, rpyanHy, NO3BOHKMN.

Ko Il rpynne cMMNTOMOB OTHOCATCA:

CUMNTOMbI, CBA3aHHbIE C BO34eNCTBMEM MaTOIOrMYecknx Ig:

CuHApPOM 6e/1IK0BOM NaTONOrNK, CBSA3aHHbIN C cekpelmen plg:
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1. MapanpoTenHeMnyeckas Heponarus, napanpoTeMHEMMUYECKNIA
He(po3, peobcopbums BS, XM, OINH, m1nenomHas nouka.

2. MapaamMnnongo3 — B opraHax 6oratbiX KOMareHoM — BTOPUYHbINA
ammnnIonao3 ¢ pacnpeaeneHnem 6e/IKOBbIX OTNIOXEHWNI NepeKonnareHoBbIM
TMNOM, B aHa/m3e L-uenu.

3. CMHApPOM HeloCTaTOYHOCTU aHTUTEN.

4. CMHAPOM NOBbILLEHHOW BA3KOCTM.

a) mapanpoTeMHeMmnyeckast KOMa,

6) nepuepnyeckas CeHCOpHas HeMponatusi — 5 % — naToreHes He
ACEH — napacresuu,

B) MapanpoTeMHeMuyeckas TpoMobouuTonatns — BbIPaXKaeTCAa B
remopparnyeckom cuHgpome — uHruouums plg VINd n abcopouma X
amunIonaom.

5. M'mnepkanbumemmns — B N1abopaTopHbIX UCCNef0BaHMAX NOBbLILLAETCS
CO3, BblcOKMI 06enok, M-rpaguneHT. [unepkanbuMemMmns cBs3aHHa C
MWENOMHbLIM  OCTEONMOPO30M,  YPOBEHb  Ka/ibUuA  pacTeT  npu
06e31BMXEHHOCTN 60/ILHOTO.

6. JleyeHue.

B HacToAwgee BpemMsa  MpPOBOAMTCHA  MporpaMmHas  Tepanus
MHO)XECTBEHHOI MWNeNIOMbl B COOTBETCTBMM CO CTaanein 3aboneBaHus.

Ctaausa 1 Salmon/Durie.

[MaymeHTbl 6e3 KNMHUYECKUX NPOSBNEHNI HY)KAAKOTCS B HAO/THO4EHNN
C 4YacTOTOW He MeHee OLHOro pasa B Tpu Mecsaua (KIMHUYECKMIA OCMOTP
00/IbHOr0, KOHTPO/b YPOBHA M-NpOTenHa, PeHTreH-KOHTPO/Ib CKeseTa,
KOHTPONb (hyHKUMW Noyek). Mpn Hamumm faHHbIX, CBUAETE/IbCTBYIO LM X
0 nporpeccun 3abonesaHns,

Heobxoanma NoBTOpHasA OLEHKa COCTOAHMA B60/IbHOIo N0 KpUTepuam
Salmon/Durie. B panbHellleM Tepanus MPOBOAUTCA COOTBETCTBEHHO
cTaann 3a60n1eBaHus.

[MaymeHTaMm C KIMHUYECKMMU MNPOSBIEHUAMIN 60/M1e3HN HeobX0o4AMMO
NPOBOANTL KOMOMHaumto cxem VMP-MP:

A. VMP

V Vincristin 0,5 mg/aeHb, npod. UHMY3ns 1-4 feHb.

M Melphalan 8-10 mg/m’ p.o. 1-4 feHs.

P Prednison 60 mg/m? npoA. WHMYsMa 1,2 OHU,3 AeHb — Y2

A03bl, 4 feHb — 1/4 po3bl, UHTEPBaN MeXAy Kypcamu 30 AHEN.
B. MP
M Melphalan 10 mg/n B/B KanesnbHo.

86



P Prednison 40-60 mg/m? p.o. 1-40eHb.

Kom6uHaums kypcos VMP n MP noBTOpsieTCAa Tpy pasa, MHTepBa
MeXAay Kypcamu 28 fHel ¢ MOMeHTa OKOHYaHUs NpeablayLero Kypca.

CTaaua 2 Salmon/Durie.

[MocnefoBaTenibHO NpoBOAATCA LWeCTb KypcoB VMCP, WHTepBan
MeXay Kypcamn 28 AHA C MOMEHTa OKOHYaHMA nNpeblayLero Kypcea.

VMCP

V Vincristin 1,0 mg 8/8. 1-i feHb.
M Melphalan 10 mg /B 1-4 peHb
C Cyclophosphamid 110 mg/m?B/B.  1-4 feHb.
P Prednison 60 mg/m? p.o.  1-4 AeHb.

AnbTepHaTMBHaA cCxeMa Tepanun - MNocnefoBaTe/IbHOe NpoBefeHUe
npotokona M-2 ¢ nHtepBasiom 36 AHe C MOMEHTa Hayana npoBeAeHus
npeablaylero Kypca. [Nposoantcsa 6 Kypcos 'TXT.

M-2:
V Vincristin 1,2 mg/m2B/B8  1-i1 geHb .
B BCNU 20 mg/m2 p.o.  1-1 feHb.

C Cyclophosphamid 400 mg/m2 B/B8  1-IA AeHb.
10 mg/m28/8  1-4 AeHb Nnu

4 mg/m2 p.o. 7-10 peHsb.

M Melphalan 40 mg/m2 p.o.  1-7 fgeHb

P Prednison 20 mg/m2 p.o. 8-14 feHb C nocnenyoLen
OTMEHOW K 28 AHI0.

Ctaaua 3 Salmon/Durie.

3A cTagmsa — nocneposaTenlbHOe MpoBefeHWe 6-Tu KypcoB M-2,
KypCbl NMOBTOPAKOTCA Ha 36 feHb OT 1-ro AHA npefblaywero Kypca (cm.
BblLLE).

3B cTagma — nocnepfosatesibHOE MNPOBeAeHMe Tpex KypcoB 3PJI
(MHTepBan 28 aHeld), 3aTeM Tpex KypcoB M-2(nHTepBan 36 AHeN).

