2 BHYTPEHHUE
| BOAE3HHU

TOM 2




YYyebHuKk aAnst MeAULIMHCKNX BY30B

Konnektmus aBTOpPOB

BHyTpeHHue 6one3Hn. Tom 2

«CnewJInt»
2015



YOK 615 616

KonnektusB aBTOpPOB

BHyTpeHHMe 6onesHun. Tom 2 / Konnektne aBTopoB —
«CneuJlnty, 2015 — (Y4ebHMK ona MeguuMHCKUX BY30B)

ISBN 978-5-299-00474-5

Y4yebBHuK HanucaH BedyLmMMu crieyuanncTaMmm TepaneBTUYeCKmX

KMMHUK MeauunHckmx By3oB CaHkT-lNeTepbypra. MepBbiit TOM M3gaHus
nocesiLleH 3aboneBaHMsAM cepae4YHO-COCyANCTON U NULLEBAPUTENBHOM
cucTtem, 3aboneBaHNsIM NOYEK U OPraHoB AblxaHus. BTopoi Tom
COOEPKUT rMaBbl, B KOTOPbIX paccmaTpuBatoTcs 3aboneBaHus

CUCTEMbI KPOBW, )Kene3 BHYTPEHHEN CEKPELIMU, CUCTEMHbIE MOopPaKeHUs!
coeanHUTENbHOM TKaHW U 6onesHn cycTaBoB, MUMMYHOAEMULNTSI,
CUHOPOM XPOHUYECKOW yCTanocTu, hapMakoTepanusi B repuaTpuyeckom
NpakTuKe, a Takke annepruyeckne 3abonesaHus. ManoxeHme nocTpoeHo
Mo TPaaMLMOHHOMY MaHy C onMcaHMeMm 3TUOMOrnN 1 NaToreHesa,
COBPEMEHHOM KnaccuguKkauum, KIMHUYECKUX NPOSIBNEHNI, METOOB
[OMarHOCTMKN U NeYyeHnst 3aboneBaHnin BHyTPEHHUX OpraHoB. B kaxaom
pasgene npeacTasrneHbl NpuMepbl POPMYNNPOBKM AMArHO30B, ONMCaHb
Hauboree 4acTo BCTpeYatoLLMecs OCroXHeHnst 3abonesaHuin u MeTofbl
NX NPOOMNaKTUKN. YYeBHUK COOTBETCTBYET NporpaMme, YTBEPKAEHHOM
MuHUCTepCTBOM 3apaBooxpaHeHns PO, n npeaHasHadeH ons cTyaeHToB
4—6-ro Kypca MeaMLUHCKMX BY30B.

YOK 615 616



ISBN 978-5-299-00474-5 © Konnektus aBTopos., 2015
© Cneu/Jlut, 2015



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

CopepxaHue
YCJIOBHBIE COKPAILIEHUA 6
I'maBa 5 12
5.1. AHEMUHN 12
5.1.1. Octpas mocTremMopparuyeckasi aHeMust 13
5.1.2. T'unoxpoMHble aHEMUU 14
5.2. AHEMHU TTPN XPOHUYECKHNX 3ABOJIEBAHUAX 20
5.3. MAKPOLUTAPHBIE (MEI'AJIOBJIACTHBIE) AHEMUUA 22
5.4. ATUNTACTUHECKHWE AHEMIU 27
5.4.1. BpoxxnenHnas amactuueckasi aneMus (DaHKoHM) 27
5.4.2. [IpuoOpeTeHHbIe ariacTUYECKUEe AaHEMUHT 28
5.5. TEMOJIMTUYECKHWE AHEMUNU 30
5.5.1. BpoxxieHHbIE TEMOTUTHYECKAE aHEMUU 30
5.5.2. [IpnoOpeTeHHbIe TeMOJIUTUYECKUE aHEMUHU 36
5.6. TEMOPPATMYECKUE JUATE3bI 41
5.6.1. TpomboruTOTIECHUN 42
5.6.2. TpomboruTONIATHH 48
5.6.3. Bazonaruu 49
5.6.4. Koarynonaruu 51
5.7. CHUHAPOM JUCCEMHWHMPOBAHHOI'O 57
BHYTPUCOCYJUCTOI'O CBEPTBIBAHU A
5.8. ATPAHVYJIOUUTO3 62
5.9. MUEJIOJUCIINIACTUYECKHUE CUHAPOMBI 64
5.10. JIEMKO3BI 71
5.10.1. OcTpslii n€iiKo3 71
5.10.2. Xponnyeckue mMuenonponrdepaTuBHbie 3a0071€BaHUs 78
5.10.3. Xponnueckue aumMponponudepaTuBHbIC 93
3a00sieBaHus
5.10.4. ITapanpoTenHEMUYECKHE TEMOOIACTO3BI 100
5.11. 3JIOKAYECTBEHHBIE JINM®OMbI 111
5.11.1. HexomKKuHCKHE TUMPOMBI 111

Komner o3nakomutenbHoOro pparMeHTa. 118



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

BHyTpeHHNe 6one3Hn. Tom 2

YCIIOBHbIE COKPALLEHUA

AT’ — apTepuainbHas TUNIEPTEH3UA

A/l — apTepuasibHOE JaBICHUE

A/JIl" — aHTUAMYypEeTUYECKUI TOPMOH

AJI® — anenosunaudocdar

AUT — ayToUMMYHHBIN TUPEOUTUT

AKA — aHTHKapMaIbHbIE aHTUTEIA

AKKIJI — anannactuueckas KpymHOKIETOUHAs TuMdoma

AKTT — anpeHOKOPTUKOTPOIHBIM TOPMOH

AJIT" — aHTUIHPMOLUTAPHBIN TIIOOYIHH a0

TI'CK — anoreHHas TpaHCIJIaHTALKs FEMONO3TUYECKUX CTBOJIOBBIX KIJIETOK
AJIT — anannHamMuHOTpaHChepasa

AM® — anenozuaMoHO(DOChHaT

AHA — aHTUHYyKJI€apHbI€ aHTUTENA

AH® — anTunykiieapHsiii (haktop

AHIJA — anTuHENTpOGUIBHBIC IIUTOIUIA3MATUYECKUE aHTUTETIA
AOII — ayToummyHHast opTaIbMONATHS

AIITB — akTHBHpOBaHHOE MAPIHATBEHOE TPOMOOIIIACTHHOBOE BPEMSI
AII® — aHrHOTEeH3WHIIPEBpAIAONINiA (HepMEHT

APA — AMepukaHcKasi peBMaToJIOrMUeCKask accoluanus

APII — akTUBHOCTb pEHHMHA TJIa3MBbl

AC — aHKUJIO3UPYIOIIHMA CTIOHUIUT

ACUT — annepren-cneunduyueckas UMMyHOTEpAIUs

ACT — acnapratamuHOTpaHcdepaza

AT-TT — anTUTeNna K THPEOTIIOOYTUHY

AT-TIIO — anTHUTENa K TUPEONIEPOKCHIa3€

AT® — anenosunrpudocdar

AILII — aHTHUTENA K HUUKIMYECKOMY LIUTPYUIMHOBOMY HENTUAY
bb — 6one3ns bexTepena

BK — GnacTHbIi KpH3

BHC — 6071b B HI)KHEH YaCTH CIIMHBI

BTK — Gokaropbl THPO3HMHKHHA3

BAJI — cxema, BKIItOHaroIiasi BAHKPUCTUH, aIpHaMHIIMH (JOKCOPYOUIIHH)
BU]JI — Bropuunblit UMMYHOIE(DULIAT

BUY — Bupyc ummyHonedunnra yenoBeka

BKJI — BoioCaToKI€TOYHBIH JIEHKO3

BO3 — Bcemupnas opranu3zanus 31paBoOXpaHeHUs

BOb — Bupyc Dnmireitna — bapp

I'6®/] — rmoko30-6-ocdar-aeruaporeHasa

I'A — remonuTHYECKHE aHEMUH

I'B — rpanynemaro3 Berenepa

I'TTII — ramMa-mIIOTaMUNTPAHCIIENTH 132

I'3T — ropmoHanbHas 3aMeCcTUTEIbHAS TEPAMUs

I'UII — n1roK0303aBUCUMBIN MHCYTMHOTPOIHBINA MENTHT
runeplIT — runepnaparupeos
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runolIT — runonaparupeos

I'KC — m110kOKOpTHKOCTEPOUTBI

I'll — mukonpoTenn

T'TII-1 — rroxaroHOmoaO0HIH menTua- 1

I'PI" — roHaAOTPONMHPUIN3UHT-TOPMOH

I'CJl — recranioHHbIN caxapHbIi AuadeT

JABH — nnabetuueckasi BereTaTuBHasi HEHpomaTus
JABC-cuHapoM — CUHIPOM AMCCEMUHUPOBAHHOTO BHYTPUCOCYUCTOIO CBEPTHIBAHUS
JAI'DA — neruaposnuanapoCcTepoH

JKA — nnabetnueckuii KeTOAIMmI03

JKKIJI — muddysnas B-xpynHokiaerounas aumpoma
M — nepmMatoMuo3uT

JH — muabeTtnueckast HepomaTus

JHK — ne3oxcupuOOHyKI€MHOBAs KUCIOTA

JHp — nnabetndeckas HelponaTHs

JIII — qunenTuananenTuaasa

JP — nuaGetnyeckasi peTHHONATHS

AT3 — nuddy3HbIi TOKCHYECKH 300

KA — xxene3zoneunuTHas aHSMHSI

KKT — xeny1o4HO-KHAIIEYHBINA TPAKT

3IIT — 3amecTuTenbHas IOYEYHAs Tepaus

NATI® — uHrHOUTOpPSI aHTHOTECH3WHIIPEBPAIIAIONIEeTo (hepMEHTA
UBC — nmemuueckast 607€3Hb cepia

NBJI — nuckyccTBeHHas: BEHTUIISILUS JIETKUX

HI'A — uauonaTuyecKuii rurepaitbIeCTEPOHU3M
WKl — nHCYIMH KOPOTKOIO AEHCTBUSA

NJI—cm. IL

W11 — nctTuHHasS NOMUIUTEMUS

WP — nHCYnTMHOPE3UCTEHTHOCTh

NCAT — u3onupoBaHHasi CUCTOJIMYECKAs apTepUaIbHasi TUIIEPTEH3US
UT — ummyHHast TPOMOOLIMTONIEHUSI

N®P-1 — uncynuHononoOHbIi paxTop pocta-1

KOC — k1cnoTHO-0CHOBHOE COCTOSIHUE

KPI' — KOpTUKOTPONMH-PUIN3UHT-TOPMOH

KT — xomnbroTepHas Tomorpadust

K@K — xpearnadochokxunasza

JIb — mum¢poma bepkurra

JII' — IroTeMHU3UPY O TOPMOH

JIAI" — nakrarneruaporeHasa

JI3M — numdoma U3 KIETOK 30HbI MAHTHHU

JIKM — nuM$OMBI B3 KIETOK MaHTHH

JIIIBII — nunonpoTenasl BEICOKOM IIJIOTHOCTH
JIITHII — iunmonporen1bl HU3KOM INIOTHOCTH
JITIOHII — nunonpoTenabl 0O4eHb HU3KOU TIJIOTHOCTH
JIIIIII — mumonpoTenibl NpOMEKYTOYHOM IIIOTHOCTH
JI®K — neyeOHas puzmueckas KyabTypa

JIX — numpoma XomkKuHa

MA — MEKpOanmb0yMUHYpHSI

MJIC — MuenoaucaacTUYeCKU CUHAPOM
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MWUBI — MeTaioa0eH3WITyaHU TUH

MK — MoueBast kuciora

MKB-10 — Mexnynapoanas kiaccupukanus 6onesneit 10-ro mepecmorpa
MM — MHOXECTBEHHAsI MUEJIOMA

MII — tepanus MengaaaHoM U PETHUZO0TOHOM

MITA — MUKPOCKONINYECKHUN ITOJTMAHTUUAT

MPT — MarHuTHO-pe30HAHCHAS TOMOTpadus

MOH-1 — cuHIPOM MHOXECTBEHHBIX 3HJOKPUHHBIX Heoma3uil 1-ro tuna
HAA — necrienudpuaeckuit a0pToapTepuuT

HIIBII — HecTeponiHbIE MPOTUBOBOCIAIUTENBHBIE ITPENapaThI
HXJI — HeXOmKKUHCKUE TUM(POMBI

OA — octeoaptpo3

OI'TT — opanbHbIN IIOKO30TOIEPAHTHBIN TECT

OJI — ocTpsIit €iiKO3

OJIJI — octpeie TUMQOOIACTHBIC JICHKO3bI

OMUJI — ocTpblii MUETOUIAHBIN JIEUKO3

OHJUI — ocTpeie HemuM(pOOIACTHBIC JISHKO3BI

OII — octeonopo3 OITXK — oxxunaemas IpOAOIKUTENBHOCTD KU3HU
OI1JI — ocTpslii TPOMUETOUTAPHBIN JIEHKO3

OPBMU — octpsie pecriupaTopHbIe BUPYCHBIE HH()EKINU

OP3 — ocTpoe pecrimparoHoe 3a00IeBaHHE

OPJI — octpas peBMaTudeckas Juxopajaka

OT — oOnuTepUPYIOMIHA TPOMOAHTEUT

[IT'A — nepBHUYHBII TUNIEPATIBAOCTEPOHU3M

[MA® — nponykT nerpaganuu GudprHa

[IM — nonumuozut [IM® — nepBuunbIit MUeI0PUOPO3

[IPI" — mpanmanbHbIe PErynsaTOPBI IIOKO3bI

[TPJI — nponaktux

[IcA — ncopuarnueckuii apTput

I[ICM — npenapatsl cyab(OHUIMOYEBIUHBI

IIT — mogoCTpsIil TUPEOUAUT

[ITT" — mapaTupeongHbI TOPMOH

[ITY — nponuntroypanui

[IXT — nonuxumuorepanus

[ILIP — nonumepa3Has uenHasi peakius

[THIK — mapaliuTOBUIHBIE JKEIE3bI

[19T — no3utpoHHast SMUCCHOHHAsI TOMOTpadust

PA — pedpaxrepHas anemust

PAUB — pedpaxrepHas anemus ¢ H30bITKOM 0JacTOB

PAUBTp. — pedpaxrepHast anemust ¢ H30BITKOM 0J1acToB B (paze Tpanchopmanuu
PAM/I — pedpaxrepHast TUTONCHHUS C MHOTOJMHEHHOW AUCIUTa3Hen
PAC — peHUH-aHTMOTEH3UHOBAas CUCTEMA

PeA — peakTuBHBIN apTpUT

PeBA — peBMaTouaHbII apTpUT

PHI'A — peakiust HenmpsiMoil reMarniroTHHAIIUN

PHK — puOonykienHoBast Kuciora

PCA — pedpakrepnast aneMus ¢ KOJIBIIEBBIMH cHiepoOIacTaMu

PO — peBmarouansie hakTopsi

POII — pagnodapmaneBTiHuecKre Ipenaparsl
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CB — cucteMHbIe BaCKYJIUTHI

CI" — cunnpom I'yanacuepa

CJ1 — caxapublii quadet

CAC — cunapom 1rabeTHYECKOM CTOTIBI

C3CT — cMemanHoe 3a001€BaHUE COCTUHUTEIBHON TKaHU

CUK — cunapom Mnenko — Kymuara

CKA — ceprnoBHIHO-KIETOYHASI aHEMUS

CKB — cucremHas KpacHas BOJIYaHKa

CMCC — xpoHHYECKUI KOKHO-CITM3UCTBIM KaHIUA03

COP — cxema, BKIIFO9aroNIasi UKI0pocdaH, OHKOBHH, TIPETHU30JIOH

COD — ckopocTh OCeAaHus SPUTPOLIUTOB

CIIN A — cuaapoM MPUOOPETEHHOTO UMMYHOS(HUIINTA

CPbB — C-peakTuBHbIN Oe0K

CCA — cepoHeraruBHbI€ CIIOHAWIOAPTPONIATUH

CCJI — cuctemHas CKIIEpOAEpPMHUS

CTI — comaroTponHblii TOPMOH

CXY — cuApOM XpOHUYECKOU YCTaTOCTH

TADB — TOHKOUTONIEHAS ACTTUPAITMOHHAS OUOTICHS

TI'CK — TpaHcmaHTanus reMOIno3TUYECKUX CTBOJIOBBIX KJIETOK

TJIT — TpomOoOTMTHYECKAS TEPATTHS

TPI' — THpEOTPONUH-PUIN3UHT-TOPMOH

TCII — TabneTnpoBaHHBIE CaXapOCHIDKAIOIINE TIpenapaThl

TTI' — TMPEOTPOIHBIN TOPMOH

V3U — ynbTpa3ByKOBOE UCCIEIOBAHNE

VII — y3enK0oBbIM NOJIUAPTEPUNAT

O®B — daxrop Bunnedbpanna

OI'/IC — pubporacTpoyo1eHOCKOHS

@OJIK — dhommukynsipHbIe ASHAPUTHUECKAE KIETKA

@JI — dpommukymnsipHas TuMdoma

®OHO-a — dakTop HEKpo3a OIMyXOJIu-a

OHC — pyHKIIMOHANBHAS HEJOCTaTOYHOCTD CYCTaBOB

OCT — HomMKyI0CTUMYIUPYIOIINI TOPMOH

OT — pubpO3HBII THPEOUTUT

XBII — xponnueckas 601€3Hb OYEK

XE — xnebHast equHuIa

XJUT — xpoHudeckuid TuM¢poJIeiKo3

XM — XWIIOMUKPOHBI

XMIJI — XpoHHUYECKUIT MUETIOIEHKO3

XMMIJI — XxpoHUYECKNUI MUEITOMOHOLIUTAPHBIN JIEHKO3

XIIH — xpoHnyeckast mo4eyHasi HeZJOCTaTOYHOCTh

[IB/I — ueHTpasbHOE BEHO3HOE JaBICHUE

HBMII (mmm BLIMII, CVMP) — cxema, BKitogaroriasi ukiiopochan, BAHKPUCTHH, Melida-
JaH U MPEIHU30JIOH

UK — nupKynupyronme MMMyHHbIE KOMIUIEKCHI

HHC — nenrpanbHast HepBHas cCUCTEMa

LOI' — nmukIooKcureHasa

H® — nuknodochamun

YCC — yacToTa cepJeuHbIX COKpaLICHUH

IIDK — muToBU1HAS Kele3a
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® — menounas ¢ocdarasza

OJTA — sTuneHAMaAMUHTETPAYKCYCHASI KUCIIOTa

OKT — anexrpokapauorpadus

OT — scceHanbHas TPOMOOLUTEMUS

Ox0KI" — sxokapauorpadus

ADA — aneHo3unae3amMuHa3a

ADCC — anTuTeno3aBrucuMas KJI€TOUHO-OIIOCPEAOBaHHAs IIMTOTOKCUYHOCTD

AIHA — ayTouMMyHHasi reMOJIUTHYECKAsi aHEMUS

AIRE — MyTanus ayToMMMYHHOTO peryistopa

ALK - anarutactudeckast TuM(oMHasi KHHa3a

APECED — ayrouMMyHHasi HOJIM3HIOKPUHONIATHSL, KaHU103, SKTOAEpMalIbHAs JUCILIA3Us

ATRA — TpaHCpeTHHOEBas KUCJIOTa

Btk — Bruton-tupo3unkunasza

CMV — nuromeranoBupyc

CTL — nurorokcuueckue T-mumMponuTs

CVID — o6uuii BapraGenbHbIii IMMYHOAE(DUITAT

DC — nenaputHble KIE€TKH

DGS — cunnpom [du JIxopmxu

DS — «curnanel onacHOCTI

DSR — penientopsl «CUTHAIOB OMACHOCTH

EBV —cm. BOB ESID (European Society for Immunodeficiencies) — EBponeiickoe o0riecTBo
JUISL IMMYHOAEQUIUTHBIX

FISH — dnyopecuienTHas in situ THOpuau3amus

FTT — orcraBanue B pa3BUTHH

G-CSF — rpanynonuT-KoJOHUECTUMYIUPYIOLINE (PaKTOPbI

GM-CSF — rpanynonurapHO-MaKpoQaraibHbIi KOJTOHUECTUMYITHPYIOUIHA (haKkTop

HHYV — genoBeueckuii reprnecBupyc

HIV —cm. BUY

HLA — nelixonutapHble aHTUTE€HBI YEJIOBEKA

HLTV — Bupyc T-k1eTo4HOM JIEHKEMHUH YETI0BEKA

HMGBI — BeicokomoOmiIbHas rpynma box-1 mporenn

ICOS — uHaYyUMpPOBaHHBIN KOCTUMYIATOP T-KIETOK

ID — upuotun

IFN — untepdepon

Ig — umMmmyHOMIO0YNIMH

IGAD — cenektuBHBIN 1eUITUT UMMYHOTIIOOYTMHA A

IGGSD — gedunut cyOknaccoB ummyHormoOymuHa G

IL — uHTEpIeKH

IMIg — BHyTpUMBIIIIEYHAS TEPATIHSI UMMYHOTIIOOYTHHOM

ITR — nnuonaruveckas TpPOMOOIIUTOTICHHS

IUIS (International Union of Immunological Societies) — MexayHapOaHBIN COI03 UMMYHO-
JIOTHYECKUX 0OIIECTB

IVGG — ummyHOrmoOynuH (raMMariioOyIiH)

IVIg — uHTpaBeHO3HbIII UMMYHOIIIOOYIMH

LE-kneTku — KJIeTKH KpacHOW BOJTYaHKHU

LI — uanekc MeyeHus

LRR — neiiniuH-000TaIeHHbIe TOBTOPHI

MALT — myko30-acconmupoBaHHast T-kiieTounas tumgpoma

NF — nykineapusliii ¢pakTop
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NIAID (National Institute of Allergy and Infectious Diseases) — HarimoHansHbI HHCTUTYT
ayyiepruy ¥ H(GEKINOHHBIX 3a00JIeBaHUN

NK — HatypanbHbIE KUILIEPHI

NPM - nykneodocmun

PAD — nepBu4HBIH JeUINUT TPOIYKIIUN aHTUTEI

PAGID — Pan-American Group for Immunodeficiency

PID — nepBuuHble UMMYHOAE(ULIUTHI

PPAR-y — akTuBUpYyeMbIi TiposndeparopoM MepOKCHCOM PEIEeTITOP-Y

RNA —cm. PHK
SADNI — cnenndudeckuii aHTUTEIBHBIN 1eQUIUT C HOPMAJIBHBIM COIEpPKaHHEM UMMYHO-
100yTMHOB

SCID — o6m1mii KOMOMHUPOBAaHHBIN HIMMYHOIE(DUITUT

SD — crannapTHOE OTKJIOHEHHE

SLAM — num¢onuTapHblii CUTHAJIbHBIN aKTUBUPOBAHHBIN POTEUH
SPECT —cm. TI9T

SQIg — noakoxkHOE BBEICHNE UMMYHOII00YJINHA

STAT - signal transducers and activators of transcription

TACI — TpancMeMOpaHHbII aKTUBATOP U KaJbLIUEBBIA MOAYIIATOP
THI — Tpan3utopHas MiaaeH4YecKasi THIIOraMMario0yInHEMUS
TLR — Toll-like peenTopst

TNF — (hakop HEKpo3a omyxoei

TcR — T-kneTounslil penentop

VAD - cm. BAJ]

VEGF — BackynsipHO-3HAOTEHAIBHBIE (DAaKTOPBI pOCTa

WAS — cunnpom Buckorra — Onapuya

WASP — 6enok cunpoma Buckorra — Onngpuua

11
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naBa 5
3ABOJIEBAHUA CUCTEMbI KPOBMU

5.1. AHEMUH

Anemusmu Ha3BIBAIOTCS Takue 3a00I€BaHU, IPU KOTOPBIX KOJIMYECTBO FeMOITIOONHA U/ 1!
SPUTPOLIMTOB KPOBU HE IOCTUTAET YCTAHOBIECHHBIX JIJIs1 TaHHOW BO3PACTHOM TPYIIIBI (PU3HOTIOTH-
yeckux BennuuH. Ha ux nomto nmpuxonures ot 8 1o 12 cioyuyaeB Ha 100 ThIc. HaceneHus, IpuueM
KEHIIUHBI OoMeroT yamie MmyxxuuH (1,8: 1,0).

OcHOBHbBIE TPUYMHBI BOSHUKHOBEHHUS aHEMHIA: a) HE0CTaTOYHOE 00pa30BaHUE B KOCTHOM
MO3re reMorIo0MHa W/UITU SPUTPOLIUTOB; O0) TMOBBIIIIEHHOE pa3pyIIeHHE SPUTPOIIUTOB; B) KPOBO-
MOTEpPH.

VYcnoBHO Bce MHOTOOOpa3ue aHeMUil MOYKHO pa3eNiuTh Ha JBE OONbIINe TPynmbl: 1) rumo-
pereHepaTopHbie (C YMEHBIICHHON MPOAYKIIMEH KOCTHBIM MO3TOM 3PUTPOILUMTOB H/WIIH T€MOTIIO-
6una); 2) runeppereneparopusie. K mepBbIM OTHOCST amacTHueckue aneMuu, By,-, honueBone-
¢bunuTHBIE, Kene301eUIUTHbIC, CUIEPOOIACTHBIE U TaJaCCEMHH, KO BTOPHIM — FEMOJIUTUYECKHE
u noctreMopparunyeckue. OOHenpuHATON KiaccuUKaluy aHEMUN HET, TOCKOJIbKY B OOJIBLINH-
CTBE CIIy4aeB MaJOKpOBHE — CUMIITOM psJia 3a00jieBaHu, a He Ho3oJoruueckas ¢opma. [IpuBo-
JTUM OJIHY U3 HauboJiee paclpoCTpaHEHHBIX Ki1acCu(UKALUNA aHEMUIA.

Kanaccupurkanus anemuii (mo: P. R. Reich, 1978).

1. Mopgonocuueckas:

— HOpMOLIUTapHasi HOPMOXPOMHasi (KpOBOMIOTEPH, TEMOJIUTUUECKHUE, AIJIACTUYECKHE);

— MUKpOLMTapHas TUIIOXpOMHas (3kene3oaedunuTHasi, cuaepodiacTHas, OTpaBlieHuEe CBUH-
LIOM);

— MaKpoOILUTapHAs TUIIEP- U HOPMOXPOMHas (MeranobaacTHbie, O0JIe3HN MeUeHH, MPeIe-
KO3BbI).

1I. Qusuonocuueckas:

— TUIOpEreHepaTopHbIe (arjgacTuyeckas aHeMHs, TOKCHHBI, XpOHHYECKHE 3a00JeBaHMs,
nedunuT xenesa);

— C TIOBBIIICHHBIM pa3pylIEHUEM WK TOTEPEH SPUTPOILIUTOB (T€MOJIMTUUECKUE aHEMHH, KPO-
BOIIOTEPH);

— C HapyILLIEHUEM CO3PEBAHUSI HPUTPOLIUTOB (Merajao0siacTHbIe aHEMUH, PEATICHKO3bI, CUIe-
pobnacTHast aHEMUsI, TATACCEMHUH ).

11l. Knunuueckas:

— TUTIIOXPOMHBIE (Kene30aepuIuTHas, CUACpOOIacTHAs);

— Mmeranobnactaele (B-nedunurHas, honmueBoaehunnTHa);

— remonutudeckue (Kym6c-nosurusnas, Kym6c-nerarnBHas);

— arutacTHYecKue (CBsA3aHHAs C MPUEMOM JICKApCTB, HIAUOMIATHIECCKAs);

— IOCTreMopparuyeckue (OCTphle ¥ XPOHUUECKHE KPOBOTIOTEPH);

— muenodtus (erikemuu, TMMEPOMbI, MUETOPUOPO3).

Kiannnyeckue nposiBjieHus aHEMUU pa3InyHbl. X MOsIBICHIE BO MHOTOM CBSI3aHO CO CTe-
TIEHBIO ¥ TEMIIOM CHIDKEHUS YPOBHS T€MOTIIOOMHA W/WUITH SPUTPOIIMTOB U, OTCIO/IA, C BRIPAXKEHHO-
CTBHIO KOMIICHCATOPHOM PEaKIIUU AbIXaTeIIbHON U CePACYHO-COCYIUCTON CUCTEM OOIBHOTO HA aHEe-
Muto0. B urore y yactu 00JIbHBIX 5kaj100 MOKET He ObITh. B 1pyrux curyanusx O€CroKosT OJIbIIIKa
WHCIIUPATOPHOTO THUIIA U cepaiedneHne. Moxer ObITh C1ab0CTh Pa3HOM CTETICHH BHIPAXKEHHOCTH,
TOJIOBOKPY’KEHHUS, IITyM B rosioBe. OObEKTUBHO Y OOJBHBIX OOHAPYKMBAIOT OJIETHOCTH KOXKHBIX
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. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

MMOKPOBOB U CIIM3HUCTBIX, YMEPEHHOE MOHMKEHUE apTEPUATBLHOTO JABJICHHS C OSIBIEHUEM CUCTO-
JMYECKOTO IIIyMa Ha BEPXYIIKE cepaua 1 Ha cocynax. Kpome Toro, B KIMHUYECKOW KapTUHE aHe-
MUU MOTYT OBITh ITPEJICTABICHBI OOIINE CHMITTOMBI Ie(pHuInTa jkee3a, HeocTarka BuTamMmuHa By
niH GonreBoi KUCIOThI, HEKOTOPBIC OTKIIOHEHHSI B OOMEHE reMa, TII0OWHA U T. [I.

5.1.1. OcTpas noctremopparvyeckana aHemMus

Omnpeaesenune. OCTpoil MOCTTEMOPPArn4eCKOr aHEMUEN HA3bIBAKOT aHEMHUIO, KOTOpast pas-
BHUBAETCA MOCJIE MOTEPH 3HAYUTEILHOTO KOJIMYECTBA KPOBHU.

IlaTorene3 ocTpoi MOCTTEeMOPPArudeCcKo aHEMUHN CBSI3aH C Pe3KUM YMEHBIIICHHEM 00beMa
LUPKYJIUPYIOIIEeN KPOBH, OCOOEHHO €€ MIa3MEHHOr0 KOMIIOHEHTa. B nepByio ouepeb 3To NpuBo-
JUT K Pa3BUTHIO OCTPOM TMIIOKCHUU U CBSI3aHHBIX C HEH OfbIIIKe U cepaLednenuto. B cBs3u ¢ rurmo-
KCHeH MOBBIIIAETCS COJIepKaHue SPUTPOINIOITHHA B CHIBOPOTKE KPOBH, UTO IPUBOAUT K aKTUBALIUU
SPUTPOUTHOTO POCTKA KOCTHOTO MO3Ta U K YBEJIMYEHHUIO B KPOBU COJIEPKAHUS PETUKYIOLUTOB.

KiauHu4veckasi KapTHHA 3TOro TUIIA aHEMUU 3aBUCHUT OT 00beMa MOTEPSIHHON KPOBH, CKO-
POCTH ee UCTEUEeHHUs], a TaK’Ke UCTOUHUKA KpoBoTeueHHs. [Ipu GompIIMX KpOBOTEUEHUAX HA Iep-
BO€ MECTO B KJIMHHMKE BBIXOJUT KapTHUHA KOJIJIarca. JTo MPOSBISETCS pe3KOH cllaboCThi0, FOJIOBO-
Kpy>Ke€HHEM, OJIeTHOCThIO KOJKHBIX MOKPOBOB U CIU3UCTBIX, CYXOCThIO BO PTY, XOJOJHBIM MOTOM
1 pBOTOH. Perucrpupyercsi CHuKeHHe apTepUalIbHOTO M BEHO3HOTO JaBJICHUs. YMEHbLIAeTC s cep-
JICYHBIN BEIOPOC KPOBU M yUallaeTcs MyjIbC, KOTOPBIM MOXKET CTaTh CIa0bIM U Ja’ke€ HUTEBUIHBIM.

JlaGoparopnasi auarnoctuka. Conep’kaHuE T€MOINIOOMHAa W SPUTPOLIMTOB B KPOBU B
MOMEHT KPOBOTEUEHHS] MOXKET OBITh HE M3MEHEHO. XAapaKTEePHO IMOBBIIIEHUE PETHKYIOUTOB
KpOBHM KaK aJanTallMOHHAs peaklys Ha KPOBOTEUEHHUE, a TaKKe Pa3HOW CTENEHU BBIPaKEHHO-
CTH HEUTpO(DUIBHBIN JIEUKOIMTO3. B ciyyae ke nmpucoeIuHEeHUs] aHEMUH, KOTOpasi pa3BUBaeTCs
y OOJIBHBIX C KPOBOTEUEHHEM HE Cpasy, a Ha BTOPON-TPETUH JI€Hb MOCIe KPOBOTEUEHUS, KOT/Ia C
3aMECTHUTEIBLHON 1IeJIbI0 B KPOBb MOCTYMAET TKaHEeBasl KHUIKOCTh, OHA HOCUT HOPMOLMTAPHBIN U
HOPMOXPOMHBIN XapakTep.

J{MarHo3 cKphITOTO OT IV1a3 Bpaya MaCCUBHOTO KPOBOTEUEHHUS MTPEK/IE BCETO OCHOBBIBAETCS
Ha MEePEUrCICHHBIX BbIIle KITMHUYECKHUX MPU3HAKAX, KOTOPbIE MOTYT OBITh MOAKPEIJIEHBI OOHApY-
KEHHEM B KPOBU TOBBIIIEHHOTO KOJINYECTBA PETUKYJIOLHUTOB, Ipoboii [ perepcena u . 1.

[Tpumep hopmMynupoBKH AHarHo3a:
S3BeHHass Oone3nb okenynaka. JKemymouHoe KpoBoreueHue. Octpast
MIOCTreMopparunyecKkasi aHeMHsl.

Juddepenumnanbubiii 1uarno3. [Ipy oTCyTCTBUM SBHBIX NMPU3HAKOB KPOBOTEUECHUS UG-
(epeHanbHbIil TUAarHo3 OCTPOM MOCTIEeMOPPAaruiyeckod aHeMHUH CIIENYeT MPOBOJUTH C OCTPO
MIPOTEKAOLUM FeMOJIUTHYECKUM Kpu30oM. IIpaBrIIbHBIN [uarHo3 NOMOraeT oCTaBUTh HAJIMYHE B
aHaMHe3€ OOJIbHBIX TeMOJIUTUYECKOM aHEMHel TOBTOPSIFOIIUXCS JKENITYX HIIM TEMHOW MOYH, JpY-
I'UX KJIMHAYECKUX MTPU3HAKOB I'eMOIn3a, 00Hapy>KEHHE B KPOBH IMOBBILICHHOTO KOJTMYECTBA HETIPsI-
MOro OmnupyOrHa, CHUYKEHHE TanToro0MHa CBIBOPOTKY KPOBH, TOJIOKUTENbHast poda Kymbca u
T. 11., @ P OOBEKTUBHOM HMCCIIEIOBAHUH — YBEJINYCHUE PA3MEPOB CEIIE3EHKH.

JleyeHue oCTpOM MOCTIEMOPPArnyeCKOr aHEMHU HAYMHAKOT ¢ OCTAHOBKH KPOBOTEUYECHUS U
C MIPOBEIEHUS TPOTUBOILIOKOBBIX MEPOIPHUITHH.

[oxazaHuaMu K Hauay TpaHC(y3UOHHON Tepanuu SIBISIOTCS: a) MPOAOJIKAIOIIEEC KPOBO-
TeueHue; 0) CyIIeCTBEHHOE MaIeHUE CUCTOIMYECKOTO apTepHaIbHOro JaBieHus (Hmwke 90 MM pr.
CT.); B) y4alieHue mysibca Ha 20 u 6onee ynapos B Munyty. [Ipu kpoBonotepe ot 500 M KpoBu
70 1 1 oHa MOXeT OBITh BOCIIOJHEHA TIa3M03aMEIAIOIIMMU PAaCTBOPAMH, B TOM YHUCIIE TIOJIUTIIIO-
KHHOM, JKEeJIaTUHOJIEM, allbOyMUHOM, (DU3HOIOTHYECKUM PAaCTBOPOM, pacTBOpoM PuHrepa u T. A.
B ciyuae xe Oombliell KpOBOIIOTEPH ONPABJAHHO BBEIACHHME JOHOPCKOM KPOBH, XpaHsLIEICS HE

13



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

6onee 5 nueit. CiemyeT MOMHUTD, YTO JI0 BBEJICHUS SPUTPOLIMTAPHON MACCHI €€ KeJIaTeIbHO pa3-
BECTH TMOJMIIIOKUHOM B oTHOIIeHUH 1: 2. Kpome Toro, rmpu MacCUBHOM KpoBomoTepe OoJbiinoe
3HaYEHUE UMEET CKOPOCTh BBEJAEHUS TpaHC(]y3uOHHBIX cpel. [Ipu 3ToM u3-3a pe3Koro CHIKEHUS
BEHO3HOTO JIABJICHUSI U CTIAZICHUS JIOKTEBBIX BEH MOXKHO TIOJIb30BATHCS IMTyHKIIMEH MOIKITFOUNIHBIX
BEH WJIM BEHECCKITUSIMU C TIOCIIAYIONIEH OJJHOBPEMEHHOW CTPYHHOU TpaHCc(hy3ueii B 2 — 3 BEHBL.
Hakoner, Bo n30exanne pa3BUTHs «CHHIPOMA MaCCHBHBIX TpaHC(]y3uiD» HETOMYCTUMO BOCIION-
HEHHUE BCEU KPOBOIMOTEPU KPOBBIO.

5.1.2. TMNOXPOMHbIE aHEMUM

XapaKTepHBIM MPU3HAKOM 3TOW MATOTeHETUYECCKH PA3HOPOIHOM TPy IIIbI 3200ICBaHUI SIBIIS-
€TCsI TUIIOXPOMUSI, COYETAIONIAsICS C YMEHBIICHHEM pa3Mepa dpUTPOIMTOB. B ocHOBe pa3BuUTHs
TUTMIOXPOMHBIX aHEMHI MOXKET OBITh: a) AePUIMT kene3a; 0) HapylleHHe CUHTEe3a MOPGUPHUHOB;
B) HapyllICHUE CUHTE3a IeTeil IMoOHHA.

XenesopnedpuuntHblie aHeMumn

JeduuuT xene3a B OpraHu3Me BOZHUKAET B Pe3ysbTaTe: a) KPOBOIOTEPh; O) MOBBIIIEHHOTO
€ro notpedieHus, HapuMep y OepeMeHHBIX KEHIIUH; B) HApYIICHUs BCAChIBAHUS; T') HAPYyILICHUS
TpPaHCIOPTa B KPOBH.

IlaTorenes. [TockonbKy *kene30 SBISIETCS OJHUM U3 CAMBIX PaCIPOCTPAaHEHHBIX AJIEMEHTOB
3eMHOM KOpPbI, OHO UTPAET BaKHYIO POJIb B OpraHu3Me yenoBeka. bombias gacts ero (3 u3 5 r)
NPUXOAUTCA HA TEMOIIOOMH 3PUTPOIUTOB. Menbas, npubnusurensHo 0,6 T, BXOAUT B COCTaB
MUOTIIOOWHA U JIbIXaTeNbHBIX (PepMEHTOB, a OKoJio 1,5 T HaxoAUTCs B JeNo B BUAE (heppUTHHA U
remocuaepruta. CyTOUHbIE TIOTEPHU KEIe3a COCTABISAIOT BCEro 2 MI' U 00YCIIOBIIEHBI BBIJICICHUEM
C ’KeT4bl0, MOYOHM M TMOTOM, a TaKK€ B COCTaBe CIyIIMBAIOIIerocs snuTenus. BoccranoBneHnue
YTPa4eHHOTO >KeJe3a MPOUCXOIUT 3a CUET BCACHIBAHUS MUIIEBOTO Kelie3a B JBEHAATHIIEPCT-
HOM KHIIKE ¥ MEHbIIe — B Tomlel kumike. OOBIYHO 32 CyTKH MOXET BcocaThbesl He bonee 3,5 mr
xKelesa, XOTs B ycloBuUsxX neduuura nons abcopOupyemoro kenesa yBeauuuBaercs B 2 — 3 pasa.
KonTtpons 3a moctyrieHreM B MOPTAIbHBIN KPOBOTOK KeJie3a OCYLIECTBISIETCS SHTEPOIUTAMH,
KOTOpPBIE MOTYT CBA3aTh M30BITOK jkejie3a ¢ (peppUTUHOM M BO3BPATUTH €r0 B MPOCBET KUIIKU.

W3 KumeyHou CTEHKU KeJIe30 B BUAE Fe** MOCTYTAET B TJIa3My B KOMIUIEKCE ¢ TpaHCheppuHOM,
Ka)k/1asi MOJIEKYJIa KOTOPOTO MOKET CBsI3aTh JIBa aTOMa jkene3a. briaromaps HAIMYMIO Ha DPUTPO-
WTHBIX 3JIEMEHTaX KOCTHOTO MO3Ta CIIEIUAIbHBIX PEIENITOPOB K TpaHCHEPPHHY, TTOCIETHHUN TIEpe-
JlaeT MIPUHECEHHOE UM JKEeJe30 MO MPSIMOMY Ha3HA4YeHHIO, a T0cie OCBOOOXKICHHUSI TOTOB K €T0
TPAHCIOPTY BHOBB (CM. IIB. BKJI., pUC. 5.1). ¥V 3M0pOBBIX JUIT ’KeJI€30M HACBIIICHA TOJIBKO TPETh
TpaHcpeppuHa. ITa IPONOPLUS B TEUEHHUE CYTOK MOXKET IIMPOKO BapbUPOBATh IIaBHBIM 00pa3oM
M3-3a MEHSIOIINXCS CIOCOOHOCTEN caMUX Makpo(aroB OT/AaBaTh KejIe30 TpaHCHEPPUHY.

[Mocne pa3pylieHus: SpUTPOLIMTOB HKEJIE30 HE TEPSETCS W3 OpraHW3Ma, a HAKaIlIMBAaeTCs B

okucnentom cocrosaun (Fe* ) Makpogarax peTHKyJIO3HJ0TEINAIBHON CUCTEMBI B cOCTaBe (ep-
puTHHA W/ remocuaepuaa. GeppuTrH MpencTaBisieT co00i BOAOPACTBOPUMOE COSAMHEHUE C
MoJIeKyIsipHBIM BecoM 465 000. OHO COCTOUT M3 HapyKHOUM OETKOBON 000104KH — anodeppuHa
1 Kele3a, Ha JI0N0 KoToporo npuxoautcs 10 20 % maccel Geppuruna. UTo KacaeTcs reMocue-
pUHA, 0I5 JKese3a B KOTOPOM JOXOAHT 110 37 %, TO OH MpECTaBIIsAET COOON YaCTUYHO NepeBapeH-

2+
HBIC B JIN30COMAxX arperarbl (l)eppI/ITI/IHa. Kene3o BoccTaHaBIMBACTCS 1o Fe IIpU y49aCTHUH aCKOP-
OMHOBOM KHCIIOTHI M B TAKOM BUIC M06I/IJII/13yeTC${ AJIL HYKIA OpraHnu3Ma. OZ[HaI(O AJIg TICPEHOCa

+
TpaHC(EpPUHOM OHO BHOBb OKUCIISIETCSI LIEPYJIOTIa3MUHOM 10 Fe**. Vuursias 1o, uto CyTOYHast
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. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

NOTPEeOHOCTB B KeJe3€, COCTABIISIIONMIAs 5 MT, conepKUTcst B 10 M1 KpoBH, IPU KPOBOTIOTEPSIX, TAK
K€ Kak MpHU NOBBILIEHHBIX 3allpocax, 3aIac jkejie3a B OpraHu3Me ObICTPO UCTOLIAETCS.

Kaunnyeckasi kapruHa. Y onHux 00npHBIX jkene3oneduiutapivu anemusivmu (JK/1A) cun-
JPOM CHJICPOTICHUHU BBIPAYKEH HE3HAYUTEIIBHO, a Y IPYTHX OOHAPYKUBAET CeOs eIlle 10 CHIKEHHS
remoriioOuHa. M3-3a yMeHbIIeHUsI MHOTIIOOMHA B MBIIIITIAX OOJBHBIX MOKET O€CITOKOUTH BBIPAKEH-
Hasi MbIIIeuHast c1a0oCTh (10 mucdaruu u Helep>KaHust MO4YH ). XapaKTepHbI CyXOCTb U TPEIIUHBI
KOKM Ha pyKax M HOTaxX, IJIOCCUT M aHTYJSPHBIA CTOMATHT (3aelbl B yIiax pra), yIUIOUICHHBIE,
TOHKHE, HCYEPUCHHBIE, JIETKO JIOMAIOIIUECS HOTTH (KOMJIOHWXHH), TOHKHE, JIETKO BBITAIA0IIHIE
BOJIOCHI, axjopruapus. [locnenHeit comyTcTByeT CHUKEHHUE alleTUTa, YyBCTBO TSHKECTH B OIIUTA-
CTpaJIbHOM 00JIaCTH, N3BPAIICHUE BKyca U 000HSHUS. B 4acTHOCTH, OOJIBHBIC € Kelle301ePUITHT-
HBIMHU aHEMHSIMH JIIOOSIT €CTh Mell, IJINHY, U3BeCTh. FIM HpaBHTCS 3ammax OCH3MHA, KEPOCHHA, TyTa-
JUHA U T. 1.

Ha ¢one BwipaskenHoro maneHus remornobuna a0 70 r/m u Goiee, TOMUMO TIPU3HAKOB
cuneponennu (WM 6e3 HUX), MOTYT TIOSIBUTHCSI BBIPAKEHHOE TOJIOBOKPY>KEHHUE, TOJIOBHBIE OOIH,
a TaKke cepAneOreHne M OJIbIIIKA KaK KOMIICHCATOPHBIE PEaKIMH COCYIUCTON M JbIXaTeIbHOU
CHCTEM Ha THITOKCHIO.

[Ipn oObekTUBHOM 00CIEI0OBaHUM Y 3TUX OOJBHBIX MOXKET ObITH OOHapy)KeHa OJIEAHOCTH
KO)KHBIX TIOKPOBOB M CIIM3UCTBIX, OJIBIIIKA HHCIIMPATOPHOTO XapaKTepa, TaXUKapIusl, CUCTOINYEC-
CKHMH IIyM Ha BEPXYLIKE U HA COCYyAaX Cepaua.

JlaGopaTopHasi 1 MHCTPYMeHTaJIbHAsA AUarHocTuka. [Ipu Hanmuauu y 60IpHOTO aHEMHEH
KJIMHAYECKUX MTPU3HAKOB cueponieHnu nuarao3 KA He TpyaeH. B oTcyTcTBHE TaKOBBIX ClIIyeT
OPUEHTUPOBATHCS HE TOJIBKO HAa HU3KHUH I[BETOBOW IMOKAa3aTelb, HO M Ha CHIKCHHE B CHIBOPOTKE
KpOBH KeJie3a U (peppuTHHA, a TakKe MOBBIIICHHE HEHACHIEHHOTO cuaepodummnaa. Conepxa-
HHE PETHKYJIOIHUTOB B KPOBU HOPMAJILHOE MJIM YMEPEHHO CHIKEHHOE. OHO MOXKET YBEITHYUTHCS
TOJILKO MTOCJIE OCTPOM KpoBoIoTepH. JIelikonnrapHas popmyiia mpakTHIeck He m3MeHeHa. Conep-
KaHUE TPOMOOILIMTOB UMEET TCHICHIINIO K MOBBIIICHHUIO. [TyHKTaT KOCTHOTO MO3ra Oorar KiIeTod-
HBIMU 3JIEMEHTAMHU C TUIEPIUIa3uel SpUTPOUIHOrO pocTka. KomuuecTBo cuaepobaacToB B KOCT-
HOM MO3re CHIKEHO (< 15 %).

YTOouHEeHHE MPUYUHBI JKeNe301e(DUIIUTHON aHEMUH HAIpaBJICHO HA MOWCK KPOBOTECUCHHUH,
IPEeXIe BCETO TCHUTANBHBIX U M3 KETYIOYHO-KUIIEYHOTO TPAKTa. ITO MOXKET OBITh THIEpIIO-
JMMEHOppes, a TAaKXKe S3BeHHas 00Je3Hb, 001e3Hb KpoHa, pak, TMBEpTUKYIIHI XKellyaKa, ruadpar-
MaJlbHas TPBDXKA, TEMOPPOH, MOpTajIbHAs THUMEPTEH3USA U T. A. JJI1 UCKIIOUYeHHUS KPOBOTCUCHHUN
U3 JKEIyN0YHO-KUIIEYHOIO TpakTa HeoOXoAuMa MOCTaHOBKa peakuuu Iperepcena, a B ciiydae

ee HEedyBCTBUTEILHOCTH JaXe mpoda ¢ MedeHHsMH Cr ! spurpounrtamu. Ilokaszana koHcynbTa-
LUl TUHEKOJIora, (puOporacTpoCKonus, KOJIOHOCKONHUS, CTAaHIapTHOE U HECTaHJIapTHOE, HalpH-
Mep, ¢ ABOWHBIM KOHTPAaCTUPOBAHUEM, PEHTIEHOJIOTUYECKOE MCCIIEOBAHNE XKEITYTOUHO-KHUIIIEY-
HOTO TPAKTa, a MpU HEOOXOJMMOCTH J1a)Ke BBITIOJIHEHUE TMarHOCTUYECKO Tanaporomun. B ciyuae
HeycIrexa BBISABJICHHUS UCTOYHHKA KPOBOTEUEHHS Y OOJIBHBIX C HEMOTHBUPOBAHHOH *kKene30ae(u-
LUTHOI aHeMuel clielyeT UMETh B BUJLY, UTO Y YaCTH OOJIBHBIX TaKWe KPOBOTEUEHHUSI MOTYT ITPOUC-
XOJIUTh B 3aMKHYTBIE IPOCTPAHCTBA, OTKY/1a KEJIE30 U3BJIEKAETCS OPraHU3MOM IU10X0. Peus naer o
TaK Ha3bIBAEMBIX ITIOMYCHBIX OITyXOJISIX JKETyJKa U KUIIEYHUKA, MUOMaX MaTKH, a TaKXKe MepBUY-
HOM JIETOYHOM cuziepo3e. KpoMe Toro, HECOMHEHHbBIE TPYIHOCTH AJIs1 BO3BPALIEHHS B KPOBETBO-
peHMe 3aXBaYeHHOro MakpodaraMmu *eje3a BCTPEYaroTcsl y O0JIbHBIX ¢ XPOHUYECKUMH BOCHAIIU-
TEJIbHBIMU 3200JIEBAaHHUSIMH.
duarno3 XXJIA dopmynupyercs ¢ ykazaHUEM 3THOJIOTUU 3a00JI€BaHMS.

[Ipumep hopMyaupOBKH TUArHO3a:
Kenezonepuuurnas aHemus, MTOBTOPHBIE reMOppOHIaIbHbIC
KpOBOTEUEHHUSI.
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. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

JAudepeHnuaibHblii TUATHO3 KEI€301CPUIIUTHON aHEMUU CIEAYET MPOBOIUTH C JIPY-
TUMH BUIAMU aHEMUH, ¥ TIPEXK A€ BCETO C TMIIOXPOMHbBIMU. Kak 1 Mpy NocTaHOBKE AMarHo3a, pemia-
IOLIMM MOMEHTOM I pa3TpaHUuEHUs 3TUX 3a00JIeBaHUN MOXKET ObITh HAJTMUUE B KIMHUKE CUMII-
TOMOB cujieporieHuH. [Ipu 0TCyTCTBUM TaKOBBIX OOPAIalOT BHUMAHUE HA HU3KUI YPOBEHD JKeJe3a
U (GeppuTHHA CHIBOPOTKH, BBICOKHI CBOOOMHBINA CHIEPODMINH, YMEHBIICHHE B KOCTHOM MO3Te
conepxanus cuaepodnactoB (< 15 %). B TpyaHbIX ciiydasix Juisi MOATBEPKIECHUS B OpraHu3Me
CKPBITOTO Ae(PHIINTA KeTle3a MOKET OBITh POBEIEH JieCepaToBblid TECT, OCHOBAHHBIA Ha YMEHb-
IICHHOM BBIBEJICHUH ¢ MO4Oi 00impHBIMU JKJIA cBsI3bIBaeMBIX AecepalioM coliel kemesa.

Jledvenue OombHBIX JK/IA MOXET NMPOBOOUTHCS B aMOYIIaTOPHBIX YCIOBUSX. Tepamueit
BbIOOpa SIBIIAIOTCS Ipenaparbl AJis epopanbHOro npuMeHeHus. B HacTosiiee BpeMs HX Npen-
JIOKEHO TOBOJIBHO MHOTO. Hanbomnee a¢ddekruBHbIe: hepporuieke, KoHPEpoH, Gheppokaib, opde-
poH, depporpamymer, GeHIoNbC, TeModep MpooHTaTyM, copoudep mypynec, TapaudepoH, amo-
(heppomntoKkoHar, xenesa gpymapar, Maasrodep, peppyM Jiek, BeHodep u ap. OHU TPUHUMAIOTCS
cpasy mocJe mpueMa UMM U3 pacdeTa S MI/KT Macchl Tela B IeHb. J{71s GobIIMHCTBA penapaToB
HETIPOJIOHTUPOBAHHOTO JICHCTBUS MakCHMaJIbHAs /1032 mpermapara 6 TabneTok B CyTku. B To ke
BpeMs ISl TAKMX MPOJIOHTHPOBAHHBIX MPETIapaToB, Kak (GepporpaayMer u GeHI0IbC, JOCTAaTOYHO
Y OJTHOM TaOJIETKU B CyTKU. B kauecTBe yCUIIMBAIOLIETO BCAChIBAHUE KEJIe3a CPEACTBA MOXKET OBITH
MCITOJIb30BaHa acKOpOuHOBast kuciorta B 1o3e 200 mr Ha 1 T xenesa.

Ha ¢one mpuema mpemaparoB jkene3a CaMO4yBCTBHE OOJBHOTO OBICTPO YITydIIaeTcs,
HECMOTPS Ha TO YTO yPOBEHb 'eMOINIOONHA OJHUMAETCS JOBOJIBHO MEIJICHHO.

OTOT napasokcanbHbIN APPEKT CBA3AH C 0OLIUM YKPETUISIOLUIUM AEHCTBUEM XKelle3a Ha opra-
HU3M, B TOM YHCJIE B [IJJaHE MOBBIIIEHUS] MUOITIOOMHA, IUTOXPOMOB U T. 1. JledeHne O0IbHOTO €
JIOKa3aHHOM Kee301e(PUIUTHON aHeMUel JOKHO MPOBOAUTHCSI HEMIPEPHIBHO B TeueHue 3 — 4
Mec. ¥ ObITh HalpaBJIEHO HE TOJIBKO HA HOPMAJIN3alMI0 TeMOIIOOMHA, HO U YCTPaHEHHUE BCEX CUMII-
TOMOB CHCPOIIEHUH U CO3/IaHKE AeTo xene3a. [Ipu orcyTcTBrn 3dexTa oT nepopanbHbIX Ipena-
paroB noka3aHbl napeHTepanbHbie (heppym jex 100 Mr BHYTpUMBIIIEUHO, MaJsTOdhep, BeHODED U
T. A.). OnHako U3-3a BO3MOXXHON MHAMBHUAYaIbHON HEMEPEHOCUMOCTH BBOAUTD UX CIEAYET OCTO-
POXHO, @ HAYMHATH JIEYEHUE C TIOJIOBUHHOM J103bI.

[IpodunakTudeckuii MpueM MpenapaToB jkene3a HeoOX0IuM JOHOpaM, OepeMEeHHBIM, KOp-
MSIIUM, a TaK)Ke OOMIBHO MEHCTPYHPYIOIINUM KEHIMHAM. B mocnenHem ciyuae jkenaresneH exe-
MeCSIUHbIHN (2 — 4 qHS) IpUeM MpernapaToB Kejle3a BHYTPb.

AHemMus ¢ HapylleHMeM CUHTe3a nopcgpupuHoB (cuaepobnacTHas)

Bropoii BuI THITOXpOMHOM aHEMUH — TaK Ha3bIBaeMasi cuoepoOIacmHuas, Wik cuoepoaxpe-
cmuyeckas anemusi. OHa CBS3aHA C HAPYIICHHEM CHHTE3a IIOP(QUPHHOB B XapaKTePH3yeTCs HaJIU-
YHEeM B KPOBH TUTIOXPOMHBIX MUKPOIIUTAPHBIX SPUTPOLIUTOB, & B KOCTHOM MO3T€ — KOJIBIICBHTHBIX
cunepobiactoB. BecrpeuaeTcs 910 3a0051eBaHue JOBOIBHO peako. B uacTu HaOmoneHnii OHO UMeeT
OTYETIIMBYIO HACIIEACTBEHHYIO IPUPO/LY, B YaCTH HOCUT MTPUOOPETEHHBIN XapaKTep.

Ituogorus. HacnenoBanue BpokaeHHON (OPMBI CHACPOOIACTHON aHEMUU CBA3AHO C X-
XPOMOCOMOM U TIOATOMY Halle HaOIMoaaeTcsl y My»KUuH. BBIIEISIOT Takke CrienaibHbIN «ITHPH-
JIOKCUHYYBCTBHUTENBHBII» BapUaHT BPOXKJICHHOHN CHIEpPOOIaCTHOW aHEMUH, TIPH KOTOPOM MOXKET
OBITh JOCTUTHYTA YaCTHYHAS TEMATOJIOTHUYECKasi peMHCCUs Ha (poHEe BBICOKMX /103 BUTaMHUHA Bg
(2 — 4 mr/kr/cyT).

[Ipuobperennas cupepobnacTHasi aHeMHUsi OOBIYHO BO3HMKAET 0e3 OTUETIMBON CBS3H C
BHEIIHUMH (DakTOpamMu WK 3a00JIeBaHUSIMU. Y 4acTH OOJIBHBIX CHIEPOOTACTHYIO AaHEMHIO MOTYT
MIPOBOLIMPOBATh: CBUHIIOBAsE MHTOKCHKALIWSA, JIUTEIbHBIN MPUEM aJIKOToJIsl, JIeYeHHEe M30HUA3H-
JIOM U JIeBoMULIeTHHOM. KpoMme Toro, uauonaruyeckasi IpuoOpeTeHHas CUAepoOIacTHas aHEMHUS
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MOYKET OBITh MPEACTAINEH JIeliK03a, 0 YEM MOMIET peub B paszene « MuenonucniacTuyeckue CHH-
JPOMBI».

IlaTorene3 cunepoOIacTHON aHEMUH CBSI3aH C AC(PEKTOM CHHTE3a reMa B MUTOXOHIPHUSX
SPUTPOUIHBIX KIETOK. Peub maer o HapymeHnu (QYHKIUU CHHTETA3bl JIEIbTa-aMHUHOJIEBYIHHO-
BOM KHCIOTHI U pdaaa Apyrux MUTOXOHAPHAJIbHBIX (bepMeHTOB. OCHOBHBIM npeaAmCcCTBCHHUKOM
I[CHBTa-aMHHOHeBYHHHOBOﬁ KHCJIOTHI B KJIICTKC SIBJIAIOTCA CYKITMHUII-KOOH3UM An JRIIZ000%0: 8 Ee cun-
T€3 CTUMYJIUPYETCSA SPUTPONOITUHOM, a KATAIM3UPYETCS MPOU3BOAHBIM BUTaMHHA B¢ — mupu-
nokcanb-S-pocparom. OOpa3yromuUiics PU 3TOM U3 AeTbTa-aMUHOJIEBYTUHOBOM KUCIIOTHI IPOTO-

nophupHH B XO/€ JaIbHEUIINX MPEBPALICHUN COEAUHACTCS C JABYXBAJICHTHBIM KEIe30M (Fez+)
u popmupyet rem. B cBoro ouepenp, kaxaas MoJeKysa reMa Ha IOJUprUOocoMax CBSI3BIBACTCS C
m100uHOBOH 1enbio. KomOuHamus jxe 4eTblpex Lemnei roduHa ¢ TeMOM U MpeACTaBIsieT coOoi
HAaIll FeMOIJIO0UH.

Ecnu npencraButh Tenepb, 4To 00pa3oBaHuE NeNIbTa-aMUHOJIEBYIMHOBOM KUCIOTHI M IPOTO-
nop(UPUHOB B 3PUTPOUIHBIX KJIETKax Oy/leT HapyIIeHO, 3TO MPUBEET, C OTHOM CTOPOHBI, K HAKOTI-
JICHUIO B MUTOXOHJPUSX JBYXBaJIEHTHOIO Xele3a, ¢ IPyroil — K HeI0CTaTOYHOMY CHHTE3y TeMo-
mio6uHa. B utore pa3oBbeTcst aHeMusi, IPU KOTOPOI OylyT UMETh MECTO U TUIEPCHUICPUHEMHUSI,
U PE3KOE YBEIMUYEHUE B KOCTHOM MO3Te COAEp>KaHUs KOJIbIEBUAHBIX CUIEPOOIacToB (HOpMoOIIa-
CTOB C PACIOJIOKEHHBIMU BOKPYT Sipa — B MUTOXOHAPUSAX — FPaHyJIaMHU Keje3a), KOTOpble MOTYT
OBITh BBISIBIICHBI CIICIIUANBHBIMU KpacuTeasiMu. B 3aBUCMMOCTH OT XapakTepa aHEMHUH (BPOXKICH-
Hasl UM IPUOOPETEHHAs ), a TAKXKE OT HEMOCPEICTBEHHOM €€ MPUYMHBI MEXaHU3MbI TIOBPEXKICHUS
CHUHTE3a reMa MOTYT paznuyarbcs. Tak, B cliyuyae CBUHIIOBOM MHTOKCHKAIIMM HapsAy C Hapylle-
HUEM CHHTE3a T'eMa U INIOOMHA IPOUCXOIUT OTYETIUBOE TOPMOKEHHE PAOOThI (hepMeHTa MTUPUMU-
TUH-5S-HYKJIEOTH Ia3bl, UTO, C OJHOWU CTOPOHBI, IPUBOAUT K KYMYJISIIMHM B SPUTPOLIMTAX JCHATY-
pupoBanHoit PHK, ¢ apyroit — k nmosiBiieHnto B HUX 0a30()HIbHON MyHKTAIIUH.

KiauHuyeckasi kapTHHA 3a00J1€BaHUS MPOSBISET ce0s1 aHEMUUYECKUM CHHIPOMOM pazHOM
CTerneHu TsbkecTu. HekoTtopbie OONbHBIE HYXAAIOTCS B TpaHC(]Y3UAX SPUTPOILMTAPHON MACCHI.
Bcenenctue HeapeKTUBHOTO 3PUTPONO33a U BHYTPUKOCTHOMO3TOBOTO TEMOJIN3a Y HUX MOXKET
UMETh MECTO HEKOTOpasi KENTYIIHOCTh KOXKH U ckiiep. KpoMe Toro, HepeaKo onpeaensoTcs yMme-
peHHas cruieHoMeraius U rernatomeranusi. Hakonel, y 60JbHBIX ¢ BpOXKIEHHBIM BAPUAHTOM MOTYT
ObITh 3a(DUKCUPOBAHBI TAKUE MPU3HAKK T€MOXPOMAT03a, KaK TMIIEPIUTMEHTAIUs KOXKH, TUa0eT,
nuchYHKIMS TIeYeHH U cepia U T. 1. B cayyae co cBUHIIOBOI MHTOKCHKAIUEH Ha TIEpPBOE MECTO
B KJINHUKE MOTYT BBICTYIaTh TaKue ee ApKue MPOsBIEHUS, KaK CHJIbHBIE CXBAaTKOOOpa3Hbie 00n
B JKMBOTE, SIBJICHUS MMOJIMHEBPUTA, U3MEHEHHE CO CTOPOHBI CIM3UCTON MOJOCTU pTa (CBUHIIOBAs
KaiiMa Ha JIeCHax).

Juarno3 cuaepo0i1acTHON aHEMUHU JOKEH 00CYXKAaThCsl BpadyaMH B CIy4yae XOpOLIO BepH-
(bunMpOBaHHOM I'MIOXPOMHOI aHeMHUH 06e3 KIMHUYECKUX MPOSBICHUIN CUICPONICHUH U TIPU HAJIU-
YUK B CBIBOPOTKE KPOBH BBICOKOTO COJEpKaHUS jkene3a U (heppuTHHa, a TaKKe HU3KOTO conep-
KaHUs HeHachbllleHHoro cunepodununa. [lonTBepiknaercss AMAarHo3 MCClEAOBaHUEM IMyHKTara
KOCTHOTO MO3Ta, BBISBIISIONIET0 OOJIBIIOE KOJTMYECTBO KOJMBIEBUIAHBIX cuaepodmacTos. [Ipu stom
MOYKET OBbITh 3aKa3aH LIUTOT€HETUUECKHM aHaTN3 KJIIETOK KOCTHOTO MO3Ta, KOTOPBI B CITy4ae BbIsiB-
JIeHHsI KJIOHOBBIX U3MEHEHUN KapUOTHUIIA MTO3BOJIUT YBEPEHHO AMATHOCTUPOBATH OAUH U3 TPYIHO
OTpe/ieNIieMbIX OOBIYHBIMU CIIOCO0AMHU MOABAPUAHTOB MHENIOIUCIUIACTUYECKOTO CHHIpOMa, a
UMEHHO pedpakTepHyI0 CHIepOOIaCTHYIO aHEMUIO, U BEIOpATh MPaBUIbHYIO TAKTUKY €€ BEICHUSI.

JAudpepeHnuaibHblii JUATHO3 CUACPOOTACTHON aHEMUU TIPOBOAMUTCS C APYTUMH BHIAAMH
aHEeMUil, U MpeXJe BCEro ¢ TMMOXpOMHBIMU. B oTinuune ot skene3oqeuIUTHON aHEeMHH, TpU
9TOM MATOJIOTUU B KIIMHUKE HE OyIyT MpPeACTaBICHbl CAMITOMBI CHIEPOIIEHUH, a B TAOOPATOPHBIX
aHaNM3aX yYpOBEHb jKeje3a He TOJMBKO He CHIDKEH, a JlaXke TMOBbIIIeH. B oTianune oT Tanaccemuu,
nedeKThl KOCTHON CHUCTEMBI, TaK jKe KaK CIIEHOMETaNNs, AJIsl CUIepOOIacTHOW aHEMHUH HE Xapak-
TepHbl. B TpyaHBIX clyyasx pelaroluM B Paclio3HaBaHUU CUIEPOOIACTHON aHEMUHU OT JIPYTHX
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aAHEMHUN MOXXET OBITh BHICOKOE COJIEpKAHUE B KOCTHOM MO3T€ KOJIBIICBUIHBIX CHIEPOOIACTOB, a B
psIe ciydaeB TaKKe IMOJIOKUATEIBHBIN d3PPEKT Teparnuu OOJIBITMMHE J03aMHU BUTaMHHA B,

Jleuenue cuaepob1acTHOI aHEMUH BBI3BIBAET Y Bpaua MHOTO rpobiem. [Ipu Hanmuuu BeIpa-
YKEHHOM aHEMUU MMOKa3aHa 3aMECTUTENbHAS Tepanus SPUTPOLUTAPHON MACCOi, 10MOJIHsIeMasi BBe-
neHueM jaecdepana g MpoPHIAKTUKE TeMocuaepo3a. [lpu HCKIIoueHn MUENoIUCIUIacThYe-
CKOTO CHHApPOMA OMpaBJaHHA TaKXke IIUTeNbHas (10 2 Mec.) Tepanus OONbIIMMH J03aMu (2 —
4 wmr/kr/cyT) ButamuHa Bg. K coxanenuto, yremuTenbHOro 3QQexra JaHHON Tepanuu ynaercs
JOCTUYb TOJBKO y €IMHUYHBIX OOJIBHBIX C BPOXKIACHHOW MUPHUIOKCHH-IYBCTBUTEIHHOM CHAEPOO-
JIACTHOM aHEMMEH.

Ecnu takas repanus HedppekTUuBHA, MOTYT OBITH MPEIOKECHBI IS JICUCHUS OONBIIIHE O3B
aHJPOTCHOB.

Jlnst mpopMITaKTUKK pa3BUTHS TEMOXPOMATO3a M €r0 OCJIOKHEHUN MPU BHICOKMX TOKa3aTe-
71X (eppUTHHA MOYKHO HCIIOJIB30BaTh XeIaTophl kenesa (mecdepan umu sxkcumxan). OnucaHbl
TaK)Ke CIMHUYHBIC CIyYaW aJJIOTEHHON TPAHCIUIAHTAIIMH TeMOIMOATHYECKUX CTBOJIOBBIX KJIETOK
JUTSL JICYCHUST BPOXKICHHBIX (DOPM CHIEpOOIACTHON aHEMUH.

IIporuno3 3aboneBaHusi ocTaeTcss KpaliHe cepbe3HbIM. OCHOBHBIMHM NMPUYMHAMHU CMEPTH
OOJBLHBIX SIBIISTFOTCSI OCJIOKHEHHUSI CO CTOPOHBI CEPICYHO-COCYAMCTOW M AHIAOKPHUHHOM CHCTEM,
MIEYCHH U TTOYEK, B TOM YHCJIC CIIPOBOIIMPOBAHHBIE TEMOXPOMATO30M.

Tanaccemum

JlpyruM BHJIOM TUMIOXPOMHBIX aHEMHH SIBISIOTCS manaccemMuu, KOTOpbIe MPeCTaBISIOT
co00ii cOopHyto rpyriy 3a00eBaHUi HACIEACTBEHHOM MPUPO/IBI, TPU KOTOPHIX HAPYIIEH CUHTE3
OJTHOM WK OoJiee CTPYKTYPHO HEU3MEHEHHBIX Ilenei moouna. KonnuecTBo mocneaHux y uesno-
BeKa JocTuraer 4etbipex. OTCiofa BOZMOXKHBI YEThIPE BUJA TAJIACCEMUU, U3 KOTOPBIX OOIBIINN
KJIMHUYECKUI MHTepecC MpeACTaBIAIOT dd-TanacceMus U a-tajgaccemus. [lepBas Oomnblie pacrpo-
ctpaneHna B Kurae, Uuuu u Ha JlansHeM Boctoke, BTopas — B CpeauzemHomopbe, Manoit u Cpen-
Hel Asum.

a-Tanaccemusn. Ilonasisroniee OONBIINHCTBO A-TAIaCCEMUN CBI3aHO C AEJIElMEN I'€HOB a-
nenei rmoduHa, HaXoAIIUXCsl Ha XpoMocoMme 16, a KITMHUYECKHE U TeMaTOJIOTHYECKUE TPOsIBIIe-
HUS 3aBUCST OT KOJIMYECTBA MOPAKEHHBIX TeHOB. [Ipyu BOBI€UEeHUH OAHOTO U3 YETHIPEX T€HOB 4-
nenei rmobuHa (4-/d44) UX HOCUTEIHCTBO HE COMPOBOXKAAETCA HU KIMHUYECKUMU, HU TeMaTOJIOTH-
YECKUMU U3MEHEHUsMHU. [Ipyu mopakeHun ByX M3 YETHIPEX IeHOB a-lierel mioouHa (4-/&— wim
— /44) ompenensieTcs MUKPOLIUTO3 U THIIOXPOMHUS, XOTs BRIPAXKEHHOH aHeMuH HeT. [lenenus Tpex
TeHOB aa-1ieneit oouHa (-/a-) COMPOBOXKIACTCS PA3BUTHEM THIIOXPOMHON MUKPOITUTAPHOU aHe-
MUU C MUILIEHEBUIHBIMU SPUTPOLIUTAMU (CM. LIB. BKIL., puc. 5.2), Tenbliamu [ eiiHIa B HUX U yMe-
peHHbIM remonu3oM. HecMoTps Ha Takue MopdoorndecKkrue U3MEHEHHSI SPUTPOLIUTOB, TAKEIOTO
aHEMHYECKOT0 CHHIpOMa HE Pa3BUBAETCS, YTO YaIlE BCETO MO3BOJISIET 00XOIUTHCS JaXke 6€3 reMoT-
pancy3uii. [ToHOE OTCYTCTBHE TeHOB A-TIeTICH HECOBMECTHUMO C JKH3HBIO.

a-Tanaccemusa. B otindnie OT AByX I'€HOB 4-11€T1 ITI00OMHA YeJIOBEK HACJIeAyeT OT POJAUTENei
TOJIBKO TI0 OJJHOMY T€HY a-IIeMH, KOTOpPhIE PAcIoNoKeHbl Ha Xpomocome 11. OTcrona BO3MOKHBI
reTepO3UTrOTHBIE, TOMO3UTOTHBIE U JBOMHBIE TETEPO3UTOTHBIE BAPUAHTHI TAJTaCCEMHUH C YMEHbIIIe-
HHEM B KPOBH HOPMAJIbHOTO, COCTOSIIIETO M3 JABYX aa— M JIBYX a-liere, remormoonHa Hb A u
yBenudueHreM remMorinoonnoB Hb F u Hb A2.

ITaTorene3. MonekyssipHble MEXaHU3MbI TATOTE€HE3a A-TaJJaCCEMHHU CIIOKHEE U pa3Hoo0pas-
Hee, 4YeM MpH a-TanacceMuu. Tak, Aejeluy TeHOB MpU 3TOM BU/JIE TalacCeMUU He ObIBaeT. BmecTo
3TOTO BBIABISIOTCS TOUEUHBIE MyTAIlMH, KOTOPBIX Ha CETOAHSIIHUN eHb onucaHo 6ornee 100. B
pe3ynbTaTe MyTalluil TP reTepO3UroTHON TajJacCeMHUH BOSHHUKAET IMcOaNaHc CHHTE3a 4-ua-1enen
100MHa; pa3BuBaeTcs Hed(h(HEKTUBHBIN HIPUTPOIIOI3 U TEMOITU3 PA3IMUHOM cTeneHu TsbkecTu. [pu
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TOMO3UTOTHOM 44-TaJlaCCeMHHU ITH IPOLECCHI BEIPAKEHBI 3HAUNTEIIFHO CHITBHEE U TIPOSIBIISIIOT CEO0st
KaK KOCTHOMO3TOBBIM pa3pyLIEHUEM 3pUTPOUIHBIX HIEMEHTOB, TAK U MACCUBHBIM IIOBPEXKICHUEM
SpPUTPOLIUTOB B cene3eHke. Kak ciencTsue 3Toro, pa3BUBaOTCS HKCTPAMENYIUIIPHbIE 04aru KOM-
IIEHCAaTOPHOI'0 KPOBETBOPEHUSI.

Kinnuyeckass kapTuHa TanacceMuu pasHooOpasHa. (s «0oiblnoi» roMO3UroTHOH a-
TaJacCeMHMH XapaKTEPEH BbIPa)KEHHBIM aHEMUUECKHUI CUHAPOM, KOTOPbIH BBISBIISETCS OUEHb PAHO
(B Bo3pacre 3 — 6 mec.). M3-3a remonusa 3TU JETH OTCTAIOT B Pa3BUTUH, UMEIOT MECTO Jiepopma-
LIUM KOCTEW yepena, NCTOHYCHHE KOPKOBOT'O BEIIECTBA KOCTEH, CIIOHTAHHBIE MTEPEIOMBI. Xapak-
TEpPHA OKpacKa KOKH, 00yCIIOBIEHHAas OJIEHOCTBIO, )KEIATYX0M U OTIOKEHHEM MellaHnHa. Pe3ko
YBEJIMYEHBI pa3Mepbl CEJIE3€HKU U MeUeHH. BrIsiBiseTcs KapAMOMErainus U NPU3HAKU CepACUHON
HEI0CTAaTOYHOCTH. MOryT OBITh KIIMHUYECKHUE MPOSIBIICHUS TEMOXPOMATO3a.

Kinunyeckue nposiBlieHUs: reTepo3UroTHON a-TajlacceMUM MeHee sipku. B OombiimHCTBE
cily4aeB 3a00JieBaHUE BBISBIIAETCSA Cily4aiiHO. OHO MposIBIIET ce0s yMEPEHHO BbIPAKEHHBIM aHe-
MHUYECKUM CHHAPOMOM, peXe HEOOJIBIIION CTuieHOMeranuel. JKenryxa BCTpedaeTcsi peko.

JlabopaTopHasi IMarHOCTHKA TAJIACCEMUU 3aBUCUT OT BapuaHTa 3a0oieBaHus. Y OOIBHBIX
reTepO3UTrOTHOM 4-TanacceMuel BIBISETCS pa3HOM CTENEHU BHIPAKEHHOCTH THIIOXPOMHAs MUK-
pouuTapHas aHemusi. Bcrpeuarorces OTAeIbHbIE MUILIEHEBUAHBIE SPUTPOLIUTHI, @ TAKKE KIETKHU C
6azo¢unbHOM myHKTanmen. ConepkaHue PeTHUKYIOIUTOB M CBIBOPOTOYHOTO XKeJie3a 00BIYHO HOP-
MaJIbHOE. DJIEKTPO(Ope3 TeMOrTIO0NHA BBISBISET IBYXKPAaTHOE YBETMUEHHIE KOJIMIECTBA TEMOTIIO-
OuHa A2, KOTOPOTO MPH 44-TATACCEMHH M IPYTHX THIIOXPOMHBIX aHEMHSIX HET. Y TIOJIOBUHBI OOJTb-
HBIX MOXKET OBITh TaK)Ke MOBBIIIEH (GeTansHbiidi Hb F.

[IpubnusuTenpHO Takue ke 1adopaTOpHbIE MPU3HAKK HAXOAAT MPU MaJIOW 4-TalacCeMHUu.
OnHako >MeKTpodope3 reMorIo0rHa NaToJIOTHH He BBIABISET. I 4-TanmacceMun ¢ IOpakeHHEM
3 reHoB 1nerneli noouna (6one3np Hb H) xapakrepHo Hamgue B kieTkax remoriioonna H Ha gone
CHIDKEHHUSI KoJMuecTBa reMorniioonHa A. [l roMO3UroTHOH a-TanacceMuu XapakTepHbI BbIpa-
YKEHHAsI TUIIOXPOMHAsl aHEMUSI, YBEJIIMUEHHUE COAEPKAHUS PETUKYJIOLUTOB B KPOBH, HOPMOLIUTO3,
MUILIEHEBUIHBIC SPUTPOLUTHI U UX OazoduupHas myHkTaus. [Ipu sanexrpodopese remornoonHa
BBISIBIISIETCS PE3KOE CHMIKEHUE WIIM OTCYTCTBUE TEMOITIOONHA A TP 3HAYUTEIHHOM YBEITHYCHUN
remoriiobuHa F. Kpome Toro, Mo>xeT ObITh YMEPEHHO YBEIHUEHO KOIUYECTBO reMoroonna A2.

JAudpepeHuuaibHbIii JMATHO3 TAaJaCCEMUN NPOBOAMTCS C APYTMMH IE€MOJUTUYECKUMHU
U TUIOXPOMHBIMU aHeMusiMu. B otinuue ot XKIA, y OonbHBIX TaacceMueil OTCyTCTBYIOT CHH-
JPOMBI CHICPOTICHHH, HE CHIDKCHO COJEpKaHME jKene3a U (peppuTHHA B CHIBOPOTKE KPOBH H,
Ha000pOT, HE HAa0IOAAETCS YBEIUUEHUE YPOBHS HEHACBILEHHOTO cuiepodminHa. B ominyue ot
JPYTUX TEMOJMTUYECKUX aHEMUH, IpU TalacCEeMUSX, 3a PEIKUM HCKIIOUYEHUEM, UMEIOT MECTO
THITIOXPOMHBIE MHUKPOIIUTAPHBIE 3PUTPOLUTHL. B TPYIHBIX ClTydasx IOMOTaeT eKTpodopes3 reMo-
IJIOOMHOB, BBISBIISIIOLINA X aHOMAJIbHBIE (DOPMBI.

Jleyenue. boiapHbBIE MaIbIMU TAIACCEMUSIMU B CIIEUAIIBHON TEPANIMU HE HYX)ar0Tcs. Jleye-
HHE OOJIBIINX TATACCEMHUH BKJIIOYACT: TPAHC(Y3UU SPUTPOIIUTOB MOCIIE WHAMBHIYATHHOTO TIOA-
6opa moHopoB 1o cucreMe HLA, npuem ¢oireBoil KHCIOTHI (JOCTAaTOYHO 5 MI/CYT), BBEICHUE
necepaiia BHyTpuBeHHO 1 — 2 T Ha Kaxapie S00 MJI JOHOPCKOM KPOBU M aCKOPOMHOBOM KHUCIIOTHI
(200 mr/cyT), CTIIICHIKTOMUIO, JICUCHUE OPTAaHHBIX IIOPAXKECHUH, CBSI3aHHBIX € TeMocHiepo3oM. [1pu
Hanuuuu HLA-coBMeCTUMBIX JOHOPOB KOCTHOTO MO3ra MOJIOJBIM OONbHBIM (10 16 jieT) MoxeT
OBITh IPOBE/ICHA AJVIOT€HHAs! TPAaHCIUIAHTAlKA, IIO0C/Ie KOTOpOi Oe3peruiiBHas BBLKMBAEMOCTh
nocturaet 80 %.

IIporno3 anst 6OIBHBIX MaJBIMHU (pOpMaMH TaxacceMHUM ONAroNpHsTEH, a Ui TOMO3UTOT-
HOM 4-TajmacceMuu cepbe3eH. Ee OCHOBHBIMM OCIIOKHEHUSIMHU, KPOME 3aMEJIEHHOTO pa3BUTHUS
pebOeHKa, ABIAI0TCA MHPEKIUH, B TOM YUCIIe BUpYCHbIE renatuThlBuC,uremocuiepos3 BHyTpEHHUX
OpTaHOB, CBSI3aHHBIN C MHOKECTBEHHBIMHU TeMOTPAHCHY3UIMHU.
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5.2. AHEMUU NPU XPOHUYECKUX 3ABOJIEBAHUAX

Omnpenenenue. AHEMHUIO, ACCOLIMMPOBAHHYIO C MHPEKIIMOHHBIMU U BOCIAIIUTEIbHBIMU ITPO-
[IeCCaMH U OHKOJIOTHEH, Ha3bIBAIOT aHEMHUEH XPOHHMUECKOTO 3a00IeBaHus WM aHeMHel Ha (oHe
XpoHHuueckoro 3aboneBanus. [loHayany ka3ajiock, YTO OHU CBSI3aHbl C HAPYIIEHHBIM YCBOCHHUEM
)KeJie3a yJ9acTBYIOIIMMHU B BOocTajdeHnH Makpodaramu. OqHaKo MO31HEE TPOSBHUICS MYIBTH(AK-
TOpHUAJIbHBIN I'€HE3 aHEMUU XPOHUYECKOTO BOCHAJIEHNUS, IPYU KOTOPBIX IOMUMO HapyLIEHHs YCBO-
€HHS KeJie3a ObLIH elle MPEACTaBICHBI: a) YKOPOUEHHE ITUTEIFHOCTH JKU3HU SPUTPOLUTOB; 0)
CHIDKEHUE B KPOBH YPOBHS SPUTPOINOITHHA.