B HacTosllee BpeMsi UMEET MEeCTO WMHTeHcuukaums Tepanumn MM:
BbICOKOZ03Has XMMWOTepanus € ayToN0rMYyHON Mepecaskonl CTBOJOBbLIX
remMornoaTUYeCcKmX KIeTOK, BHEAPEHME B MPaKTUKY TaKMX Mpenaparos Kak
Tanuaamua, Benkena,
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2.8.
Tema: Sputpemma n spntpounTosbl (boposHuH KO.A))

YYEBHbIE BOINPOCHI:

1. 3TnonaroreHe3 UCTUHHOI nonuumutemum (7).

2. KnuHnyeckas KaptuHa WM.

3. OunarHoctuka 1 audepeHuymanbHaa guarHoctuka Ur.
4. JleueHune UTI.

5. Knaccuukaumsa apnuTpoLmMTo30B.

Aputpemunsa, unn nctuHHas nonmumtemmns (UM), nnm 6onesHb Bakesa
npeLcTaBnseT coboi LOOPOKAUYeCTBEHHYHO OMYX0/b KPOBWU, OTHOCSLLYHOCA
K rpynne XpOHWYeCKNX Jeilko30B. OCHOBHbLIM CYO6CTPaTOM OMyXO0/u
ABNAOTCA 3pefble KNeTKn — 3puTpoumnTbl. lMpu atom 3aboneBaHmm
nopaXkaeTcs KeTKa, MpeAalecTBeHHMLA MWenonoasa, T.e. KIeTKa,
OTHOcAWaAcA K | Knaccy CTBOMOBbIX KNeToK wim kKo Il knaccy
MOJINMOTEHTHBLIX KMNETOK, CMOCOOHbIX AutdepeHumpoBatbcd Mo 4-5
pocTkam. 3abonesaeMocTb coctaenseT = 1,0 Ha 100 000 HaceneHus (5-6
CliydaeB Ha 1 M/H. Hace/feHMss B T0f). YCTaHOB/IeHa CeMelHas
npeapacnosiokeHHocTb. CpefHuii Bo3pact 60 neT. Ho He ABNSOTCS
PEAKOCTbIO C/lydanm 3aboneBaHMs B MOMOAOCTU M JaXKe B [AETCKOM
Bo3pacTe. 3ab0/1eBaeMOCTb MO PacoBOMY W HaUMOHA/IbHOMY MPU3HaKY:
nosblleHa y eBpeeB CLUA v 3anagHoi EBponbl. VICKNOUMTENBHO peako y
HErpoB, ANoHUEB, apabos. YacToTa cemeinHom nonuumtemun — 0,38 Ha 100
6onbHbIX M (CLUA).

1. 9TnonaToreHes.

KnoHanbHOe, Heomniactuyeckoe npoucxoxgeHme WM gokasaHo
nccnefoBaHnMeM TWUMOB r/OK03a-6-ochartaerngporeHasa (M-6 o40) y
reTepo3nroTHbLIX MO 3TOMY PepPMEHTY XEHLLUMH-MYNaTOK 60/1bHbIX T,

['Mnepnpoaykuua sputpountoB npu WI1 cBA3aHa C TeM, 4TO
aHOMa/lbHble  K/METKN  MPEeALWeCTBEHHUKM  Npu  3TOM  3a60/1eBaHUN
MOBbILLUEHHO YYBCTBUTESIbHbI K 3PUTPONO3TUHY N APYTrMM LUUTOKMHaMm WS-
3, TM-KC®. A Takxxe YCTaHOB/IEHO, UTO rpaHynounThl HEOMIaCTUYECKOIO
K/IOHa BblpabaTbiBalOT B OO/bLUEM KOMMYECTBE (hepMeHT fakTodeppuH,
CTUMYNVpYOWMIA  0bpa3oBaHMe  TpombouuToB. OTClOAa  MOHSTHBI
MPUYNHBI Pa3HOOOPA3HOCTM KapTWHbI nepudepryeckoilt Kposn npu KT
[pn 3pUTPEMUM HET UMTOreHeTn4yeckoro mapkepa kak npy XMJ1. Xot4
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LMTOreHeTMYeCKNe aHoMannm 0bHapyxusarotca y = 20% 60/bHbIX ¢ T,
HO HOCAT pPa3HOOOpa3HbIA XapaKTep W KaKOW-TO 3aKOHOMEPHOCTM He
npocneXxnsaeTcs.

2. KnnHn4yeckas KapTuHa.

3abonieBaHMe MPOTEKAET MOCTEMNEHHO, KakK M BCe NeK03bl NPoXoaaT
TPWN CTaguK:

| cTagma — HayanbHas, WM JflaTeHTHbIA Mepuof Bblaensercs
YCNOBHO, T.K. KIMHWUYECKUX TMPOSABMEHUA €ele HEeT WM  OHU
He3HauMTeNbHbl, U Ha HUX He o06palaloT BHUMaHUA (NOBbILLEHHbIIA
remorfiobvH, KOXHbIA 3yd MNOCNe BaHHbl, YMbIBaHWUS, MNOBbILIEHHAS
KPOBOTOYMBOCTb MOC/e MefNKux onepaunin). CeneseHka He NasibnupyeTcs.
XoTa npu cneumanbHbIX WUCCNef0BaHMAX MOXET yKe OblTb HEMHOro
yBe/in4yeHa.

Ha aToii cTtagum y)e BO3MOXHblI TPOMOOTUYECKME OC/IOXKHEHUS —
TpoM60hnebnuTt, TPOMOOTMYECKUA WHCYNbLT, WHMapPKT MUOKapaa Wan
Nnerkas spuUTPOMENANTMA — MOKasiblBaHWe WM OCTpble Xrydne 601M B
KOHUYMKaxX ManbLeB, YCTpaHAeMble acrvMpuHOM. XOTA TPOMOOTUYeCKMe
CUMNTOMbI 60/ee XapaKTepHble A/ BTOPOW cTaaun. Hepeako B | cTagmm
OTMEYaeTcA apTepuasibHas rmnepTeH3ns.

B nepudepnyeckoi KpoBM, Kak yKe OTMevasiocb npeobragaet
YMEPEHHbIA 3pUTPOLNTO3, B K.M. — MaHMueno3. [poao/mKuTenbHOCTb
cTaaun 5 net n 6onee.

BTopasa cTtagna B cBOKO oyepeab noppasgenserca Ha ll Aw 1l B.

Il A. BblpaxeHbl nietopa, cnieHomeranus, renaromeranus. Tpomobo-
remMopparnyeckmne oCrIoXKHeHNss HepeaKu.

B nepudepnyeckoin KpoBU XapaKTEPHbI Creayrolme W3MeHeHus,
KOTOpPble MOrYT ObITb B OTAE/ILHOCTU WAN B COYETAHUW: 3PUTPOLUTEMUS,
nemkKoumTos Ao 15 TbIC. CO CABWUIOM [0 NasioyKosAepPHbIX HEMTPOQKIOoB,
TPOMOOUMTO3, 6aszodmnnns.

B KOCTHOM MoO3re TPexXpoCTKOBaA runepniasua C BbIpaXeHHbIM
MerakapuoumMTo3oM, BO3MOXEH Muenogmobpos. CTeneHb YBeNNYEHUS
Cefle3eHKM: Hebo/bllas CrjieHOMerasina 3a CYeT [erMOHUPOBaHUA WU
CeKBecTpaLumm (DOPMeHHbIX 3/IEMEHTOB KPOBMW.

[MpoponkaemocTb ctagum 10-15 neT.

I 6. B otnmume ot Il A ctagum Habnwogaetca MuenougHas
MeTannauMa CeneseHKM W 3a CYeT 3TOro  cnneHomeraamsa. K
BbILLEONMMCAHHbIM CUMMTOMaM TMPUCOeAEHAETCA NlelKoumnTo3 6onee 15
TbIC. B 04HOM MWUKPO/IUTPE CO CABUTOM A0 MUENOLNTOB. B KOCTHOM MO3re
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MaHMMeno3, HO MOXeT npeobnafarb runepniasng rpaHyIounTapHoOro
POCTKa, MM1enopnopos.

B CBA3M C MNOBbILWEHHOW TNOENbH KMNETOK Ha pPaHHUX CcTaamsax
Pa3BUTMA pPa3BMBAETCA YPUKEMMUSA, YpaTOBbIA AMaTE3  KIMHMYECKU
NPOABNSAIOLMIACA MOYEUYHOW  KOMMKOW, nogarpon, nogarpuvecknmm
nonnapTpanrnamm (5-10%), MOYeKamMeHHas 60ne3Hb (24%),
anneprmuyeckue ocnoxHeHus (50-55%).

ApTepyanbHas TUMNEPTEeH3Ns Yalle CBsi3aHa C  MOBbILLEHNEM
nepu{eprnyecKkoro CONPOTMB/IEHUA B OTBET Ha YBENUYEHWME BSA3KOCTU
KpOBW, KOTOpast ABNSETCA CUMNTOMATMYECKOM U XOPOLLIO KOHTPONNPYETCS
KPOBOMYCKaHNSAMKW. Pa3nnyartoT Tak)Ke COMYTCTBYHLLYH 3CCEHUMaNbHYHO
apTepuasibHy0 TUNepPTEH3NIO, OTATOLLEHHYHO MNETOPOM N Ba30PEHasIbHYIO,
06YCNOB/IEHHYHO HE)POCKIEPO30M 1 TPOMOO30M MOYEUHbIX apTEPUIA.

(MNepBoIEMUA U N3MEHEHMS TEMOCTa3a NPUBOOAT K HapyLUEHWUHO
MUKPOLMPKYNaumMn. CTpagaloT He TOMNbKO >KU3HEHHOBAXKHbIE OpraHbl
(cepaue, MOYKKW, Nerkue, TOMIOBHOW MO3r, Me4YeHb), MNOABMAKTCS
nepugepnyeckme OTeKM, Yalle TOfIEHEN, a TakXe TPOMO03bl BEH WU
apTepuin, KpoBoTeyeHus. B aToi cTagum HepedkKo BO3HUKAeT AeuunT
XXene3a C XapaKTEPHbIMU K/IMHUYECKUMU MPOSBNEHUSAMU. OANTeNbHOCTb
cTagnm 3-5 ner.

Il cTtagms — aHemmyeckad. Ei  npefwecTByeT onpegesneHHas
AVHaMUKa — YBE/IMYEHUE CeNe3eHKN, YMEeHbLUeHNEe NIeTopUYecKoro

CUHAPOMa, NENKOUMTO3 CO CABMIOM (hopMy/bl A0 61acToB. B KOCTHOM
MO3re  HapactaeT  MWenomopos. BbiBaET  aHEMUYECKNI U
TPOMOOUMTOMEHNYECKUIA CUHAPOM, WHOrga W NaHUWMTOMEHUs, Korja
peayumpyeTcs MWenonod3 (XOTd OH Yalle Ha KakoMm-TO YPOBHe
coxpaHseTca). B yBenMueHbIX Cefnes3eHKe W MNevyeHM HabnrogaeTcs
MuenongHas metannasus. MICXogoMm 3puTpeMuUn ABMSETCS XPOHUYECKUIA
MWENoneinko3, Kak Ph-Mo3nTuMBHbIA, TaKk W Ph-HeratuBHbIA, OCTpPbIA
NenKo3, runonnasna KposeTBopeHWs. Yactora ucxoga WM B OCTpbIi
neko3 coctaBnsetr 1% y HeneyeHblX M 11-15% y neveHbIX
uMTocTatMkamu 60sbHbIX. TMpeasecTHUkM OJ1 — HemarnBUpOBaHHas
nnxopagka, NerlkoneHUs 1 BOOOLWIE  NaHUWUTOMEHWs,  occanrum,
HEMOHATHbIE AepPMaTUTI.