IIaTorene3. Co3naercs BeyawieHUe, YTO BEAYILYIO POJIb B IATOT€HE3€ ATUX aHEMUHN UTPaeT
THIEPIPOAYKIUS PA3IMYHBIX IIUTOKUHOB, MPEXIE BCEro (hakTopa HEKpO3a OIMyXOJH, HHTEpIIeH-
KUHOB | U 6, a Taxoke HUHTEPPEPOHOB 4, & U 4. B ocHOBE pa3BUTHA AHEMUYECKOTO CHHIpOMA MpU
QHEMHUM XPOHUYECKOTO 3a00JI€BaHUS JIE)KUT YMEHbLICHUE JJINTEIbHOCTHU JKU3HHU APUTPOLIUTOB U
HEJIOCTAaTOYHAs! KOMIIEHCATOPHAs PEaKIUs SPUTPOII0I3a, YTO OOYCIOBICHO HHTHOUPYIOIIMM BIIH-
STHUEM LIUTOKMHOB HA 3PUTPOIO33 U YyBCTBUTEIBHOCTHIO APUTPOUHBIX KIIETOK-IIPEIIIECTBEH-
HUKOB K 3pUTPOIIOITHHY. YCBOEHHUE K€ JKeJe3a SPUTPOUIHBIMU KIIETKaMU-TPEAIIECTBEHHUKaMU
MOYKET OBITh HE U3MEHEHO WJIM HAPYILIEHO, YTO MOXKET SIBJIATHCS JOTOJIHUTENbHBIM (PAKTOPOM pa3-
BUTHs aHeMuH. OTCIONa TIOHSATHO, YTO U3 3TOW TPYIIIBEI JOJDKHBI OBITH UCKITIOYEHBI aHEMUH, 00Y-
CJIOBJIEHHBIE 3aMEILLIEHUEM KOCTHOIO MO3ra OIYXOJIEBBIMU KJIETKaMHU, MOTEpel KpoBHU, 3a00seBa-
HUSIMU [I€YEHH, IOYEK, TOYEUHON HETOCTATOYHOCTHIO U SHAOKPUHOIMATUSAMU, XOTS MHOTHE U3 ATHX
3a0051eBaHUI 1O CBOEH CYyTH TOXE XPOHUYECKUE.

PacnipocTpaHeHHOCTh aHeMHii HA (pOHE XPOHMYECKOT0 3200/1eBaHusl. YUUTHIBAs 0OJIb-
IYIO0 pacCIpOCTPAaHEHHOCTh CPEIU HACEJIECHUS XPOHUYECKUX 3a001€BaHUI BOCTIAIUTENILHOTO WIIN
OITyXOJIEBOTO I'€HE3a, 3TH BHJIbl aHEMUU BCTPEUAIOTCS JOBOJIBHO 4acTO. OCHOBHBIMH HX MPUYU-
HaMH SIBJIAIOTCS: a) BCE XPOHUYECKHE MHPEKUNHU; 0) XpOHUUECKHE HEMH(EKIIMOHHbIE BOCIIAJIN-
TeJbHbIE 3a00JI€BaHMsl, B TOM YUCIIE PEBMATOUIHbIN apTpUT, peBMaTH4eCKas JIUXOpaiKa, CUCTEM-
Hasl KpacHas BOJIYAHKA, TsKeJlas TPaBMa, 0XKOTH, BACKYJIUTHI U JIP.; B) 3JI0KaYECTBEHHBIE OITYXO0JIN
U reMo0J1acTO3bl; ') AJIKOTOJIbHOE NOpaKEHUE MEUEHHU; /1) TsKeNas cepAeyHasi He10CTaTOUHOCTh;
u JIp.

Kinnudeckue nposiBieHHus1 y OOJNbHBIX aHEMHUEH U €€ TSKECTh B MOAABIISAIOLIEM YHCIIE
HAOJII0/IEHUH 3aBUCSAT OT TSKECTH OCHOBHOM MaTojoruu. Yaiie Bcero Ha paHHUX CTaausx 3adose-
BaHUS UMEET MECTO JIETKasl, PeKe — CpeIHEN TSHKECTH aHeMUs ¢ KojebaHusaMu remarokpura ot 0,25
10 0,4, 4To HanpsAMYO 3aBUCUT OT KoJIeOaHUN 00beMa LIUPKYIUPYIOUIEH KpOBU U 00beMa LIUPKY-
aupytomien miasMel. [Ipyu BbICOKOM ypoBHE B KPOBHU MHTEpIIEUKMHA 6 Ha aHEMUIO XPOHUYECKOTO
3a00JIeBaHUSI MOXKET HACIaUBATHCS «AHEMUS PA3BEACHUSY.

JlaGopaTopHasi 1marHoctuka. /s aHeMHH XPOHUYECKOTO 3a00JI€BaHUS TUITUMYHO HOP-
MaJbHOE WM CHM)KEHHOE COJEpYKaHUE PETUKYJIOLMTOB B KPOBU. AHEMHUS OOBIYHO HOCHUT HOp-
MOLIMTAPHBIA U HOPMOXPOMHBIN XapakTep, a B 23 — 50 % cimyyaeB MOXKET ObITb MUKpOLIUTAp-
HOM ¥ TUIOXPOMHOM. [lociieHui CMMIITOM BCTPEYAETCs Yalle, 4eM MUKPOLMTO3 S3PUTPOLIUTOB, U
HEPEJKO MOXKET OBITh OTHUM M3 IEPBHIX IPU3HAKOB AaHEMUU XPOHUYECKOTO 3a00JI€BaHUSI.

Taxoke 1718 aHEMUU XPOHUYECKOTO 3a00JIEBaHUsl XapaKTEPHO CHM)KEHUE MOKA3aTelsl ChIBO-
POTOYHOTO eJie3a B OTCYTCTBUE YBEIMUEHUS WIN AaKe MPU HAIMYUHU CHUKEHUSI 001LeH jKee30-
CBSI3BIBAIOLIEH CIOCOOHOCTH CHIBOPOTKU. [Tp1 3TOM noka3zaresnp HachlllleHUs TpaHChEeppUHa Yalle
HAXOJUTCS Ha CyOHOpMaJIbHOM ypoBHE. CHHUKEHHME ChIBOPOTOYHOTI'O JKEJIe3a OTMEYAETCs B PaHHUE
CPOKH TSDKEJIOTO MH(EKIIMOHHOTO TpoIecca M ONepexaeT pa3BUTHE aHEMUHU. B cBoio ouepensb,
3TO CONPOBOXKAAETCS YMEPEHHBIM CHUKEHHEM B KOCTHOM MO3re 4Hcia cuaepoOnactos (10 5 —
15 %) u yBenuueHueM reMocujiepuHa B Makpodarax. YpoBeHb heppUTHHA, KaK PaBUIIO, TOBBI-
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1IeH, X0Ts npu conyTcrBytomen XK/[A, kotopas Bcrpeuaercs B 20 % HaOM01EeHUH, MOXKET CTaTh
OTHOCHUTEJIbHO HU3KUM.

BaxHbIM 1okazareneM aHEMHUHM XPOHUYECKOTO 3a00J1€BaHMsl SABJSETCS YBEJIMYEHUE COIEP-
KaHUS B KPOBH TaKMX OCTPO(a30BhIX OENKOB, KaKk PHOPUHOTEH, IEPYIOIIIa3MHH, TalTOTIO0NH,
CPB, C3-kOMITOHEHT KOMIIEMEHTa U aMIJIon]] A ipoTtenH. YacTo y OONBHBIX aHEMHUEH XpOHUYe-
CKOT0 3200JI€BaHUSI UMEET MECTO YBEIMUCHNE TYMOPHEKPOTHUECKOTO (pakTopa, MHTEPICHKUHOB |
u/nm 6 1 uHTep(EepOHOB (Mpekae Bcero a-na-uHTepPepoHoB). B To ke Bpemst ypoBHU anbOyMHHA
U TpaHcdepprHa, KaKk IPABUIIO, CHUKEHBI.

Juarno3 aneMnu Ha (pOHe XPOHHUUYECKOI0 BOCHAJIEHMS CTAaBUTCA MO JAHHBIM OTMEYEH-
HOTO BBIILIE HAPYILLIEHUSI 0OMEHA KeJie3a, COUETAOIIErocs C OTHOM MM HECKOJIBKUMHU U3 TIEpeunc-
JICHHBIX BBIIIE MaTOJIOT .

JuddepenumnalbHbIA ANATHO3, TPEXK/IE BCETO, TPOBOJUTCA C KeIe30AePUINTHHIMU aHe-
musimu. B otimaune ot XK/[A, ipu aHeMuu XpOHUYIECKOTo 3a00IeBaHus Ha (DOHE CHUKCHHS COJIEP-
YKaHUSI JKelle3a B ChIBOPOTKE OTCYTCTBYET CHHYKEHHE 3aM1acoB JKejle3a B PETUKYJI0IHI0TeINaIbHON
CHCTEME U CHUAEpOINeHNYecKuii cuaapoM. Kpome Toro, ypoBeHb eppUTHHA B CHIBOPOTKE KPOBU
IIPU STUX BUJAX aHEMUH, KaK MPaBUJIO, TOBBILIEH.

Jleuenune. OCHOBOM Tepanuu aHEMUU, OOYCIOBICHHOW XPOHUYECKUMH BOCHATUTEIbHBIMU
3a005IeBaHUSIMY, SIBIISIETCS JICUEHUE OCHOBHOM marosjoruu. B Tom ciyuae, ecnu u3-3a aneMude-
CKOTO CHHPOMA TSKECTh OCHOBHOTO ITATOJIOTUYECKOTO MPOIIEcca YCYTYOsIeTCs, T. €. YCHITUBACTCS
TUIOKCEMUS, 3HAYMMO CHI)KAETCS Ka9eCTBO KU3HHU, €CTh BCE OCHOBAHHUS JUIsl IPOBEICHUS TEPANIUU
PEKOMOMHAHTHBIM 3pUTPONO3ITUHOM. CTaHIapTHAs cXema JeYeHHs MoJipa3yMeBaeT NPUMEHEHNE
SpUTPOIOITUHA (d1pekce, pekopmoH u 1ip.) o 30 ME 3 pasa B "Henemnto. [Ipu 3TOM noBbIleHne
reMorio0nHa MOXKET OBITh 3ahUKCUpOBaHO yxe depe3 3 — 4 nexa. Ecmu ke addexra o mpumeHe-
HUSI DPUTPOIIOATHHA HET MJIM CHIDKCHHE TeMOTIIOOMHA TOCTUTAaeT KpuTrdeckux mudp (< 50 r/m),
TO TI0 YKM3HEHHBIM TIOKA3aHUSM CIIEyeT MPUMEHSTh TPaHC(HY3UU IPUTPOIIUTAPHON MACCHI.
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5.3. MAKPOLUUTAPHBIE (METANOBJIACTHbIE) AHEMUU

Meranobi1acTHbIC aHEMHUH IPEACTABISIFOT COOO0H IpyIITy 3a00JI€BaHUH, 111 KOTOPBIX Xapak-
TEpHBI CBsI3aHHBIE ¢ HapymeHnneMm cuaTe3a JJHK MeranoOmactHoe KpoBETBOpEHHE U MAKPOIIMTO3
KpoBU. B ocHOBe 3a0051€BaHNH JIEKUT HApPYIIEHUE €CTECTBEHHBIX ITyTEH CUHTE3a ITyPUHOB U MUPH-
MuauHOB U TopMoxkeHue JIHK-nonmumepusanyn. OCHOBHBIMYM IPUYMHAMU Pa3BUTHS MaKPOLIUTAP-
HBIX aHEMUH CUUTAIOTCS NeDUIHT (HOTUEBON KUCIOTHI W/ BUTaMHHA B;.

JTHoJorus u narorene3. Pons Butamuna B, 1 ¢ponmeBoii KUCIOTHI Moka3zaHa Ha cxeme 5.1,
13 KOTOPOM BUJTHO, UTO HEAOCTATOK (HOJIMEBOIl KMCIOTHI, U B YaCTHOCTH 5, 10-MeTun-reTparuapo-
(honar-nonurIyTaMara, IpUBOAUT K TOPMOKEHHIO MTPEBPALCHUS J€30KCHYPUAUH MOHOGoCchaTa B
NE30KCUTUMHIMH MOHO(oOchaTr U B pe3ynsTare — k TopmoxkeHuto cunteza JJHK. B To xe Bpems
BuTaMuH B, npsmoro yyactus B cuntese JJHK e npunumaet. OgHako oH HEOOXOAUM KJIETKE AJIst
MIpEeBpALIEHUS OCTYNAIOUIET0 U3 KUIIEYHUKA S-MeTHI-TeTparuapodoara (honreBoit KUCIOThI)
B aKTHBHbIE KOOH3UMHBIE (DOPMBI, B TOM YHCJIE€ YIIOMSHYTOTO BBIIIE MTOJUIITyTaMara.

S JIHK
.‘b‘ &
| i
ﬂﬁgm ,urgcb ﬂﬂém) nTT®
nTID
Ire nTM®D
NoJurjayramar 7%
TT® V'] :
MOJIMrTyTamar '*-,5‘ TR
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| F
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ik [Tnazma
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[Inmesou TOHKMH KMILIEYHUK
donar

Cxema 5.1. Mecto (onueBoit kucinotel u Buramuna B, B cuntese JJHK, cBs3anHoe ¢ mpe-
BpalleHueM ae3okcuypuanaMonodocdara (1YM®D) B nezokcutumuauamonodocdar (1TMD) u
nanee aezokcutumuauaandocdar (nTAD), nezoxkcurumuaunatpudocdar (aTTD) u TumMmuauH:
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JAT'® — muruapodomnar; TI'D — terparuapodonar; tATD — ne3okcuaneHosunTpudocdar;
nl ' T® — ne3okcuryanutuauaTpudocdar; nl[TD — nezokcunuruauaTprdochar

HaunbGonee wactoii mpuumHOW nedummra (HoONMEBON KHUCIOTHI SBISETCS HEAICKBATHOE
MOCTYIUICHHE €€ C TUIIIEH, B IEPBYI0 ouepeab Ha (oHE MOBbIICHHOW oTpedHocTu. [locneanss
UMEET MECTO y OEpEeMEHHBIX KESHIIIH U KOPMSIIIIUX MaTepeit, y ObICTpopacTyIuX AeTeil, 0cOOEHHO
B YCJIOBUSIX UCKYCCTBEHHOIO BCKapMJIMBaHUs, IPU FEMOJIM3€E, HEKOTOPHIX BHJIAaX 3J10KaY€CTBEH-
HBIX W BOCTIAINTEIBHBIX 3a00JieBaHUH (PKC(HOIMATHBHBINA IEPMATHUT, Icopuas, bone3ns Kpona u
T. 1.). Jpyroi# npuunno# nedumnmra HomeBoit KUCIOTH MOXKET ObITh HAPYIICHHUE €€ BCAChIBAHUS
B kumeyHnke (0one3ns KpoHa, cripy) u moxoe ycBoenue. [locnennee MoxXeT UMETh MECTO TIPH
JUTUTEIIbHOM MPHUEME HEKOTOPBIX MPOTUBOCYAOPOKHBIX (IudeHnH, 0apOuTyparsl), IPOTUBOTYOEP-
KyJI€3HBIX (LIMKIOCEPHH), IPOTUBO3a4aTOYHBIX U MPOTHBOANA0ETHIECKHX (MET(HOPMUH) ITpernapa-
TOB ¥ ankoroist. Hakonen, aeguuut GonmeBoi KUCIOTH MOKET BO3HUKHYTH B pe3yJIbTaTe MpruemMa
OOJIBHBIM MIPSIMOTO MHTUOUTOpA TUTUAPOQOIATPEIYKTA3hl — METOTpPEKCaTa.

OcHOBHOM NpUYMHON AepUIMTa B OpraHu3Me BUTaMHMHAa B, ciemyer cuurarh Hapylie-
HHUE €r0 BCACHIBAHUS B KUILIEUHUKE U3-32 HEJIOCTATOYHOM BBIPAOOTKH kenmyakoM ¢paktopa Kactia.
[Tocnennee umeer MecTo y OOJMBHBIX aTPO(YUUECKUM TaCTPUTOM, C OIyXOJIbIO XKEJTY/IKa, a TAaKKe
MOXET OBITh CJIEICTBUEM paHEe MEPEHECEHHBIX TACTPIKTOMUM U CEPhE3HBIX 3a00I€BaHUI TOHKOTO
kuieyHuka. [pyroit mpuunHoit feduuurta BuTaMunaa By MOXXeT ObITh HOCUTENBECTBO LIMPOKOTO
JIeHTela, KOTOPBIN MOMIOUIAET STOT BUTAMUH B OOJIBIIOM KOJIMUYECTBE. 3HAYUTENBHO pexe nedu-
LUT BUTaMuHa B, BO3HMKAeT U3-3a HEJOCTATKA €r0 B IUIIE, HAIPUMED, Y CTPOrMX BEreTapuaH-
ueB. Kpome Toro, HapylieHe BcachbIlBaHHs U YCBOEHUSI BUTaMuHa B;, kak 1 QponreBoii KUCIOTHI,
MOXeT Habiroareesi Ha GoHe npuema npotuBoTyoepkyne3nbix (IIACK) u nporuBogunabernye-
ckux (MeT(OpMHUH) MpenaparoB, HEKOTOPHIX AHTUOUOTHKOB (HEOMUITMH) U ankorois. KparkoBpe-
MEHHOE CHWKCHHE aKTMBHOCTH BUTaMUHA By MOXXHO HaOmo#aTh B ciy4yae NpUMEHEHHS aHEeCTe-
3MM 3aKHCBIO a30Ta. HakoHel, y HOBOPOX/IEHHBIX Merajgo0jacTHas aHEMUsl MOXXET BO3SHUKHYTb
u3-3a Jle(hpuIuTa B CBIBOPOTKE TpaHcKoOasomuHa 1.

XO0poI10 U3BECTHO, YTO OCHOBHBIMU MCTOYHMKAMU (DOJIMEBON KUCIIOTHI SIBJISIOTCS JIUCTbS
pacTeHuii, a BuUTaMUHa By — MPOIYKTHI )KUBOTHOTO MPOUCXOXKIEHUS (MSCO, eYeHb, ppida). Bme-
CT€E C TEM €r0 I0BOJIbHO MHOT'O B CO€ M HEKOTOPBIX MOPCKHX BOIOPOCIISIX (XUKUKHU, MOPCKAs KaIy-
cta). HakoHel, OH MOXXET CHHTE3UPOBATHCS MHOTUMU MUKPOOPraHU3MaMu, B TOM YHCJIE Hacels-
IOIMMMH Halll KUIIEYHUK. 3armacoB BUTaMuHa B B opranm3me oObIYHO XBaTaeT Ha 5 — 6 JeT, a
(honreBoil KUCIOTHI — Ha HECKOJIBKO MecsIeB. B xenynke BuTamun B, BeicBoOOXKIaeTcs u3 6ein-
KOBBIX KOMIIJIEKCOB. Jlajee OH CBSI3bIBAECTCS C YIOMSHYTBIM BBILIE NNIMKONPOTENHOM — BHYTPEH-
HUM (pakropoM Kactia, KOTOpbli CHHTE3HpYeTCs MapUeTaTbHBIMU KJIETKaMH CIIM3UCTOM 00010UKH
KeJyka. TOT KOMIUIEKC «BUTaMuH/¢pakTop Kactna» coeaunsercs co creupuueckuMu peLen-
TOpaMU B JUCTAJIBHBIX OT/EJaX MTOB3I0IIHON KAIIKH, OTKY/la BUTaMUH B, moCcTynaeT B mopraib-
HBII KPOBOTOK B CBSI3M C €T0 OCHOBHBIM MEPEHOCYMKOM — TpaHckoOaiamuaoM 1. [Tpu 3Tom BHYT-
pEHHUH (aKTOp B KPOBOTOK HE IOCTYTIAET.

Kannnuyeckasn kapruna. Merano6iactHas Bi)-nedunurHas anemusi BcTpedaercs yaiie y
KEHIIHH, yeM y My>x4uH (1,6: 1,0). Cpequunii Bo3pact 60mbHbIX — ctapiie 60 net. [Tockonbky pas-
BUTHE OCHOBHOH NMpPUYHHBI B)-AeUINTHON aHEMHIH — aTPOPHUECKOTO racTPUTa — HOCHUT ayTo-
UMMYHHBIH XapakTep, 3TO 3a00JieBaHHE YacTO COYEeTaeTCsl y OOJbHBIX C ayTOMMMYHHBIM THPEO-
uaAUTOM, O0se3HbI0 I'peiiBca, IMMYHHBIM THIIONApAaTUPE030M, BUTHIINTO, O0JIE3HBI0 ATUCCOHA U
rurnorammarioOyn1uHeMuel. 3aMeueHo TakXkKe, YTO 3Ta aHEMHsI MOXKET OBbIThb YJeJIOM JIMII, UMe-
roux rpynmy kposu Il (A), ronyOsle m1a3za, 1 0OBIYHO COIMPOBOXKIACTCS PAHHUM IOCEIEHUEM.
VY 6onpmHCTBa O00NBHBIX Bio-nedunutaeivu anemusmu (10 90 %) MoryTt ObITh OOHApYKEHBI
aHTUTEJIA K TapUeTaJIbHBIM KJIETKaM CIIM3UCTOM JKeJTyKa, Y TOJIOBUHBI — K BHYTPEHHEMY (pakTopy
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Kactna. C ogHOM CTOPOHBI, OHM MOTYT IIPETSITCTBOBATH CBA3BIBAHUIO BUTAaMUHA B, ¢ BHYTpeHHUM
(hakTopoMm, C IpyTroit — MPernsATCTBOBATh €r0 BCACHIBAHUIO B MOAB3AOITHON Kulke. CleayeT Takxke
3aMeTUTh, YTO aHTUTENA K BHyTpeHHeMy ¢akropy Kactna mist Bip-aepunuTHeix aneMuit sBis-
I0TCS CIeM(PUUECKUMH, B TO BpeMsl KaK aHTUTENa K MapHueTaJbHbIM KJIETKaM >KeIyJIKa y 4acTu
MOXKUJIBIX KEHIIUH MOTYT OBITH OOHAPY>KEHBI U B OTCYTCTBUE AHEMUHU.

Knunnueckass cumntomaruka y OOJbHBIX Bip-neguuutHoil aHemueil pa3BUBaeTcs Me-
JeHHo. [[71s1 Hee XxapakTepeH aHeMUUYECKUN CUHIPOM, CUMIITOMBI TTOPAXKEHUS JKEITYTOUHO-KHIIIECY-
HOTO TpaKTa M, peXe, HEPBHOW CHUCTEMBI B BUJE TaK Ha3bIBAEMOTO (DYyHUKYISIPHOTO MHEI03a.
ITo onucanuro M. A. Kaccupckoro, KIMHMYECKash KapTHUHA CUHIAPOMA CKJIAJbIBA€TCS U3 COYe-
TaHUM CMACTUYECKOTO CIUHAIBHOTO TMapajinya W TaOeTHUEeCKUX CUMNTOMOB. K mepBBIM OTHO-
CSITCS: CIIACTUYECKUI Mapanapes ¢ MOBBIIIEHHBIMU pedieKkcaMy, KJIIOHyCaMH U IaTOJIOTHYECKUMU
pednexcamu babunckoro, Pocconumo, bexrepesa, Onnenreiima. K cumnromam, CUMyIHpyOIIMM
CIMHHYIO CYXOTKYy («IceBa0Tabec»), OTHOCATCA MapecTe3uu (OLIyLICHHE IOJI3aHUS MYpallek,
OHEMEHUE JUCTATBHBIX OT/EIOB KOHEUHOCTEMN ), OMOSCHIBAIONINE OOJIU, TUTIOTOHUS U TIOHKEHNE
pedekcoB BIUIOTH A0 apedieKcuy, HapylleHHe BUOPallMOHHON U NTyOOKON YyBCTBUTEIBHOCTH,
CEHCOpHAas aTakcHs U paccTpOMCTBO (PYHKIIMH Ta30BBIX OPraHOB. Y OOJBHBIX MOTYT OBITH pa3-
JUYHBIC TICUXUUYECKUE HAPYIICHUSI, KOTOPHIE BAPbUPYIOT OT JIETKOUM pa3apa’kUTEIbHOCTH JI0 TIy-
OOKOM JeMEHIIMH U BBIPaKEHHOTO Tcuxo3a. OnucaHbl TakXKe peIKue cilydan aTpoQuu 3pUTellb-
HOro HepBa. HeoOxoaumo 3aMeTUTh, YTO BBIPAXKEHHOCTh IMCUXWYECKUX HAPYIIEHUN Y TTOXKHIIBIX
0O0NBHBIX ¢ neuIToM BUTaMUHa By MOXKET UMETh CaMOCTOATENLHOE, HE CBA3aHHOE C aHEMUEH
3HAYEHHE U XOPOIIIO YCTPaHseTcs Ha (OHE Teparuy BUTAMUHOM B ;.

[TopaxeHue XemyI0uHO-KUIIIEYHOTO TPAKTa MPOSBISAET ceOs HENPUATHBIMU OLTYIIEHUSIMHU
(>xokeHHe) U OOJSIMU B SI3bIKE, MOSBICHUEM OOJIE3HEHHBIX TPEIIMH B YIUIy PTa, CHHXKEHUEM arire-
TUTA, AXWINYECKUMU TOHOCAMU, MOXYAaHUEM. Y TaKUX OOJIbHBIX MOXKET OBITh BBISIBICH aHTYIISIP-
HBI CTOMATUT, IPKO-KPACHBIH, C aTpoPUPOBAaHHBIMU COCOYKAMHU, «JIAKHUPOBAHHBII U O0JIE3HEH-
HBIN S3bIK, YPE3BBIUAHO YYBCTBUTENBHBIN K Topsuyell W kucioil numie. MHorna onpenensercs
rernaro- u cruieHomeranusi. [lockonbKy OONBIIMHCTBO 3THUX MU3MEHEHUU KEITYyJOYHO-KUIIEYHOTO
TpakKTa CBs3aHO ¢ HapylieHneM cuHte3a JIHK B ciiu3ucToM snutesnu, OHM MOTYT B TaKo# ke Mepe
HaOmoaaThCs ¥ npu (HonueBoaePUIIMTHBIX aHEMUSX.

Yro KacaeTcs aHEeMHUECKOro cuHapoma npu Bir,— u ponreBoaepUIMTHBIX aHEMUSAX, B HEM
HeT Hr4uero ocooeHHoro. Kak u gpyrue 601pHbIC aHEMHUEH, 3TH OOTBHBIE TPEIBSBIISIOT )KAJIOOBI HA
00111y10 C1a00CTh, YTOMIIIEMOCTh, TOJIOBOKPYKCHHE, IITYM B yIIIax, CepAIcOneHe, 001 B CEpIie
Y OfIBIIIKY TIpH (u3udecKkoil Harpyske. [Ipu ocMoTpe, moMuUMoO OJIeTHOCTH, MOXKET OBITH OOHAPY-
JKEHA HEKOTOPast KENTYITHOCTh KOXKH M CKJIEp, CBA3aHHAS KaK C BHYTPUKOCTHOMO3TOBBIM T'E€MO-
JU30M TUT0X0 Au(GEepEHIIUPYIOMUXCS HOPMOOJIACTOB, TaK U C YKOPOUECHUEM MPOIOJIKUTEITHHO-
CTH JKM3HU TATOJIOTHYECKH M3MEHEHHBIX 3pUTPOIUTOB. [lynbe, kKak mpaBuito, yacTeii. Pazmepsl
cepaua yMepeHHo yBenuueHsbl. [Ipu ayckynbranuy Ha BepXyLIKEe cep/ua ONnpeaeseTcs: CUCTONN-
YECKHUU IIyM.

JlabopaTtopHasi quarHocTuka. /[marHo3 mMeramoOJacTHBIX aHEMHUUN CTaBUTCS HAa OCHOBa-
HUU KIIMHAYECKOTO aHalln3a KPOBHU, ITyHKTaTa KOCTHOTO MO3Ta M OMOXHMHUUYECKOTO OTNPEICIICHUS B
KpoBH edunnrta ButamuHa B) n/unn gonueBoit kuciotel. [lockonbKy naroreHeTH4ecKue Mexa-
HU3MBI HApYIICHHsS TeMOI1033a NP B)— 1 ponmeBoaepUIUTHBIX aHEMHUSX UMEIOT MHOTO OOIIIEeTO
B 11aHe ocTaHoBKH cuHTe3a JIHK, ananmu3bl KpoBH U KOCTHOTO MO3Ta IPU HUX MPAKTUYECKU HEOT-
JUYUMBI.

Tak, nns 0benx aHeMHi XapakTepeH MaKpOIUTO3, TOYHEE MaKpOOBAIOIMUTO3 (CM. IIB. BKIL.,
puc. 5.3), MONKUIONUTO3, HAJTHMYKE B KPOBH MOJIOMAHHBIX KIIETOK, & TAKXKE SPUTPOIIMTOB C OCTaT-
kamu siiep (Tenbua JKommu u konbia Ka60). KonndecTBo peTukynonuTos cHukeHo. [Tomumo ane-
MUU XapaKTEPHBI JIEUKOTICHHsI M TPOMOOIIUTOIIEHUS, yKa3bIBaloIIle Ha ocTaHOBKY cuHTe3a JJHK
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U B TPaHYJIOLUTAPHOM, U B MErakapuoOIMTaApHOM pocTKax. [IpsMbIM OTpaskeHUEM 3TOTO SBISETCS
HaJINYKE B KPOBH TMIIEPCETMEHTUPOBAHHBIX (O0JIee 5 AIepHBIX CETMEHTOB) HEHTPOPHIIOB, a TAKKe
NIOSIBJICHUE B KPOBH TMTAHTCKUX TAJIOYKOSIIEPHBIX HEUTPO(PHUIOB 1 METAMHUEIIONUTOB. Y MHOTHX
OOJIBHBIX B KPOBU OOHAPY)KUBAIOTCS JJa’KE METajio0IacThl, KOTOPBIE MOCTYIAIOT B IIUPKYJIISAIHIO U3
04aroB 3KCTpaMENyJUISIPHOTO KPOBETBOPEHUS B MIEUYEHH U CEJIE3EHKE.

[IyHKTaT KOCTHOTO MO3ra 0OHAPYKUBAET BHIPAKEHHYIO TUIIEPILIA3HI0 SPUTPOUIHOTO POCTKA
C MeTaso0JIacTHBIM TUTIOM KPOBETBOPEHHS M CO CMEILIEHHEM COOTHOIICHUS MEX Ty MUACIIOUTHBIMA
Y OPUTPOUHBIMHU KJIETKaMU B CTOPOHY NocieHuX. Pa3BuBaroiuecs B yCI0BUAX OCTAaHOBIEHHOTO
cuare3a JIHK merano6mactel 0OHApY>KUBAIOT OTYSTIMBBIA aCHHXPOHHU3M B CO3PEBAaHUM sJIpa U
LUTOIUIa3Mbl. B 4acTHOCTH, B 3pUTPOUIHBIX KJIETKAX COXPaHIETCs HEXKHas CTPYKTypa XpOMaTHHa,
B TO BpeMs Kak LMTOIlJIa3Ma CO3PEBAeT M HaKaIUIMBAaeT reMoIio0uH, kak o0pyHO. Kpome Toro,
CO3pEBAIOIINE HPUTPOUIHBIC IIEMEHTHI 00HAPYKUBAIOT TAKHE HEOOBIYHBIE YEPTHI AUCIUIA3HUHU, KK
MHOTOS/IEPHOCTh, MUKDPOSIAPA, MEXBSACPHBIE MOCTHI, a Takxke Tenblia Ko, Yacts MeTamue-
JIOLIUTOB UMEET TUTAaHTCKUE pa3Mepbl. MerakapuouuThl, Kak IpaBUiI0, UMEIOT THIIEPCETMEHTHPO-
BaHHBIE S/]pa U JI0BOJIbHO HEXKHBIA XpOMATHH.

[Ipn OGuoXMMHYECKOM HCCIEIOBAHUM MOKET OBITh BBISIBICHO MOBBIIIEHHOE COJIEP)KaHUE B
CBIBOPOTKE HECBSI3aHHOTO OMIIMPYOWHA M JAKTaTAETHIPOTeHa3bl IPU HOPMAJIHHOM CONEPKAHUU
xkenesa u pepputrHa. YpoBeHb BUTAMUHA By Wian/m (GoaneBoid KUCIOTHI, KAK TIPABHIIO, CHUXKCH.
BcnomorarensHbIM TECTOM Ha HalM4Ke B opranusMe nedunnra Butamuaa B 1) MmoxeT ObITh ompe-
JIeJIEHHE B MOY€ COZIEpKaHMsI METUIMAJIOHOBOM KHCIIOThI, KOTOpoe B citydae Bi,-nedunura Oyner
YBEJIUYEHO.

JAu¢pepeHuuaibHbIii AMATHO3 AaHEMHUI, CBSI3aHHBIX C HapymeHueM cuHresa JJHK, npexne
BCETO CJIEAYET MPOBOAMTD C allJIACTUUECKUMH aHEMUSIMU U MUEJIOAUCINIACTHYECKUM CHHIPOMOM.
B ominume or amiacTH4ecKux aHEeMH, KOCTHBIA MO3TI OOJBbHBIX MErajao0JaCTHBIMU aHEMUSIMU
OoraT KJIETOYHBIMU JIEMEHTaMHU U O0OHApYKMBaeT Merajgo0iacTHoe kpoBeTBopeHue. Kpome toro,
TaKhe aHEMHH, KaK IIPaBUJIO, XOPOILIO MOIJAIOTCS Tepanuu BUTaMuHoM B, n/unu ¢onreBoit kuc-
JIOTOHM, O YeM CBHUJIETEIILCTBYET OBICTPBIN MOJbEM PETUKYJIOLUTOB B KPOBHU, UTO MPH aIIacTHYe-
CKUX aHEeMUSX He HaOmogaeTcs. B oTmuune oT MakpoIUTapHbIX pepaKkTEpHBIX aHEMHU, KOTOPBIS
MPENCTABISIIOT co00i YacTh muenoguciuiactudeckoro cuuapoma (M/C), mpu Bir-u donueso-
neUIUTHBIX aHeMHUsAX He oOHapyxuBaroTcsi cBolicTBeHHble MJIC XpOMOCOMHBIE HapylIeHHS,
Hanpumep Jeaeusl YaCTH IJIMHHOTO Iie4a XPOMOCOMBI 5.

Jleuenne OonbHBIX B1y— vinu GoiareBoaepUIIMTHHIMU AHEMUSMHU C PABHBIM yCIIEXOM MOXKET
MIPOBOJIUTHCSA U B aMOYJIaTOPHBIX YCIIOBUSIX, U B cTaunoHape. [Ipu 3ToM cienyeTr uMeTh B BULY,
YTO Ha3HAY€HHE BUTAMUHOB MPU METajo0IaCTHBIX aHEMHUSX JI0 MOJIyYEeHUS CTepHAIbHOU MYyHK-
LMY HETPAMOTHO. /[e10 B TOM, 4TO XapaKTepHOE JIJIsl HUX MErajo0JacTHOE KPOBETBOPEHHE MOXKET
WCYE3HYTh YK€ MOCJIe OIHOM MHBEKIMH BUTaMHHA Bj;, 4TO KpailHe 3aTpynHSET U MOCTaHOBKY
JIMarHo3a, ¥ JalibHeIee JeueHre OOIbHBIX.

st neuenns Bp-neunuTHON aHeMHUH MOYKHO UCTIOIB30BATh JABE JIEKAPCTBEHHBIE (DOPMBI —
uaHoko0amaMuH U oKcuKoOanaMuH. [Ipu oTcyTCTBUM KIMHUKY (DyHHUKYISIPHOTO MHENI03a BUTA-
muH B1; BBonutes B go3e 250 — 500 MKr/cyT, a mpy HAJIUYUHM TaKOBOTO (4TOOBI MPEOA0IETh reMa-
TodHIehaTnIecKnii Oapbep) pazoBas go3a yBenuuuBaeTcs 10 1000 mkr. Ilepeie 7 — 10 nueit
Mpernapar BBOAUTCS €KEIHEBHO, 3aTeM | — 2 pa3a B HEAENIO 10 MOJHOW HOpMau3aluu remMaro-
JIOTHYeCKUX Mnokaszareneil. OMHUM U3 paHHUX NPU3HAKOB 3()()EKTUBHOCTH MPOBOAUMOM TEparuu
CUMTAETCS YBEIUUYECHHUE CONEPKAHUS PETUKYJIOLUTOB B KPOBHU, KOTOPBIE B IIEPBYIO HEJEIIO JIeUe-
HUS ONpeAeNsoTCs peryasipHo. [Ipu gocTHKeHUH KIMHUKO-TeMaTojoruiyeckoro 3gdexra Buta-
MHUH B17, ¢ 1eb10 CO31aHMs €110, BBOJUTCS JOIIOJIHUTEIBHO €Ie B TEUEHUE JIByX Helenb. Jlanee,
€cJy IpUYMHOH nedurura BuTaMuHa B, y 001pHOTO OBUT aTpopuyecKuil racCTpuT HITH TacTPIK-
TOMHUS, €My TIOKa3aHa MOXKU3HEHHAs MOJePKUBAOIIasl Tepanus BUTaMuHoM B, B 1o3e 250 Mkr/
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mec. Eciam nomxkusbiii o dekr npu BBeneHnn BuTamMuHa B, oTCyTCTBYeT, 0a3ucHast Tepanus MOKeT
OBITH JOMOJHEHA Ha3HAaY€HUEM MaJIbIX J103 MMPEIHU30I0Ha, YTOOBl YCTPAHUTh HEUTpaIU3ylollee
BUTaMMH BIIMSHUE aHTUTEN, BEIPAOAThIBAEMbBIX HA €TO BBE/ICHUE.

Jist nedenust ponueBoaepUINTHON aHEMUH UCTIONB3YIOT (DOJIMEBYIO KUCIIOTY B A03€ 15 Mr/
CYT, 3G HEKTUBHOCTH KOTOPOU TAK)K€ KOHTPOJIMPYETCS OBBIIIEHUEM PETHUKYIOIUTOB KpoBU. CHa-
yaJla OHa 1aeTcs A0 HOPMAJIM3aLUN KIMHUKO-TEMaTOJIOTHYECKUX IT0KA3aTeNEeH, a 3aTEM B TEUEHNE
JIBYX HEJeNb Ul CO37aHusl HeoOX0AUMOro 3amaca B opranusme. [110604HbIX 3 PEeKTOB Tepanu,
Kak MpaBuio, HeT. [IporHo3 3a0oneBaHust XOPOLIHA.
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5.4. AlNNACTUYECKUE AHEMWUA

[Tox arutacTryeckoi aHEMHUEN IOHUMAOT TAKOE COCTOSIHUE KPOBETBOPEHUS, KOTOPOE XapaK-
TEpPU3YyEeTCS HAIMYUEM B KPOBHU MaHIMTONEHUH (AHEMUH, JIEGHKOTIEHUH U TPOMOOLMTONIEHUH) TIpU
Pa3HOM CTENEHU BBIPAKEHHOCTH TMIIOIUIA3UN WIM aIula3uy KOCTHOro mo3sra. Ilo mpupone cBoeit
OHA MOXET ObITh BPOKJCHHON UJIM IPUOOPETEHHOI, IO T€HE3y — MUEJIOTOKCUUECKOM MIIM UMMYH-
HOI, a 110 TEYEHHUIO — CPEIHEN TAKECTH, TAKEION U CBEPXTAKENON. AMIacCTUUECKUE aHEMUU BCTpPE-
yatorces ¢ yactoroit 1 — 3,5 ciyqast Ha 100 ThIC. HaceneHUs.

5.4.1. BpoxaeHHana annactu4yeckaa aHemus (PaHKOHN)

[Ipumepom BpokA€HHOM aryIaCTUYECKON aHEMUU MOXKET ObITh anemus @ankonu. OHa Haclie-
JyeTcsl TI0 ayTOCOMHO-PELIECCUBHOMY THITy M M3-3a HapyuleHus cuHresa JJHK conpoBoxnaercs
MHOKE€CTBEHHBIMH CIIy4YalHBIMU ITOJIOMKAMH XPOMOCOM, SHAOPEAYILIMKALMEH € HOMa U XpOoMa-
TUHBIMU OOMEHaMHU.

Knaunnveckasi kaptuna. bosnesHs nposiisier ceds paHo. B kinHuke, Hapsay ¢ HapylIeHUEM
KPOBETBOPEHMS U CBSI3aHHOM C HUM aHEeMUEH, MOXKeT ObITh pa3HOM CTETEHU BBIPAKEHHOCTH FeMOp-
parudeckuii nuares, 00bsICHUMBIN TPOMOOIIMTONIEHUEH, a TaKKe MOBBIILIEHHAs! YyBCTBUTEIBHOCTD
K MH(QEKIMAM U3-3a IPaHyJIOIMTONEHUH. JTO NPOosBIsSeTcs Ha (POHE Pa3IUUHBIX 1e()EKTOB pa3BU-
THS cKesteTa (MUKpoliedanus, OTCYTCTBUE JIy4€BOM KOCTH U OOJIBIINX MATbIEB KUCTH, MAJICHbKHUH
pOCT), BPOXKICHHOH TMIOIUIa3U1 TIOYEK, TUITOTOHAAU3Ma, TUIIEPIUTMEHTALUN KOXKH U T. [I.

Haunbonee cepbe3HbIMU OCIOKHEHUSMH aMjacTUYeCKOM aHEMUH SBIIAIOTCS MH(DEKIIMOHHbIE
OCJIOKHEHUSI M TeMOpparudyeckuii auare3, KOTOpble CHIIbHEE BBIPAXEHBI MPH TSHKEIOH (Gopme
00JIe3HH, U B IEPBYIO Ouepeab TPeOyeTCsl UX KOPPEKLIHUS.

JlaGopaTopHast AuarsocTuka. AHajau3 KpoBU OOHAPYKUBAET aHEMUIO, TPOMOOIIUTOTIEHUIO
U TPaHyJIOLUTONIEHUIO PA3HOMN CTEIEHH BBIPAKEHHOCTH C YBEIUYEHUEM OTHOCUTEIIBHOIO COLEP-
XKaHUs TMM(OIMTOB U, BO3SMOXKHO, IJIa3MaTHUECKUX KJIETOK. AHEMHUsI HOCUT SIBHBIHA T'MITOpereHe-
pPaTOPHBINA XapaKTeP ¢ YMEHBIICHHBIM KOJIMYECTBOM PETUKYJIOLIUTOB.

IIyHKTar KOCTHOrO MO3ra CKyIHBIH M MaJOKIJIETOYHBIN. B TpemaHarax KOCTHOMO3IOBBIE
(parMeHThl OeTHBl KPOBETBOPHBIMU 3JIEMEHTAaMU, U 00JIee TpeX YeTBEPTEeH MX 3aMeIleHbl KHUPO-
BOW TKaHbIO0. B OONBIIMHCTBE yYacTKOB Majio M I'PaHYJIOLMTAPHBIX, U SPUTPOUIHBIX, U MEraka-
PHOLIMTAPHBIX JIEMEHTOB, @ TOMUHHUPYIOT JIMM(OLUTHI U IUIa3MaTHYeCKue KiIeTKu. Bmecrte ¢ Tem
MOTYT BCTpEeUaThCsi MECTa HOPMAJIbHOM KIIETOUHOCTHU C BBIPQXKEHHBIMH JTUM(OUIHBIMU (OIITUKY-
JaMH.