[OCTIPUTPEMMYECKNA  MMENONOPO3 HAGMOAAETCH Y  KaXKoro
6onbHoro UM, goxwmswero ao atoro nepuoga (10-20 net 3putpeMmnyeckom
ctagmu). OH MOXeT NpoTeKaTb [006POKA4YeCTBEHHO C reMaTosIorMyYecKoin
cyokomneHcaumein (10 netr m 60nee) M 3/10KAYECTBEHHO C ObICTPOWA
aHeMu3aUuei, naHUMToNeHnen, bnactemMmneint.
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3. AnarHocTtnka v gndgepeHunanbHaa gnarHoctuka Uri.
3anofo3pnTh  IPUTPEMUID MOXHO MO YBE/IMYEHWUIO MOKa3aTenen
KpacHOI KpoBu 1 Ht B nepnepnyeckoin KpoBu:

MY>KUMHbI KEHLLMHbI
apuTp. > 5,7-x 10%/n apuTp. > 5,2 x-10™/n
He > 177 r/n He> 172 rin

Ht > 52% Ht > 48%

KpuTepuu AnarHocTrKN 3pUTPEMUN:

Kateropun A.l. YBenunyeHne Maccbl LNPKYNNPYOLWUX 3pUTPOLLUTOB
Y MY>XXUUH > 36 MA/KT, Y XKEHLWMH > 32 M/I/KT.

A.2. HopmasibHOe HacbllleHe apTepuanbHO KPOBW KUCIOPOAOM —
6onee 92% (N95-99%).

A.3. CnneHomeranums.

B.1. JleiikounTo3 > 12.x 10° B 1 MK NpU OTCYTCTBUWN UHDEKLMN U
NHTOKCUKALNA.

B.2. Tpom6ouuTos > 450000 B 1 MK

B.3. ¥YBenuueHne cofep>kaHunsi LWENoYHON octhoTasbl HEUTPO(UIOB
(Npwn OTCYTCTBMM UHEKLMIA N MHTOKCKMKaumiA) > 100 ef.

B.4. YBennueHne BuUTaMUHA Bi, — CBA3bIBAOLLEA CMNOCOOHOCTM
CbIBOPOTKM KpoBwu (6osniee 2200 nr/mn).

[narHo3 ocToBepeH npu 2-X NHObIX NONOXKUTENbHBLIX MPU3HaKaXx,
OTHOCALUMXCH K PasHbIM KaTeropmam, Uam npu Bcex 3-X NoSOXKMUTeSIbHbIX
npu3Hakax kareropum A. HeobxoAmMmMo NOATBEPXKAATb AMArHoO3 MyTem
TpenaHobuoncun, aaxe npu 3-4-x MOMOXUTENbHBLIX NMPU3HAKaxX, a TakXke
ANa anddepeHunansHON amarHocTuky, T.K. =30% apuTpeMuid nNpoTeKaeT
6e3 nerikounTosa U TpoMbouMTo3a. COCTOSHME KOCTHOro mosra npu Url
XapaKTepusyeTca runepniasvent AByx Uamn Tpex POCTKOB KPOBETBOPEHWA.
PasnnyaeT 4 BapraHTa KOCTHOro Mo3ra:

1- Knaccuyeckuii MaHMKeNo3, ToTasbHass runepnnasna 3-X PoCTKOB
KPOBETBOPEHNA C BbIPKEHHbIM  MerakapuounTo3oM W  pefyKumen
YKMPOBOW KOCTHOW TKaHW BMIOTb [0 €€ TMOMHOr0 OTCYTCTBUSA;
MerakapuoLmMTbl OT/INYAKTCA KPYMHbIMU pasMepamu;

2- rnepnnasna 3puUTPOULHOINO W rpaHy/NoLMTapHOro POCTKOB C
He6O0/bLLOW CTeNneHbI0 MerakapuoumTo3sa;

3-  runepnnasnsa 3pUTPOMAHOIO 1 MerakapyvoLnTapHOro POCTKOB;

4- nponuepaums  OAHOrO  3pPUTPOMAHOrO  POCTKA,  KOTOpas
BCTPEYaeTCs UCKOUYUTENIbHO PeiKo M TONbKO B Havasne WTT.

B cpe3ax KOCTHOro mo3ra 06Hapy>XMBaeTCA yBeNMYeHne Kom4yecTsa
303MHO(MIOB. KOCTHO-MO3roBble MOMIOCTU  PacLUMpPEHbl, TpabeKyrbl
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NCTOHYEHbl. PeTUKY/IMHOBbIE BOJIOKHA TUMepniasnupoBaHbl U COXPaHAOT
NpaBu/IbHOe CTPOEHME BMNJIOTb A0 Mu1enodunoposa.

AnddepeHupansHas AMarHocTmka.

Hanbonee poctynHas — 3To TpenaHobuoncus. MNpu apuTpoumTosax
COCTOSIHME POCTKOB B KOCTHOM MO3re He M3MEHEHDI.

[Mpn OTHOCMTENBHOM 3pUTPOLUMTO3e (CMHAPOM MUKBMKA, Ha (DoHE
ANYPETUKOB) yMeHblueH OLIIM npu HopmanbHON Macce LUMPKYIUPYHOLLMX
aputpoumToB. [lpy 3TOM KOXHble TMOKPOBbI W CAM3WCTad MMeKT
HOPMaJIbHYHO OKPacKy.

AGCONIOTHbLIN 3PUTPOLMTO3 BO3HUKAET M KYPUIbLLMKOB, YTO CBSI3aHO
C MNOBbLILWEHNE COAep>KaHMA B KPOBW OKucK yrnepoda Ao 11% npu N 1-
1,5%.

Ans anddepeHumansHOM ANarHOCTUKA UCCNEAYOT 3PUTPONO3TUHBI
(ropmoH, BblpabaTbiBatoLLMACS B MoYKax). [Mpu apuTpemMmnm nx Koim4ecTso
CHVXXEHO, a Npwv 3puTPOLMTO3aX — MOBbILLEHO.

MOXHO MCMO/b30BaTh Ky/bTYpasibHbIA POCT 3PUTPOUAHBIX KOMOHWM
Ha 3MOpPNOHANILHON TenAybeit nnasme. Mpu apuTPOLMTO3ax 3TOro0 pPocTa
HeT.

Mopdhonormnyeckue 7 (YHKLMOHa/bHble XapaKTePUCTUKN
nepudepuyecknx  KNeToKk  KPOBM  MOXHO  WUCNoO/b30BaTb B
AnddepeHuUManbHON AnarHoCTUKE: NP 3pUTPEMUN

a) TpoMOOLMTbI 60N1ee KPYrnHble C HapyLLeHnemM yHKLMN;

0) yBenmMueHne Konm4vectea HenTpounos, 6onee 7000 B 1 mkn (N 2-
5,8 TbIC.);

B) NOBbILLEHME LLUENOYHOW (PocdoTasbl HEMTPOGUIOB;

) yBenmyeHme abCcoTHOro Yncna 6asounos, 6onee 90/MK;

) YBeNIMYeHWe CoaepXXaHnsa rmctammHa B KpOBM 1 MOYe.

4. leyeHue UI.

KpoBonyckaHue npwu:

a) 3pUTPEMUMN HEOO/bLLION 1aBHOCTH;

6) [0OpPOKA4YeCTBEHHOM  TeYeHWW, T.e.  IPUTPOLUTEMUYECKOM
BapuaHTe;

B) leTOPOAHOM BO3pacTe;

I peunanBe 3pUTPEMUN C NENKONEHNE 1N TPOMOOLMTOMNEHNER ocne
LIMTOCTaTUYECKOW Tepanuu.

KpoBonyckaHue pgenatoT no 500 mMn 4yepe3 [eHb, a NPU XOPOLLEW
MepeHOCMMOCTHM MepBble TPU KPOBOMYCKaHUSA MOXKHO [efnaTb eXeLHEBHO.
Nnuyam ctapwe 60 neT wanm MMerWwmM COMyTCTBYIOLME 3ab0/1eBaHNA
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yaanatoT no 250-300 mn vepes 1-3 cyToK. O6beM KPOBOMYCKaHUIA AO/MKEH
coctaBuTb 1,5-3 nutpa. 3agaya Tepanuu — [0BeAeHME remorfiobrHa fo
140-160 r/n., a rematokput Ao 45-48%, MMeHHO Mpu TaKMX MoKasaTensx
KpacHOW KpOBW HOpMasm3yeTca eé BA3KOCTb. KOHTponb nocne
KpOBONyCKaHNn Kaxpble 1,5-2 mecsAua, BKIHOYad OrnpeaenieHne YpoBHS
Xenesa. Npu HeobxoANMMOCTH, MPOBOAMTCA NIeYeHMe NpenapaTaMu >esesa.

OnTUManbHbIM  METOAOM  YMEHbLLEHMA 00bema LMPKYINPYHOLLMX
3pPUTPOLINTOB ABNAETCH apuTpoumTadepes, npu kKotopom yaanatot 1000-
1400 mMn KpoBW, BO3BpaLAOT MaasMy W MNepennBaloT afleKBaTHOe
KOMIMYECTBO YAa/leHHbIM 3puUTpoLuTaM  (PU3NONOrMYECKUIA pacTBop W
PEONONUTIFOKMH. Ha Kypc NpoBOAUTCA ABe NpoLefypbl C UHTepBasiom B 7
AHel. SpuTpoumTadepes XOpoLLIo NepPeHOCUTCA 6OIbHLIMU 1 HOPMan3yeT
rokasaresin KpacHOM KpoBu 0 roja.

LInTocTaTMHyeckasd Tepanums

Hydrea npuvmeHsetca ¢ 80-x rofos npowuioro Beka. HasHavaeTcH
BHYTPb Mo 30 MI/Kr B CYTKWN A/19 B3POC/bIX 3a 2 Nprema B TeYeHne 04HOW
Hegenn. 3aTeM MoAdep>kuBarowaa fo3a B 2 pa3a MeHblle. [lpenapar
OTMEHSAOT NPU YMeHbLUEHNN neinkoumToB a0 3500/MKn 1 TpOMGOLUMTOB 10
100000/mKkn. Y npenapara MUHUMasbHbIA NEMKO30MeHHbIA 3EKT, HO
TpebyeT NOCTOAHHOIO NPUMEHEH WS,

MwuenocaH Ha3Ha4yalOT MpPU MUENOUMAHON MeTannasum Cene3eHKu,
6nactose, N He3A(HEKTUBHOCTU APYrUX LMTOCTATUKOB B 103€ 4-6 MI/CYTKU
2-3 Heflenwn, 3arem 2 Mr/cyTku 1 Hefento, 3aTeM 2 Mr 4epe3 fAeHb 1
Hefento, 3atem no 2 mr 1 pa3 B 3-5 AHenn oo pemuccuun. [Mpenapat
OTMEHSETCA NpW NafeHnmn neikoumTos Ao 5000/MK nnn TPOM6OLMTOB 0
100000/mKkn.

LiMToCcTaTMyeckyto Tepanuo Npyu HEO6X0AMMOCTU MOXKHO COYETaTh C
KPOBOMYCKaHUAMKW.  YpaToBblA  AMate3  Neynutcs  aifionypyuHOIOM
(Munyput) 0,3-1,0 rp/cyTkn. OH yMeHbLLAET CUMHTE3 MOYEBOM KUCMOTHI,
ero HasHa4yaloT W nNPoOMIaKTUYECKU Mpu NoboM Buae feyeHUs
aputpemum B go3e 0,2-0,5 r/cyTku.

MWKPOLMPKYNATOPHbIE PaCCTPOMCTBA  JlIeYaTCAa aHTuarperaHTamu
(acrivpuH  0,25-0,5/cyTkn, KypaHTun B Tabnetkax no 0,025, 3-6
Tabnetok/cytkn, nnm 0,5%-2,0 mn B/B 1 pa3 B CyTKu), 1 npenaparamu
peonornyeckoro  genctems  (MeHTokcugmamH  2%-50 wMn Ha
(pm3monornyeckom pactsope B/B, 1-2 pasa B CYyTKM) B COYETAHUWN CO
CNasmMonnTUKamu.