JAunarno3 anemun OaHKOHU NPEAIIOIATaeTCA IIPU HAJIWYUHU B KIIMHUKE OTMEUEHHBIX BBIIIEC
COMAaTHYECKUX HapyLIECHUMN, KOTOPbIE COUYETAIOTCS C Pa3BUTHEM MAaHLIUTONIEHUU KpoBU. OH mox-
TBEPKAAETCS JTaHHBIMU TPENaHOOUOIICUU KOCTHOTO MO3ra, a TaKXKe pe3y/bTaTaMy ero UTOreHe-
TUYECKOTO MCCIIEIOBAHMS, KOTOPBIE BBIABIIAIOT aIllJIa3UI0 KPOBETBOPEHHUS U XapaKTEPHBIE [ aHE-
My PaHKOHY MHO)KECTBEHHBIE HApPYILIEHHUs XPOMOCOM. PemaromuM it IOCTaHOBKU THAarHo3a
SBJISIETCS aHAJIM3 XPOMOCOM IOCIe KyJIbTUBUPOBAHUS KJIETOK C AUATOKCUOYTaHOM MM MUTOMHU-
HOM C, KOTOpBIE BBI3BIBAIOT B 3TUX KJIETKaX MHOKECTBEHHBIE MHTyLIUPOBAHHbBIE MYTall1H.

JAuddepenumnanbHbIi JHATHO3 CIIENYET IPOBOAUTD C APYTUMH BPOKICHHBIMU aIlllacTHYe-
CKMMH aHEMUSAMHU, B YACTHOCTH aCCOLIMUPYIOLIUMUCA C BPOKIECHHBIM JUCKEPATO30M KOXKH, HApy-
IIEHUEeM pocTa Bosioc U Horreil. Ilpu 3ToM MOryT OBITH ellle TeJIeaHrMdIKTa3uu Ha Teje, Hallo-
JIaThCsl PE3KOE BBIMAJCHUE BOJIOC U HapyLIEHHE MOTOOTAENCHUSA. Y TaKuX OOJBHBIX MOXKET ObITh
U YMCTBEHHAasl OTCTaJ0CTh, HO XPOMOCOMHBIE HAPYLICHUS KPOBETBOPHBIX IEMEHTOB JJI HUX HE
XapaKTEPHBI.
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JleueHne BpOXXKJICHHOW amjacTUYECKOM aHEMUU BKIIOYAET TPaHCPY3UHM IPUTPOLIUTOB U
TPOMOOIIUTOB M TPOPHITAKTHYECKOE BBEACHHE Jiechepana i sKcuKanaa. B cirydae BropuaHon
UMMYHHU3AIMHA O0IEHOTO HAa ()OHE TeMOTpaHC(Y3Uil MOTYT OBITh UCIIOJIB30BaHbI IITFOKOKOPTHUKO-
uabl 1 nukiiocnopuH A. HekoTopbiM 00JIbHBIM MOKET OBITh NpeAiokeHa CIieH3KToMus. OHaKo
panuKaIbHBIM CIIOCOOOM JiedyeHus aneMur MaHKOHU OCTAeTCs TPAHCIUIAHTAIMSA KOCTHOTO MO3Ta
CO BCEMH BBITEKAIOIIMMHU U3 HEE MOJOKUTEIbHBIMU U OTPULATEIbHBIMU MTOCIIEICTBUSAMHU.

Iporuo3 npu 3Tom 3a0oneBanuy TsoKeNbIA. [IpudmmsurensHo y 20 % O60nbHBIX O0JIE3HD B
tedenue 5 — 10 et moxet TpanchopmupoBarbes cHadana B MJIC, a motoM B ocTphiid HemuM}oo-
JIACTHBIN JICHUKO3.

5.4.2. NMpnoGpeTeHHbIe annacTun4yeckne aHeMmmmn

Brigenstor aBe Gpopmbl MpUOOPETEHHBIX AIUTACTUYECKUX aHEMUU: MUELOMOKCULECKYI0 |
UMMYHHYIO.

Itunonorus. [osBieHnI0 MUETOTOKCHYECKON (OPMBI IPUOOPETEHHOM arIacCTHUECKOM aHe-
MHUHU CIIOCOOCTBYIOT: paguanusi, MUTOCTaTUKU, WHCEKTUIIUIbI, MBIIIbIK, OPTaHUYECKHE PACTBO-
purenu u JJIT. B 10 ke BpemMss MMMYyHHBIA MEXaHU3M MOBPEXIACHUS KOCTHOMO3IOBOIO KpO-
BETBOPECHUS MPOCMATPUBACTCS IIPU JECUCTBUU HA KIIETKH TAaKUX JIEKAPCTB, KaK JIEBOMULETHH,
cynb(aHUIaMUIbl, HEKOTOPHIE YPOCENTHKU U COJH 30510Ta. KpoMe TOro, oH SIBHO MPUCYTCTBYET
MIPY BOSHMKHOBEHUHU aINIACTUYECKON aHemuu y OonbHBIX renarutamu (A, B u C), mepenecmmnx
BUPYCHYIO HH(EKIUIo DmiTeitna — bapp, y 6epeMeHHbIX U T. [I.

ITaTorenes. B 0ocHOBE pa3BUTHs alUIaCTUYECKUX AHEMUH JIEKUT PE3KOE YMEHBIIIEHUE B KOCT-
HOM MO3T€ KOJMYECTBA MOJUMOTEHTHBIX CTBOJOBBIX KJIETOK U HECIIOCOOHOCTh MX UM CTPOMBI
o0ecrednTh MOTHOLEHHBIM TeMomno33. B yacTu ciydaeB 9T0 MPOUCXOIUT HU3-32 MPSMOTO MOBpE-
JKIAOIIETO JACUCTBUS HA CTBOJIOBBIC KJIETKU HEOIAronmpusATHBIX (PaKTOPOB BHELIHEH Cpeabl WU
LIUTOCTATUKOB, B YaCTH — Ye€pPEe3 UMMYHHbIC MEXaHU3MbI. B M000M ciyyae HEIOCTATOUHOE KOJIH-
YECTBO B KOCTHOM MO3I€ ITOJIMIIOTEHTHBIX CTBOJIOBBIX KJIETOK IPUBEIET K HEAONPOLYKIIMU KPOBE-
TBOPHBIX 3JIEMEHTOB BCEX POCTKOB M YPOBHEH CO3pEBaHUS, K 3allyCTEHUIO KOCTHOTO MO3Ta (CM.
LB. BKJ., pUC. 5.4) U K pa3BUTHUIO MAHIIUTOIIEHUH KPOBH.

Kiannunveckas kapruHa. KnuHudeckue nposBICHUS arlaCTUYECKON aHEMUU MOTYT OBITh
pa3nuYHBIMH. B HEKOTOPBIX CIIydasix OHa BO3HUKAET OCTPO U OBICTPO MPOTPECCUPYET, B IPYTHX —
3a005IeBaHUE TEUET OTHOCUTENIBHO CIIOKOITHO. Ha mepBoe MecTo B KIIMHUYECKOW KapTUHE BBICTY-
MaeT aHeMUYEeCKUH CHHIPOM. BoNbHBIE KayIOTCS Ha OOIIYI0 claboCTh, OMABIIIKY, cepauedue-
HUE U Ha MJIOXYI0 MEPEHOCUMOCTh (PU3NYECKUX HATPY30K. YIITyOleHne TPOMOOLIUTOIEHUN MOXKET
MPUBECTHU K NTOJKOKHBIM KPOBOU3IUAHUIM, KPOBOTOUUBOCTH JECEH, MEHOPPATUSIM U ITOBTOPHBIM
KPOBOTEUEHHUSIM CO CTOPOHBI CITU3UCTHIX 000s0uek. [IposBneHnem rmy0okoit HEUTPOTIEHUH MOTYT
OBITh peLUINBUPYIOIIIE HH(DEKINH, BKIIIOYasi aHTUHY, CTOMATUT, THEBMOHUIO, TAPAITPOKTHUT.

B aHanuse KpoBH BBIABISIETCS HOPMOXPOMHAsL AHEMUS PAa3HOM CTEIIEHU BBIPAXKEHHOCTH U
CHUKEHHOE KOJIMYECTBO PETUKYIOUUTOB. KonyecTBO NEHKOLIMTOB HUKE HOPMBI 32 CUET YMEHb-
IICHHS YUCJIAa TPaHyJOLUUTOB. B THKENBIX claydasx MOXET ObITh arpaHylolHMTO3, abCONIOTHAsS
MOHOLUTONEHUs U muMbonenus. KoanuecTBo TpPOMOOIIMTOB CHIXKEHO, B TSKEINBIX cliydasx 10 20

% 10° 1 HiKe.

JAuarno3. Mpicib 00 amjacTUUECKO aHEeMUM JOJHKHA BO3HUKATh y Bpaya MpH HaJIUYUU
y OOJIbHOTO KJIIMHUYECKUX MPOSBIECHUIN HEJOCTATOYHOCTH SPUTPOUIHOTO (aHEMHUsI), Merakapuo-
UTAPHO-TPOMOOIIUTAPHOTO (TEMOPPAruIeCKU TUaTe3) U TPAHYIONUTAPHOTO (MH(EKIIUN) POCT-
KOB KpPOBETBOPEHHUS, a TAKXKE OTMEUCHHBIX BbIIIE U3MEHEHUI KpoBU. [I0CKONBKY IMyHKTAT KOCT-
HOTO MO3Ta Y MHOTHX OOJIbHBIX aljJaCTUUYECKUMH aHEeMHSIMH TIOJTYYUTh HE yAaeTcs, aJJleKBaTHbIM
METOJIOM AMArHOCTHKHU cuuTaeTcsl TpenaHoOuorncus. [lociennss BbISBISIET BHIPAKEHHYIO arjia-
310 KPOBETBOPEHHMSI C 3aMEIIeHHEM OOJIbIIIeH YaCcTH KOCTHBIX (pparMeHToB (> 75 %) ®upoBoii TKa-
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HBI0. B O0JIBIIMHCTBE aHANMM3UPYEMBIX YYaCTKOB SPUTPOUIHBIC, TPAHYIONUTAPHBIE U METaKapho-
LUTApHBIE JIEMEHTHI OTCYTCTBYIOT, @ BCTPEYAIOTCS B OCHOBHOM JIMM(OLIUTHI U M1a3MaTuyecKue
KJIETKU. B TO ke Bpems oTAenbHble PparMeHThl KOCTHOTO MO3ra OOJbHBIX aljlaCTUYECKUMU aHe-
MUSIMH MOTYT OBITh JOCTaTOYHO KIJIETOUHBIMHU H COJEpKaTh TuMpounanabie (Gommukyisl. [Ipu sTom
CUMTAETCS, YTO OCHOBHBIMHU KPUTEPUSMU JIJIsl AUArHO3a TSKEI0M (pOopMBbI arytacTUUECKO aHeMUun

SIBIIIIOTCA: KOJIMYECTBO rpaHyinouuToB MeHee 0,5 % 10%/1; KonMUECTBO TpombonuToB MeHee 20

% 10°/11; CKOpPUIHPOBAHHOE HA HOPMAJIbHBIE LH(BPBI IPHUTPOLUTOB KOTHIECTBO PETHKYIOLUTOB
MeHee | % npu KIeTOYHOCTH KOCcTHOTo Mo3ra meHee 30 %.

JAnddepennuanbHblii ITMATHO3 arIaCTUYECKOW aHEMHH CIIEAYEeT MPOBOAUTH C IPYTUMH
BUJIAMU aHEMHU, B epByI0 odyepens ¢ Biy— u dponueBogepuunuTHBIMU, MUETOAUCIUIACTUYECKUM
CHUH/IPOMOM, OCTPBIM JIEHKO30M U METacTa3aMy paka B KOCTHBIM MO3T. B oTnuuue oT amactuye-
CKol aneMuu, pu B1,— 1 ponreBoaepUIMTHBIX aHEMUSX B OOJIBIIMHCTBE CIIy4aeB MUEJIOIUCILIA-
CTMYECKOT0 CHHJIPOMAa M OCTPOTO JICHK03a KOCTHBIM MO3T Oorar KJIETOYHBIMHU 31eMeHTamMu. Kpome
TOTO, B HEM IIPE/ICTaBIICHbI B YBEJIMUECHHOM KOJIMUECTBE OJIaCTHBIC 2IeMEHTHI. B ciydae ke ama-
3MM KOCTHOTO MO3Ta M3-3a METAacTa3UpOBAaHUS Ty/la PAKOBBIX KJIETOK MX IJIACTHI B TpemaHarax
KOCTHOTO MO3ra OOHapyXuBaroTcsi 6e3 OONbIIOro Tpya.

JledyeHue nMpruOOPETEHHON arjacTUYeCKON aHEeMHUU MPECTABISAET COOO0H CIOKHYIO 3a7ady.
OHO HaYMHAETCS C UIBATUSA y OOJTHHOTO OMACHBIX B OTHOIICHUH arjia3uy KOCTHOTO MO3ra JIEKapCTB
U 3aIUTHI €r0 OT JACUCTBUS APYTUX MOTCHUUAIBHBIX HHAYKTOPOB arja3uu. 1lo Mepe HeoOxoau-
MOCTH HPOBOAMTCS 3aMECTHTENbHAs Tepanus (TpaHCy3Uu 3PUTPOLUTAPHON MacChl U TPOMOO-
KoHLeHTpara). OcyliecTBiseTcs NPoPUIAKTUKA U JIeUeHHE HHPEKITUOHHBIX U I'PUOKOBBIX OCIIOXK-
HEHHMI COOTBETCTBEHHO AHTUOMOTMKAMH, B TOM YHCIE HEaJCOPOMPYEMBIMH B KHILICUHUKE, H
MIPOTUBOTPHUOKOBBIMH Ipenaparamu (Hu3opas, 1u¢IitoKaH, HUICTAaTUH, BU(EH I, Kaco(QyHIHH).

CrienianbHble METOJIBI JICUCHHSI TSXKENIOW UIMONAaTHYECKOH araacTH4ecKoil aHeMUH BKITIO-
4aroT: a) antTuwinMdorutapueiii odynuH (AJI); 6) 6onbire 1036l TTIOKOKOPTUKOUIOB; B) IIHUK-
JOCTIOPUH-A WM CaHAMMYH; T) TeMOIMO3THYECKHE (PaKTOPbl pOCTa (SPUTPONOITHH, TPAHYIOLH-
TapHO-MakpodaraabHbIi 1 1p.); 1) LUKI0(hoCchaH; €) TPaHCIUIAHTALUI0 KOCTHOTO MO3Ta.

Haznauenne AJII" mo3Bossier nomyuuts 3pdexr y 50 — 60 % Gonbubix. Yame Bcero AJII
MPUMEHSIOT B COYETAHUH C OONBIIMMH J03aMU METHIIIPEIHU30JI0HA, KOTOPbIH, TOMHUMO yCHIIe-
HUS CaMOil Teparuu, oMOraeT ocaaduTh Takue moOoyHbIe 3 (HEKThl aHTHIUMPOLUTAPHOTO TIIO0-
Oy/nMHA, KaK JUXOpaJKa, TUIIOTEH3Us, CBIBOPOTOUHAsI O0JIE3Hb M HEKOTOpbIE apyrue. BozMoxHO
TaKKe KOMOMHUPOBaHHOE JICYCHHE TsKeNnol ¢opmbl arutactuueckoid anemMun AJIl, BBICOKUMH
JI03aMU METHIIIPEIHU30JIOHA M CAaHIUMYHA, KOTOPOE, IO HEKOTOPBIM CTAaTUCTHKAM, MOXKET OBbITh
spdextuBHO y 70 — 80 % GonpHbIX. HakoHel, y HEKOTOPHIX OOJBHBIX C UMMYHHBIMHU (hopMamu
aracTudeckoil anemun tepanuio AJII MOXHO ycnemHo KOMOMHUPOBATh ¢ HA3HAYEHUEM LIUKIIO-
¢docdana.

AJNBTEepHAaTUBHBIM METOJOM JICUCHHSI alJIACTUYECKON aHEMHU MOXXET OBITh MyJIbC-TepaIHs
Metunpeaan3ononom (1,0 r/cyt) B Teuenue 3 — 5 mHell. PagukanbHBIM kK€ METOIOM JICUEHUS
TSDKEJOHN (hOpMBI alIaCTHUECKONW aHEMHUH SBIAIOTCS MUENOoTpaHcIanTauuu. Ilocne Tpancmian-
TaIlUU TATHIETHSS BEDKUBaeMOCTh HaOmonaercs y 60 — 70 % OONbHBIX.

Jns nedeHus anacTU4ECKOM aHEMUHU CPEIHEH TSKECTH IPUMEHSIOT ITIIOKOKOPTHUKOWIBI,
HarpuMep MPEIHU30JIOH B 103€ | MI/Kr/cyT B TedeHue 1 — 2 Mec. ¢ MoCneayonM NOCTEIeHHBIM
CHIDKEHHMEM J103bl, U aHAPOTreHbl (OKkcuMeTasoH 2,5 mr/kr/cyt). [lpu orcyTcTBuun ¢ dexra moka-
3aHa CIJICHIKTOMHUSI.
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5.5. TEMOJIMTUMECKWUE AHEMWUU

I'emonuTnueckue anemuu (I'A) mpencTaBnsioT KpaiHe Pa3HOPOIHYIO TPYIITY 3a00IeBaHHHA
KpPOBH, IIPH KOTOPBIX YKOPOUEHA MPOJOJIKHUTEIbHOCTD KU3HU 3puTpouuToB. Ilo cBoeil npupone
OHH MOTYT OBITb 8P0J#COEHHBLIMU U NPUOOPEMEHHIMU.

[IpexxneBpeMeHHOE pa3pylIeHHEe SIPUTPOLIUTOB MOXKET MPOUCXOIUTH AByMs myTsaMmu. llep-
BbIli, OoJiee 4acTO BCTpEYArOUIMICs, — BHECOCYAUCTHIM WM BHYTPUKJIETOYHBIH I'e€MOJIH3, HpU
KOTOPOM SPHUTPOIUTHI Pa3pymaloTcsi MakpodaraMu PeTHKYJIOIHAOTETHAIbHOW crucTeMbl. Kak
MIpaBUJIO, OH MPOUCXOAMT MIPHU HAJUMYUU HA TIOBEPXHOCTHU SPUTPOLIUTOB aHTUTEI, K KOTOPHIM MaK-
podaru mposBISAIOT 0COOBI HHTEPEC.

Jlpyroii IpuYMHON BHYTPUKIETOUYHOTO T€MOJIN3a MOXKET OBITh TMOBBIIICHHAS BPOXKICHHAS
i npuolOpereHHas 1eopMadeTbHOCTh YPUTPOIIMTOB, 3aTPYAHSIONMAs X MPOXOXKICHUE Yepes
CHUHYCOM/IbI CEJIE3€HKH U, OTCIOfla, YXY/IIalollas UX BbKMBaHUE. B cilydae BHYTpUCOCYIUCTOrO
reMOJIN3a pa3pylLIeHUe dPUTPOLUTOB MPOUCXOIUT HEMOCPEICTBEHHO B COCYIUCTOM PYyCIIE, a UX
COJZIEPKUMOE TIOCTYyNAaeT NpsIMO B KpoBb. Kak mpaBuiio, MOBBIIIEHHOE Pa3pylIeHUE SPUTPOIIUTOB
COIPOBOXK/IAETCSl KOMIIEHCATOPHBIM YCUJIEHUEM UX MPOIYKIMH, HEPEKO B 6 — 8 pa3s.

5.5.1. BpoxaeHHble reMofIMTU4YeCKue aHeMum

B sty rpynny I'A BXoznsaT aHeMuu ¢ HapylieHHeM MEMOpPaHbl S3pUTPOLIUTOB (3PUTPOLIUTOIIA-
TUM), 1eekToM PpepMeHTOB ((hepMeHTOnaTuu) U 1e(heKToM reMorIo0rHa (TeMOIIIOOUHOIATHH).

Hacneocmeennwtit mukpocghepoyumos. BpoxxaeHHas MukpocdepouuTapHasi FeMOTUTH-
Yyeckasi aHeMHs Tpe/ICTaBIsgeT co0oil rpyniy ceMeHbIX 3a0oneBaHui, 00yCIOBIEHHBIX MaTOJIO-
rueil MeMOpaHbl 3pUTPOLUTOB. Y Tpex deTBepTeil OONMbHBIX 3a00JeBaHUE MEpefaeTcs Mo ayTo-
COMHO-/IOMMHAaHTHOMY THITY, Y YETBEPTU — IO Ay TOCOMHO-PELIECCUBHOMY.

i i)

() Benok p55
Tpono-

CermenT 3 i 90
M3 3,-*..-
()

B-CriekTpuH

Yuacrok Iporodunament
camocbopkn aKTHHA

Puc. 5.5. Cxemarnueckoe mpenCcTaBlICHUE CTPYKTYPhI IIUTOCKENIETa SPUTPOILIUTA YETOBEKA
(Blood. Principles and Practice of Hematology. — Philadelphia: Lippincott, 1995. — P. 1726): [®A
— mukooput A; 'OC — muxopopun C

[TaTomorust pUTPOIUTOB TPHU HACIIEACTBEHHOM MHUKpOcdepornTo3e o0ycinopieHa aedex-
TaMH T€HOB OCHOBHBIX MEMOpaHHBIX OEJKOB IIUTOCKEJIETa APUTPOIUTOB (pHUC. 5.5), a UMEHHO
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CIIEKTPHHA, TEHBI 4 U & KOTOPOTO PacIOJIOKEHBI B JIOKycax xpomocoM 1q22-q23 u 14q23-q24.2
cootBeTcTBeHHO; aHkupuHa (8pl1.2 — 70 %), AE1 — oOmennuka annonoB (17q21-qter — 25 %)
wm Oenka 4.2 (15q15). Heo6xomuMo OTMETUTH, YTO, HECMOTPS. Ha OTMCUCHHBIC TCHETUUICCKUC
ne(eKThl 1 aHOMaJIbHbIE [IUTOCKEIETHBIE OETIKU, KOCTHBII MO3T 3TUX OOJIBHBIX POAYLUPYET IPUT-
pouMTHl HOpMaabHOU (opMbl. OnHAKO BBHJY TOTO YTO YacTh MEMOpaHbI HE MOJAEPKUBACTCS
OenkaMu LIMTOCKEJIETa, IIPU IPOXOXKJAECHUN CUHYCOB CEJIE3€HKU OHa yTpauuBaeTcs. B pesynbrare
OTHOILIEHUE TUIOIIAIU SPUTPOLIUTA K €ro 00beMY MOCTENEHHO yMeHbIaeTcss. KiueTku cranoBaTcs
chepuaeckruMH (CM. IIB. BKJI., pUC. 5.6), a pa3Mepbl UX OTYETIIMBO yMeHbInaroTcs. O0rmas nedopma-
0EbHOCTb TaKUX IPUTPOLIUTOB €11le OOoJIblIe CHUXKAETCs. B uTore oHn He MOT'YT IPONTH B OTBEP-
CTHSI CEJIE36HOUHBIX CHHYCOB, 3aXBaThIBAIOTCS MakpodaraMu U pa3pyIiaoTcs.

Kinnudeckas kapruna. KnuHuueckasi CHMIITOMaTHKa HACIEACTBEHHOTO MUKpochepoLu-
TO3a BKJIIOUAET AHEMUUYECKUN CUHAPOM, KEITYXY, U3MEHEHUE KOCTEN CKeJIeTa U CIJIEHOMETaINIO.
AHeMu4ecKuil CUHAPOM, KaK MPaBUIIo, BbIpaKeH yMepeHHO. [IposiBieHue )KenTyXu BapbUpyeT U
BO MHOTOM 3aBUCHT OT ()YHKIIMOHAJIBHOTO COCTOsIHHA NeueHu. Eciu oHa paboTaeTt Xoporio, jKei-
TYXH MOXET He OBITh 1aKe TIPU BBIpa)KEHHOM remoinuse. B cirydae sxe GyHKIMOHAIBHON HeToCTa-
TOYHOCTH MEYEHU JaK€ YMEPEHHBIN I'€MOJIU3 MOXKET CONPOBOXKIATHCS BBIPAXKEHHOM JKENTYXOM.
[TouTtn y Bcex GOIBHBIX UMEET MECTO CIUICHOMETAJIUs Pa3HOU CTENEHHU BhIPAaKEHHOCTU. Upe3BbI-
YaifHO XapaKTEPHBI TAK)KE TAKUE U3MEHEHHS KOCTEH, KaK «OallleHHBIN Yeper» U «BBICOKOE HEOOY,
KOTOPBIE SIBJISIFOTCS MIPSIMBIM OTPA’KEHUEM HEHOPMAJIBHOTO Pa3BUTHUS IJIOCKUX KOCTEH HOBOPOXK-
JICHHBIX B YCJIOBUSX PE3KO aKTUBUPOBAHHOT'O FE€MOJIM30M 3pUTPOI033a. OCHOBHBIMU OCIIOKHEHU-
SIMU 3200JI€BaHUSI MOTYT OBITh TEMOJIMTUYECKHUE U allJIACTUUECKHE KPU3bI, @ TAK)KE JKETUHOKAMEH-
Hasi 00JIe3Hb.

Juarno3 3a0o0neBaHMs CTaBUTCA NMPHU HAIMYMKA y OOJBHOTO IMOBTOPSIOMICHCS B TEUCHUE
YKU3HU KEJITYXHU, OTMEUEHHBIX BbIIIE€ U3MEHEHU CO CTOPOHBI KOCTHOM CUCTEMBI U CILNIEHOMETaJInN
IIPU BBISBIECHUH NOJOOHBIX CUMITOMOB Yy HECKOJIBKUX UI€HOB ceMbU. [lonTBepkiaeTcss quaruos
oOHapy>XeHHEM B KPOBU MHUKPOC(HEpOIUTOB (MeHee 6 | B AMaMETpe), YBEIWYCHHBIM COJepKa-
HUEM PETUKYJIOLUTOB, aKTUBALMEN S3PUTPOUTHOIO POCTKA B KOCTHOM MO3T€, BBISIBICHHUEM YKOPO-

YEHHOM JUIMTEIBbHOCTH KM3HU SPUTPOLIUTOB MOCIIE MEUEHUS UX Cr’!. OcMoTHuecKas CTOHKOCTD
SPUTPOLUTOB MPH HACIEACTBEHHOM MHUKPOCHEPOLNUTO3E MOXKET ObITh CHI)KEHA, XOTS Y HEKOTO-
PBIX OOJIBHBIX 3TO CTAHOBUTCS OYEBHIHBIM TOJIBKO MTOCIIE CYTOYHON MHKYOAIMU SPUTPOLIUTOB IIPH
temriepatype 37 °C. C apyroii CTOpOHbI, CIIOHTAHHBIN JTU3UC SPUTPOLUTOB TOCie 48-4acoBOM UX
MHKYOAaIMHY 110 CPaBHEHHIO C KOHTPOJIEM MOXET OBITh YBEJIMYEH BO MHOTO pa3. CoaepxKaHue reMo-
100MHA KpOBHM OOBIYHO IpeBbIaeT 90 /11, HO B MEPHO KPU30B MOXKET pe3Ko CHIKarbes. [Ipu
000CTpEeHUH MOXKET OBITh OTMEUEHO MOBBIIIEHHE B KPOBU HETIPSIMOTO OMIIMpyOrHa, yBETHUEHHOE
coziep)KaHue B KaJie CTEPKOOMIIMHOT€Ha M CTEPKOOMIIMHA, a B MOYE — ypPOOMIIMHOTeHA U YPOOHIIHA.
[Ipu ynbTpa3ByKOBOM HCCIIEIOBAHUY ITIE€YEHU MOXKET OBITH BBISBJICH XOJEINUTHA3.

JuddepeHumaibHbIi AHATHO3 MUKPOC(hEpOIIUTApHON aHEMHH CIIETyET IPOBOJUTD C JIPY-
TUMH F€MOJIMTHYECKUMH 1 HETEMOJIUTHYECKMMH AaHEMUSMHU U Pa3IMYHBIMH BUIAMH KEIITYX, B TOM
qrcie 100poKauecTBEHHBIX. B OTiune oT Ipyrux reMoIMTHYeCKUX aHEMHA, TMarHo3 MUKpocde-
POLIUTApHON aHEMHUHU CTAaBUTCS C YUETOM HACJIEICTBEHHON MPUPOABI 3a00JI€BaHHsI, BOZMOKXHOCTH
XapaKTEepHbIX U3MEHEHUH TIIOCKUX KOCTEH U BBIPAXKEHHOCTH (peHOMEHa MUKPOC(epoLnuTO3a.

OTanuuTh MUKPOC(HEPOIUTAPHYIO AHEMHUIO OT HETeMOJIUTUYECKHUX JKEJITYX TOMOTAET BhIpa-
KEHHBIH MUKPOC(]EpOLUTO3 U PETUKYIOLHUTO3 B KPOBU, CHIKEHHE OCMOTHYECKOM CTOMKOCTH
SPUTPOLIUTOB, HAIMYUE B KOCTHOM MO3I€ KOMIIEHCATOPHOM pEaKLUU 3PUTPOMIHOTO POCTKA Ha
reMOJIu3, a Takke OOHapy)KeHHE CIUIEHOMErajiuu Oe3 NMPHU3HAKOB MOPTAIbHOW rumnepreHzuu. B
TPYAHBIX CIIydasx MOTYT OMOYb MOJIEKYJIIPHO-OMOIOTHYECKHE CCIIeIOBaHUS T€HOB.

Jlevenne. EMMHCTBEHHBIM CHOCOOOM JICUEHHS] MUKPOC(EpPOLUTAPHON aHEMHUH SIBISETCS
CIUIEHOKTOMHS.
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Hacneocmeennutit 211unmoyumo3s. J{pyrum BUJIOM BpOKJIECHHON SPUTPOLIUTONATUY SIBIISI-
€TCsI AIUTUTITOIIMTO3 (CM. IIB. BKII., pUC. 5.7).

B ocHoBe 3aboneBaHus JiexaT MyTallMM TE€X K€ TEHOB 4 U 4 IleNel CleKTpuHa, pacioso-
YKEHHBIX COOTBETCTBEHHO B JIOKycax xpoMocoMm 1 (1q22-q23) u 14 (14q23-q24.2), a Takxke Oenka
4.2 u rmuxodopuna C, TeHbI KOTOPBIX PACIIONIOKEHBI B JJOKycax xpomocoMm 15 (15q15) u 2 (2q14-
q21) cooTBeTcTBEHHO. YTO KacaeTcs OKOHYATEIbHBIX MPUYMH pa3anuus B (popMe 3pUTPOLIMTOB
IPY MUKPOC(HEPOIMTO3E U AIUTAINITOLUTO3€, OHHU 10 KOHIIA HE SICHBI.

Kiannudeckasi KapTHHA, IPUHIUIIBI AUATHOCTHKHU M TEPANIUM HATIOMUHAIOT TAaKOBbIE MPU
HACIIEICTBEHHOM MHUKpOCc(heporuTose.

I'emonumuueckas anemus, céA3aHHAA ¢ Oepuyumom é pUmMpPoyuUmax 2n1Kko30-6-goc-
dam-oecuopozenazvr. B cuity 0COOEHHOCTEH CTPYKTYpbl 3PUTPOIIUTA UYEJIOBEKa, HE COJIEp-
JKAaIlero HU siipa, HU MUTOXOHJPHM, HU pUOOCOM, €IMHCTBEHHBIM HCTOUYHUKOM €r0 3HEpPruu
sBisieTcs moko3a. OHa quddyHaupyer B SpUTPOLUT U3 TUIa3Mbl KPOBHU M TIPEBPAIIACTCS B TITIO-
k030-6-hocdar. [Togasnsromas gacTe mIr0k030-6-pocdara (10 90 %) ucmonb3yeTcs: B X0/Ie aHad-
POOGHOTO TIIMKOJIN3a, OCTAIBHON — ¢ MOMOIIBI0 TMeHTo30(hocdarHoro myHTa. OCHOBHBIM (ep-
MEHTOM, YYacTBYIOIIMM B IPEBPAIICHUU IIIIOKO3bl U SHEPrOCHAOKEHUU SPUTPOLIUTA, SBIISETCS
DTI0K030-6-hocdar-neruaporenasa (I'6D/]), koropast HeoOXoMUMa IS CHHTE3a HUKOTHHAMMTITH-
Hykieotuadocdara u rmoTarnona. B urore npu HeocTaTke JAHHOTO (PEPMEHTA B 3PUTPOLIUTE OH
HEJIOTIOTyYaeT ¥ HUKOTHHAMUAIMHYKIIeoTHA(OC(AaT, ¥ TIIOTaTHOH. B TO ke Bpemst H3BeCTHO, YTO
BOCCTaHOBJICHHE INIIOTATHOHA SIBJISIETCSI OCHOBHBIM MEXaHU3MOM 3al[UThl TEMOINIOOMHA ¥ MEMOpaH
SPUTPOLIUTOB OT OKUCIIEHUSI U, CJIEI0BATENbHO, OT pa3pylIEHUs MO AEHCTBUEM MHOTMX OKUCIIS-
IOLIUX BEUIECTB, B TOM YHUCIIE JIEKapCTB.

Hedumur ['6D]] cBsa3an ¢ X-XpoOMOCOMOH M TIOITOMY MOpa)kaeT B OCHOBHOM My 4uH. OH
3aperucTPUPOBaH MPUOTM3UTEIBHO Y 200 MITH YEITOBEK, KUBYIITUX B OCHOBHOM B Cper3eMHOMO-
pwe, Ha bimkaem Bocrtoke, B 3anannoii Appuke u FOro-3amagHoit A3um.

Kaunnueckas kapruna. lepumut ['6D/] oOnapyxuBaet ce0s B KIIMHUKE OCTPHIM BHYTPH-
COCYAMCTBIM TeMOJIN30M, KOTOPBIN 4aCTO BO3HUKAET Ha (POHE OCTPHIX MH(PEKIIMOHHBIX HITH KaKUX-
TO JIpyrux 3a00JjeBaHMi, a TaKKe MOCJe MpUEeMa pa3IMYHbIX MEAMKAMEHTOB WIH €Ibl KOHCKHX
06000B. Knmuanueckue nposiBjieHUs: reMojin3a 00bIYHO 00OHApyKUBAIOT ce0st Ha 2 — S5-I 1eHb Noclie
BO3/1€MCTBUS MPOBOLIMPYIOILETO areHTa. BrIpa)keHHOCTh CUMITOMOB MOXKET OBITh Pa3IMYHOMN — OT
JIETKOM KEJITYIIHOCTH 10 OCTPOM NOYEYHON HEAOCTATOYHOCTHU. [ JTaBHBIMHU K€ IPU3HAKAMU BHYT-
PUCOCYIUCTOrO reMoiin3a OyayT JUXopajika (Kak Ipu Majspuu), O0NHU B MOSCHULE, MOSBICHHUE
TEMHOW MJIM YEPHON MOYM M3-3a IPUCYTCTBUS B HEM reMoroOnHa.

JlaGoparopHasi nuarnocTuka. B MeXKpu30BbIi Neproj KapTHHA KPOBU HE M3MEHEHa. B
NIepUOJ] KpY3a BBISBIISICTCS aHEMUS], HHOTZIA OYECHB TSDKENast, ¢ parMeHTHPOBAHHBIMU DPUTPOIIH-
TaMH, TeJbliamMu [ eiftHIa (OKUCIICHHBIN JeHATyPUPOBAHHBIN reMOTJIOONH) (CM. IIB. BKJI., pHC. 5.8) B
PETHUKYJIOLUTAX, TIOBBIIIEHHBIM PETUKYIOUUTO30M. [Ipy OMOXUMHYECKOM HCCIIEIOBAaHUH B KPOBH
HAXO/AT CBOOOAHBIN reMOTIIOONH, YMEHBIICHUE CONEPKAHMsI CBS3BIBAIOIIETO CBOOOIHBINA TeMO-
IJIOOWH TanTonIOOMHA M YMEPEHHOE TIOBBIIIICHHE HEMPSAMOTo OmmnpyonHa. B Moue taxke oOHa-
PY’KHBaIOT CBOOOTHBII TeMOTTIOOHH, a TPH YMEPEHHOM T'eMOJIH3€ M HATMYNHU KIIETOYHOTO 0CaIKa —
reMocuJiepuH. B cBs3u ¢ Tem, uto konuuyectBo ['6 D]l B peTUKyIOIUTaX U MOJIOABIX SPUTPOLIUTAX
BBIIIIE, YEM B 3pPEbIX, AePHUIUT 3TOr0 (hepMeHTa y OOIEHOTO MOXKET OBITh BPEMEHHO 3aMacKHPO-
BaH. OHako noBTopHoe onpeaenerune I'6M/] mocie KynupoBaHus Kpu3a BBISBISIET €0 JSPHIINT.

Juarno3 I'6®/I-nepuunutHOM reMoITUTHUECKON aHEMUH CTaBUTCSI HA OCHOBE XapaKTEPHBIX
ocobeHHOCTel Temonm3a. B yacTHOCTH, mosiBneHns Ha (oHEe MH(MEKIUU WK IprueMa JISKapCTB
HEMOTUBHUPOBAHHO BBICOKOW TEMIIEpaTyphl Teja, 00siel B MOSICHUIIE, TEMOITIOOMHEMUH, FEMOIJIO-
OMHYpUU U XapaKTEpHOH JJIsl Hee TEMHOW MOYH, a TAK)Ke CHIDKCHHUS TanTorioonHa KpoBu. OKoH-
YaTeNbHBIA JUArHO3 CTABUTCS TOCTE BBIsIBIEHUS Y OonmpHOTO nedurura ['6D/].
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JuddepenumnaibHblii AMArHo3 3TOH (HOPMBI TEMOTUTHUYECKON aHEMHH MPOBOIAMTCS C
apoOKCU3MaIbHONW HOYHOM reMorioounypueii (6one3np MapkuadaBa — MUKeIN) U TeMOITH3UHO-
BOIi (hOopMOI TPHOOPETEHHOMN TeMOIIMTHYECKON aHEMUU (CM. HUXKE).

JleueHne MOKa3aHO TONBKO MPU T'€MOJIUTHYECKOM Kpu3e. OHO HAYMHAETCS C HEMEJJICH-
HOW OTMEHBI BBI3BABIIETO TEMOJIH3 Mperapara (Jaenarui, (eHaneTuH, aClUpUH B OOJIBIINX /032X,
cynbhanmtamunel, HUTpodypansl, [TACK u 1. 1.). IIpoBonuTcst uHpy3noHHOE BBeeHUE (HUNO-
JIOTHYECKOTO PacTBOpPa, HANpPaBIEHHOE Ha MPO(UIAKTUKY OCTPOH IMOYEYHONW HETOCTATOYHOCTH.
B Tsaxenpix ciydasx npoBOAST OOMEHHBIE NEPETUBAaHUS KPOBU M METOJbl IKCTPAKOPIOPATbHON
JeTOKCUKauu. TpaHcQy3us )pUTPOIMTAPHON MACChI TOKAa3aHa TOJIBKO B CTyYae TSHKEIOH aHEMUH.
[Ipu 3TOM B KauecTBE JOHOPOB HE JIOJIKHBI UCIIOIB30BATHCS POACTBEHHUKH OOJIBHOTO, Y KOTOPBIX
Tak)Ke MOXKET UMeTh MecTo aedurut ['6D/I.

[IpodunakTuka reMOIUTUYECKUX KPHU30B 3aKIHOUAETCS B CBOEBPEMEHHOH HMAarHOCTUKE
3a0051eBaHuUs, B TOM YHUCJE y POACTBEHHUKOB OOJBHOIO, TLIATEIBLHOM ONpPOCE OOJBHBIX IMEpeN
Jlayeil JIEKapcTB 0 HAJIMYMK FeMOJIUTHUECKUX KPHU30B B aHAMHE3€, a TAK)KE B 00bSICHEHUHU OOJIbHBIM
HEOOXOIUMOCTH OCTOPOXKHOTO OOPAIICHHUS C JISKAPCTBAMHU B Oy/IyIIeM.

I'emoznobunonamuu — 510 rpynna reMOJIMTUYECKUX aHEMUM, 00YCIIOBIEHHBIX BPOXK/ICH-
HBIM J1e(DeKTOM CTPYKTYpbI NoOKHHA. Onucano okojo 200 KIMHUYECKU 3HaYUMBbIX FE€MOITIO0MHO-
natuii, B OCHOBE KOTOPBIX JIEKAaT MyTaluu 1oouHa. OIHAKO TOJIBKO HEKOTOPHIE U3 HHUX COIPO-
BOYKJAIOTCS pa3BUTHEM aHEMUYECKOI'O CHHIPOMA.

Jtnonarorene3. B HopMe KpoBb B3pOCIHBIX JIIOAEH COAEPKUT TPU THUIIA T€MOINIOOMHA.
OcHoBHbIM siBIIsieTCs TeMorioOun A (Hb A), cocrosiimii u3 1ByX a-11emneit u AByX a-1iemnei rimooruHa
(a2pB2). Ha nero npuxonutcs 96 — 98 % Bcero remorno6uHa (cM. 1B. BKIIL., puc. 5.9).