B neyeHnn WM ncnonb3yetcs nHTepdepoH-anbda no 3 ME/ m? 2-3
pasa B HefleNto ¢ nocneaytoLLlein moandurkaumen ao3bl, KOTopas No3BONUT
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noadep>XXnBatb remMaToKpuT Ha ypoBHe 60nee 45%. lMocne 12 mecsueB
Tepanun y  78%  OOMbHbIX  pasmepbl  Cefie3eHKU  MOSIHOCTbIO
HopmanuayoTcs, y 60% — nonHada pemuceuns. VIHTepdepoH-anbda
NO3BO/MIAET MOJIHOCTHKO KOHTPO/IMPOBATb TEMATOKPUT WM OTKasaTbCA OT
XMmMuoTepanuu, npeaynpexaar passutve TpoMOoreMopparnyeckmx
OCNOXXHEHWI, nNoAAepXuBaTb TPOMOOUMTLI Ha a[eKBaTHOM YpPOBHe
obecrneunBaTtb BbICOKOE KayeCTBO XXWU3HW. VIHTep(hepoH-0 OTMEHSAETCA Mpu
NHPEKUNOHHBIX  OCMIOXKHEHUAX,  neiikoneHun  1000/MKn 1 MeHee,
TpombouuToneHunn 20000/MK U MeHee, UCTOLLEHUN.

5. Knaccngmkaums spuTpoLmMTo30B.

SpuTpoLnTO3bl — 3TO BUA KPaCHOKPOBUS, MNPV  KOTOPOM  HeT
HeorpaHMyYeHHOM nponungepalmm K/ETOK, npesLecTBEHHNKOB
apuTponoa3a W, CnefoBaTe/lbHO, He  ABNSAIOWMIACA  OMYXOSiblO
KPOBETBOPHOW TKaHMW.

BblgenatoT cnefytome BUAbl 3pUTPOLIMTO30B:

A. HacnefacTBeHHbIE.

1. Bcneacteme NoBpexXaeHns yHKLUMIA reMornobuHa

a) BbICOKOE CPOACTBO MYTAaHTHOro remorniobuHa K O, (ayToCOMHO-
AOMUHAHTHbIA TUN HacnefoBaHus);

6) CHWXXeHWe YPOBHA 3puTpouMTapHoro 2,3 — audochoranuepara
(4T Bcneactsme gedmunta APl — myTasbl (ayTOCOMHO-PELECCUBHBIiA)
NN BPOXKAEHHOrO NOBbILLEHNS YPOBHA AT® 3puTpoumToB (ayTOCOMHO-
AOMVHAHTHbIA TUMN Hac/ef0BaHNA).

2. Bcnepgcteue MOBbILLEHNSA MPOAYKL MM 3PUTPOMNO3TUHA
(ayTOCOMHO-PELLECCUBHBIA TUMN HAcNef0BaHNS).

3. HescHoit atnonorunm,

b. MpnobpeTEHHbIe, BTOPUYHbIE.

1. AGCOMOTHbIE.

a) C apTepuasibHON r’MNOKCEMUEN: «BbICOTHasA 60N1E3Hb», XPOHNYECKME
OOCTPYKTUBHbIE 3a00/1€BaHNA NETKNX, BbIPOXAEHHbIE «CUHME» MOPOKU
cepAaua, apTeproBEHO3HbIE COYCTb#, CUHAPOM [MKBKKa,
KapOOoKCUreMoriobnHemms (HaLle y Kypuib LLUWKOB);

6) Npu onyxonsax: rmnepHePOUIHbIA pak noyek, remaHruobnacToma
MO3XKeukKa, CUHAPOM ['vnnena-JinHpay (pacnpocTpaHEéHHbIN
remaHrnobnacros), renatoma, Mmoma MaTku, onyxonu (runepnnasvu)
KOPKOBOIMO M MO3roBOr0 C/MOEB HAAMOYEYHMKOB, afeHoOMa W KucTa
rmnouraa, Macky/IMHU3NPYOLLME OMYXONN ANYHNKOB;
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B) MPU /NIOK&/IbHOW WLIEMUK MOYEK: KUCTbl MOoYeK (ConmMTapHble U
MHO>XECTBEHHbIe);

rMOPOHEMPO3, OTTOPXKEHME TMOYEYHOr0 TPAHCMNAHTaHTa, CTEHO3
MOYEUHbIX apTEPUNA;

) KobanbToBble (Kak NpaBusio, sKCNepUMeHTa/IbHbIE).

2. OTHOCUTENbHbIE.

a) reMOKOHLEHTpPaLMOHHbIE:  CTPeCcC-apuUTpoLnTO3bl,  CUHAPOM
"aincbeka,

6) ncesAonNoONNUUTEMUA U Ap.

HopmanbHblii  remMorniobvH No  MeHbLUe Mepe UMeeT  [aBe
KOH(opMaumm  (CTpyKTypbl): T-, WA  [EOKCUKOH(OpMauus, Korga
reMOor/IobuH MOMHOCTbIO IEOKCUTEHUPOBAH 1 UMEET HU3KOEe CPOACTBO K O
M BbicoKoe K H', 2,3 — 1B, CO?* 1 R-, Unmn OKCUKOH(OPMALWS, KOra Bee
4 aToma >Xenesa cBsizaHbl ¢ O° JTOT TeMOrNo6WH WMeeT BbICOKOE
cpoacTBo K O v HusKoe K H*, 2,3-dr n CO?

B HOpme 3TV KOH(hOpmauum nepexosatr [Apyr B Apyra, vMes
MPOMEXYTOYHble CcOCTOAHMA. [lpn 3TomM Tune 3puTpoumTosa (A.l.)
3aTpyAHEH nepexof R-kKoHpopmaunm B T, a cnefosaTtefibHO 1 3aTpyAHeHa
OTAaya Kucriopoja TKaHAM. Bcnefcrteue yrposbl WM pasBrBatOLLENCS
TKaHEBOW TMMOKCUM, KOCTHbIA MO3r HauyMHaeT YCUNEeHHO BblpabaTblBaTb
KNETKM KpacHOro psga, TeM caMbiM KOMMEHCUPYA MOMHOCTbIO WK
4aCTMYHO 3TY FMMOKCUIO.

B otcyrctene 2,3-OAPI y remornobnHa 06HapYy>XeHO BbICOKOE
cpoacTBo K 07, a cnefjoBaTe/ibHO 3aTpy/AHeHa ero otgaya. STo NPUBOAUT K
CHUXXEHUIO HanpsXeHUa KUcnopoga B Kanuanapax M MOXKeT BbI3BaTb
TKaHEBYIO TMMOKCUIO, eC/IN KOHLEHTpaumMa 06LLero remoriiobrHa B Kposu
N/IN CKOPOCTb KPOBOTOKA He yBennyaTcs.

Y nuy, ¢ 3pnTpoLMTO3aMmM 415 BbISIB/IEHUS aHOMa/IbHOr0 reMorno6uHa
C BbICOKMM CPOACTBOM KMC/I0POAY HEOOX0AMMO OnpenenaTh:

1- craHgapTHoe P 50 kposu (Hopma 26,5 MM.pPT.CT.), KOTOpOe npwu
aHOMa/IbHOM remMorfiobunHe coctasnset 9-22 MM.PT.CT.;

2- KOHLeHTpauuto B aputpounTtax 2,3- AP (cHuxaetcs);

3- YpOBeHb B KPOBM MeTreMoriobmnHa (MoBbILLIaeTCs);

4- ypoBeHb B KPoBW KapbokcuremoriobrHa (NoBbIWaeTcs);

5- MyTaHTHbIA TremMornobuH C MOMOLIBK 3NneKTpodopesa UMK
N303/1EKTPOPOKYCMpoBaHnsA, HO 20-25%  M3BECTHbIX aHOMasbHbIX
reMorn06MHOB He BbIABMAKOTCA 3TUMU MeTo4aMu.

Y 60/bHbIX C 3TUM BUAOM 3puTpoumTosa (A.1l.) Y1Cno NeAKOUUTOB U
TPOMOOLMTOB He NOBbLILIEHO, CM/IEHOMEranna oTCyTCTBYeT. 3aboneBaHus
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NMPoTeKaeT ualle O6/1aronpuaTHO, MHOrME [OXMBaKOT [0 MOXW/IOro
Bo3pacta. B neyeHuMM OGOMBLUMHCTBO He HyxXAalTcAa. B oTAenbHbIX
C/lydasdX MOXHO TMPUMEHATb KPOBOMYCKaHWe, OAHaKo WM crnepyet
Mo/b30BaTbCA C OCTOPOXHOCTbIK, TaK KaK 3pUTPOLMTO3 ABNSAETCH
OCHOBHbIM  BMAOM  KOMMEHCauuMuM TKaHeBOW  runokcun.  CHuxas
remorfiobvH  KpoBOMYCKaHUAMM, Mbl  (PaKTMYECKN [OeKOMMEHCUPYEM
60/1bHOrO.

[Mpn  3apTpouMTO3aX, CBA3AHHLIX C MOBLILEHHON 3KCKpeLuen
3PUTPOMOITUHA KOCTHbIA MO3r TMOABEPraeTcAa MOCTOSAHHO YCU/IEHHOM
FOPMOHa/IbHOW CTUMYNALMN.

KpoBonyckaHne 60/IbHbIM C 3TUM BWAOM 3pUTPOLMTO3a He
CTUMYNUPYET  MPOAYKUMIO  3pUTPONnoaTMHA (B MPOTMBOMOMOXKHOCTb
HOPM&a/IbHOI CUTYyauun).

KnuHuka atoro Tuna 3aboneBaHWs 060/ee BbIpaXeHa, Yem npw
3pUTPOLMTO3aX, CBA3AHHBIX C MYTaHTHbIM reMorn06MHoM. MposBnseTcs B
bonee paHHeM Bo3pacTe, 00/nee BbLICOKME [OKa3aTe/IM TreMOrfiobmnHa
(6onbwe 200 r/n), valle BCTpeyaeTcss crineHomeranvs. KnunHmyeckoe
TeYyeHe He CTONb LOOPOKAYECTBEHHOE, COXPAHSAETCH PUCK COCYAMCTbIX
OCNOXHeHun. KnuHu4yeckas cuMmnToMarvka 06ycnoBineHa  MAeTOpoi,
MOBbLILEHHOMW BA3KOCTbIO  KPOBW, HapYLIEHWEM  MWUKPOLMPKYNALMN.
Hanbonee 4yacTbiMy >Kanobamu ABNSeTCA ronoBHass 60/b, MOBbILEHHANA
YTOM/IIEMOCTb, 60/1M B 06/1aCTU CepaLa Y HKHUX KOHEYHOCTSIX.

JlabopaTopHble nokasarenn. FemornobuH 17-290 r/n, 3p. 6-9 MnH./1
MK/, reMaTtokpuT gocturaeTt 90%, NerMKounTbl 1 TPOMOOLMTLI B NMpegenax
Hopmbl, COD 0-1 mm/yac. Y psga O60NbHbIX OTMeYaeTcs HebOoNbLUas
rmneponmpyomnHemMmnsa 3a cyHeT HeNnpsAMoro 6unupybuHa. PeTukynaumTbl B
npegenax Hopwmbl, HO y 30% 60/bHbIX MOryT MoBblWaTbCAd A0 13-28
MPOMWUNEN.