B remorno6unax F u A2, kotopsie cOCTaBist0T COOTBETCTBEHHO 1 — 2 % wnm 2 — 3 % ot
o01Iero coiepkaHus reMorioonHa, B-1ensb rmoduHa 3amensiert y-uens (Hb F — a2y2) wnum d-uens
(Hb A2 — 0282). CuHTe3 KaXkJ0 LeH IFI00MHA KOTUPYETCs OTASIbHBIMU TeHaMH, KOTOPBIE HAaX0-
nsates Ha XxpomocoMax 11 u 16. Haunbonee yacto Berpevaromuecs remornoounonaruu (S,CuE)o-
OycIioBJIeHbI aHOMasMel B-uenei moluHa, a o-Ielb IPU 3TOM HOpMaJlbHasA. 3HAUUTEJIbHO PEXeE
BCTPEYAETCs] HACJIEOBAHUE JIBYX Pa3IMUYHBIX MaTOJIOIMYECKUX BAPUAHTOB P-LenH IMOOHHA, 10
OJTHOMY OT Ka)XJIOTO M3 pOJUTENIeH — JBOMHAs T€TEepO3UrOTHAsI reMOITIOOMHONATHs, IPUMEPOM
KoTopoii siBisieTcs remornoounomnarus SC. Cpenu remoriiodnHonaruii, cesizanHbix ¢ Hb S, Tonbko
TOMO3UTOTHBIC WX JIBOMHBIE TETEPO3UTOTHBIE BApPHAHTHI OOHAPYKUBAIOT BHIPAKCHHBIE KITMHUYE-
CKue TposBieHus. HanmpoTus, HecTaOMIbHBIE TIOABAPHAHTHI TEMOTIIOONHA BCTPEYAIOTCS TOJIBKO
IIPU F€TEPO3UTOTHBIX BAPUAHTAX, IOCKOJIBKY TOMO3UTOTHBIE OOBIYHO HECOBMECTUMBI C )KU3HBIO.

CrpykrypHble ocobeHHOCTH npuMepHO 90 % aHOMaJIbHBIX IeMOINIOOMHOB 3aK/IIOYAOTCS B
3aMEIEHUN OJHOW aMUHOKHUCIIOTHI. XOpOIIeH WIUTIOCTpaluell TeMOIIOOMHONATUH MOXKET OBITh
CEPIIOBUHO-KJIETOUHAs aHEMUSI.

Cepnosuono-knemounasn anemus (CKA)—3To BpoXkIeHHAs rTeMOJIMTUYECKAs aHEMUs, 00y-
CJIOBJIEHHAsl HOCUTEJIBCTBOM I'€MOINIOOMHA ¢ U3MEHEHHOW CTPYKTYpOH, MOJYy4YMBILErO Ha3BaHUE
Hb S.

Onuaemuosorus. CKA 6pi1a onucana Herrick B 1910 . OHa BcTpedaeTcsi BO BCEX PETHO-
HaX MHpa, XOTs Yaie B HeOmaronomyqHnoit o mansipuu Adpuke. B EBporie GomnbIiie Bcero HOCH-
teneit Hb S mpuxoaures Ha xwureneir CpennzeMHoMopss u KaBkasza. C pyroif CTOpOHBI, B CHITY
CIIOKUBIINXCS HCTOPHUYECKUX 0cobeHHocTel popmupoBanus HaceneHus B CILIA CKA ¢ 72 000
3aperucTpUPOBAHHBIX OOJIBHBIX CPEIU HACIEACTBEHHbIX MTATOJIOIUI CTOUT Ha MIEPBOM MECTE.

Iatorene3. CyTs 3a007€BaHUSI COCTOUT B TOYEYHON MyTallu B 6-M KOJOHE TeHa A4-IeTH
100MHa, CIEICTBUEM YETO SIBJISETCS 3aMEIICHUE TNIIOTAMUHOBOM KMCIIOTHI Ha BaJIMH. BKitoueHue
as-1lenu B TeTpaMep NpUBOAUT K oOpazoanuio Hb S. HepacTBopuMOCTh 1€0KCUTEHUPOBAHHOTO
Hb S nmpuBOaHMT K €T0 MONTMMEpU3aIliy U, KaK CJISICTBUE, K CHUKCHHIO TeopmadebHOCTH U 00pa-
30BaHHIO CEPIIOBUIHBIX IPUTPOLUTOB (CM. LIB. BKI., puc. 5.10). B ocHoBe 3a00neBaHus JIEKHUT
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TOUYEUHAsI MyTaIlUs B TeHe Aa-11eNH ITI00MHa, PacoIOKEHHOT0 Ha Xxpomocome 11 B mokyce 11p15.4.
B pesynbrare Toueunoit GAG D GTG myTanuu B 6-M KoJJOHE A-TIenH TII00HHA (HOPMUPYIOIIASCS
B PE3yJIbTaTe€ TPAHCISALUUHU A-LeNb NI0OMHA NOJYy4YaeT BMECTO IIyTAMMHOBOM KHCIIOTHI BaJuH. B
CBOIO OY€pE/lb, BKIIOUEHUE TaKUX S-11€TIel B COCTaB TETpaMepa INI0OMHA IPUBOJUT K TOMY, UTO U3-
3a MI0X0H pacTBOpUMOCTH Hb S B yCIIOBUSAX TEOKCUTEHAIIUH MIIA BEICOKOW KOHIICHTPAITUU TEMO-
I00MHA OH MOJIMMEPU3YETCs. DTO NMPUBOJUT K HAPYILIECHUIO €CTECTBEHHOU AepopmMadenbHOCTH
SPUTPOLIUTOB U K UX CEPIIOBUIHOKIETOYHOCTH (CM. IB. BKI., puc. 5.11). EcTtectBenno, uto, mpo-
X0/ TI0 COCYAMCTOMY pYCIy U CEJIE€3€HKE, TAKHE IPUTPOLIUTHI OBPEKAAIOTCS, pa3pyllalOTCs U,
Oosiee TOro, OTBETCTBEHHBI 32 3aKyNOPKY YaCTH MEJKHUX COCYI0B U MIIEMUIO CHaOXaeMbIX UMU
OpPraHoB M TKaHEM.

Kaunnyeckas kapruna. Kimmnndeckue nposisinenuss CKA BapuabenbHbI U Oonee BbIpa-
xeHsl pu romo3urotHoM (Hb SS), uem npu rereposurornom (Hb SC) Bapumante. O6ocTpenue
3a0051eBaHUsl HOCUT KpU30BbIM Xapakrtep. [Ipu 7ToM yacTh O0JIBHBIX B MEKKPHU30BbBIN MEPUO] UyB-
CTBYIOT c€0s XOpOIIO, B TO BpeMs KaK KpalHe TsKENble BApUAHThl MOTYT 3aKOHUMTHCS JIETallb-
HBIM HCXOJIOM €Il B PaHHEM JETCKOM BO3pacTe. B kauecTBe MpOBOIUPYIOMUX KPU3EI (PaKTOPOB
BeICTYMAIOT: 1) nHpekuuu; 2) ctpecc; 3) 00e3BOKUBAHNE U YBEITHYCHHE OCMOJISIPHOCTH TUIA3MBL;
4) cHrXKEeHME apIuaIbHOTO 1aBiaeHus O B KpOBY; 5) X01011; 6) IPUMEHEHHE COCY/I0CYKUBAIOLIUX
MIpernapaToB; 7) HEKOTOPBIE APYTHE peke BCTpedarouecs npuuuHbl. Kak nmpasuio, 3ab6oneBanue
ce0sl He MPOSBIIAET JI0 TeX Mop, MMoka He npousoiaer 3amena Hb F na Hb S, uro o6sryHo nmeer
MECTO uepe3 noiroja. Beayiiee MecTo B KIIMHUKE 3aHUMAIOT MIEPUOJUYECKH BO3HUKAIOIIUE OOIH
B Pa3JIMYHBIX y4acTKax TeJla U XpPOHUYECKAsl TEMOJUTHYECKAs] aHEMHUsI, TPOTEKAOLIAsl M0 THUILY
KpHU30B C BHECOCYIUCTBIM KOMIIOHEHTOM remoiu3a. M3 npyrux nposiBlieHui XapakTepHBI TsXkKe-
Jble MHPEKIUH, KaK MMPaBUiIo, HAYMHAIOIIKECS YK€ B paHHEM JieTcTBe. KpoMe reMonuTHuecKux
KpHU30B BO3MOXHO Pa3BUTHE aIUIACTUYECKUX KpH30B. CeprOBUIHOKIETOUYHBIA KPU3 XapaKTepU3y-
€TCsI TIOSIBJICHUEM OCTpBIX OoJieil B KOCTSX, CIIMHE, KHUBOTE, KOHEUHOCTSX, B 00JIaCTH Me4YeHu H/
i cene3eHku. Kak y)xe roBopuiioch, 601€B0il CHHAPOM CBS3aH C OKKIIIO3HEH COCYJI0B U pa3BU-
THEM UH(ApPKTOB B TKaHSX, Ha (JOHE KOTOPBIX HEPEAKO MMEET MECTO MPUCOECTUHEHUE OPTaHHOM
U TIOJIMOPTaHHOM HEJOCTAaTOYHOCTU. B 4acTHOCTH, Ta ’k€ IpUYMHA JIE)KUT B OCHOBE MOBBILIEHHON
CKJIOHHOCTH K MH(EKLHUSAM, KOTZa M3-32 MHOXKECTBEHHBIX TPOMOO30B COCY/IOB M CHHYCOB CeJje-
3€HKHU pa3BHUBaeTCs (yHKIMOHAJIbHAA acTieHus. HakoHell, Takoil )ke reHe3 CBOMCTBEHEH U HEBPO-
JIOTMYECKUM OCJIOKHEHHSIM (MILIEMHYECKUE U TEMOPPAarHueCcKrue UHCYIIBTHI C Pa3BUTHEM M1ape30B,
napajgnyeil, Cyl1opor, roJoBHBIX Ooneil, pBoThl, orododun). 3neck HEOOXOAUMO MOAUYEPKHYTh,
yro y 601bHBIX CKA MOryT OBITH HEMBIE KPYIHBIE MHOXKECTBEHHBIE HH(PAPKTHI MO3Tra, KOTOpbIe
MOTYT IPUBOJUTH K HEOOBSICHUMOMY APYTUMH MIPUYMHAMYU CHUKECHUIO UHTEJUIEKTA U MaMSITH.

Kpaiine xapakrepHo, X0Tb 1 BapuadenbHo, mpu CKA nopakeHre napeHXuMbl IEYSHH, JKell-
YEeBBIBOJIAILEH cHCTEMBI U MoueK. Tak, )keTuHOKaMeHHast 00JIe3Hb MPOSBISIETCS yKe B JIETCKOM
Bo3pacTe. Kak BapuaHT CEpriOBUAHO-KIETOYHOTO KpHU3a YaCcTO Pa3BUBAETCS OCTPHIN NIEUEHOYHBIN
KpHU3 C HEKPO30M TeNaTOIMTOB, KOTOPBIA MPOsBIIsAET ceOs remaroMeraiuei, HapacTaHUeM XKeJl-
TyXH, Tuxopajkoi, ysenuuenuem ACT u 6unupyOuna. Kak npaBuio, ATUTEIbHOCTD IEUEHOYHOTO
KpH3a HE IPEBBILIAET IBYX HEZIENb, HO MOXKET HHYLIUPOBATh IEUEHOYHYIO HEJOCTATOYHOCTD. Jlpy-
I'MM BapHaHTOM Me4eHOUHOT0 KpH3a y 60sbHBIX CKA siBiIsIeTCs OCTpBIN IEUYSHOUHBIN KPU3 C CEKBe-
CTpalyel, KOTOPbIi MPOsBIAETCS OBICTPBHIM YBEIMYSHUEM Pa3MEpOB MEUSHU U MaJJICHUEM YPOBHS
remMoryioOuHa B KpoBU. CIelyronuM BapuaHTOM ITE€YEHOYHOTO KpH3a MOXKET OBITh OCTPBIN Heye-
HOYHBII KpHU3 C BHYTPUIIEUEHOYHBIM XOJIECTa30M, KOTOPBIN MPOSBIISETCS BBIPAXKEHHOH TUIIEpOu-
aupyouHemueil (6e3 yBeanueHHs TeMIeparypsl), 00IIMHU B TIEYSHHU, JTEHKOLUTO30M, IEUEHOUHOM
HEZ0CTAaTOYHOCTBIO U B KOHEYHOM MTOIe NMPUBOJUT K cMepTH. Kpome Toro, B reHe3e nopakeHus
nedeHu y 6oabHbIX CKA MOTYT y4acTBOBATh TaKKe BUPYCHBIN FelaTHT UIIN Ay TOMMMYHHBIH remna-
TUT U TEMOCHJIEPO3.
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[TopaskeHne moYeUHBIX COCYAOB U KIIyOOUKOB (CM. IIB. BKJI., puC. 5.10) conmpoBokaercs pas-
BUTHEM OCTPOM WJIM XPOHUYECKOM IMOYEYHOM HEeTOCTaTOYHOCTH. [Ipn 3TOM Kak BO BpeMs remo-
JUTUYECKOTO KpU3a, TaK U JJIUTEIbHOE BPEMs MOCIIE HETO MOTYT UMETh MECTO: TMIIOCTEHYPHUSI,
NPOTEUHYPHSI, TEMATypusi U CHIDKCHHE KITyOOukoBO# (uibrpannu. HeymuBUTEeIbHO, 94TO B 3THX
YCIIOBUSIX TOBOJIBHO YacTO pPa3BUBAETCSI BTOPUYHASI apTepuaibHasi THIEPTEH3NUS.

Manee 6onbHbIM CKA CBOMCTBEHHO MOpa)k€HUE CEPALIA U JIETKUX, B YACTHOCTH pa3BUTHE
OCTpOro MH(papKTa MHOKap/Aa WIA HIIEMUYECKOW KapJIMOMHUONATUU C MPUCOECTUHEHHEM TSKeE-
JIOM CepIeYHOM HEAOCTATOYHOCTU. B CBOIO ouepenb, HapyLIeHUE MUKPOLUUPKYJISALUY B JIETKUX U
TPOMOO3bI JIETOYHBIX COCY/IOB IPEAPACIIONATalOT K Pa3BUTHIO OTEKA JIETKUX U TSHKETIOW JIETrOYHON
TUNepTeH3uu. M3 npyrux nposBiaeHni 3a001eBaHus CIIEAYET YIIOMSIHYTh O: ) YaCTOM CHIDKEHUH
3peHusi, CBA3aHHOM C Pa3BUTHEM PETHMHONATHUHU; 0) HEKPO3ax U SI3BEHHBIX MOPaKEHUSAX KOXKU; B)
BO3MO)KHOCTH M3MEHEHHs KOH(UTYpAIIUH KOCTEH Yeperna v 3aMeIeHNs] PU3HMIECKOTo U ICUXnYe-
CKOT'O Pa3BUTHS MALIUEHTOB.

st e ¢ CKA xapakTepHbl JHCMEHOpEs], ITOJIMKUCTO3 SMYHUKOB, GHOpOMAaTo3 MOJIOU-
HBIX JKeJe3, a B clIyyae 0EpeMEHHOCTH — BHICOKHI PUCK JIETaIbHBIX OCIIOKHEHUHN KaK JIJIsl MaTepH,
TaK U JJIs IUI0/1a, a ISl MY »KYUH — IPUAINN3M, UMIOTEHIUS U, PEXKE, THIIOTOHAIU3M.

JlaGopaTtopHble naHHBbIe. [ MIOXPOMHbIE MUKPOLIUTAPHBIE TUCKOLUTHI B Ma3KaxX KpOBHU
croiictBenHbl Hb SC, Hopmoxpomusie 3putporutel — Hb SS- u Hb S+ a-ranaccemusim. [Ipu Bcex
BapuanTax CKA BcTpedaeTcs NOMKMIONUTO3. XapaKTepHO TaKkKe CHUKEHNE T'eMaTOKpUTa, Yhcia
SPUTPOLIUTOB U MOKA3aTeseil reMorno0MHa KpOBU KaK B MEXKKPHU30BbIN MEPUO, TaK U B IEPUOJL
kpu3a. [Ipaktuyecku y Bcex OONbHBIX UMEET MECTO PETHKYIOUUTO3. OH MEHbIIE BhIpaKEeH MpU
Hb S+ a-ramaccemus noaBapuante, a 0oJbIle — B IEPUOJ TEMOIUTHIECKOTO Kpu3a. XapaKTepHO
nosisiienne Howell-Jolly Tenen B spurporurax. B 1o ke Bpems Tonbko Hb SS-nmonBapuanty 3a60-
JIeBaHMsI CBOMCTBEHHBI MOBBILIEHHBIN JIEMKOLIMTO3 U TpoMOouuTo3. HakoHen, xapakrepHble AJis
CKA yBennieHnne HEeKOHBIOTHPOBAHHOTO OMIMpPYOHHA, JTAKTATACTHIPOTeHAa3bl, CHIDKEHHE TarTo-
I00MHA OTPaXKalOT CTENIEHb FeMOJIN3A.

Juarno3. Moicib 0 CKA Bo3HUKaeT y Bpada pu HATMYUK Y OOJIBHBIX IPU3HAKOB XPOHUYE-
CKOHM reMOJIUTUIECKOM aHEMHH BPOKICHHOTO XapaKTepa, MPoTeKaromiel Ha poHe THKETbIX HH(pEK-
U ¥ CONPOBOXKIAIOLIEHCS UIIEMUYECKUMHU OOJISIMU pa3iuuHOM Jokanuzanuu. [loarBepxnaer
JIMarHO3 HAJIMYHME B Ma3KaX KPOBU CEPIIOBUIHO-KIETOYHBIX SPUTPOIIUTOB, a TAKXKE AEKTpodope-
TUYECKHE U MOJIEKYJIIPHO-OMOJIOrMYECKHUE UCCIIEI0BAaHMS, HAIIPABJICHHbIE HA IPEIMET BBISIBIICHUS
Hb S. Yto kacaercst pasrpaHHueHUs] Pa3IMYHBIX MOJBAPUAHTOB 3a00JIeBaHMs, B YacTHOCTH Hb
SS, Hb SC unmu Hb S+ a-tamaccemus, 1iist JOCTHKESHHS STOU eI HEOOXOIMMO TTPOBECHHE CIIe-
MUATBHBIX UccliegoBannii. Cpean HUX: a) 3MeKTpodope3 reMormoOrnHa Ha IEeJUTFONI030a1eTaTHON
wienke npu pH 8,4; 6) sanekrpodope3 remoriiodnHa Ha UTpaTHOM arape npu pH 6,2; B) TecT Ha
pactBopumocTh remornobuna; r) JHK-tunuposanue (I1L[P, pecTpukimonHsiil ananms, auieib-
cnenupuveckas rudbpunuzanus 1 ap.). B Mensieit mepe pasrpanndenuto noasapuantos CKA
IIOMOTaeT aHaJIu3 MOP(OIOTUN IPUTPOLUTOB. B 4aCTHOCTH, CEPIIOBUIHBIC SPUTPOLUTHI UMEIOT
mecto npu romo3urotHoi (Hb SS) CKA, a mumeneBuHbIe S3pUTPOIUTHI — Iipu codeTannu CKA
¢ 4-TajacceMHen.

JAudpepeHuuaibHbIii JMATHO3 CIEIYET IIPOBOAUTH C APYTMMM I'€MOJUTUYECKUMH aHE-
MUSIMU HACJIEJCTBEHHOIO XapaKTepa, B YACTHOCTH C APUTPOLUTONATUAMU. B oTimumMe OoT MUK-
pocdeponnTosa U ILTUNTOIHNTO3a, B Ma3kax KpoBU 00ibHEIX CKA mpuCYTCTBYIOT XapaKTepHbIE
CEPIIOBUHBIE SPUTPOLUTHI, KOTOPbIE MEPBBIM BYM IAaTOJOTUsAM He cBOCTBEHHbI. Kpome Toro,
st CKA xapakTepHbI IepHOINYeCKH BO3HUKAIOIIKE 00U B Pa3IMYHBIX yYacTKax Tejia, HEPEeIKo
3aKaHuYMBarolMecs UHPapKTaMy, a TaKke TSHKENo mpoTekatonye nHpekuuu. Bmecte ¢ tem ans
okoHuaresnbHOM Bepupukannn CKA u ee nogBapraHTOB KpaiiHe jKeIaTeabHO ONpeaeIeHue reMo-
robuna Hb S mo nepeyncieHHbIM BhIIIE METOAMKAM.
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Jleuenne. Xots pagukanbHoro sedeHuss CKA noka He npuayMaHO, OCHOBHbIE CUMITOMBI
3a0051eBaHUSI MOT'YT OBbITh YCTPaHEHBI UJIM CMATYEHBI [IPH YBEJIUYEHUH 00beMa BbIMMBAEMOM KU
KOCTH, UCTOJIb30BAHUH aHAIBI€TUKOB, aHTUOMOTHUKOB U, B CIIy4ae HEOOXOJMMOCTH, 3aMECTUTEIIb-
HOHW Tepanmuy JOHOPCKHMHU SPUTPOLUTAMH B 00beMe, 00eCIIeUHBaIOLIEM TTOIJICPKAHNE TEMOTIIO-
6una xpou Ha ypoBae 100 r/1. [Ipu sTom nonst Hb S momkna cocrasnsates < 50 %.

[TockonbKy yBennueHue B KpoBH (eTaabHOI0 reMOII00MHa, UMEIOIIEro 00J1ee HU3KOE CPOJI-
CTBO K KHMCJIOPOJY, YMEHbIIAET BbIPAXKEHHOCTh TKAHEBOIM IT'MIIOKCUH, TO Ha3HAYE€HUE MIPENapaToB,
yBenuurBarommx konmdectBo Hb F y OONbHBIX ceproBUAHO-KIECTOUHONW aHEMHEH, MOKHO pac-
CMaTpuBaTh KaK KOMIIOHEHT NaroreHeTruueckoil Tepanuu. C 3TOM 1eNIbI0 UCIIONB3YIOT: 1) THapoK-
cumoueBuny (0,15 — 0,3 mr/kr), KoTopast yBennumuBaeT copepxanue Hb F myrem Topmoxenus
PUOOHYKIICOTHI-PETYKTA3BI;

2) S-azauutuaud (runometuirposanue J{HK — yBenuuenue skcnpeccuu resa a-rioduHa u,
orcroma, yeenmmuenue Hb F); 3) nenuradun (runmomerunuposanue JJHK ¢ yBenmuenuem skcmpec-
cum reHa a-robuna u Hapactanuem Hb F); 4) apruaun Oytupar (MHTHOUTOpP THCTOH/IeaneTHIIa3-
HOTO KOMIJIEKCA); 5) SPUTPOIIOITHH.

Baxxubim komnonenToM jeueHust CKA sBisercs npoduiakTuka pa3BUTHS TEMOIUTHYECKOTO
KpHU3a C y4eTOM MEpPEUrCICHHbIX BbIlIE (PaKTOpOB pHcka. B 3ToM muiane ocoboe 3HaYeHHE UMEET
npodunakTika nHpekuui. B To jxe BpeMs mpoduiaktuka TpoMO030B 10 KOHIA HE pa3paboTaHa,
NOCKONbKY 32 ux rere3 npu CKA oTBETCTBEHHBI HE TOJBKO I'MIIEPKOATYIISIIMOHHBIM CUHAPOM U
HapyIIEHUE PEOJIOTUYECKUX CBOMCTB KPOBH, HO U U3MEHEHHE aHTUTPOMOOTHYECKOM U a/ire3uB-
HOM (pyHKIIMU 3H10TENMS. [lo-BuarMOMYy, Oosiee MPEeANOUYTUTENIBHO B 3TOM CUTyallud Ha3HAYEeHUE
JI€3arperaHToB, YeM MPSIMbIX aHTUKOATYJISIHTOB, XOTS B IEPUOJI TEMOJIIMTUYECKOTO KPH3a MOXKET
OBITH ONPABAAHHO TaKXKe MPUMEHEHHE HU3KOMOJIEKYIISIPHBIX renapuHoB. [lockoiabKy ycTpaHeHue
HAOJIIOIAI0IIEr0Cs BO BPEMS TEMOJIMTHUECKOT0 Kpr3a 00JI€BOro CUHIPOMa MOXKET IPEAOTBPaTUTh
HexxenatenbHbIN 111 CKA cna3sm nepudeprueckux coCyloB, YMEHBIIUTh TKAHEBYIO TUTIOKCHIO
U JalibHElIIee HapacTaHUe IeMoJin3a, OHO MaTOreHeTH4ecKu 3HaYuMMO. C 3TON LeIbl0 0OBIYHO
UCIOJIb3YIOT KaK HAPKOTUUECKHE, TAK 1 HEHAPKOTUYECKNE aHAIbI€TUKHU, Ba30IUIaTUPYIOLIUE IIpe-
naparhl, aHTUKOATYJISIHTBI, J€3arperanThl, TUApPATallMI0 U UHTAJISLINI0 KUCIIOPO/a.

[Ipu Tsxenom TeueHun CKA BO3MOXXHO BBIIIOJTHEHUE aJUIOTEHHOM TpaHCIIJIAaHTAllMM KOCT-
HOTO M03ra, 3 (EKTUBHOCTH KOTOPOU cocTaBiisieT okosio 70 %.

B kauectBe mpouiIakTUKU reMocHaepo3a JOHKHBI MPUMEHSITHCS XEJIaTophbl JKeyes3a IMoJ
KOHTpoJIeM ypoBHS (epputrHa. Tak Kak y OONbHBIX Ha ()OHE TeMOJIM3a U aKTUBHOTO SPUTPOIIO-
932 UMEET MECTO TMOBBIIICHHOE NOTPeOIeHHE (PONTNEBO KUCIOTHI, MOKa3aHO MPOPUIAKTHIECKOE
npuMeHeHne (OIMEeBOI KHCIOTH B 103€ 2 — 3 MI/CyT.

AnnacTuyeckue Kpusbl, KOTOpPbIE, KaK NMPaBUIIO, Pa3BUBAIOTCA Yy JETEH Mocie napBOBUPYC-
HOU MH(EKINH, MOTYT NMOTPEOOBATh a/IeKBaTHBIX TPaHCY3HUH H)pUTPOIUTOB. B 3TOM Citydae Boc-
CTaHOBJICHUE TEMOII033a OOBIYHO MPOUCXOAUT CIIOHTAaHHO B TeueHue 10 — 14 cyt. Bmecre ¢ Tem
ClleyeT IOMHUTb, YTO JUIUTEIbHAs 3aMECTUTEIIbHAS TEPAINs JOHOPCKUMHU SPUTPOLUTAMHU MOKET
IPUBECTH K AJIJIOCEHCUOMIN3AH TALIUEHTOB, YTO AUKTYET BpadyaM He00X0JUMOCTh IPUMEHEHUS
SPUTPOLIUTAPHBIX CPEJ C YUYETOM MHAMBUIYyaJIbHOTO 1M0A0O0pa JOHOPA, a TaKXKe HCIIOIb30BAHUE
(WIBTPOBAHHBIX, OTMBITHIX WIIM Pa3MOPOKEHHBIX 3PUTPOLIUTOB.

5.5.2. NMpnoGpeTeHHbIe reMoONIMTUYECKUEe aHeMumn

OTy 10BOJBHO 00mMpHYIO rpyniy A npencraBistor 3a001eBaHUs KaK IMMYHHOH, Tak U
HEMMMYHHOH npupo/sl. IlepBbie cBsA3aHbI ¢ BBIPAOOTKON B OpraHu3Me arrmiOTHHUPYIOIUX aHTH-
TEJI Pa3JINYHBIX KJIACCOB K APUTPOLMTAM OOJILHOTO, BTOPbIE — C TOBPEXAAIOLIUM JEHCTBUEM XUMU-
YecKUX U (pusnueckux (akTopoB OKpYKarolled Cpeibl, a TaKKe KJIAMaHHbIX U COCYAMCTBIX MpO-
TE30B.
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B rpynny ummynssix A BXogsT 3a0oseBaHMs, IpU KOTOPBIX Pa3pyll€HUE SPUTPOLIMTOB
IPOUCXOJUT MOA BIUAHUEM aHTUTeN. Cpeau HUX BBIAEIAIOTCS U30MMMYHHbIE, TPAHCUMMYHHBIE,
reTepOMMMYHHbBIE U ayTOUMMYHHbIE AHEMUU.

B 10 e Bpems 1m0 XapakTepy MOBPEXIAIOIINX 3PUTPOLUTHl AHTUTEN UMMYHHBIE T€MOJIU-
TUYECKHE aHEMUU MOTYT OBbITh: @) C HETOJHBIMHU TEIUIOBBIMH arrIlOTHHUHAMU; 0) € TETJIOBBIMU
TeMOJIM3WHAMM; B) C MTOJHBIMHU XOJIOJOBBIMHU arTIIOTHHUHAMM, T') C IBYy(ha3HBIMH TeMOJIM3UHAMH,
IpUYEM TOSIBJIICHHE B KPOBU OOJIBHOTO arrIIOTHHUHOB CIIOCOOCTBYET pa3BUTHIO BHECOCYIHCTOTO
reMoJIn3a, a FeMOJIU3UHOB — BHYTPUCOCYIUCTOTO.

Kimunyeckuii onbIT NOKa3bIBaET, YTO HAUOOJBIINH YEIbHbIN BEC B IpyMIe IPHOOPETEHHBIX
uMMYyHHBIX ['A (10 97 %) nmpuXoAUTCsl HA AaHEMUU C HETIOJIHBIMU TEIIOBBIMU arrilOTHHUHAMU. B
OOJIBIITMHCTBE CITy4aeB reTePOMMMYHHBIX TEMOJUTHYECKUX aHEMUH K BBIPAOOTKE aHTHTEI IIPUBO-
JST WHPEKINH WK JIEKAPCTBA, KOTOPBIE B TOM CIIy4ae BBITOIHSIOT POJIb TPOBOLUPYIOIIETO CHH-
T€3 aHTUTEN ranTeHa. B ciydae sxe ayrouMMyHHBIX ['A Beayliee MECTO B NaTOr€HE3€ reMOIUTH-
YECKOTO CHHJIPOMA UMEET CPBIB UCXOITHOM TOJIEPAHTHOCTH JTUMQPOLUTOB K COOCTBEHHBIM KIIETKAM
OpraHu3Ma.

Hmmynnas zemonumuueckan anemusn ¢ menuogbimu azeniomununamu. Jta Gopma I'A
MOYKET HaUMHAaThCsA N0-pa3sHoMy. Pexxe umeeT MmecTo oueHb OypHBI Npoliecc, Yallle — MoA0CTPbIN U
Jake XpoHn4Yeckuil. B mepBoM cirydae Ha oHE MOTHOTO Oarononydns y 60JI5HOTO HEOKUIAHHO
najaeT reMorIoONH, MOBBIIIAETCS TEMIIEpaTypa Tejla U TeMHeeT Moya. [IpuueM nnxopaaka, Kak
IIPAaBUJIO, TEM BBIILIE, YEM OCTpPEE MPOTEKAET caM remoiu3. Cene3eHka He YCIEBaeT YBEIUUUTHCS.
KocTHbIi MO3T 60TaT KIETOYHBIMH YJIEMEHTAMU C PACIIUPEHHBIM Y)PUTPOHUIHBIM POCTKOM. B kpoBH
IOMHMO YBEJIMYEHHOTO KOJIMYECTBA PETUKYJIOLUTOB MOXKET OBbITh aJanTalliOHHBIN JTEUKOIIUTO3 U
BBIPKEHHBIN CIBUT JICHKOLUTApHOU (OpMyIBl BiieBO. Hepenko BeTpedaroTes: Takke 3pUTPOKa-
puouuThl. B npyrux ciydasx temn pa3Butus 00jie3HU HE cTOJIb OypHBINA. bonbHbIX Oosble Oec-
HOKOST ¢1a00CTh U APYTUe NMPU3HAKY AaHEMUUECKOTO CUHPOMA, XOTS MOXKET ObITh 3apETUCTPUPO-
BaHO U JIETKOE IOBBIIICHUE TEMIIEPATYPhI TEJIA, U YBEIMYCHHUE CEIIE3EHKH, U PAa3JIMYHON CTEIIEHU
BBIPAKEHHOCTH KEJITYIIHOCTb KOXKH U CKIIED.

JAuarno3 ummyHHOI ['A ¢ TerIOBBIMY armIIOTUHUHAMU CTABUTCSI HA OCHOBAaHUU IMOSIBIICHUS
y 00JBHOIO aHEMUYECKOTO CHUHIpPOMa, HE CBA3aHHOIO ¢ KpoBonoTepel. OH yalle BCero BbIABIIS-
eTcs Ha (poHe KaKOW-HUOYIh MH(EKIIMH WK ITPUeMa JIEKAPCTBA, COITPOBOXKIACTCS PA3HOM CTETICHU
BBIPQKEHHOCTHU JKEITYXOM, BBICOKUM PETUKYJIOLMTO30M M BBIPAKEHHOW aJalTallMOHHON peak-
LUEN SPUTPOUIHOTO POCTKA KOCTHOIO MO3ra. I'eMosu3 MOXeT ObITh MOATBEPAKAECH BbISBICHUEM
y OOJBHOTO YKOPOYCHHUS KU3HU SPUTPOLIUTOB U MOBBIIICHUEM B KPOBU HENPSMOTO OMIUpyOHHA.
NMMyHHas mpupoja reMoiin3a JI0Ka3bIBaeTcsl MOJI0KUTEIbHON npsMoil poboit KymbOca, oOHa-
pykuBaromiei Hamn4Ire PUKCHPOBAHHBIX HA APUTPOIHTAX OONBHOTO aHTUTEN. Eciu pesynbrars
npoObr KymOca OyayT oTpUIaTebHbl, MOKHO HCIIONB30BaTh 00JI€€ UyBCTBUTEIBHBIN arperauoH-
HBII TECT.

JAudpepeHuuaibHbIii IMarH03 UMMYHHOU I'A citefyeT NpOBOAUTE C BPOKIEHHBIM MUKPO-
cepormro3om. IlocTaBUTh OKOHYATENBHBIN TUArHO3 TIOMOTAET TO, YTO IPU MUKpOcheponTose
aHEMUS U CBA3aHHAs C HEH JKeNTyXa HOCUT OTYETIMBBIN ceMelHbIN xapakTep. OHa BcTpedaeTcs y
HECKOJIbKHX YJIEHOB OJTHOM M TOM K€ CEMbU U MOXKET COITPOBOXKIATHCS OTMEUEHHBIMHU BBILLE H3ME-
HEHUSIMU B KOCTHOH cucteme. Kpome Toro, AMarHoCcTUYECKHU 3HaUMMO B OTHOLLIEHUH UMMYHHOTO
remoiiu3a Oy/eT nojoxuTenbHas npoda Kymoca.

Jledyenue ['A ¢ TennoBbIMU arnirOTHHHHAMUA HAYMHAETCS ¢ OTMEHBI MPOBOLUPYIOLIUX €€
nexkapcTB. HeoTnmoxHas Tepanus BKIIOYAET HA3HAUYCHHUE TIIIOKOKOPTUKOMIOB M3 pacyera | MI/Kr
macchl Tena. [Ipu orcyTeTBUH dddeKTa HadaabHyI0 103y MPEIHU30I0Ha YBETHYUBAKOT B 1,5 — 2
paza WK 3aMEHSIOT €ro Ha METWINPEAHU30JI0H (MeTunpen). [Ipu 1ocTHKeHnu NOI0KUTETBHOTO
a¢dekra 103y NIIOKOKOPTUKOUI0B TOCTENEHHO CHIKAIOT. Eciin Ha 3TOM (poHE HacTynaeT peluiuB
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TeMOJIN3a, UCTIONIB3YIOT PUTYKCUMA0 MM MMMYHOAETIPECCAHTHI, B YaCTHOCTH a3aTHONPHUH (MMY-
paH) U CaHAUMYH (LIMKJIOCIIOPUH-A).

Crnenyromnieil muHUEH OOOPOHBI CUMTACTCS Ha3HAUYCHUE aHTWIIMM(OIUTAPHOTO I00YIMHA
u crieHskromus. [lonoxkutenbusiii 3 dext onepanun Habmonaercss y 65 — 70 % OONbHBIX, Y
15 % ypexaroTcsi reMOJIMTUYECKHUE KPU3bl, KOTOPbIE TENEPh MPOXOJAT 0€3 WU C YMEHbIIEHHBIMU
no3amu crepousioB. B To xe Bpems y 20 % OonbHBIX cruieH3kToMus 3¢ dexra He mpuHOCcuT. B
STHX CUTYaIHSIX MOTYT OBITh MOKa3aHbl U PUTYKCUMA0, M TAKUE MMMYHOJICTIPECCAHTHI ITATOCTATH-
YECKOTO JIEHCTBUS, Kak MUKI0(ochaH, BAHKPUCTHH (OHKOBUH ), XJI0pOyTHH 1 asib(a-uaTepdepoH.
B kauecTBe BaKHOTO CTAaOMIM3UPYIOIIEr0 MMMYHHBIN MPOLECC CPEACTBA MOKET OBITh PEKOMEH-
JIOBAH TaK)X€ PELIUTEIbHBINM OTKAa3 OT IPHUEMA MOJIOYHBIX IPOTYKTOB U ’KMBOTHOM MUILU, KOTOPHIE,
KaK M3BECTHO, SIBJIIIOTCS MOIIHBIMU €CTECTBEHHBIMU ajuiepreHaMu. K coxxaneHuto, HeCMOTps Ha
BCE 3TU TEPANIEBTUUECKUE YXUILPEHUSI, Y psAaa O0JbHBIX NPUOOPETEHHBIMU UMMYHHBIMU IF'€MOJIU-
TUYECKUMHU aHEMUSIMU OCTAHOBUTH MATOJIOIMUYECKHM MPOLIECC 10 KOHIA HE YAAeTCsl, YTO BbIHYXK-
naeT OOJNBHBIX K JITUTEIBHOMY MIPUEMY U TIIIOKOKOPTUKOUIOB, © UMMYHOJIETIPECCAHTOB CO BCEMHU
BBITEKAIOIIUMHU OTCIO/Ia MOCIIEICTBUSMHU.

IIporno3 3a6oeBanus JOCTATOUYHO Cepbe3HbI. OCHOBHBIE OCIIOKHEHHS — JKETYHOKaAMEH-
Hasi 00JIe3Hb, TECHO CBS3aHHBIC C TEPANUEH TIIIOKOKOPTUKOUIAMH Pa3JInYHbIe HH(EKINHU, CTepO-
UAHBIN radeT, s3BeHHasi 00JIe3Hb, apTepHalibHasl TUIIEPTEH3MS, HaJIIOYEYHUKOBAasl HET0CTaTOu-
HOCTb, OCTEOIIOPO3 U HEKOTOPBIE APYTHE.

HUmmynnasa cemonumuyeckana anemusn ¢ Xx0710008vimu azeniomununamu. Coeodpasue
3TON (OpMBI MPUOOPETEHHON FEMOIUTUYECKON aHEMHH COCTOUT B TOM, YTO OHA BCTpPEYaeTCs Ipe-
UMYIIECTBEHHO y TIOXKWIIBIX JIFOJICH M Y4acTO COMPOBOXKIACTCS PE3KO yBeIMUeHHOU (110 90 Mm/4)
COD, xoTOpas B TEPMOCTATE «HOPMATU3YETCs». M3 APYruX BasKHBIX KIMHUYECKHUX U JJAOOpaTop-
HBIX TIPU3HAKOB JIOJKHBI OBITh OTMEUEHBI: BEIPAKEHHAS MOJIHArTIIOTHHAOSIIEHOCTD 3PUTPOLIUTOB,
3aTpyIHSAIONIAs ONPEeICHNE TPYIIIbI KPOBH, HAJIMYUE B CBIBOPOTKE KPOBU M-rpajiieHTa, JI0)KHO-
MOJIOKHUTEIbHAS peakuns Baccepmana, a Takke NporpecCUpyIonii BO BpeMEHU CUHAPOM PeitHo.

Juaruo3. MpICib 0 BO3MOKHOCTH Y OOJBHOTO TaKOH HEOOBIYHOM (DOPMBI TEMOTUTHYECKON
aHEMHUM BO3HUKAET Y Bpaua B ciiyyae pe3ko yBeanueHHo COD u OoNbLINX CI0XKHOCTEN ¢ onpe-
JIEJIEHUEM Ipynibl KpoBU. OKOHYATENbHBIN IUAarHO3 CTABUTCS C YUETOM MOJIOKUTEIbHON peakliuu
armIlOTUHA0EIbHOCTH JOHOPCKUX 3pUTPOLUUTOB | rpymnmel B CBIBOPOTKE KPOBU OOIBHOIO, TOCTAB-
JICHHOM B XOJIOUJILHUKE, TIPH OTCYTCTBUU TakoBOM B Tepmoctare (37 °C).

JAuddepenunanbHbIii AUATHO3 CIETYET IPOBOAUTD C IPYTUMHU (OPMAMH FeMOIUTHYECKUX
AQHEMMUI1, B TOM YHUCIIE CBSI3aHHBIX C MEXaHUYECKUM MTOBPEKIECHUEM 3puTpoLuToB. [lomoraeT otu-
YUTh €€ OTMEUYCHHBIN BBIIIE (DEHOMEH MaHATTIIOTHHAOCIHLHOCTH SPUTPOLUTOB | rpymiibl, BeIpa-
KEHHOCTb arrIlOTHHALIMY B XOJIOAUIbHUKE ITPU OTCYTCTBUH €€ B TEPMOCTATE, a TAKXKE YeTKas pas-
Huna B onpenenennd COD npu pa3InyHbIX TEMIIEPATyPHBIX PEKUMAaX.

Jleuenne. ['A ¢ X0/1010BBIMH arTJIIOTUHUHAMU Ha TE€PAINUIO [TIIOKOKOPTUKOUIAMU pearupyer
wioxo. [1o3ToMy OCHOBHOM JMHMEH 0OOPOHBI CYUTAIOTCS UMMYHOACTIPECCAHTHI, B TOM YHCJIE C
IIUTOCTAaTHYCCKUM JIeHCTBUEM (MMypaH, IukiIodocdan, XJIopOyTHH 1 Medaian).

IIporno3 3aboneBanus JOCTATOYHO CEPhE3HBIN. B uacTHOCTH, BO3MOXKHA TpaHC(hOopMaIus B
naparnpoTeMHEMUYECKHUI reMo01acTo3 (MHOKECTBEHHAs! MUEIIOMA).