[Mpn TpenaHobuoncumn y 60/bHbIX C HacNeACTBEHHbIM 3PUTPOLUTO30M
BbIIB/IlEH KOMMJIEKC MOP(ONOrNYEeCKUX W3MEHEHWNA, NPOABNSAIOLLMIACA
runeprnasvein 3pUTPOUAHOIO POCTKA KPOBETBOPEHWA, 3/1IeMEHTaMK
MepPecTpoOMKN KOCTHON TKaHW C MOBbILLEHHOW pe3opbuunent KocTen wu
0CTe06/1aCTUYECKOM peakUMen, a TakkKe 04aroBbiMW pa3pacTaHusMM
BO/IOKHUCTbIX ~ CybCTaHUMA  Ha  (DOHe  MacCCMBHbIX  HapyLUeHWI
MUKPOLMPKYNAUMK. TO eCTb, YCTaHOB/IEHO YCW/eHWe NPonndepaTnBHONN
aKTUBHOCTM 3pUTPOHA C COXPaHEHMEM B HOPMe [PYrMx pPOCTKOB
KPOBETBOPEHMS.

JleyeHne 3pUTPOUMUTO30B  CUMMTOMATMYECKOE C  Ha3Ha4yeHWeMm
CNa3MO/IMTUKOB, aHTUArperaHToB 1 C OCTOPOXKHOCTLHO KPOBOMYCKaHMA.
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NMEPEYEHDb
KOHTPOJ1IbHbIX BOMPOCOB MO0 cneumanbHocTn «I emaTonorns»
Pasnen «AHeMUN»

1.Kakoin uBeTHON nokasatens (LI1) Hambonee TunNuueH Ans
xenesogeuuutHoin aHemumn OKOA)?

2.Kakoil 13 meTofoB Hambonee aflekBaTHO OTPaXKaeT 3anacbl XXenesa B
opraHusme?

3.MoXHO 1 BblieunTb XKAA TOMbKO MACHOW AMETON?

4.Kakoli npenapar Hanbosnee onTUManeH ans nedeHns XXAA?

5.Kakas neiikorpamma Havbosee XxapakTepHa 415 BUPYCHOro renatmra?
6.Kakoi1 (LiI') Hanbonee TununyeH ans Bi-aemumTHON aHeEMUKN?

7.Kakune aHeMunK1 CoMpoBOXAaK0TCA PETUKYNOLUTO30M?

8.0 KakoMy NPUHUMNY aHeMUX LENAT Ha HOPMO-, TUNEepP-, TMMNOXPOMHbIE?
9.Kakune aHeMum SBNAKOTCA MPUOBPETEHHBIMM TEMONUTUYECKUMI?
10.Kakune aHeMUn ABNAKOTCA HAcNeLCTBEHHbLIMA FEMOIUMTUYECKUMN?
11.0n4 Kakod W3 aHeMui XapaKTEPHO MOYTK TMOSIHOE WCYE3HOBEHME
PETUKYNOLNTOB?

12.470 03HaYaeT TEPMUH «aHN30LMTO3»?

13.Kak ny4ylle npHAMaThL Npenaparsbl enesa?

14.KakoBa onTuManbHasa AUTeNbHOCTL SlIeUeHUA npenapartamMu Xenesa?
15.Kakune KnMHNYecKne npu3Hakm xapakTepHbl gas >KAA?

16.Kakue KIMHUYECKME MPU3HAKM XapakTepHbl Ana Bi,-geduunTHOM
aHeMnmn?

15.Cnegyetr N npu nevyeHUn Bir-ae@UUNTHOW aHeMUM ynoTpednsaTb
CbIPO€ MACO W CbIpYH MeYeHb?

16.Kakne  nabopaTopHble  MPU3HAKW  XapakKTepHbl AN Bio-
(honmeBoAeMLUTHBIX aHEMUIA?

17.Kakue ontumanbHble fiedebHble [03bl  (DO/IMEBOM  KWUCMIOTbI  NpwU
(honmeBo-aePULMTHON aHEMUIN?

18. Kakune KnMHuYecKune 1 nabopaTopHble MPMU3HaKM NO3BOJIAKT OT/IMUNTD
PUTPEMUIO B pasBepHYTON  CTagunm  OT  CUMMTOMATUYECKOro
apuTpoumTo3a?
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Pa3nen «Jleiko3bi»

1.Kakue 06s13aTe/bHble ANarHOCTUYECKNE KPUTEPUU NENKO30B?

2.Kakune KIMHMYecKme CUMMNTOMbI ABNSAKOTCA 0053aTe/lbHbIMU AN OCTPbIX
NenKo30B?

3.Kakune nameHeHns Moryt 6bITb B remorpammve?

4. KakoB OCHOBHOW IarHOCTUYECKNIA KPUTEPUIA OCTPOrO Neko3a?

5. Ha yem OCHOBbIBaETCA AMarHo3 XpOHMYeCcKoro numaosnerikosa (XJ11)?
6.Kakune n3MeHeHMsa B remorpaMmme HanMeHee xapakTepHbl ana XJ1J1?
7.Kakue ocoxXHeHnss Hanbosee BePOATHbI anid XJ1J17?

8.Kakne wun3MeHeHWs B remMorpamme XapakTepHbl A7 XPOHMYECKOro
Muenoneinkosa (XMJ/1)?

9.4UT0 KNMHMYeCKN xapaktepHo ana XMJ1?

10.Kakoli nabopaTopHbIil NPU3HaK ABNSETCA Haubosee AOCTOBEPHbLIM ANA
XMI?

11.KakoB Hambonee TUMWYHLIA BapuaHT TpaHcopmauum XMJ1 B
TePMUHA/IbHON CTagmmn?

12.[n4 KaKnx 3a60/1eBaHN XapaKTePEH rMnepTpoMOoLmMTOo3?

Kakune nabopatopHble M KAWHMYECKME MPU3HAKW Hanbosiee XapaKTepHb!
Ana mvenogpu6éposa?

13.KaKoB OCHOBHOW AMarHOCTUYECKUIA KpUTEPUIA MUENIOMHOW 601e3HN?
14.Kakoe n3meHeHue B 06LLEM aHa/IM3e KpoBK Hanbonee xapakTePHO npu
MWe/IOMHON 60/1e3HN?

15.Kakne nabopatopHble MNPU3HAKW XapaKTEPHbl MPU  XPOHUYECKOM
nnumMdonerikose (XJ11)?
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