Hmmynnas zemonumuueckasn anemus c cemonuzunamu . [lpu I'A, o0ycnoBieHHOI osBIIE-
HHEM B KPOBH TEIUIOBBIX MJIH, PEXe, IBYX(a3HBIX TEMOIU3HHOB, HAPYIIEHUE [IETOCTHOCTH 3PHUT-
pouuTapHOil MEeMOpaHbI IPOUCXOIUT C TOMOIIBI0 (PUKCHPOBAHHOTO HAa TEMOJTU3MHE KOMITJIEMEHTA.

Kinnunveckasa kapruna npu ['A ¢ remonusuHamu 10BOJIBHO cBoeoOpas3Ha. [lonmamanue
reMorio0MHa npsiMo B KpPOBb, @ OTTYJla B MOUY MPOSIBISIETCSA B KIIMHUKE MOBBIIIEHUEM TEMIIepa-
TYpBI TeJa, OOISIMU B TIOSICHHIIE, TTOSIBIICHUEM KPAaCHOM MM TEMHON MOYH M, PEIKO, IPHCOEINHE-
HUEM YMEPEHHOM xentyxu. OnHako B ciayyae, eciid CBOOOJHOrO FeMOINIOOMHA B MOUY ITOCTYIAeT
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MaJio WJIM OH aKTUBHO MEPEBOIUTCS HAXOASIIMMUCSA TaM KJIETKAMHU B T€MOCUJEPUH, LIBET MOUYU
MOXET ObITh HE U3MEHEH.

B ananuse kpoBU UMEIOT MECTO aHEMUS Pa3HOM CTETIEHU BBIPAXKEHHOCTH U PETUKYJIOLIMTO3.
Bruoxummyeckoe nccieaoBaHue KpOBH B EPHOJ 000CTpeHUs] 00HAPYKUBAET YBEINYECHUE CBOOOI-
HOTO TeMOITIOOMHA U CHU)KEHUE TanToroOnHa. AHAIU3 MOYH, CIIEIaHHbIN B IIEPUOJ] €€ MOTEM-
HEeHHs, 00HAPYKUBAET NMPUCYTCTBUE B HEH CBOOOAHOTO reMoroonHa. B To e BpeMs pu HajIH-
YUM MOUYEBOTO OCAJKa B aHAIM3UPYEMbIX KIIETKAaX MOXKET ObITh OOHAPY>KEH '€éMOCHIEPHUH (CM. LIB.
BKJL., pHC. 5.12). VI3 Apyrux crenuaibHBIX HCCIICAOBAaHUN 3aCTyKMBalOT BHUMaHuUs 1poda Kymbca,
Caxapo3HbIH U KUCIOTHBIN TECTHI, IP0OA HA OCMOTHUYECKYIO CTOMKOCTh S)pUTPOLIUTOB U OIIpEeIie-
HUE JTUTEIHOCTH UX JKU3HHU.

Junarno3 I'A ¢ remonu3nHaMH CTAaBUTCSI HA OCHOBAaHUM XapAKTEPHON KIIMHUYECKON KapTUHBI
Y OTMEUEHHBIX BBIIIE JAHHBIX J1a00paTOPHBIX UCCIIEIOBaHUI.

JAunddepennuanbHblii AUATHO3, IPEKIE BCErO, CIECAYET NPOBOJUTH C MAPOKCU3MAIBHOMN
HOYHOH remoriioOunypueii (bonezns Mapkuadassl — Mukenu) u ¢ Apyrumu Bugamu ['A.

B omimmume ot 60ne3an Mapkuadassl — MUKeIH, TIPU KOTOPO pa3pyIIeHUE MaTOJIOTHIECKH
M3MEHEHHBIX U YPE3BbIYAiHO UyBCTBUTEIbHBIX K KOMIUIEMEHTY 3pUTPOLUTOB MPOUCXOAUT B YCIIO-
BUSIX HOYHOT'O CHWKEHUsI pH KpoBH, IIpH 3TUX BUJIaX aHEMUN HUKAKOW CBS3H CO BPEMEHEM CYTOK
HeT, nonoxurenbHa npoda Kymbcea. [lomoraer nmoctaHoBKa caxapo3HOTO M KHCIIOTHOTO TECTOB.
B ocHoBe caxapo3HOro Tecra JIe)KHUT CIIOCOOHOCTh caxapo3bl yBEJINYUBATh CBSA3bIBAHUE KOMILIE-
MEHTa dpUTporUTaMu. J{71s1 ee mocTaHoBKU OepyTcs 3 mpoOupku. B iepBoii 5puTpOoIuTh 60IEHOTO
CMEIIHMBAIOTCS ¢ CHIBOPOTKOM JIOHOpa M caxapo3oi. Bo BTOpoi mpoOHupKe IpUTPOIHTHI JTOHOpA
CMEIINBAIOTCS C CHIBOPOTKOW OOJBHOTO W caxapo3oi. B TpeTweil nmpobupke 3pUTPOLUTHI OOIb-
HOTO TOMEIIIAIOTCS B COOCTBEHHYIO CHIBOPOTKY U caxaposy. [Ipu 6omne3nn Mapkuadasbl — Mukenu
MaKCHUMaJIbHBII reMosu3 OyJeT B epBoil mpoOupke, ciadbee — B TpeThel U OTCYTCTBYET — BO BTO-
poii. OObsCHsAETCS 3TO TEM, YTO MPU ATON MATOJOTUU PE3KO YBEIUUYHMBAETCS MOTPEOICHUE KOM-
IUIEMEHTA, U OTCIO/Ia €T0 COAep KaHue Oy/IeT BBINIE B CHIBOPOTKE IOHOPA, YEM CaMOT0O OOJBHOTO.
B 10 ke BpeMsi Heu3MEHEHHbIE SPUTPOLIUTHI IOHOPA B CHIBOPOTKE OOJIBHOIO C NApOKCU3MaIbHON
HOYHOM reMoroOnHypueil He pa3pymaioTcs. B ciydae ke MMMYHHBIX aHEMUI TeMOJIH3 JI0JIKEeH
(UKCHPOBATHCS B TPEThEH MPOOHPKE, T/I€ MPUCYTCTBYIOT M aHTUTENA, M YYBCTBUTEIbHBIC K HUM
SpUTpOLUTHI. B HacTosIee Bpemsl BbISIBIEHNE KIIOHOB MapOKCU3MaIbHON HOYHOW reMoroOnHy-
PUHU JOCTAaTOYHO MPOCTO OCYILECTBISAETCS METOJOM MPOTOUHOM (hIyopOMEeTpHH, HalleIEHHOW Ha
pacno3HaBaHue Ne(UIUTHBIX 110 aHKepHOMY npoTenHy (CDS5 u CDS59) numdponuTos.

Uro kacaercsi pa3srpaHUYCHUS] TEMOJUTHYECKUX aHEMHH C TEIUIOBBIMH U JABYyX(pa3HBIMHU
TeMOJIM3NHAMH, €TO OCYIIECTBIISIOT CIEAYIONIMM 00pa3oM. bepyT Tpu nmpoOHpKHU ¢ KPOBBIO 00JIh-
Horo. OfHy MOMEIIAI0T Ha2YBTEPMOCTAT, BTOPYIO — Ha TaKOE€ ’K€ BpPEMS Ha XOJIOJl, @ TPEThIO — Ha
yac B TEPMOCTAT U Ha yac — Ha xosiol. [Ipu Halmuum B ChIBOPOTKE KPOBH TEILIOBBIX T€MOJIN3UHOB
reMonu3 OyZieT B epBoil MpoOHpKe, a IpU HAJTMYWH IByX(a3HbIX — B TpeTheil. Hakonern, remonus
[aTOJIOTUYECKUX IPUTPOLIUTOB PE3KO YCUIIMBAETCS A00aBIEHNEM K HUM caboro pactBopa cois-
HOM KUCJIOTHI (KUCIOTHAs rpoba Xema).

Jleyenue ['A ¢ TemIOBBIMU FeMOJIM3MHAMY MTOHAYAITy HE OTIAMYAETCS OT cTaHaapTHoro. [pe-
naparaMu BbIOOpa SIBJISIOTCS INIIOKOKOPTUKOM/IBI, 10332 KOTOPBIX JOJKHA ObITh aJIeKBaTHOM, YTOOBI
OCTaHOBHTH TeMoin3. [lonokurenbHblii 3P EeKT Tepanuu OUEeHHUBACTCS 110 HOPMAIU3AIUHN TEMIIE-
parypsl. [locne mocTmkeHns KIMHNYECKOTo Y QeKTa, KOTOPBIH MOKET OBITh 3apPETHCTPHPOBAH Y
90 — 95 % GonbHBIX, 7032 MPEAHU30JIOHA I METUIIPEIa TOCTENIEHHO cHUXkaeTcs. [Ipu 3Tom mosn-
Hasl KIIMHUYECKasi PEMUCCHS JOCTIKAMA JIUIIb Y 5 % OOJNBHBIX.

Bropoii «inHuelr 060pOoHbD) IpU FEeMOJUTHUYECKUX aHEMUSIX C TEIIOBBIMU T€MOJIM3UHAMU
SIBIISIETCS CILICHIKTOMUS, 3P PEKT OT KOTOPOI MOXKET OBITh Y 66 — 68 % mpooreprupoBaHHBIX 00Tb-
HbIX. YacTb OOJIBHBIX [TOCIIE ONEPALMK CHOBA J1Aal0T PEIKME FEMOJIUTHYECKHE KpU3bl, HE TpeOyro-
e Ha3HAYCHUS TIIIOKOKOPTUKOMAOB WK Kyrnupytoumecs uMu. Y 20 % OonbHBIX 3ddexra ot
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CIINICHOKTOMHUHU JOCTHUYb HEC y,[[aeTCﬂ, qTO OHpaBZ[BIBaCT HAa3HAYCHUEC I/IMMYHOIICHpCCCI/IBHOfI Tepa-
II1Un. COFJ'IaCHO HaKOHJ'IeHHOMy OHI)ITy, HpGZ[HO‘ITI/ITeJ'H)Hee HCIIOJIB30BAaTh IlI/IKJ'IO(bOC(I)aH HNJIN BUH-
KPUCTHH, YEM a3aTUONPHUH (MMYypaH), HECMOTPS Ha TO YTO MOCIEAHUN AA€T 3HAUUTEIbHO MEHbILIE
OCJIO0KHESHUM.
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5.6. TEMOPPAI'M4YECKUE OUATE3bI

I'emopparuueckue auaressl MPeICTaBISIIOT COOOM CIIOKHYIO Ipymnily 3a00JieBaHUM, CBA3aH-
HBIX C HapylIEHHEM COCYAHMCTOTrO, TPOMOOIIMTAPHOTO /WU IUIa3MEHHOTO 3BEHHEB I'€MOCTAa3a.
Omnu BeTpeuarotcst ¢ yactotor 10 cayuyaeB Ha 100 Thic. Hacenenus. x nedenne TpedyeT oT Bpaua
CHEIMAJIbHBIX 3HAaHUN U OOJIBLIIOTO MPAKTHYECKOTO OMbITA.

MEXaHU3MOM K CBEPTHIBAHUIO KPOBH SIBJISIETCS MOBPEKICHHUE LEJIOCTHOCTU COCYAMCTOMN
CTEHKH, KOTOPO€, C OJHOW CTOPOHBI, aKTUBHUPYET AATr€3UI0 U arperanuio TpoMOOLUTOB, C ApY-
roii (uepe3 XII KOHTaKTHBIN (akTOp) — 3aMyCKaeT BHYTPEHHUI MEXaHM3M IIJIa3MEHHOTO 3BEHA
remocrasa (CM. IB. BKI., puc. 5.13). [Ing ocTaHOBKM KpOBOTE€UEHMS U3 KaWJUIIPOB U COCYHOB
MaJIoro Kanmopa, Kak IpaBuiIo, TO0CTATOYHO MEPBUYHON TeMOCTATHUECKON MTPOOKH M3 MacChl a/ire-
3UpPOBAHHBIX K KOJJIAT€HY U arperupoBaHHBIX TPOMOOLIUTOB, B 00pa30BaHUU KOTOPOIl IPUHUMAIOT
TaKxke npsiMoe ydactue ¢pudpunores u paxrop Bunnedpanna (PB). [lepsriit obecriednBaeT KoH-
TaKT TPOMOOITUTOB JIPYT C IPYTOM, @ BTOPOW OTBETCTBEH 3a KOHTAKT TPOMOOIIMTOB M KOJIareHa.

OCHOBHBIMU MEXaHU3MaMHU OCTAaHOBKH KPOBOTEUEHMI U3 00JIee KPYITHBIX COCY/IOB SIBIISIFOTCS
YMEHBIIICHUE WX TPOCBETa W BhinajeHue pubdpura. ®ubpuH obpasyercs u3 GUOpPHHOTECHA IO
JeiicTBeM TpoMOMHA, KOTOPBIN OTIIEIISET OT GUOpUHOreHa NPEnsSTCTBYIOLIUE OIUMEpPU3aLIUN
¢ubpunonentuasl A u B. B urore ¢pubpunoren npespamaercs B pubpun-moHomep. [anee on
MOXET TpaHC(HOPMHPOBATH PHUOPHUH-MOHOMEPHBIE KOMIUIEKCHI, KOTOPBIE IO/ BIMSIHAEM (UOPHH-
crabmmmsupytomiero ¢akropa XIII mpeBpamaiorcst B HepacTBopuMblid (pubpuH. B TO xe Bpems
9gacTh (puOPUH-MOHOMEPHBIX KOMIUIEKCOB CHOBA PacraaaeTcs 10 GuOprH-MOHOMEPOB WITH TTOTIIO-
I1aeTcs KJIETKaMU PETUKYJI03HI0TEINAIBHON CUCTEMBI.

Kaaccudukanusa remopparnueckux 1uare3oB:

I1I. 3aboneBanust cocymnos:

1. HacnencTBeHHBIE.

2. [IpuoOpereHHbIE.

3. BbI3BaHHBIE JIEKapCTBAMHU.

II1. Hapyuienust TpoMOOIIUTOB:

1. KonmuuecTBeHHbIE:

a) HacCJeJICTBEHHbIE;

0) mproOpeTEHHBIE.

2. KauecTBeHHbIE:

a) HacCJeJICTBEHHbIE;

0) mpuoOpeTEeHHBIE;

B) BbI3BaHHbIE JIEKAPCTBAMHU.

II1. Hapyuienust ¢pakTopoB cBEpThIBaHUS KPOBHU:

1. HacnencTBeHHbIE:

a) oguH ¢akTop;

0) MHOKECTBEHHbIE (DaKTOPHI.

2. IIpnoGperenHsie: a) oauH (paxTop;

0) MHOKECTBEHHbIE (DaKTOPHI.

IV. MuoxectBennsie nedexrsl cucremsl tTuna JIBC-cuaapoma.

EcTtecTBeHHBIMU IPOTUBOBECAMH CBEPTHIBAIOILIEH CUCTEMBI KPOBHU SIBJISIIOTCS aHTUTPOMOUH
11, cucrema nporeunos C u S, miasMuH 1 npocTaukiIvH. [loa BausHuEM renapuHa nepBblid Cro-
co0eH OJ0KMpOBaTh MPAKTUUECKHU BCE OCHOBHBIE ATAllbI MJIA3MEHHOTO 3B€HA 'eMOoCTa3a, BKIoUas
npespamnieHne pudpuHoreHa B GuOpHH-MOHOMEP. AKTHBHPOBAaHHBIN IIa3MEeHHBINA npoTend C B
NPUCYTCTBUH MPOTEHHA S CMOCOOEH pacUIeIUIATh MPOTEONMTHUECKN aKTUBUPOBAHHBIE (DAKTOPHI
VIII u V u Takum 00pa3omM TOpMO3UTH 00pa3oBaHKe aKTUBHOTO (akTopa X u TpomOuHa. [Inazmun
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NPUHUMAET HEMOCPEICTBEHHOE yUacTHE B MPOTEOIUTHYECKOM PACUICITICHUH HUTEH (GuOpuHa, a
pY HEOOXOMMOCTH CITIOCOOCH pa3pyliaTh U IpyTue IIa3MeHHbIe (DaKTOPBI CBEPTHIBAHHS KPOBH.
UYro KacaeTcs MPOCTAIMKINHA, OH aKTUBHO MPEISTCTBYET arperai TPOMOOIIUTOB.

5.6.1. TpombouuTONEHUU

Onpez[e.ﬂem/le. Ilox TpOM6OHI/ITOHeHI/IHMI/I IIOHMMAIOTCS TaKue 3a00JIEBaHU U CUHAPOMEI,

MIPU KOTOPBIX KOJMYECTBO TPOMOOLMTOB B KpoBU He mocturaer 150 % 10°/1. YensHslii Bec
TPOMOOLIUTONIEHUH B TPYIIEe TeMOpparuyeckrx JUare3oB J0BOJIbHO BhICOK (15 — 20 cioyuaeB Ha
100 toIc. HaceneHus). OHU MOTYT OBITH BPOXKJIEHHBIMH U MPUOOPETEHHBIMU U BBI3BIBAIOTCS: a)
HEJ0CTAaTOYHOM MPOAYKILIKENH TPOMOOLIUTOB B KOCTHOM MO3re; 0) CeKBECTpalluel uxX B COCyiax Win
B CEJIE3€HKE; B) pa3BeJCHUEM, B YACTHOCTH, IIEPEIUTON KPOBbHIO; T') MOBBILICHHBIM pa3pylIeHHEM
WU otpediieHneM TpoMoonuToB (Tadm. 5.1).

Tabnuya 5.1
OcHOBHBbIE MPUYMHBI YBEJIUYEHHOI'0 MOTPeOJeHUs UM Pa3pyllieHUuss TPOMOOLMTOB

HMMMYHHO IpUpOIEL

HenMMyHHOIT IpUpOILI
BpoxieHHbie TTpuobperennsie

Cepzeuto-cocyaucTsie 3aboesaHus ITpuem nekapcts wma- | Ocrpas MMMYHHasd TpOM-
AOPTOKOpOHapHOe IYHTHPOBAHHE TEPLID bouMTOnEHUYeCcKas Iyp-
JBC-cunipom AJITOUMMYHHAs HeOHa-| Iypa
IIpueM nekapcTs TafibHas TpomBouu- | XpoHudeckas HMMYyHHas
DKnaMncus TOTIEHH ST TPOMBOUNTONIeHUYecKas
l'eMomHanus HeonaTtanbHble MHEK-| nypmypa
I'eMOIUTHYECKO-YPEMHUYeCKHI CHHIPOM | LIHH WHayuupoBaHHaa JeKap-
T'unepcrnneHnsm MmmyHHas TpomOOIM-| CTBAMM HMMYHHAs TPOM-
Hudexunn TOIleHHYeckas nypny-| GouuToneHus
CocyaHcThie IpoTeshbl pay MaTepu IMocrrpancdy3nonHan
3aboneBanus Movyek nypuypa
bBonesns Momkosnia

BerpeuaemMocTh BpOKIEHHBIX TPOMOOIMTONEHN: CUHAPOM AJnopTa; cuHapoM bepHapa
— Cynbe; BpoxkIeHHBIN nepuuut TpoMOomnosTuHa; anemusi DaHKOHU; CHHIPOM CEpBIX ITACTHHOK;
aHomanusa Mes — Xermuna; cunapom Buckorra — Ongpuya.

Bpoorcoennas ungunempayusa kocmuo2o moszea:

a) BPOXKJICHHbIE JICHKEMUU;

0) BpPOXJACHHBII PETUKYIOIHOTEIHNO3;

B) BPOXKJICHHBI MYKOMOJIUCAXapH103;

Bpoowcoennas epanynemamosnas 6ones3uo.

Ilpuem nexapcme mamepwio:

a) 9TaHOJa;

0) THa3UIOB;

B) TOJIOyTaMu/a;

T') CTEPOUIOB (ICTPOTEHOB WU MPEAHU30HA).

Mamepunckue unghexyuu:

a) IUTOMETAJIOBUPYCHAS;

0) BuUpyca remnarura;

B) KpPacHyXH;

T') OCIIBL.
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Hmmynnvie mpomoboyumonenuu (UT) npencrapisior cOOpHYIO TpyIIny 3a00J€BaHUM, CBSI-
3aHHBIX C BBIPAOOTKON aHTUTEN K NPEABApUTEIbHO U3MEHEHHBIM MJIU JlaKe K HEM3MEHEHHBIM
tpombormram. [To cBoeit mpupoae OHM MOTYT OBITH BPOXKACHHBIMU M IPHOOPETEHHBIMH, a C yUe-
TOM Me€XaHu3Ma 00pa30BaHMs aHTUTEI OJPA3JEISIOTCS Ha:

a) U30MMMYHHBIE, WJIN aJNIOUMMYHHBIE, IPU KOTOPBIX pa3pylIieHHe TPOMOOLUTOB 00yCIIOB-
JIEHO WJIM MX HECOBMECTHMMOCTBIO IO OJHOM W3 TpyNIl KPOBH, WIM TpaHCPy3UEH PELUNUEHTY
YyXUX TPOMOOLIMTOB IPU HAJIMYUH Y HETO paHee BbIpaOOTaHHBIX aHTUTEN K HUM;

0) TpaHCUMMYHHBIE, CBSI3aHHBIE C IEPEXO0IOM K peOCHKY uepes IJIalleHTapHbli Oapbep aHTu-
TEJ OT paHee UMMYHU3UPOBAHHOMN MaTepy;

B) reTepOMMMYHHBIE, O0YCIIOBICHHbIE NEPBUYHBIM HapyIIEHUEM AHTUITE€HHOW CTPYKTYpbI
TPOMOOLIUTOB BUPYCOM, JIEKAPCTBOM HJI APYTUM areéHTOM, BBICTYMAIOIIKUM B POJIM ralnTeHa;

T') ayTOUMMYHHBIE, IPH KOTOPBIX M3-32 CPBIBA TOJIEPAHTHOCTH JTUM(POUTHON CHCTEMBI JINM-
(oUMTHI HAYMHAIOT BHIPA0ATHIBATH AHTUTENA K CBOMM HCXOAHO HEM3MEHEHHBIM TPOMOOIIHTAM.

Kak noka3ano B Tabn. 5.2, BaXKHOE MECTO CPEAU 2emepOUMMYHHbIX MPOMOOYUMONEHUL
3aHMMAaIOT 3a00JIeBaHus, CBSI3aHHBIE C IpUEMOM JiekapcTB. [locieqHue yarie Bcero BbICTYIAIOT B
pOJIU ranTeHa, KOMIJIEKC KOTOPOro ¢ MMMYHHBIMH O€JIKaMu I1J1a3Mbl HAXOAUTCS Ha TPOMOOIUTE,
(uKcHupyeT KOMIUIEMEHT, a 3aTeM yAAJSeTCsl U3 HUPKYJIALUNA MakpodaraMu BMECTE C HECYILIUMU
MMMYHHbIE KOMILIEKCHl TpoMOoruTamu. EcTecTBEeHHO, YTO MpHU OYEpETHOM IONaJaHUuu JIeKap-
CTBa B OpraHU3M CEHCHOMIN3UPOBAaHHBIE UM OOJIbHBIE 0OHAPYXKAT OBICTPOE CHUYKEHUE KOJIMYECTBA
TPOMOOLIUTOB U, HAOOOPOT, UX MOBBIILIEHNE BCKOPE MOCJIE OTMEHBI Iperapara.

Tabnuya 5.2
JlekapcTBa, BLI3BIBAKOIIIHE HMMYHHbIE TPOMOOIMTONEHUHT
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[ | Conu 30m071a MDennnbyTazoH MEBIBAK
['enapuH a-MeTuigona deHonpoden
XUHUIUH Breomuiix KnuHopun
Jdudbenmnruaantoun | Xnopnponamuz XUHUH
CynbdannnaMusibl AuerazonaMuj [Mack
HMupomeTanux AMITHIAIIHH Ieramunden
Acnupun H3zonunaszup [umeTHIHH
IM'unoruaszua Tonﬁy'ramu,u AHTO30/IMH
Oxcudenbyrazon Tpumeronpum Huaszokcun
Dypocemu ITernunanuH [Medanotux
Pudamnuunx Bapbutyparsi
Hamnepcrsnka OKcHTeTpavKINH

II | AnnonypuHon Hurpormuuepux AHTUNHPUH
Hedanexcun [MTapameragnoH HosoOuoumnx
Xnopauasenokcus [TpuHMIMANaMUA Knonasemnam
Huasemnam [TpumumoH DeHuTOMH
['eHTaMUITUH [Mpomunrroypauun | JINHKOMHUIMH
HMmunpamun Canuuunar Hatpusa | Tuoryanas
JleBaMM301 CnvpoHONaKTOH Menpobamar
JupokanH CTpenToMHLUH Tnoypauun
MeTuumnnmua Toﬁpammunﬂ u apyrue

Aymoummynnas mpomboyumoneHus NpeICTaBIseT cOO0H yacTo BCTpeyarolieecs 3adoneBa-
HUE KpOoBH. B ee 0CHOBE JIeXKUT 00pa30BaHue ¢ MOCIeayoNIel GpuKcamreil Ha TPOMOOIIUTaX UMMY-
HoroOyMHA G, KOTOPBIM U OTBETCTBEHEH 32 X OBICTPOE Pa3pyIICHUE B PETHKYIOIHAOTEINATb-
HOH CUCTEME.

Henocratok TpoMOOIIMTOB B KPOBU MPOSIBIISIET Ce0sl B HECKOIBKUX HaIpaBleHusX. Bo-niep-
BBIX, HE 00pa3yeTcs WU IUIOXO oOpasyercsi TpoMOoIMTapHas MpoOKa, 4TO MPUBOAUT K YBEJH-
YEHHIO JUIUTETHHOCTH KPOBOTEUCHHUS U TIOSBICHHUIO DKXHMMO30B M CHHSIKOB B MECTaX HEOOIBIITNX
TpaBM. Bo-BTOpBIX, U3-32 HENOCTATOYHOTO MOCTYIUIEHUS MUTATEJbHBIX BEUIECTB K SHIOTEIUIO,
IJIaBHBIMU «KOPMUJIBIIAMHU» KOTOPOTO SIBISIOTCS TPOMOOIUTHI, HAUMHAET CTPaiaTh COCYIUCTas
CTEHKa, YT0, HECOMHEHHO, CIOCOOCTBYET U MOSBICHHIO, 1 TPOTPECCUPOBAHUIO TEMOPPAruYeCKOro
Juaresa.

[To TeyeHHIO ayTOMMMYHHYIO TPOMOOIIMTOTIEHUYECKYIO MYPIypy MOXKHO pa3leiuTh Ha
OCTPYI0, PEIUAUBUPYIONIYIO U XPOHUUYECKYIO (DOPMBI.

Ocmpas ¢hopma 60one3nu 6onee CBONCTBEHHA IETSAM, B PABHOM Mepe MaJTBIMKaM U JCBOYKAM.
Omna yacTo BO3HHKAeT Ha (hOHE TIEPEHECEHHBIX CE30HHBIX (3MMa — BECHA) BUPYCHBIX HH(EKIUi1, B
TOM YHCJIE TUITUYHBIX JETCKUX WH(EKIHIA U OCTPBIX PECIUPATOPHBIX 3aboneBanuil. [IpomexyTok
BpEMEHHU MEXK/y IMOSBICHUEM IyPITyphl U TIEPEHECEHHON MH(EKIHUel, KaK MPaBUIO, COCTABIISET
JIBE HEJIETH, a CPEIHSS MIPOAOIDKUTENBHOCTE n3MepsieTcs 1 — 2 mec. Dta ¢opma OnaronpusitHee,
YeM XpOHHUYECKas, XOTs MPU OTKA3€ OT MIIOKOKOPTUKOMIHOM Tepamuu CMEPTENbHbIE UCXOJbI HE
CUMTAIOTCS PEIKOCTHIO.
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Xponuueckoti hopmoii TpeUMyIIECTBEHHO CTPATAIOT B3POCIbIE, TPUYEM JKEHIIUHBI B 2 pa3a
yaire My>xurH. Hepenko 3aboneBanue moxet npogoinkarses 30 et u 6omee. Uto kacaercs pemuc-
CHil, TO OHM B OCHOBHOM 3aKJIFOYAIOTCS] HE B HOPMAJIM3aLlUU KOJIMYECTBA TPOMOOIIMTOB, a B HCUE3-
HOBEHUH FeMOpparui.

Peyuousupyrowumu ¢popmamu ayTOUMMYHHON TPOMOOLIMTOIIEHMH MOTYT OOJIETh U B3pOC-
able, U aeT. [Ipu 3TOM HaJIMIO HE TOJBKO MOBTOPHBIE PELUAMBBI 3a00JIeBaHUs, HO U IOJHbIE
pemuccuu. B OonbIIMHCTBE cllyyaeB UMMYHHAas TPOMOOLIUTONIEHUS pa3BUBAETCs 0€3 OTYETIUBOM
CBSI3U C KaKUM-JIMOO COMyTCTBYIOIIMM 3aboneBanueM. C Apyroil CTOpOHbI, CUMITOMATHYECKUE
BapUaHTHI 00JIE3HU BCTPEUAIOTCS MPU XPOHUUECKOM JTUM(DOICHKO3€, MUEIIOMHOM OOJIE3HH, XPOHH-
YECKOM aKTHBHOM TeNaTuTe, CACTEMHON KpacHOM BOMYaHKE, pEeBMAaTOMIHOM IOJIMAPTPUTE, AUP-
(hy3HOM TOKCHUYECKOM 300€ U psjie APYTUx 3a00JICBaHHM.

Kiaunuyeckasi kapTuHa. bonbHble oOpalnaioTcs K Bpady HM3-3a KPOBOM3IMSIHUMA B KOXY
W/WIW KPOBOTEUCHHUM W3 CIM3UCTHIX. M3mI00MeHHON JIOKamu3aeil MeTKOTOUeYHBIX WIIN TIeTe-
XHAaJIbHbIX KPOBOU3IMSIHUM SIBIISIETCS KOXKa HUYKHUX KOHEUHOCTEMH, I71e BHYTPUKAUIUISIPHOE J1aB-
JICHHE BbIIIE, YEM Ha BEepXHUX. YacTh NeTeXUaIbHBIX KPOBOUIUSAHUNA MOXET CIUBaThbcs, oOpa-
3ys 9kxuMo3bl. [lo Mepe mporpeccupoBaHMs TATOJIOTUYECKOTO MPOIiecca KPOBOU3IIUSHUS MOTYT
MOSIBJIATBCS M HA TYJIOBHUIIE, [TOpa)kaTh CETYATKY I1a3a U Jaxke Mo3r. OTHOCUTENBHO YacTo Mpu
MMMYHHOH TPOMOOIUTOIIEHNH BCTPEYAOTCSI HOCOBBIE KPOBOTEUEHMUSI, TUIIEPIIOTUMEHOPPES U KPO-
BOTOUMBOCTb JIECEH, 0COOEHHO ITOCIJI€ YUCTKHU 3y00B. XapaKTepHO TaKKe 00pa30BaHUE CUHSAKOB B
MecTax UHbEKIHI. B TO e BpeMst KpOBOTEUEHHSI U3 KETyA0UHO-KUIIEYHOIO TPaKTa, MOYEBbIe-
JUTEIBHOUN U BIXaTeIbHOW CUCTEM BCTPEUAIOTCS pexe. Y 4acTu 0OJbHBIX UMMYHHBIMH TPOMOO-
LUTONEHUSMHU BaKHBIM KIIMHUYECKUM CHHIPOMOM MOKET ObITh aHeMUsl. B 3ToM citydae mosBis-
10TCA XKao0bl Ha c1aboCTh, yyallleHue cepAeOneHus: U roJOBOKpYyKEHHE.

OObeKkTUBHOE HUCCIIE0BaHNE OOJIBHOIO BBISBIISIET OTMEUEHHBIE BBIIIE U3MEHEHHUS CO CTO-
POHBI KOXKU U CIIU3UCTBIX, MOXKET ObITh aHEMU3ALIMSI Pa3HON CTENIEHHU BBIPAXKEHHOCTHU. YBEJINUEHHE
CEJIE3EHKHU U MEeUYEeHU MaJIoXapakTepHO. B To jxe BpeMsl y HEKOTOPBIX OOJIbHBIX UMEET MECTO YBe-
Tu4YeHue TUMEPaTHIECKUX Kele3, 0COOCHHO B OOJACTH III€H, YTO B COUYETAHHUH C CyOhHeOprIbHOM
TEMIEPATYpPON Tela HEPEIKO CUMYIUPYET CUCTEMHYIO KPACHYIO BOJTYAHKY.

Jla6opaTtopHnasi nuarnocTuka. CaMbIM IPOCTHIM TECTOM HA TPOMOOIIMTONEHHIO, KOTOPBIN
MOJKET OBITh ITPOBEJEH B aMOYJIaTOPHBIX YCIIOBUSIX, SABIISIETCS V8eIuueHue 8pemMeni KpO8ome4eHus..
[Tocnennee onpenenseTcs Mociie HAHECEHUS Ha KOXKY MEJKOH paHbl. I cTaHapTU3aluu pe3yib-
TaTOB MOCJIEIHIO0 JIyYIlle HAHOCUTh Ha CPEHEHN TPETH MpeaAIieybsi, B YCIOBUIX TYro HaJIOKEH-
HOM Ha IUIeY0 MaHKETKU OT mpubopa Al U3MEPEHUs apTepHalIbHOTO JaBieHus. B Hopme nim-
TEJIbHOCTh KPOBOTEUEHUS U3 OBPEKJAECHHOTO COCY/a HE JI0JKHA MPEBbIIIATh MOIYTOpa MUHYT.

JpyruM Ba)KHBIM OPUEHTHUPYIOLIUM Ha TPOMOOIIUTONIEHUIO TECTOM MOXKET OBITH CHUKEHUE
PEeTpaKIMK KPOBSIHOTO CTYCTKa. DTO MPOUCXOIUT U3-3a HEJAOCTATOUHOTO MOCTYIUICHUS B IJIa3My
BbIpa0aTHIBAEMOr0 TPOMOOLIUTAMHU PETPAKTO3UMA U HAIVISAHO MPOSIBISIET c€0s1 HEBO3MOXKHOCTBIO
TMIOJTy4€HUs CBIBOPOTKHU U3 B3STOM 0€3 aHTUKOAryJsiHTa CBEpHYBLIeicst KpoBU. B To ske Bpems cBep-
THIBAEMOCTb KPOBU Y TakuxX OOJIbHBIX HOpMaibHas. He u3MeHeHbl Takke KaoauH-Ke(paaTnHOBBIN
1 ayTOKOATYJISILIMOHHBIN TecThl. BBUY MOCTOSHHON MPKYISIUU B KPOBU aHTUTPOMOOIIUTAPHBIX
aHTHUTEN, (YHKIIMOHATIbHASI aKTUBHOCTh TPOMOOIIUTOB OOJIbHBIX KIMMYHHBIMU TPOMOOLIUTOIIEHU-
SIMUA MOKET OBITh U3MEHEHA, YTO HAXOJUT OTPAKEHUE B CHIYKEHUH UX CIIOCOOHOCTHU MPUIIUINATh K
CTEKIY, a Takke B HapyueHuu AJ[®-, TpoMOMH- U KoJUIareH-arperarum.

Juarno3 TpoMOOLIUTONEHUN CTABUTCS HA OCHOBAHUM XapaKTEPHON KIMHUYECKON KapTHUHBI
Y YIIOMSIHYTHIX BbIIIE 1a00paTOPHBIX TECTOB, MPUYEM OKOHYATEIbHBIN BBIBOJ] O HAIMYUH Y O0Ib-
HOTO Takoro 3a00JieBaHuUs JeNIaeTCsl TOIBKO Mociie 0OHAPYKEHUsI B KPOBU YMEHBIIIEHHOTO (MEHEee

150 % 109/JI) KoinyecTBa TpoMOonuToB. [Tocnennue myyie onpeaensTh BMECTE C KIMHUYECKUM
aQHAJIU30M KPOBH, KOTOPBIM cpa3y ke MO03BOJIUT OTBEPTHYTh BTOPUYHBIE TPOMOOLMTOIIEHUH TpU
JeKo3ax M armiacTU4ecKkoil anemuu. Bmecte ¢ TeM B Ma3kaxX KpPOBH MOXET OBITh MPEACTABIECHO
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YBEJIMYEHHOE cojiepaHue MerarpoMbouutoB. Kak ciencTtBre MOBTOPHBIX reMopparuii MOXET
pa3BUTHCS TUIIOXPOMHAs Kee30AePUIUTHASL aHEMUSI. Y TOUHEHHE IMarHo3a TpedyeT Mpou3Bo-
CTBa CTEpHAJIbHON IMYHKIUH, KOTOpasi MOXKET OOHAPYX UTh HE TOJIKO YBEJIUYEHHUE COJIEPKaHUs
MEraKapuoLMTOB, HO U U3MEHEHHE UX CTPYKTYphl (rumepcerMeHTanus sapa). B kauectse Bcoo-
MOTaTeIbHOTO TUAarHOCTUYECKOTO TECTa MOXKET OBITh UCIIOIB30BAHO ONpPEACIEHUE B IJIa3Me U Ha
TpoMOoIHTaX OOJIBHOTO aHTUTPOMOOLUTAPHBIX aHTUTEN. Eciu TakoBble 0OHApYKEHBI, JHATrHO3
MMMYHHOH TPOMOOILIMTOIIEHUU MOYKHO CUMTATh JIOKa3aHHBIM; €CJIM HET, TO OTBEpraTh TaKoi aua-
THO3 BCE-TAKH NPEXKAEBPEMEHHO. [[eJ10 B TOM, UTO TUTP yKa3aHHBIX aHTUTEN MOXKET ObITh HEIOCTAa-
TOYHBIM JIJISl X HIIeHTH()UKAIIIH, 2 HanOOJIee HAChIICHHbIE aHTUTPOMOOIIUTAPHBIMH AaHTUTEIIAMH
IUTACTHHKH YK€ 3aXBa4CHBI U pa3pylieHsl Makpodaramu. Kpome Toro, ciieyer IMETh B BUY, YTO
OTIpe/IeIIEHNE aHTUTEI Ha TIOBEPXHOCTH TPOMOOIIUTOB COMPSIKEHO C OOJIBIIMMHU METOIUYECCKIMU
TPYIHOCTSIMU U TO3TOMY B KJIMHUUECKHUX YCIOBHUSIX UCHOJIB3YETCS PENKO.

JAuddepenunanbHblii TMArHO3 UMMYHHBIX TPOMOOLMTONEHUN MNPOBOJST C TaKOBBIMU
HEMMMYHHOTI'O T€HEe3a, a TaK)Ke ¢ CUMIITOMATUYECKUMU TpoMOoLUTONEeHUAMU. B nepBoM citydae
IIOMOTa€T NNOCTAaBUTh JUATHO3 OTCYTCTBUE Y OOJIbHBIX UMMYHHBIMU TPOMOOLIUTOTIEHUAMH 3a00I1€e-
BaHMIA CEPICIHO-COCYMCTON CHCTEMBI, 0COOCHHO KOPPUTUPYEMBIX ITOCTAHOBKOM MCKYCCTBEHHBIX
KJIAIIaHOB CEp/illa UM COCYIUCTBIX MPOTE30B, HATMYME B KOCTHOM MO3I€ YBEJIMYEHHOI'O KOJIUYE-
CTBa MEraKapUOLMTOB U MOJIOKUTEIbHBIE TECThI HA AaHTUTPOMOOIIUTapHbIE aHTUTENA. J{J15 HCKITIO-
YEeHMsI JIEHKO30B U aIula3uil KpOBETBOPEHUS YUUTHIBAIOT JaHHbIE KIMHUYECKOTO aHaIM3a KPOBU U
COOTBETCTBYIOIIME U3MEHEHHsI KOCTHOTO Mo3ra. Il MCKIIIOYEHUS] CHCTEMHON KPaCHOM BOJTYaHKH,
6one3Hu ['peliBca v peBMaTOMIHOTO MOJIMAPTPUTA YUUTHIBAIOT HAJIMYKE Y OOJIbHBIX CBOMCTBEHHBIX
TAaKAM TATOJIOTHSIM CHMIITOMOB M COOTBETCTBYIOIIHE JaboparopHsie TecThl (LE-kneTku, aHTH-
HyKJIeapHbIii pakTop, antutena k HatuBHO# JJHK, peBMatonnnsiii pakrop, yBenmueHrne ropMOHOB
IIMUTOBUAHOM JK€JI€3bI B KPOBU U T. 11.).

Jledenue. [Tockonbky HekoTOpbIe BUABI 1T TECHO CBSA3aHbI C MPUEMOM JIEKAPCTB WIIH C IIEpE-
HECCHHOH HeaBHO MHQEKIMEH, IepBO 3a/1aueii Jiedariero Bpava sBisieTcs OTMEHA dTUX Tpera-
paToB M yCTpaHEHHUE U3 OPraHu3Ma COOTBETCTBYIOIIETO HH(PEKITMOHHOTO arcHTa.

Uro kacaeTcst OCHOBHBIX METOJI0B crienndudeckoro jedenus UT, onu cnenyromue:

— DIIIOKOKOPTUKOUIBL;

— UIMMYHO/IEIIPECCAHTHI (a3aTUONPHUH);

— BHYTPUBEHHOE BBesieHue Oonbiux 103 1gG;

— aHTUIUM(OLMTAPHBIN IT100YIUH;

— UMMYHOKOPPEKTOPHI (CaHIUMMYH);

— CIUIEHIKTOMHUS;

— MaJible J103bl BAHKPUCTHHA WJIM BUHOJIACTHHA,

— uHTepdepoH-4;

— JJaHa3011;

—antutena k CD20 (ma0tepa);

— POMMUILIACTHH;

— ¥ JIpyTHe, PeKe UCIOIb3yEeMbIE ITOJIXO/IbI.

[Ipu Be1OOpE Tepanuu UT yunTeiBatoT Bo3pacT 00ybHBIX. OCHOBHBIM K€ IOKAa3aHUEM K €€
HayaJly CYNTAETCs HAIUYUE Y O0JIbHOIO BEIPaXKEHHOT'O TEMOpParnyeckoro CHHAPOMa, a He ypOBEHb
TPOMOOLIUTOTIEHUH.

Hauunarot nedeHue ¢ Ha3HA4YCHUS MPEIHU30JI0HA B 703¢ 1 Mr/kr Beca. DPdexT Tepanuu
(ocnabneHue WM UCUE3HOBEHUE FEMOPPAaruuecKoro auaresa, a TakKe yBEJIMYEHUE YHCIa TPOM-
00IMTOB) OOBIYHO perucTpupyercs yepes 5 — 7 nueid. [Ipu orcyrcTBum 3dexra nmepBoHaYaTBLHAS
71032 TIpeIHU30JI0Ha yBennuuBaeTcs B 1,5 — 2 u naxe B 3 pasa. [lokazanuem Jj1si CHUKEHUS O3B
peaHN30JI0Ha (HE ObIcTpee, YeM 5 Mr B 4 1Hs) OyAeT MmoyiHas JUKBUIAIMS TeMOPParundecKoro
auare3a Ha (pOHE OTYETIMBO HAMETHBILENCS TEH/IEHUIUH K MOBBIIIEHUIO KOJIMYECTBAa TPOMOOIIH-
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TOB B KPOBHU. Ecius X04€ OTMCHBI INTIOKOKOPTUKOUI0B FGMOppaFI/I‘IGCKI/Iﬁ JHUarec3 BO300HOBIISICTCS

win Oy/eT 3aperucTpUpoOBaHO KPUTUYECKOE CHIbKeHHE TpomOoruTos (Hike 10 % 109/J1), Tepa-
MU0 IPETHU30JI0HOM 3aMEHSIOT Ha KOPOTKHUH Kypc MeTHinpeaau3onoHa (30 MI/Kr/cyT B TeueHue
5 nHelt) WM MOJKIIOYAl0T K OCHOBHOM Tepanuu azaruonpuH (0,05 % 3 paza B i1eHb).

AJNBTepHATUBHBIM MTOJIXO0JIOM K JiedeHHI0 0cTpbIX (hopm UT sBisieTcst BHyTpUBEHHOE (B Teue-
HUe 5 Hei) BBeeHne 00ibIuX /103 (3 T') XOpOoIlIo OYHUIIIEHHOT0 MMMYHOIIIOOynuHa G, KOTOPBIi
0COOEHHO BakeH Y JieTeil 1 OepeMEeHHBIX.

Bropoii «imnueit o6opons» xponnyeckoit UT sBnstorcss aHTHIUMGOLUTAPHBINA TIOOYIHH
u/unu crieH3KkToMusi. OCHOBHBIMH MTOKa3aHUAMU JIJIS CIIJICHIKTOMHUM CUUTAIOTCS:

— HezocTaroyHas 3(p(peKTHBHOCTD paHee MPOBOAUMOMN Tepanuu IMIOKOKOPTUKOUIAMH, B TOM
qucie B KOMOMHAIIUN ¢ UMMYHOZETIPECCAHTaMU;

— OTpaHUYEHHBIE BO3MOXXHOCTH JUIUTENBHOW TEparu TIIOKOKOPTUKOMAAMHU Y OOJIBHBIX
caxapHbIM AMa0EeTOM, sI3BEHHOH 00JIe3HbI0, apTepHUaIbHOIN TUIEePTeH3UEH, OCTEOIOPO30M U HEKO-
TOPBIMH JIPYyTUMHU HAapyIICHUSIMH 0OMeHa;

— crnoco0 nmpodmIakTUKU OyayImux KaracTpod y xeHumH ¢ T, HamepeBarommxcs poxarh
JETEN.

CrneHs3KToMHUs POBOAUTCS. B YCJIOBUSX CIIELUAIM3UPOBAHHOIO XMPYPrHUECKOIo CTalu-
OHapa IMOJ KOHTPOJEM IreMOorpaMMbl U YpOBHS TpoMOOuMTOB. [ mpenoTBpaiieHust pa3BUTHSA
HEeXeJIaTeJIbHOM HAJII0YEYHUKOBON HEJOCTATOYHOCTH IUIAHOBAs /1032 INIFOKOKOPTUKOUIOB HEIO-
CPEICTBEHHO Mepe onepanueil JomkHa ynBouThcsi. Kpome Toro, n3-3a BBICOKOTO pUCKa pa3BUTHUS
ITHEBMOKOKKOBOT'O CETICHCA Y CIUIEHIKTOMHPOBAHHBIX OOJIBHBIX BCE TOTOBAIINECS K CIUIEHIKTOMHUH
MAIMEeHTHI JOJDKHBI ObITh MPEABAPUTEIHLHO MMMYHH3HUPOBAHbBI THEBMOKOKKOBBIMHU BaKI[MHAMHU.

B pesynbrare Takoil Taktuku BeneHUs: 00abHBIX UT CTOMKOro mojaokurenbHOro s¢dexra
yaaetcst foctudb y 90 % nperert u mpubnusutensHo y 60 — 70 % B3pocnbix. M3 apyrux cmoco-
OOB JIeUeHUs], UCTIOIB3YEMBbIX JUIA JieYeHUs pepakTepHbIX K cTaHAapTHOM Tepanmuu UT, 3acmy-
KHUBAIOT BHUMAaHUS: a) OOJIbIIME J03bI METHIIPEAHU30JI0OHA; 0) UMMYHOCYTIPECCHUBHASL TEPaTHs
nUKI0(¢oCchaHOM HIU a3aTHONPUHOM; B) BUHKPUCTHH, BUHOIACTHH, KOJIXUIIMH WM 3TOMO3M; T)
Hu3kue 1036l antupesyc-0 (D) ummynornoOynuna G; a) maHaszon; €) a-untepdepon; e) adepes
WM 1iazMagepes ¢ aHTUCTa(pUIOKOKKOBBIM NPOTEMHOM A, KOTOpPbIE HAlpaBJIEHbl Ha yJalleHUe
U3 IUPKYJSIIUNA aHTUTPOMOOLIUTAPHBIX aHTHUTEN; %K) OOJBIINE H03bI ACKOPOMHOBOM KHCIIOTHI; 3)
narcoH; u) nedebroe aHTu-CD20-anTuTeno — MadbTepa; K) pOMHUILIACTHH.

Mexanusm neiictBus npu UT ankanounnoB 6apBHHKAa po30BOro (BUHKpPHCTHHA M BUHOJA-
CTHMHA), KOJXUIMHA U TPYIIBl aJIKaJOUA0B MOA0PMIIOTOKCHHA (BEMe3Hl U 3TOMO3MU) MPUOIH-
3UTEIBHO OAMHAKOB. OH CBSI3aH C NPSIMbIM BO3JEHCTBUEM yKa3aHHBIX IPENapaToB HA OCHOBHOM
OTIOPHBINA OEJIOK LIUTOCKETIeTa TPOMOOIMTOB U MakpodaroB — TyOynauH. I[TockonbKy mocneaHuit
(opmMHpyeT MUKPOTPYOOUKH, 6€3 KOTOPBIX MOJHOLEHHBIN (HarouTo3 HEBO3MOXKEH, 3Ta (DYHKIUS
Makpo¢haroB Bo BpeMsl JIeUeHUs Ha3BaHHBIMU IpenapaTaMy YaCTHYHO YTPaYMBaETCsl, B TOM YHCIIe
U B OTHOIIEHUH MOKPHITHIX aHTUTEIAMU TPOMOOLIUTOB.

OO0b1uHO BUHKpHUCTUH Juis JieueHus: T BBoauTcs BHyTpuBEHHO B 103e 0,5 Mr oauH pas B
HEJIeNI0, U TaKas Tepamnus MpojoiikaeTcs B TeueHue 6 Hel. D(hHeKTHBHOCTD Tepanuy OLEHUBAIOT
yepes 2 — 3 Hexl., a B cirydae ycnexa 3pQext MoxeT coxpansaThbes 6 mec. u 6onee. Jlo HenaBHero Bpe-
MEHH OCHOBHBIM CHUTHAJIOM JUIl OCTAHOBKH TepalMM BUHKPUCTHHOM SIBJISIAaCh Nepudepudeckas
HelponaTys B BUe MOJMHEHPONaTHH, JOKAIbHBIX HEBPUTOB M Mape30B, B 0OCOOEHHOCTH KUIIEeY-
HUKa, YaCTOTa KOTOPBIX IPH MCIOIb30BaHUM BBIILIECYTIOMSIHYTBIX MajbIX 03 BUHKPUCTHHA CTaJla
MHUHHUMAJIBHOU.

Konxunus, nogo6HO BUHKPUCTUHY U BUHOIACTUHY, CBA3BIBACTCA C TYOYJIMHOM M HapyIlIaeT
TaKue 3aBUCHMBbIE OT MUKPOTPYOOUEeK Mpolecchl B MakpodaraabHO-MOHOHYKJIEApHOH CHCTEME,
Kak (paroruros. B pesynprare ero mpuMeHeHHs MOJIHbIE U YacTHuHbIe peMuccuu T ynaetcs nosny-
quth y 20 1 40 % GONBHBIX COOTBETCTBEHHO.
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Uro xacaercst 7TONO3H/a, 3TOT MpenapaT MOXET 00ECIIeYUTh UTUTEIbHBIE CTOUKHE PEMHUC-
cun y 00JbHBIX ¢ HeaBHO Bo3HUKIIEH UT. [Tpu 3ToM 0’kKumaeMoro MHEIOTOKCHIECKOTo 3 dexra
OT JICHCTBUSI ITOMO3HU1a HE HAOII0AAIO0Ch.

Buytpusennsie nady3un nmmynoriodynuaa G B 1o3e 400 Mr/Kr/cyT, BBOIUMBIE B TEUCHHE 5

JTHEH, CIOCOOHBI MMOAHATH YPOBEHb TPOMOOIIUTOB KpoBH BhIIie 50 % 10°/n y 83 % neueHbIX nanu-
eHTOB. OTHUM U3 OOBSCHEHUH MOJIOKUTEIBHOTO Y dexTa uMMyHorooyarHa npu UT sBisercs
61okana Fe-penentopa Makpoaros u oTCIo1a MEHbIIIEE TOBPEKAAOLIEE BO3ACHCTBHE MOCIEIHUX
Ha HUPKYJIUPYIOIIKE B KPOBU TPOMOOIUTEI.

OCHOBHBIMU K€ HEIOCTaTKaMH Teparuu OOJBIIMMU J03aMU UMMYHOITI00ynuHa G cremyer
CUUTATh €€ JOPOrOBU3HY U HECTOMKOCTh dddekTa. [oaToMy HazHaYeHHE BBICOKUX /103 UMMYHO-
1o0ynuHa G, peskie BCero, ONpaBAaaHHo s KyIMPOBAaHUS OCTPO BO3HUKAIOIIETO TeMopparuye-
CKOT'O CMHJIpOMA y JIETEH, a TaKXkKe KaK BayKHBIM 3Tall MOATOTOBKHU K CIUIEHIKTOMUHU.

AJBTepHaTHBHBIM ITOJXO00M s 6710Kab! Fe-perientopa MmakpogaraibHOMOHOHYKIICAPHOM
cucrteMbl Y Rh-no3utuBHbix 60bHBIX ¢ T MOXeT ObITH BHYTPUBEHHOE WIJIM BHYTPHUMBIILIEYHOE
BBezieHue anTu-Rho nmmynornoOynuna G B no3ax 0,75 — 4,5 mr B Tedenue 1 — 5 aHeit.

Jlanazon npezacraBisieT cOOON aJKMIMPOBAHHBINA B 17-1 MO3UIIMKM CUHTETUYECKUN aHIpO-
T'eH C MUHMMAJbHBIM BUPHIN3UPYIOMUM 3¢ dexToM. KIMHUYeCKuil OnbIT MOKa3bIBAET, YTO 3TOT
s dext nanazona npu U'T Bo MHOTOM 3aBHCHUT OT JJIUTEILHOCTH TEPAITUH, BO3PACTa U 10J1a 00JIb-
HBIX, a TaKK€ OT COCTOSIHMSI MX CEJIE3€HKH. B 4acTHOCTH, KEHIMHBI PearupyroT Ha JaHa30ll
Jy4lie My>K4rH. B TO e BpeMsi paHee CIUIeHPKTOMUpOoBaHHbIE OonbHBIE (50 — 60 %) Ha naHa-
30J1 IPAaKTHYECKU He pearupyroT. UmmyHoMoynupyromuii 3¢ dext nanazona npu UT cBsa3biBaroT
C YMEHBIIEHUEM NPOIYKIIMU aHTUTPOMOOILUTAPHBIX AHTUTEJN, a TAaKXKE C YMEHBIIEHUEM YHCIIa
Fc-(IgG-) peuenTopoB Ha (harorUTUPyIOMMUX TPOMOOIIUTHI KiIeTKaX. PekoMeH1yemMble HaualbHbIe
JI03bI J1aHa30j1a JOJKHBI ObITh He MeHee 600 — 800 Mr/cyT, B TO BpeMs Kak i MOAJEp>KaHHs
addexra nocratouHo nmpuema 200 Mr /1Ba paza B HEJEIIO.

[onoxurenbHbIi dpdexT d-uHTepdepoHa npu JedyeHUn B3pocibix 601bHBIX ¢ UT cBA3BI-
BAIOT C €r0 MPsIMBIM MHIHOUPYIOIINUM BIUssHUEM Ha B-kinetku. OObuHO /1 nonydeHus 3pdexra
OH BBOJIUTCS B J103€ 3 MIIH eJl. B TeueHue 12 nueil. OcHOBHBIE MOOOUHBIE 3((eKThl HHTEPPEpOHa
— pa3JIMYHBIE AJUIEPTUYECKUE PEAKLINY, JINXOPAKA PA3HOU CTENEHU BBIPAXKEHHOCTH, a INIABHOE —
yTsOKeNeHHe caMoi TPOMOOLIUTONEHUH (M3-3a €0 MPSMOro TOPMO3SIIETO BIMSHUS Ha JelIeHUE
KOCTHOMO3T'OBBIX 3JIEMEHTOB).

U3 npyrux cnoco6oB Tepanuu UT 3acaykuBatoT BHUMAHUSA: @) €KEJHEBHAsI OYMCTKA IIa3MBbI
OT aHTUTPOMOOLUTAPHBIX AHTUTEN; 0) ylaJeHHEe aHTUTPOMOOLUTAPHBIX AHTUTEN C MOMOIIBIO
wia3Magepesa co cTapUIOKOKKOBBIM NMPOTEMHOM-A; B) HCHOIb30BaHUE OOJBIINX 103 aCKOpOH-
HOBOHM KHCJIOTBI, BBOIMMBIX BHYTPHUBEHHO; I') IPUMEHEHHUE JAlCOHA; /1) BHYTPUBEHHOE BBEE-
Hue anTu-CD20-anTuTena — MaOTEpHI; €) UCIIOIB30BaHNUE arOHKCTA TPOMOOIIMTAPHOTO PeLenTopa
poMuIiacTuHa. J[Ba nmocneqHux npenapara Joporu. OJIHaKo MOJOKUTENBHBIN ONBIT UCIIOIb30Ba-
HUS UX TPU TSOKETBIX, pepakTepHbIX K cTaHAapTHOW Tepanuu popmax UT, B Tom uncie nocie
amnoTI'CK, oOHagexBaeT.

5.6.2. TpombouuTonaTumn

Onpenenenue. TpoMOoMTONATUN — 3TO BPOXKIEHHBIE HAPYLIECHHS TPOMOOIIMTAPHOTO 3BE€HA
reMocTasa, CBSI3aHHbIE C MPOAYKIHEH KOCTHBIM MO3TOM HEMOJIHOLEHHBIX B OTHOIICHUHU aJre3uH,
arperanyy Wil peakiMy BbICBOOOXKIEHUS (CeKpeluH) MmiacTUHOK. OHU HacCleqyloTCs MO ayTo-
COMHO-JIOMMHAHTHOMY WJIM PELIECCUBHOMY TUIY U UMEIOT OAHOTHITHYIO KIIMHUYECKYIO KapTUHY.

Hapymenue aaresun TpoMOOIMTOB K CyO3HIOTEIHAIBHBIM 3JIEMEHTaM UMEET MECTO Mpu
6ones3nn bepuapa — Cynbe. B ocHOBe HapymieHHs reMocTasza JeKHUT AeheKT TPOMOOIMTapHON
MeMOpaHbl, a UMEHHO OTCYTCTBHE Ha HEW IIMKOMpoTenHa Ib, 4To MpUBOIUT K HApYIIEHUIO B3a-
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umoneicTBus TpoMoonuToB ¢ @B (cM. 1B. BKIL., puc. 5.14), a depe3 HETo — ¢ CyOdHI0TETHATb-
HBIMHU CTPYKTYypaMH COCYIUCTOH cTeHKH. [Ipumepom 3aboneBanus ¢ HapyleHueM (a3bl epBrUY-
HOW arperanyu TPOMOOIIMTOB MOXET ObITh TpomOacTteHus [JaHiMaHa, Mpu KOTOPOH ITIaBHYIO
POJIb B MATOT€HE3€ HAPYIICHUH TPOMOOIIUTAPHOTO 3BEHA TeMOCTa3a UTPaeT e PUIUT/ IePEKT MEM-
OpanHOTO TIIMKOTIpOTenHOBOTO KoMIutekca IIb/Ila, siBrsiromierocs penenropoM it GuOprHOTEHA.

BsaumoneiictBue nocnennero ¢ rukonporernHom IIb/Illa u Ca®" HeoGxomumo st arperaruu
TPOMOOIIMUTOB M PETPAKLUU KPOBSHOTO CI'ycTKa. B uTtore TpoMOOIIUTHI OOJIBHBIX TpoMOacTeHUEH
I'manMana He cOCOOHBI pearupoBarh MOJHOLEHHO HU Ha OJMH U3 CTUMYJISITOPOB arperamui, B
ToM umncie Ha AJ|®, aapeHanuH u koyiareH. [Ipy 3ToMm UMEET MECTO TaKkKe OTUETIINBOE CHUKEHNE
peTpakuuy KPOBSHOTO CI'yCTKa.

Kaunnueckas kapTuna. [eMopparuueckue nposiBJICHUs PU HACJIEACTBEHHBIX TPOMOOIIU-
TONATHUAX MOSBIIIOTCSA B PAHHEM JETCTBE U UMEIOT OAHOTHUIIHBIN Xapakrep. JJOMHUHUPYIOT meTe-
XHMHU U MATHUCTbIE KPOBOU3IHUAHUSA Ha Koxke. OHM MOSABISIIOTCSA CIIOHTAHHO MJIH MOCIIEe HEOOIBIIUX
TpaBM. XapaKTEPHbI TAKXKE JECHEBbIEC, HOCOBBIE U MaTOYHbIE KPOBOTEUECHUs. Pexxe BcTpeyarorces
JKEJTYIOYHO-KHUILIEYHbIE KPOBOTEUEHUS U KPOBOTEUEHUS BO BPEMS OIEPALMN U POJIOB.

Jlnaruo3. MeIcib 0 BpOXXJICHHON TPOMOOIIMTONATHHN BOSHUKAET Y Bpaya [P HAJTUYHUH B KJIU-
HUKE KPOBOTOYMBOCTH KaMJUIIPHOTO THIIA, HAIWNYUH YUIMHEHHON KPOBOTOYMBOCTH Ha ()OHE HOP-
MAaJIbHOTO COZIepKaHMsI TPOMOOLIUTOB B KpoBH. JIJabopaTopHoe 00cien0BaHe TTO3BOJISET BBISIBUTD
NEPBUYHOE HApyIIECHHE aJre3uu, arperaiuy Wid CEeKpelud B TPOMOOILUTaX, KOTOPOE MOXKET
COIIPOBOXKJIATHCS TAK)KE HAPYLIEHUEM PETPAKLUUA KPOBSIHOIO CI'yCTKA.

JuddepeHumnabHbIi IMArHO3 TPOMOOLIUTONIATUHN CIIEAYET MPOBOAUTH C APYTUMH IF'eMOp-
parn4ecKMMHM Juare3aMu, MPOSBISIOMUMEI ce0sl HapylleHneM (yHKLIUU TPOMOOLUMTOB, B YacT-
HoOCTHU ¢ Oone3Hbto Bunnebpanaa. B omnune ot tpombactennu [manimana, npu KOTOpoil Hapy-
LIEHBI BCE BU/JIBI arperaluy TpoMOOLUTOB, prboe3Hu Buuiebpania npexie BCero HapymaeTcs
peaxiysi Ha pUCTOMUIIMH (PUCTOLIMTHH), KOTOpasi koppurupyetcst fobasnenneM ®B. B otinune
xe oT Oosne3Hn BuneOpanaa npu cunapome bepuapa — Cynbe no6asnenne @B He Koppurupyer
BBISIBJICHHBIN JIe()eKT HapyIIEeHHOW arperaiu TPOMOOIIMTOB Ha PUCTOLUTHH, TOCKOJIBKY OH CBS-
3aH ¢ OTCYTCTBHEM Ha TpombormTax Ib mukonporennosoro peuenropa it ®B. Kpome toro, npu
6osie3nn BunneOpanaa, HOMUMO HAapyILIEHUs B are3un TPOMOOIMTOB, HAOIIOIAeTCs CHIKEHHE
koarynsnuonHoi aktuBHocTH (pakropa VIII (VII: C), mockoneky B Hopme DB BBINOIHSET POIb
HOCHTEJIS KOaryJsilMOHHOro komnoHeHTa ¢aktopa VIII u 3amuiaer ero ot pa3pymeHus B KPOBH.
Hakonen, npu cunapome bepnapa — Cynbe B Ma3kax KpOBU MOTYT MPUCYTCTBOBaTb TMTaHTCKUE
TPOMOOIUTEL, UTO JJIsi 6osie3Hn BunneOpanaa He XapaKTepHO.

Jleuenue. Hexoropoe ynyuiieHue ¢GyHKIHMOHATbHON aKTUBHOCTH TPOMOOIIMTOB IPU KPOBO-
TEUEHUH MOXKET OBITh JOCTUTHYTO C IMOMOIIBIO AUIMHOHA (BHYTPUBEHHO, per os) wiu 1 % pac-
TBOpa AT® (110 1,0 r BHYTPUMBIIIEYHO €KETHEBHO) CO K KeHOM Maraesueii no 0,5 r 3 pa3a B cyTku
B TEUECHUE MecsIa Wi BHyTpuMbIiedyHo 10 nHbekuii axpokcona (mo 1 mia 2 — 4 pasa B JieHb).
[onoxurenbHbI A3PPEKT TPUHOCUT PUTOTEpAIUs (HACTOM KPAlUBbI, THICSYETUCTHUKA U TO/10-
POXKHUKA).

IIporuo3 npu HacIeACTBEHHBIX TPOMOOLUTONATUAX, KaK MPaBUiIo, OaaronpusatHeiid. Ecre-
CTBEHHO, OH YXYJLIA€TCs IIPU KPOBOUIMAHUAX B MO3T U B CETUATKY IVIa3, IPUBOJALIUX K LiEpe-
OpaJIbHBIM HapyLICHUAM U K OTE€PE 3pEHHUSL.

5.6.3. Bazonatuu

['emopparuueckue AuarTe3bl, CBI3aHHbIE C TOPAKEHUEM COCYI0B, MOT'YT UMETh BPOXKICHHBII
Y IPUOOPETEHHBIN XapaKTep.

HacaeacTBeHHble reMOpparu4ecKue Ba3onaTum BKJIouaoT 6oe3ns Ocliepa, CHHAPOMBI
UepnoryboBa — Dnepca — [lannoca u Mapdana, a Taxke reMaHruoMmbl. VX maToreHes Tak WU
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WMHA4€e CBs3aH C HENOJHOLEHHOCTBIO, TOYHEE C HENPABUIBHBIM Pa3BUTHUEM COECIMHUTEIBHOU
TKaHHW, B TOM 4YHUCJE CyOdHIO0TEnusl cocynoB. KpoBOTOUMBOCTh OOYCIOBICHA MaJOW PE3UCTECHT-
HOCTBIO U JIETKOM PAaHUMOCTBIO COCYAUCTON CTEHKH, B YACTHOCTH B MECTax TEJICAHIMIKTa3ui, a
TaKXKe CIa00l CTUMYJISIIMEH B 9TUX yYacTKax aare3ud M arperaluy TPOMOOIUTOB.

KpoBOTOUMBOCTE TMpH HACIIEACTBEHHBIX Ba30MaTHAX OOHApY>KMBaeT ceOs B JETCKOM BO3-
pacre. Peub uzeT o JIerko BO3HUKAIOIINX TEMOPPATUsiX B KOXKY, KDOBOTEUEHUSIX U3 CIIU3UCTHIX 000-
JIOYEK HOCA, POTOBOM IOJIOCTH, KEIYJIOYHO-KAIIEYHOIO TPaKTa. XapaKTepHbl KPOBOTCUECHUS U3
JIECEH BO BpeMs YUCTKH 3y00B. OnacHbl KPOBOUBIUSHUS B MO3T U BHYTPEHHUE OPTaHbI.

JMarno3 cTaBUTCs HAa OCHOBAHWHU PaHO BO3HUKIIIETO TEMOPPAru4YE€CKOro auare3a y O0JbHbIX
C BO3MOXKHBIMH JIe(heKTaMH COCTMHUTEIBHON TKAaHU, MPOSBISIOMUME Ce€0s Pa3IMYHBIMH MTOPO-
KaMU Pa3BUTHS, HO MPU OTCYTCTBUM KAKUX-THOO BBIPAKEHHBIX U3MEHEHHM B TPOMOOLIUTapHOM
3BEHE reMocTasa. B kauecTBe BClioMOrarenbHOIo pa3srpaHMuMBaroLIEro TECTa MOXKET ObITh UCTIONb-
30BaH acCIUpPUH, NIPpH HazHaueHUuU Kotoporo (0,5 r) y OOJbHBIX ¢ Ba30MaTHsIMH T'eMOpparuyeckui
JIaTe3 JIOJDKECH YCUIIMBATHCS, a IPH TPOMOOIIMTOIICHUSIX HApacTaeT He3HAYUTEIIBHO.

JleyeHnue HaCJIEICTBEHHBIX BA30IIaTUI HOCUT CUMIITOMAaTUYECKUM Xapakrep. s 0CTaHOBKU
KPOBOTEUEHUS UCTIONB3YIOT TeMOCTaTUIECKYIO I'YOKY, GHOPHHOTEH, MPIKUTAHNUE KPOBOTOYAIITNX
COCYIOB U T. 1.

IIporuo3 ams )KU3HU OTHOCHUTEIBHO OJIATOTPHUATHBIN, XOTSI OCHOBAHHIMA 17151 OECIIOKOWCTBA Y
TaKHUX MallMeHTOB B JKU3HU MPEIOCTATOUHO.

IIpuoGpereHHble Ba30NMaTHHM C NMPOSIBJCHUSIMH IeMOPParn4ecKoro amare3a BCTpeda-
I0TCSl B KJIMHUKE 3HAYUTEIbHO Yallle BPOXKJIEHHBIX (Tabi. 5.3), XOTs B KIMHUYECKOM IIJIaHE MaJio
OTIIMYAKOTCS OT HHX.

OcHoBHBIE JIEKAaPCTBa, BbI3bIBAIOIIME Ba30NAaTHU: aCIIUPUH, HOX; N30HUA3U], MENPOOa-
Mart, METUJI101a, MUIEPa3uH, XMHUIUH, TUIIOTHA3H/1, MBIILIBSK, TOJIOYyTaMU, aJUIOIYPUHOII, PE3Ep-
IIUH, UHAOMETAINH, COJIM 30JI0Ta, (ypOCEMUJ, 3CTPOTEHbI, TUTOKCUH, XJIOPIPONaMul, XUHUH,
Cynb(haHIIaMHIBI, JICBOMULICTHH, BaphapuH H Ip.

Jlnaruo3 npruoOpeTeHHBIX Ba30MaTHil CTAaBUTCS NPU HAJTUYWU B KIMHHUKE Pa3HOU CTETIEHU
BBIPQXEHHOCTU MOPAXEHUH COCYHOB (aTepOCKIIEpO3, AuabeTuuecKas aHrMonarus, CUCTEMHbIE
BaCKYyJIMUTHI U JIp.) B OTCYTCTBHE OTMEUEHHBIX BBILIE HAPYLIEHUH TPOMOOIIMTAPHOTO 3BEHA FeMO-
cTasa.

JleueHne HanpaBiIeHO Ha KOPPEKLIMIO OCHOBHOTO 3a00JI€BaHUS U HeCTIeU(pUUECKOe yCTpa-
HEHUE CUMIITOMOB I'€éMOPParun4ecKoro Iuaresa.

Tabauya 5.3
3aboJieBaHUSA COCYI0B, MPOSIBJISIIOIIHAECS MOBBINIEHHOH KPOBOTOUYMBOCTHIO

HacnegcTeennbie 3ab0neBanms [TpHoGpeTeHHbIE COCYAUCTHIE 3a001eBAHNA

Cunnpom Yeproryboea — Braepca — JlaH- | KonnareHo3ss!

noca
CuHapom Mapdana CunzapoM Kymmara
ITcespokcanToma MakpornobymuHemMus
HeduuuT nucTaTHOHNHOBOH [3-cuHTeTaskl | MHOXKeCTBeHHAA MueIoMa
TEM(}ppﬂl‘H‘-lCEKaH TENECAHTHIKTAIHA AMHJ’[(}H,E[(JB

JUIEPrUYecKue nyprypsl
LIHpKYIUPYIOLIe HMMYHHbIE KOMILIEKCEI
AyTO3pHUTpPOIIUTAPHAS CeHCHOMTH3AIUS
[ToBpesx/IeHNs COCYIOB, BEI3BAHHBIE JIEKAPCTBAMH
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5.6.4. Koarynonatumn

Onpenenenue. KoarynomnatusiMu Ha3bIBalOTCS TeMOpPparuyeckue IUaTe3bl, CBA3AHHBIE C
HapyIIeHWEM IUIa3MEHHOTO 3BeHa remocrtaza. OHU HOCST WM BpPOXKACHHBIN (Oone3np Bume-
Opanpa, remoduIny), Win npuodpereHHbIN xapakrep (IABC-cunapom).

Bone3Hb BunnebpaHaa

Bbonesns Bunnebpanaa sBnsieTcss caMoi pacrpocTpaHeHHOU (HOpMOi cpeln HacleACTBEH-
HBIX TeMOpparuyecKux AuaTe3oB. 3a0oJeBaHue MepelaeTcss Mo ayTOCOMHO-JOMUHAHTHOMY HIIN
pELIeCCUBHOMY THUITY M BCTPEUAETCS KaK y MY>K4UHH, Tak U 'y xeHuuH. [lockonsky @B Heobxonum
JUISL TIOJTHOLIEHHOM a/Ire3Uu U arperanuu TPOMOOLIUTOB U JUIS OAAeP KaHU aHTUTEeMO(DUITEHOTO
100y/IMHA, €r0 HeJOCTaTOK MPHUBOAUT K HAPYIICHUIO KaK COCYAHUCTO-TPOMOOLMTAPHOrO, TaK U
IUIa3MEHHOTO 3BEHBEB reMocTa3a. B cBoto ouepesib, Hanuune ABOHHOTO AeEeKTa B CUCTEME TeMO-
cTa3a MPUBOIUT K TOMY, 4yTo OoJNie3Hb BuineOpanaa, ¢ 0qHON CTOPOHBI, HATOMUHAET TPOMOOIIU-
TOTATHIO, C IPYTrOil — TeMOPUIHIO.

IMaTorene3. ®akrop Bunnebpanaa mpeactasisier co00i TIUKOMPOTEUH C MOJEKYISPHON
maccoit ot 500 mo 12 000 — 20 000 x/la (cm. 1B. BKIL., puc. 5.13). OH COCTOUT U3 OJHOTHITHBIX
JTUMEPHBIX MPOTOMEPOB (CyOBbEIMHUIT), KOTOPbIE KOAUPYIOTCS TEHOM XPOMOCOMBI 12, 1 CUHTE3H-
pyeTcsi B KJIETOYHBIX CTPYKTypax 3HIOTENHs U Merakapuorurtax. CUHTe3UpOBaHHBIA B Meraka-
puonutax @B mocTtymnaer B TpOMOOIUTHI, XpaHUTCS B 4-TpaHyliaX U BbIOpachIBaeTCs U3 MOCIHE-
HUX IO/l BIMSHUEM BBI3BIBAIOIIMX arperanuio ctumynoB. Poiar @B B remocrtase cBsizaHa ¢ €ro
MYJIBTUMEPHBIM CTPOCHHEM M HaJMYHMEM B KXKIOW M3 €ro CyObeAMHHUIl CTPOro AuddepeHunpo-
BAaHHBIX JJOMEHOB CBSI3bIBAHUS C PELENTOPOM TPOMOOLUTAPHONH MEMOpPAaHbI, KOJIIAareHoM, (haKTo-
poM VIII 1 remapuHOnonoOHbIMY TIIMKO3aMUHOTITMKaHAMU. B uTore oH QyHKIIMOHUPYET Kak OeJI0K
— Hocutenb (axtopa VIII u omHOBpeMEHHO OMOCpenyeT aare3uto TPOMOOIIMTOB K CyOdHI0TEIH-
aNbHBIM CTPYKTypaM MOBPEKIACHHBIX cocynoB. [Ipu sTom @B BBIMOTHSAET POJIb MOCTA, COSAUHS-
IOIETO perenTopsl TpoMbonuTapHoit MmemOpansl Ib u IIb/VIlla (cm. uB. Bki., puc. 5.13 u 5.14), a
C APYTroii CTOPOHBI — KOJUTareH, MUOGUOPUILIBI AIIACTHHA, TeNapUHOMOA00HBIN TTMKO3aMUHOTIIN-
kaH. Hapymienue myTeit cuatesa u cekpetinn @B npuBOAUT K BOSHUKHOBEHHUIO Pa3IHMYHbIX (HOpM
6one3nu Bunnebpanaa, pa3auyaronuxcs U Mo TSHKECTH, U 10 JIa00PATOPHBIM MPOSIBICHUSIM.

Kaunuyeckasi kapruna. bone3snr Bunnebpanaa mposiBiser cedst oueHb paHo. Y nereit
B BO3pacTe OT Trofa A0 5 JIeT MOTYT ObITh MOAKOXKHBIE TeMOpparud U KPOBOTEUEHUS U3 CIU3U-
CTBIX 00OJIOYEK MOJOCTU pTa M Hoca. [IpuymHON MOBBIIEHHONW KPOBOTOYMBOCTH MOTYT OBITH
TpaBMbl M Pa3IUYHbIE XUPYPrUUYE€CKUE BMEIIATEIhCTBA (TOH3WUIDKTOMUS, aJ€HOPKTOMHUS, IKC-
Tpakiuu 3yooB). Hapsy ¢ 3TuM ObIBAIOT U CaMOIIPOU3BOJIbHBIE HOCOBBIE KpoBoTeueHus. Ha gone
BUPYCHBIX HH(DEKIINI BEPXHUX JbIXaTeNbHBIX MyTeH MOCIEAHNE MOTYT CTaTh MPO(y3HBIMU U TIPU-
BOJIUTH K aHeMuu. [Ipu mosBIeHNr MEHCTpyaliil y IeBOUYEeK OHU MOTYT MPOAOJKATHCS OT HEJeNnu
JI0 Mecslla ¥ HOCUTh XapakTep MeHopparuid. [Ipu Tsokenom TedeHur 3a00JIeBaHMs BCTPEUAIOTCS
CIIOHTAHHO BO3HMKAIOIINE KETYI0UHO-KUIIEYHbIE KPOBOTEUCHH S, AlIOTIICKCUH SIMUHUKOB, KPOBO-
U3TUSHUS B CETYATKy Ivla3a, TeMapTpO3bl U JlaKe MEXMBbIIIeYHble reMaToMbl. [emMapTpossl, He
CTOJb YacThle TIpu Oone3Hu BumneOpanna, 0ObIYHO MOPaXKalOT KOJEHHBIE, JTOKTEBBIE U TOJICHO-
CTOIHBIE CyCTaBbl. [Ipy 3TOM KIMHUKO-PEHTTEHOJOTHYECKasi KapTHHA reMapTPO30B MOX0XKa Ha
reMo(uIbHbBIC.

B nenom knuHudeckoe TeueHHe OONE3HHM OTIAMYAETCS OONBIIUM MOTUMOP(HU3MOM KIMHU-
YECKUX CHMIITOMOB, YTO B IIEPBYIO OUEpe/lb CBSI3aHO C PA3IMUHBIM COJCPKAHHUEM U XapaKTepoM
CTPYKTYpHBIX u3MeHeHuil @B mnasmsl u TpomOouuToB. Ha OCHOBaHMM 3TUX KPUTEPUEB BbIjE-
JISIIOT HECKOJIBKO MOJIBAPHAHTOB WM TUMOB Oone3Hu. [lepBrlii, Hanbosee 4acTo BCTpeUarOIUnics
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TUII, BBIJENIAETCA HA OCHOBAaHUU YMEHBIIEHHOIO COEP)KAHUS B KPOBU CTPYKTYPHO HEM3MEHEH-
Horo @B u nomHoro Habopa MynbTHMeEpoB. Tur II MoXkeT OBITh OXapakTepH30BaH HOPMAIbHBIM
WM cyOHOpMaJIbHBIM YPOBHEM H3MEHEHHOTO IO CTPYKType Iia3mMeHHoro @B, B mynbTUMEp-
HOM Habope KOTOPOTo WM OTCYTCTBYIOT BEICOKOMOJIEKYIsipHbIE popMmbl (moarun I1A), niu numeer
MECTO €ro MnoBbIeHHas apPuHHOCTD K Ib-penenrropy TpomMOonmTapHOii MeMOpaHbL, 9TO 00HAPY-
YKUBAET ce0sl YCKOPEHHOM pUCTOMULIMHOBOM arperaiueii TpoMO0IuUTOB B 11a3Me 6oapHOro. Hako-
HeEll, IPU CaMOM TsDKEJIOM M penko BcrpeyaemoMm tune III @B He ompenensiercs coBceM HU B
I1a3Me, HA B TpomoOonuTax. B Teuenun 3a0oaeBaHust 0TMEUaI0TCs IEPUO/IbI 000CTPEHUI U peMHuc-
cuil. [Ipu 3ToM B X0z1€ B3pOCIE€HUs OOIBHOTO TSHKECTh KIIMHUYECKUX CUMIITOMOB OCabeBaeT.

Juarno3. Meicinbs 0 6one3nn BuieOpanaa BO3HUKAeT y Bpava MpH HATHYUH B KIMHUKE
PaHO BO3HUKAIOIIIETO FEMOPPAaruuecKoro 1uare3a, 00HapyK1MBaroLEro OAHOBPEMEHHO HAPYILIEHUS
¥ TPOMOOLIMTAPHOTO, ¥ TIA3MEHHOTO 3BE€HA reMocTas3a. J{narno3 moATBepKAaeTcsl CIEAYOIMMA
1a00paTOpHBIMU MPU3HAKaMU: 1) yBelMUeHUE NEPBUYHON IMTEIbHOCTH KPOBOTEUEHMUSI; 2) CHU-
KEHHE PUCTOMULIMHOBOW aJIr€3UBHOCTH U arperanuy TpoMOOIMTOB, yCTpaHsieMoe J00aBIeHUEM
®B; 3) ynnuHeHre akTUBUPOBAHHOTO MapIHalibHOTO TpoMOomaacTUHOBOro Bpemenu (AIITB); 4)
CHIDKEHUE KOoaryasiuoHHOM akTuBHOCTH (aktopa VIII; 5) cumxenue yposust @B B ruia3me (onpe-
JeNgeTcsd UMMYHO(EPMEHTHBIM METOJIOM) WIIM HAapYIIEHUE €r0 MYJIbTUMEPHOMN CTPYKTYpBI.

JuddepennmanbHbiii AMarHo3 6ose3nu BuiuieOpaHaa mpexie BCero MpoBOIAT C TEMO-
¢mmmeit A. OnbIT MOKA3bIBAET, YTO HAHOOJBIINE TUATHOCTHYECKUE TPYIHOCTH BOSHHKAIOT MPU
pasrpaHnyeHUH JIETKUX (Gopm OoJe3HEH, Korla CToNb XapakTepHoe Ui Oose3Hu BuiuieOpanma
YBEJIMYEHHUE JJINTENBHOCTU KPOBOTEUEHUS M HApYIIEHUE aJIr€3Ul TPOMOOLIUTOB MOXKET ObITh HE
npeacrasieHo. C apyroil CTOPOHbI, 3TH Ja0OpaTOpHbIE NPU3HAKU MOTYT OOHApy>KUThHCS M3-3a
00pa3oBaHMs AHTUTPOMOOLIMTAPHBIX AHTHUTEIN HA (DOHE YACTHIX MEPETUBAHUN KPOBH Y YacTH OOJIb-
HBIX ¢ reMopmuaMu. B 3ToM cityuae pemraroniee TMarHoCTHYECKOe 3HaueHHe Oy/IeT IMETh Tpsi-
MO€ OTIpeJIeJICHUE CONIEPKAHHUS aHTHTeHa U akKTMBHOCTH DB, KOTOpbIe MpH reMOpIINT HIIH HE
OTJIMYAIOTCS OT HOPMBI, WU Ja’K€ TIOBBIIICHBI.

Jleuenme. [Ipu nerkux u yMepeHHbIX KpOBOTeUEHUIX Y 00bHBIX ¢ | TunoM Goneznu Bui-
nebpania ¢ HOpMaIbHBIM conepkanneM @B B TpomOonuTax mokazano memieHHoe (10 — 20 muH)
BHYTPHUBEHHOE BBEJCHHUE AHAJIOra €CTECTBEHHOIO aHTUIMYPETHMUECKOrO0 rOpMOHa (JIecMompec-
cuna) B o3¢ 0,3 Mkr/kr Macchl Tesna B 30 — 50 M1 '30TOHUYECKOTO pacTBOpa HaTpus xiopuaa. [lpu
3TOM noBelieHHne @B u antureMouabHOro mMo0ynrHa perucTpupyercs yxe yepes 30 MuH nocie
Havasia nHQY3UM U JTOCTHTaeT MakcumyMma depes 1,5 — 2 4. OH yaep)KuBaeTcsi Ha TaKOM yPOBHE
B TeueHue 12 4, oryero TpedyeT noBTOPHOTrO BBeneHus. OHAKO JIEUUTh IECMOIPECCUHOM Ooliee
3 CyT HE PEKOMEHAYETCS B CBSI3U C OIYCTOILLIEHUEM MOCJIEIHUM I'paHyn xpaHeHust @B B kieTkax
SHJOTEJNINS U OTCIOA — C HEOOXOUMOCThIO CUHTE3a B HUX HOBBIX MOPLUI 3TOTO (PaKTopa.

Jlna neyenust 601bHBIX ¢ BapuaHTaMu 3a0onieBaHus, rae @B B rpaHynax XpaHeHHUs OTCYT-
CTBYET, MCHOJIb3YIOT CBEKE3aMOPOXKEHHYIO IUIa3My WM Kpuomnpeuunurar, oorareii ©B. Ilpu
OIpe/IeTICHUN TeMOCTAaTUUECKOM J03bI MpernapaTa pPyKOBOACTBYIOTCSI KOPPEKIUEN MPOKOArysiHT-
HOU akTuBHOCTH (haktopa VIII m mepBHYHOW UIMTENBHOCTH KpoBOTEeYeHHsA. D(H(HEKTUBHOCTH
TEpanuy OLEHUBAIOT KIMHUYECKH — [0 YMEHBIIEHUI0O MHTEHCUBHOCTU M MPOJOIKUTEIBHOCTU
KPOBOTEUEHUN U PACCACBIBAHMIO KPOBOM3IMAHUN. B ciyuyae mepeinBaHMs NpEnapaToB KpOBH,
copepxxkammx 1 OB, n anTUreMOUIBHBINA TIIOOYIINH, YPOBEHB MOCIIEIHET0 YBEIMUNBACTCS TIPO-
NOPIMOHAILHO BBEIEHHOMY (aKTOpy M OAJIEPKUBAETCS Ha XOpoleM ypoBHe. HeobxoauMocTs B
3aMECTUTEIHHON Tepanuu aHTUTeMO(IIIFHBIM TIIOOYIMHOM BO3HHUKAET TOJIBKO MPU NPOQY3HBIX U
JUTUTENTLHBIX KpOoBOTeUeHHAX. B aTom ciyyae dhakrop VIII BBomUTCSI BHYyTPUBEHHO 10 OCTAaHOBKH
KpPOBOTEUEHUS Kaxbie 24 1 u3 pacuera 20 en./Kr maccel Tena. UTo kacaeTcs OCTaHOBKH KPOBO-
TEUEHHWI U3 CIM3UCTBIX 000JI0YEK IMOJOCTH pTa W HOCA, U ATHX LEJe MOXKET ObITh PEeKOMEH-
JI0OBAaHO MECTHOE HCIIOJIh30BaHUE U TPOMOMHA, M TEMOCTAaTUYECKOW TyOKH mim Mapiu. [IporHos
IPY Pa3IMYHBIX NOABApHAHTaX 3a00neBanus HeoqrnHaKoB. OH Oosee O1aronpusTeH MPH yMEPEHHO
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BeIpakKeHHOH Gopme Oone3nn BuieOpanaa. B To ke Bpems Tshxenoe TedeHne 00JIe3HU, HEPEIKO
HaOmonaromeecs y 6onpHbIX ¢ 11l Tumom G6one3nn BumieOpanaa, MOXXET MPUBECTU K aHKUIIO3Y
CyCTaBOB U K TSDKEIION aHEMUU.

Femocdomnun

I'emodwmmu 06pa3yroT Tpyniy HacJIeICTBEHHO OOYCIOBICHHBIX 3a00J€BaHUN KPOBH, CBS-
3aHHBIX C HapylIEHHEM IUIa3MEHHOTO 3BEHa reMocTtasa. 1o coBpeMEeHHBIM KiacCHu(UKAIHSIM
MoryT OBITh BbIIeNeHBI TeModwmn A, B, C, D u E.

I'emopuimsa A — HacIeACTBEHHBIM IeMOPPAarM4eCKUi TUAaTe3, CBSI3aHHBIM C HApYLIEHHON
npoayknuen antureMomibHoro rodynuHa wim ¢akropa VIII. [TockonbKy OTBETCTBEHHBIN 32
3TOT OEJIOK T€H JIOKAJM30BaH Ha X-XpOMOCOME U SIBJISETCS PELECCUBHBIM, reModuineidl A B
OCHOBHOM OOJICIOT MYXYHHBI. JKSHIIIIHBI 5k€, HOCUTENU TeHa reMO(INY, UMEIOIIUE BTOPYIO X-
XpOMOCOMY (T€TE€PO3UTOTHI), STHM 3a00JIeBAaHUEM HE CTPaAatoT. VICKIIOUeHHEe COCTABISIOT JIUIIb
JI€BOYKU-TOMO3HUTOTHI, KOTOPBIE POJIUIUCH B CEMbE OOJILHOTO reMOpUINEH OTIIa U MaTepH — IIepe-
HOCYHKa 3Toi nedekTuBHON X-xpomocombl. Kpome Toro, y 10 — 15 % GonbHBIX ¢ mpruoOpeTeH-
HOH B XOZI€ KMU3HU MyTalKel reHa aHTUreMO(MIIBHOTO II00YIiHA TeMOQHITUS A MOXKET UMETh U
HEHACJICICTBEHHBIN XapakTep.

IaTorene3. Hapymienue rera, OTBETCTBEHHOTO 32 CHHTE3 aHTUTEMO(HUIBHOTO TI00YIHHA,
qaie BCEro acCOIMHPYETCS C MPOAYKIHUeH (GyHKIMOHAIBLHO HemoJHomeHHOTo (akropa VIII
(remodunusa A+) wim, pexe, ¢ ero KOTu4ecTBeHHbIM AedexkToM (remoduus A—). B mobom ciayuae
cHIKeHHne akTuBHOCTH (hakTopa VIII mpuBOAMT K pe3KOMy 3aMeIJICHUIO CBEPTHIBAHUS KPOBH 110
BHyTpeHHeMY myTH. [Ipu 3ToM crenens nepunura pakropa VIII recHo cBs3aHa ¢ BRIPaXKEHHOCTHIO
reMOpparuuecKoro Auaresa, 4To HaXoJUT OTpakeHUE U B Kilaccuukanuu 6onesHu. B yacthocty,
npu TSDKENNoi popme remoduiuu A aktuBHOCTH (pakropa VIII e mpeBbimaeT 5 %, npu cpeanen
TSKECTH T€UEHUsl OHa BapbupyeT oT 5 10 10 %, a npu nerkoit — npesbimaer 10 %.

Kiannundeckas kapruHa. OCHOBHBIM CUMIITOMOM B KIIMHUYECKON KAPTUHE SIBIISIFOTCS IEPU-
OJIMYECKH MIOBTOPSIOIIMECS SMU30/1bI KPOBOTOUNBOCTH. Kak mpaBuito, OHM perucTpupyroTCs B paH-
HEM BO3pacTe, HO MOTYT MosiBUThCS U no3aHee 20 ner. HecMoTps Ha pokIeHHe ¢ TEHOM remMo-
(bwmu, HOBOPOXKIEHHBIE JETH KPOBOTOYAT PEIKO, B TOM YHUCIIE MOCIIE TIEPEPE3KH MMyNnoBHUHEL Jlo
II0JIyT0/1a CKJIOHHOCTh K KPOBOTEUEHUSM BBISABISAETCA Y HEMHOTHX, U OHM MOTYT MOSIBUTBCS IIPU
HAJIPBIBE y3/I€UKH SI3bIKA WM MOJIpe3aHuu HOrTel. [Ipope3piBaHie MOIOUHBIX 3y0OB MPOXOIHT Oe3
KpOBOTOYMBOCTH. OTHAKO OCTPHIE Kpasi CAMUX MOJIOYHBIX 3yOOB MOTYT OBITh TPUYMHOIN KPOBOTE-
YeHUH U3-3a TPUKYCOB SI3bIKa, HIeK U ry0. Korna pebeHOK HauMHAET BCTaBaTh M MPOOYET XOIUTh,
BO3MOKHOCTh TPAaBMaTU3alMK PE3KO Bo3pacTaeT. M3-3a TOro, 4ro OH majaaet, MOSIBIISIOTCA reMa-
TOMBI TYJIOBHIIA U ToJIOBBL. Korna ske peOeHOK HauMHaeT akKTUBHO XOAUTh U Oerarh, OTKPbIBAIOTCS
BO3MOKHOCTH JUIsI KPOBOM3JIUSHUSA B CYCTaBBbl, IIPEXKE BCETO KOJIEHHBIE, JOKTEBBIE U TOJIEHOCTOII-
Hble. «CrIOHTaHHbIE» KPOBOTEUEHUS (BHE TpaBMaTHU3alllM), MPEXKIE BCETO, MPUCYIIH TSHKEIBIM
¢dopmam remommn. C qpyroi CTOPOHBI, OTIEPAaTUBHBIC BMEIIATEIBCTBA, JaKe IKCTPAKIIHS 3y00B,
0OBIUHO COITPOBOXKIAIOTCS MOBBILIEHHON KPOBOTOYMBOCTHIO. Il0CcKoIbKY 00pa3zoBaHue NEpBUYHON
TpOMOOLIUTapHON MPOOKH MTPpH reMO(UINH HE HAPYLIEHO, 3TU MOCTONEPA[MOHHbBIE KPOBOTEUEHUS
y OONBHBIX reMOoMINell BO3HUKAIOT HE cpa3y, a Yepe3 HECKOJIbKO 4acOB, HO M3-3a OTCYTCTBHS
BBINACHUs (PUOPHHA MOTYT MPOJOIDKATHCS JHAMU H JJaXKE HEACITSIMH.

Kak yxe oTMedeHO paHee, TSDKECTh KIMHUYECKUX MPOSBICHUH reModuiny OyleT 3aBUCETh
ot ypoBHs (akropa VIII. Korma oH 10cTaTOYHO BBICOK, BEPOSITHOCTh «CIIOHTAHHBIX» KPOBOTE-
yeHnii MUHMManbHa. Hao00opoT, «CIIOHTaHHBIE» KPOBOTEUEHHS, B TOM YHCJIE KPOBOMBJIHMSIHUS B
CYCTaBBbl, CTAHOBSITCSl YaCThIMU IpH TajeHnu ypoBHs (akropa VIII ke 5 %. HemanoBaxHo u
TO, YTO IIEPBOE KPOBOU3IUSHUE IIPEAPACIIONATAET K TIOBTOPHBIM B TOT XK€ CYCTaB.
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[TockonbKy ¢ BO3pacToM TSKECTb U PACIIPOCTPAHEHHOCTh MOPAXKEHUM CyCTaBOB IIpOrpec-
CUPYET, 3TO MOXET MPHUBECTH K TSHKEIONW UX JUCOYHKIMM U B KOHLIE KOHLIOB K MHBAJIMJU3a-
uu 6ompHOTO. He MeHee onacHbl i1t 00OJIbHBIX TeMO(UIne Takke OOIMPHBIE U HAIPSHKEHHbBIS
HIOIKOYKHBIE, MEKMBIIIIEYHbIE, cyOdaciuansHbie 1 3a0promHHbIE TeMaToMbl. Kak mpaBuio, oHn
00JIe3HEHHBI, HAIPSKEHBI, YacTO (IIIOKTYUPYIOT, aCCOLUUPYIOTCA C Pa3BUTHEM aHEMHH, MOAb-
€MOM TEMIIepaTyphl TeNa U HEUTPODUITBHBIM JISHKOITUTO30M, YTO CUMyIupyeT ¢aermony. Cren-
CTBUEM TAaKUX F€MAaTOM MOXKET OBITh C/IaBJICHHE OKPY’KAIOLIUX TKAaHEH 1 COCYJI0B C IOCIEAYIOIUM
UX HEKPO30M, Pa3BUTHEM Mapajnueii, HapylIeHHEeM YyBCTBUTEIBHOCTH U aTpo(reii MBIIIII.

Oco00 omacHbIMH CUUTAIOTCS OOIIMPHBIE TEMATOMbI B MATKUX TKAaHSAX MOAYETOCTHON 001a-
CTH, LIE€H, 3€Ba U TJIOTKH, KOTOPbIE MOT'YT IPUBECTU K CTEHO3Y BEPXHUX JbIXATEIbHBIX MyTEH U
naxe ac(huKCum.

Jnaruo3. MpICiib 0 BO3SMOXKHOCTH Y OOJIBHOTO TeMO(HUIHK BOSHUKAET y Bpada MpH HAJTMYUU
B KJIMHUKE CLETUIEHHOTO C I10JIOM FeMOpParn4eckoro Auare3a. ITOT TUIl HACIEJOBAHUS XapaKTe-
peH Kak Juist remodmimn A, Tak u 1uist remodunu B (nedurut daxropa 1X), koTopbie MOTYT OBITH
OKOHYATEJIbHO pa3rpaHUy€eHbl TOJIBKO J1a00paTOPHO.

XapaKTepHBIM /ISl TeMODWINH SBJISICTCS HAPYIICHUE MMOKAa3aTelel, CBA3aHHBIX C OI[CHKOM
BHYTPEHHETO IIyTH CBEPTHIBAHUS KPOBH, T. €. YBEJIMUEHNE BPEMEHH CBEPThIBaHUS BEHO3HOM KPOBH,
yBEJIMYEHUE BpeMeHU pekanbluudukanuu miasMel 1 AIITB Hapsay ¢ HopManbHBIMU ITOKa3aTe-
JSIMH TIPOTPOMOMHOBOTO ¥ TPOMOMHOBOTO BpeMeHH. [Ipu 3TOM 0ocTaroTcsi HEM3MEHEHHBIMU TE€CTHI
Ha HapyllIeHWe TPOMOOLIUTAPHOIO 3BEHAa 'eMOCTa3a, Kak TO: YUCI0 TPOMOOIUTOB, JJINTEIbHOCTh
KPOBOTEUEHUS, @ TAaK)KE BO3MO)KHOCTH aJre3WH M arperanmuu TpoMOouuToB. Pemaromum xe B
IIOCTaHOBKE IuarHo3a remoduinnu A Oyner oOHapy>KeHHOE B KPOBH YMEHBIICHHE KOATYIISIINOH-
HOM akTuBHOCTH (pakTopa VIII.

JuddepenumnabHbIi THATHO3 TSHKEIBIX POPM reMorIIny A Tpeske BCETo ClenyeT Mmpo-
BOJUTH ¢ reModuinell B, mpu koTopoil KIMHUYECKas: KapTUHA TeMOPParuyecKkux MposBIECHUN U
THUI HacJIEZ0BAaHUSI MOTYT ObITh MJIEHTUUHBIMU. [loMoraeT mocraHoBKe AMarHo3a UCIOJIb30BaHNE
3aMEHHO-TIEPEKPECTHBIX MP00. B yacTHOCTH, KOATYIAMOHHBIN 1e(eKT NP reMOoPHINI A MOXKET
OBITh CKOPPUTHUPOBAH IJ1a3MOH, abcopOouposanHoii BaSOy, a npu remodunmu B — mpocToii chiBo-
potkoii. B otnmnune ot Oone3nu Bunnebpanaa, npu KOTOPOH TOXKE UMEET MECTO CHUKEHUE aKTUB-
HocTHu (paktopa VIII, npu remodunru A He yBeIUYMBAETCS BpeMs KDOBOTEUECHHUS U HET HapyIle-
HUS arperalyuu TpOMOOLUTOB C PUCTOMULIMHOM.

Jledenune. CpouHOI TrocHUTANU3aIMK TOJUIekKAT OOJIBHBIE C KEITYIO0YHO-KHIIECUYHBIMHU,
MIOYEYHBIMH, JIETOUHBIMH KPOBOTEUEHMSIMHM, KPOBOTEUEHMSIMH IpU IPHUKYCE SI3bIKa, HAJpbIBE
y3/1€4KH BepXHEl ryObl, reMaToMaMH TOJIOBbI, 11U, 3a0PIOIIMHHBIMU T€MaTOMaMH, OOIIMPHBIMU
reMapTpo3aMu, a TaKXKe PaHEHUSIMH, TPEOYIOIUMH HaJI0KEHUS 1IIBOB.

OcTtaHoBKa KpOBOTEUEHUsS y OOJBbHBIX reModuineii A cBsi3aHa ¢ yCTpaHEHHEM HMeEIoIIe-
rocs aeuuuta pakropa VIII. C 310l 11enblo JTyylie BCero UCIoIb30BaTh KOHLIEHTPAThl aHTUT'€MO-
¢uIbHOTO IOOYIMHA WM KPUONPELUITUTAT M1a3Mbl. /{11 ocTaHOBKM HEOOIBIINX KPOBOTEUEHUN
JIOTYCTHMO BBEJIEHUE CBEKE3aMOPOKEHHOM IJIa3Mbl, KOTOpasi HE MO3BOJIAET MOIHATh COIEP)KaHNE
¢axropa VIII Beimte 20 %. [Ipu 3ToM ciietyeT MOMHUTB, YTO M3-3a OTIACHOCTHU MIIEPBOJIEMUH IIpe-
JIeNTbHO JIOMYCTUMBIH 00beM BBOAMMOI IJIa3Mbl HE JOJDKEH MpeBbINIATh 25 MI/Kr/cyT. B To xe
BpEMs CBEKEKOHCEPBUPOBAHHAs KPOBb, cofiepKaliiasi Hu3koe konuuectBo ¢axropa VIII (scero 0,3
en./min), s nedenus reMmopuinun A manonpuroasa. I[lockonbky HeoOXoanMas akTUBHOCTH (hak-
topa VIII nocne tpancdy3uu coxpaHsercst TONbKO B TedyeHue 12 4, It MOJIHOM 0CTaHOBKH KpO-
BOTEUYEHMSI OH JIOJDKEH BBOAMUTHCA NMOBTOPHO. HakoHel, HEMaloBaXXKHO U TO, YTO XapakTep U 1032
npernapara JI0JKHbBI ObITh TECHO YBSI3aHbI C HHTEHCUBHOCTBIO KPOBOTEUEHHSI HITH OOBEMOM OXKH-
JITAeMOT0 OTIEPaTUBHOIO BMEIIATENIbCTBA, A TUIAHUPYEMBIH ypoBeHb noxbema ¢akropa VIII o0y-
CJIOBJIEH JIOKAJIN3ALUEN U BBIPA)KEHHOCTBIO T€MOpPpParuu.
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B uacTHOCTH, /U1 OCTAaHOBKM yMEPEHHBIX KPOBOTEUEHUI B MBIl 0€3 CAABICHUS KU3-
HEHHO Ba)KHBIX OPI'aHOB, KPOBOTEUEHUN U3 CIM3UCTHIX MOJIOCTH PTa, HOCA, YMEPEHHBIX T'eMapT-
pO30B, MpHU yrajeHuu 3y0a, UCKIIoUas MOJsIpel, ypoBeHb (akropa VIII mocratouyHo moBBICUTH
10 10 — 20 %. bonee Tsxenble U OOLIMPHBIE KPOBOU3IUSHUS B MBIIILIBI, TSKEJIbIE T€MapTPO3bl,
KEITyIOYHO-KHUIIIEYHbIE KPOBOTEUCHHUS M KPOBOTEUEHHUS ITPH YIAJICHUHN HECKOJIBKUX 3y0O0B TpeOyroT
nosbitieHust gpaxropa VIII no 20 — 40 %. HakoHel, npu cepbe3HbIX XUPYPTUUECKUX BMEILIATEIb-
CTBaxX M TSKEIBIX TpaBMax ornpasnaHHO noseimenue gaxkropa VIII B mepseie cytku 10 50 %, a B
nocienytomue — 10 30 %.

BcnenctBre moBTOpHBIX TpaHC(]y3Hid MpenapaTtoB KPOBH y HEKOTOPHIX OONBHBIX reModu-
mueit (5 — 10 %) moryt chopmupoBarses anTutena k hakropy VIII, ocnabsromnime ero akTHBHOCTD,
YTO CTaBUT Bpaya nepe] He0OXOAUMOCTHIO MOBBILIEHUS 0011el 1035l BBOJMMBIX IIPENaparos.

UYro KacaeTcs OCTAaHOBKM KPOBOTEUYEHHUM M3 IOBPEKICHHOW KOXKHU U KPOBOTECYEHHMM U3 CIIU-
3UCTBIX MOJIOCTH PTa U HOCA, AJIsl 3TOI'0 MOT'YT ObITh UCIOJIb30BAHbI, C OTHON CTOPOHBI, KPHOIIpE-
IMUIUTAT, C APYyro — MecTHas oOpaboTKa KPOBOTOUAIIETO yYacTKa TPOMOWHOM, TaMIIOH ¢ 5 %
PacTBOPOM 3IICUIIOHAMHUHOKAIPOHOBOM KHUCIIOTHI, AaBsilas MoBsa3ka u T. 1. [Ipu HeobxonumocTu
HAJIOXKEHHUS IIIBOB, KOTOPHIE /7151 OOJIBHOTO TeMO(IIINEH MOTYT OBITh CEPbE3HBIM TPABMHUPYIOIINM
MOMEHTOM, 3Ta MPOLEAYpa 10JIKHA POBOAUTHCS MOl IPUKPHITHEM F€MOCTATUYECKUX CPEJICTB.

[TockonbKy OCHOBHBIMU NMPHUYMHAMH KPOBOTEUEHHUH y OOIBHOTO reMopuiineil MOTyT OBITh
TpaBMbl, caM PEOEHOK U €ro pPOJUTENN AOJKHBI ObITh IPEEIbHO OCTOPOKHBIMU. B "acTHOCTH,
TakoMy OOJIBHOMY HEXEJaTeJIbHO MOCEUICHUE JOIIKOIbHBIX JAETCKUX YUPEXKJIEHUN U ydacTHue B
AKTUBHBIX UT'PAX CO CBEPCTHUKAMH, €3/1a Ha Bestocunene. C apyroil CTOpOHBI, KpaiiHe BayKHO 3aHs-
THE IUIABAHUEM, [TOCKOJIBbKY B BOJIE OMIACHOCTh KPOBOTEUEHUIN HEBEJIMKA, a IBUJKEHUS B CycTaBax
OCYLIECTBIIAIOTCS Jierye. Hemnoxo Takxke ¢ paHHMX JIET IPUBUBATh TAKOMY peOCHKY MHTEpeC K
HACTOJIbHBIM UT'PaM, K YTEHHUIO KHUT U pabOTe C KOMITBIOTEPOM, (OPMUPYSI TAKUM 00pa30M HAKJIOH-
HOCTb K YMCTBEHHOMY, a HE K (PU3NYECKOMY TPYLY.

YMepeHHO BbIpaKeHHasi reMopmIns A OOBIYHO MPOTEKAET 0e3 Cephe3HBIX OCIOKHEHUH.
Tsokenble KpOBOTEUEHUSI HAOIIONAIOTCA JIUIIb B PE3YNbTATe ONEpalUid, MOBPEKICHUN U TPaBM.
Hanporus, npu Tsoxenoit opme 3a001eBaHUs UMEIOT MECTO YacThle KPOBOTEUEHUs, 0COOEHHO B
CYCTaBBI, YTO IPUBOJUT K UX HEOOPATHUMBIM Je(OpPMALIUAM 1 WHBAIUAU3AINN OOIBHOTO.

I'emoduimsa B (0ose3ub Kpucmaca) — 3a0oneBanne HacieICTBEHHOW IMPUPObI, KOTOPOE
o0ycioBieHO HapylieHneM cuHte3a Qakrtopa [X. 3aboneBaHue mepenacTcsi Mo PereCCUBHOMY
TUIY U, TaK k€ Kak remouinus A, cuerieHo ¢ X-XpoMOCOMOH.

Ha ero momto mpuxoautest ot 8 10 15 % Bcex ciry4aeB remoduiuii.

Iatorene3. Camwkenne (yHKIMOHATBHONH aKTHBHOCTH (akxTtopa X MoxeT ObITH CBA3aHO
WIN C YTHETEHUEM €r0 CUHTE3a, WIH C MPOJYKIMEH HETOIHOLEHHBIX MOJIeKy. B no0om ciydae
IPOUCXOJUT 3aMEJJIEHUE CBEPTHhIBAHUS KPOBU IO BHYTPEHHEMY IYTH, YTO NMPUBOIUT K HapyIlle-
HUIO0 00pa30BaHMs BTOPUYHOMN KOAryJIsslIMOHHONW MPOOKU U OTCIO/IA K MOBBIIIEHHOW KPOBOTOYUBO-
CTH.

Kaunnyeckas kapruna. Kinumandeckue nposisinenus: remoduinnyu B HeoTIHIuMbI OT remMo-
¢wmn A. I1o3TOMY OHM pa3rpaHUYMBAIOTCS TOJIBKO C TIOMOIIBIO 3aMEHHO-TIEPEKPECTHBIX P00
WJIH NIPSIMOTO UcclieioBaHus akTuBHOCTH paktopo VIII u [X.

Jleuenne. IIpuHiune! neyeHust OOIbHBIX TeModuiIneld B Bo MHOroOM CXOIHBI C TaKOBBIMU
npu reModusiu A. OCHOBHBIE OTIUYHS 3aKJIFOUAIOTCS B BHIOOPE 3aMECTUTEIBHBIX MTPENapaTroB 1
pexxuMe ux BBeneHus. B yactHocTH, pu reMopuinnu B ¢ remocTatnueckoi 1enbio UCIOIb3YIOT
CBEXKE3aMOPOKEHHYIO IJ1a3My M KoHUeHTpaThl pakropa IX. ITockonbky dakrop IX nupkynupyer
B KPOBH JI0JIbIIIE, YeM aHTUTeMO(pUIIbHBIN 100yauH (18 — 30 1), BBOAUTH €10 MOXKHO pa3 B CyTKHU.

Tpancdy3un CBEXKE3aMOPOKCHHOHN IJIa3MbI, BBOJUMON u3 pacuera 10 — 15 mr/kr macchl
TeJIa, MO3BOJISIOT OBBICUTH HeAocTatommi Gakrop Ha 10 — 15 %, 4T0 MOCTaTOYHO I KYyTTUPOBa-
HUS U OCTPBIX TEMapPTPO30B, U MOCTTPABMAaTHUECKUX KPOBOTEUEHH, B TOM UUCIIE TIOCTIE yAaJIeHUs
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3y00B. JlJ11 KynmupoBaHus U MPeIyNpexIeHUs CEPhE3HBIX FEMOPPAruil, 0XkM1aeMbIX BO BpeMsl Ipo-
Be/ICHUS OOJBIINX XHUPYPTUIECCKUX BMEIIATEIbCTB, KOHIICHTPHPOBAaHHBIE Tipenaparsl gakropa IX
NPEANOYTHTEIbHEE CBEKE3aMOPOKEHHOH 11a3mbl. OHAKO, YTOOBI H30€KaTh aKTUBAIIMHA BHYTPH-
COCYAMCTOTO CBEpPTHIBAaHHS U TPOMOO30B, OBICTPOE BBEJCHNE TAKMX KOHIIEHTPATOB KpaifHE HEXe-
JaTeNbHO.
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5.7.cuHoPOM OUCCEMUHUPOBAHHOIO
BHYTPUCOCYOUCTOIO CBEPTbIBAHUA

CHHIpOM AMCCEMUHHUPOBAHHOTO BHYTpUcOCcyaucToro cepreiBanus (IBC-cunapom) (Tpom-
OoremMoOpparuuecKuii CUHAPOM, Koaryjionarus noTpeOlIeHns U T. J1.) HE SBISIETCS. CaMOCTOSITEIb-
HBIM 3200JI€BaHUEM, HO OCIIOXKHSET TEUCHHE MHOTHX CBS3aHHBIX ¢ HUM Oonesneil. OH ommcan
CPaBHMUTEIBHO HEAABHO, a BCTPEYAETCS JOBOJIBHO ILIUPOKO.

YeioBus, NpH KOTOPBIX pa3BuBaercs ocTpsblii JABC-cunapom:

T'unexonozuueckue npoucuiecmeusi:

— OMOOJIHS OKOJIOILIOHBIMHU BOJAMH;

— OTCJIOMKA IJIAICHTHI;

— DKJIAMIICHUSI.

Buympucocyoucmuiii cemonus3:

— HoCTTpaHC()y3MOHHBIE TEMOIUTUYECKUE PEaKIUY;

— MUHUMAaJILHBINA TeMOJIN3;

— MacCHBHBIE TpaHC(y3HUH.

baxmepuemus:

— rpaMHeraTuBHas (3HJOTOKCHH);

— rpamMIo3UTHBHAs (0aKTepUaIbHble MyKOIOIUCAXaPHIbI).

Bupemus:

— IIUTOMETaJIOBUPYC;

— TeMaTur;

— ocria.

Pacnpocmpanennvie onyxonu.

Jleiiko3bi:

— OCTpBIM TPOMUEIOIUTAPHBIN JIEHKO3;

— OCTPBIA MUEIIOMOHOIUTAPHBIN JICUKO3;

— JIpyrye BUAbI JIEUKO30B.

Ooxcozu.

Paszoasnusanue mramneti u Hekpo3sol.

3abonesanus neyenu:

— 00TypalloHHas KeNTyXa;

— OCTpasi IEYEHOYHAs HEJIOCTaTOYHOCTb.

Cocyoucmule npome3ul.

3abonesanus cocyoos.

Ituonorus. Eciu cyMMupoBaTh Bce MHOTOOOpa3re BOZMOXKHBIX 3THOIOTUYECKUX (PakTo-
poB Bo3HuKHOBeHUs [IBC-cunapoma, OHM MOTYT OBITh CIEAYIOITIMHU:

a) aKTUBAIMS CBEPTHIBAIOIICH CHCTEMbI KPOBH MOCTYMAOIIMMU B IUPKYISIHUIO HIOTEH-
HBIMHU (TKaHEBOH TPOMOOIIIACTHH, IPOAYKTHI HEKPO3a TKAaHEH U KIIETOYHOTO pacia/ia, OKOJIOILIOA-
HBIE BOJBI U JIp.) UIIU SK30T€HHBIMH (OakTepHalibHble ()epPMEHTHI, 3SMEUHBIN 51, KaTEXOJIaMHHbBI U
Ip.) areHTamu;

0) akTUBaIUsl CBEPTHIBAIOIICH CUCTEMBI PACTIPOCTPAHEHHBIM MOBPEKICHHEM SHIOTEIHAIb-
HOM cTeHKH (OaKTepruaIbHBIMU SHAOTOKCUHAMU, BUPYCAMU, PUKKETCHSIMHU, UMMYHHBIMU KOMILIIEK-
camu | JIp.);

B) MacCHBHasi BHYTPUCOCYIHCTAsI arperausi TpOMOOIIMTOB W/WUIIH SPUTPOIIUTOB, KOTOpasi, B
CBOIO OuY€pe/ib, BbI3bIBAECT HAPYIICHHE MUKPOLIMPKYJIALMH, TUITOKCUIO TKAHEH U alln103.

IMaTorene3. CyTb CHHAPOMA COCTOUT B TOM, YTO IOJI ACWCTBUEM ITyCKOBBIX (PaKTOPOB, OyIb
TO BBIJCISIEMbIN MOBPEXKACHHBIMU TKAaHSIMHU TPOMOOIUIACTUH WU CTUMYJIHUPYIOIIUN MOBPEKIe-
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HHUE SHAOTEIUAILHOW CTEHKH M arperamuio TPOMOOIIMTOB YHJIOTOKCHUH, B OpraHU3Me OOJILHOTO
IPOUCXOJUT MHTEHCUBHAS aKTUBAlKA (Uepe3 TpPOMONH) CBEpPTHIBAIOLIEH CUCTEMBI KPOBH, KOTOpast
NPUBOIUT K OBICTPOMY MOTPEOIEHUIO OOBIYHBIX (haKTOPOB CBEPTHIBAHUS KPOBU (TIPEKIE BCETO
¢ubpunorena, nporpombuna, pakropos VIII, V u XIII) u TpoMOOLIINTOB, K ”HTEHCUBHOMY BHYT-
pucocynuctomy (GpubpruHOOOpa30BaHUIO, BTOPUIHON aKTHBALWHU C MOCIEIYIOIINM HCTOIIEHUEM
TaKUX MIPOTHBOCBEPTHIBAIOLINX CHCTEM, KaK remnaput — anturpom6ouH 11, mporenn-C/mporenn-S,
(uOpHHONIN3 ¥ MHTEHCHBHBIN mpoTreonn3 (uOpuHa neiikonuramMu. B pesynbrare y 601bHOTO €
JABC-cuHApOMOM MCTOILAETCS HE TOJBKO CBEPTHIBAIOIAs CHCTEMa KPOBU U TPOMOOLIUTAPHBIN
reMOCTa3, HO U MPOTHBOCBEPTHIBAIOIINE MEXaHU3MBI (CHI)KEHUE B KpoBH aHTUTpoMOuHA III 1
riasMuHoreHa). OHOBpEeMEHHO 0JT0Ka1a MUKPOLUMPKYIISIIUHA IPUBOIUT K HOBBIM TTOBPEKICHUAM
KJIETOK U TKaHEH W BBICBOOOXKICHUIO B IUPKYJISIIHIO HOBBIX MOPIHIA IPOTEOTUTUIECKUX (epMeH-
TOB M TKaHEBOIo TpomoOoruiactuHa. [losBieHue *e B KpOBU OOJBIIOr0 KOJUYECTBA MPOTYKTOB
pacmerienust pudpruHoreHa u GUOPHHA YPEBATO BOZMOKHOCTBIO JOMOTHUTEIBHOTO YIITyONeHHS
COCTOSIHUSI TUIIOKOATYJISLIUH.

B 3aBucumoctu ot npeobaasaHus TEX WIM MHBIX MYCKOBBIX MeXaHU3MOB pa3sutus JIBC-
CHHJIPOMA MOTYT OBITh BBIZICTICHBI CITy4au C MIPEUMYIIECTBEHHO K30~ WIIH SHIOTCHHBIM 3aITy CKOM,
a Cpeliu MOCJIEeIHUX — IPEUMYIECTBEHHO T€MOKOAryJIAlIMOHHbIE, TUIIeparperaliuoHHble, IMMYHO-
KOMILIEKCHbIE, LINTOJIUTUYECKUE U JPYTUX PA3HOBUIHOCTEH.

[To teuenuro JIBC-cuHApOM MOKET HOCUThH OCTPBIN, HOJOCTPBIA U XPOHUYECKUN XapaKTep.
Kpowme toro, 3. JI. ®enoposa npu ocmpom /[BC-cundpome BHIAECISIET HECKOIBKO cTanuid: | cranus
— runeproaryssinus; 11 cragus — runokoaryisius 6e3 reHepaTi30BaHHON aKTHBAUN (HPUOPUHO-
mu3a; III cragusa — runokoarynsuus ¢ TeHepaJn30BaHHON akTHBanuen pudbpuHonusa; IV cranus
— TMOJIHO€ HECBEPTHIBAHUE KPOBH.

B pesynbrare 3THX mpeBpallleHuil B COCylax, B TOM YHCI€ B HEM3MEHEHHBIX, HAUMHAIOT
BbINaaTh HUTH (pUOpHHA, KOTOPBIE, C OTHOM CTOPOHBI, HAPYIIAIOT MUKPOLIMPKYJISLUIO, C IPYTOn
— CHOCOOCTBYIOT HapyIICHHUIO IIEIOCTHOCTH NMPOTHUCKUBAIOIIUXCS Yepe3 (puOpUH SPUTPOIUTOB.
B cBoto ouepenb, HOBPEXKIEHHBIE 3PUTPOLUTHI TOCTABIISIIOT B COCYAUCTOE PYCIIO HOBBIE MOPLIUU
TpoMOoIUIacCTHHA U TakuM o0paszom noaaepskuBatoT JIBC-cunapom. JlononmHUTENbHBIM, HapacTa-
oM 1o mepe nporpeccuu JABC-cuHIpoMa HCTOYHUKOM TPOMOOIUIACTHHA MOTYT CTaTh MOBpe-
JaeMble B pe3yJbTare HapylUIeHHON MUKPOLUPKYJISLUHN KIETKU [IEYEHH, TIOYEK, JIETKUX U IPYTHX
JIeTKOpaHUMBIX TKaHel. [1o Mepe Toro kak TpOMOUH BBINIAZAET B COCYAUCTOE PYyCiIo, K HEMY Ha4dH-
HAIOT JINITHYTh TPOMOOILIUTHI, YTO IPUBOAUT K Pa3BUTHUIO TPOMOOLIUTOIIEHUH.

EcTtecTBEeHHBIM IPOTUBOBECOM MOBBILIEHHOMY CBEPTBHIBAHUIO KPOBHU, KOTOPOE UMEET MECTO
npu JABC-cunnpome, sBIsieTCS aKTUBALUS IPOTUBOCBEPTHIBAIOIINX cUcTeM. OHHU MpeICcTaBIeHbI
KOMIUTIEKCOM renapuH — aHTuTpoMOuH 111, aktuBupoBanHbIM npoterHoM C U cucteMoit pudpu-
Honuza. AHTUTpoMOUH III mox BiMsSHHMEM €CTECTBEHHO BBIIENISEMOIO IernapruHa MOXeT 3adio-
KHPOBaTh BCE OCHOBHBIE (haKTOPHI CBEPTHIBaHMUS KpoBU. C Ipyroil CTOPOHBI, 00pa3yrOIIUACs U3
1a3MUHOreHa (pUOPUHONNU3UH WM IJIa3MUH, KaK IpoTeas3a, CliocoOeH pacIienuTh Ha OT/AEIbHbIE
(parMeHThl HEe TOIBKO TPOMOWH, HO (UOPHHOTEH, MPOTPOMOUH W HEKOTOPHIE APYTHE BasKHBIC
(akTopsl cBepThIBaHUS KpoBH. Tak, Hanpumep, cpe3as y pudprHoreHa kapOOKCUIIbHBIE OCTATKH,
IJ1a3MUH paciieruisiet ero 10 X-, Y-, D- u E-¢pparmenToB. B cBoro ouepensb, npoayKTsl pacnana
¢ubpuHOTEeHA MOTYT O0BETUHSTHCS ¢ (PUOPUH-MOHOMEpPAMH /IO TOTO, KaK OHH MOJTIUMEPU3YIOTCS
B (puOpuH. BeiteacTBue Takoro o0beTMHEHUS MPOYKTOB pacnana GudpuHoreHa ¢ GuOpruH-MOHO-
MepaMH MOCJIEHUE HE MOJIMMEPU3YIOTCS U OCTAIOTCS B paCTBOPE, UTO, C OHON CTOPOHBI, CO3AAET
JIOTIOJIHUTENbHBIE MPEMSITCTBUS JJI1 CBEPThIBAHUS KPOBHU, C JIPYrodl — OCHOBY Uil MPOBEIEHUS
TaKMX JUarHOCTUYECKH 3HaYMMbIX B oTHoIIeHuU JIBC-cunapoma napakoaryisiiiMOHHBIX TECTOB,
KaK ATaHOJILHBIN U TPOTaMHUH-CYJb(aTHBIN. B 0CHOBE peakiiuii IeKHUT TO, YTO TI0OABJICHHBIE K ITUT-
partHoii TuIa3Me 0OJIBPHOTO ATAHOJN WM MPOTAMHUH-CYIb(AT MO3BOJISIOT OYHCTUTH (PUOPUH-MOHO-
Mepsl oT [TI®P n obecnieunts ux ObICTPYIO MonuMepu3anuio. [loatomy y 6ombabIX ¢ IBC-cuaapo-
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MOM TIpH T0OABJICHUH STAaHOJIA WK TIPOTaMUHCY Ib(ara ObICTPO BHINAAAIOT HUTH (GUOPHHA, UYTO B
KOHTpPOJIE HE Ha0I01aeTcsl.

JlononHUTENbHAS OMOTOrHYeCcKasi aKTHBHOCTH MTPOAYKTOB pacmaja GuOpHHOreHa COCTOHT B
TOM, YTO OHH, UMesl OOJIBIIOE CPOJIICTBO K TPOMOOIIUTAPHBIM MEMOpaHaM, MOTYT MPHJIUITHYTh K
HUM ¥ HapymuTh ux pyskmmto. Orciona mpu JIBC-cunapoMe BO3MOKHBI KPOBOTEUEHUS JaXKe IPU
OTCYTCTBHUH BBIPa)KEHHOU TPOMOOLIUTONEHUH.

Jlanee cnenyeT NOMHUTh, YTO IJIa3MUH, B OTJIMYUE OT TPOMOUWHA, SBJSETCS MOIIHBIM IIPO-
TEOJIUTUIECKIM (EepPMEHTOM, KOTOPHIH B PaBHON Mepe nepeBapuBaeT U GUOpUHOTeH, U GUOPHH.
Kpome Toro, miazMuH 3QeKTHBHO pa3pyliaeT MHOTHE (DaKTOPBI CBEPTHIBAHUS KPOBH, BKIIIOYAS
V, VIII, IX, XI, u nexoropsie mnazmennsie 0enku, Hanpumep CTI, AKTI" u uncynun. Hakoner,
LUPKYJIUPYS B KPOBH, IJIa3MUH MOXKET akTUBUpoBaTh Cl-, C3-ppakiuy KOMIIJIEMEHTA U caM KOM-
IUIEMEHT, YTO YPEBATO MOCIEAYIOIIUMHU MOBPEXKIECHUIMHU U S3PUTPOLIUTOB, U TPOMOOLIUTOB. Pazpy-
I1a€MbI€ KOMIIJIEMEHTOM APUTPOLIUTHI IOCTABISAIOT B KPOBb HOBBIN MPOKOATYJISIHTHBIM MaTepHal
— anenosuHAKdocdar u pochomunuabl. To ke camoe HAOTIOMACTCS TPHU JIM3UCE TPOMOOIIUTOB.
AKTHBaIUs KOMIJIEMEHTA MOXKET IPUBECTH K YBEIMUEHUIO COCYIUCTON MPOHULIAEMOCTH 1 OTCIONIA
K TUIIOTEH3UH U LLIOKY.

Baxxnoe mecto B nmarorenese [IBC-cunapoma nMeeT akTUBalus CUCTEMbl KHHUHOB. B yact-
HOCTH, BO BpeMs CBEPTHIBAaHUS KPOBH UMeeT MecTo aktuBaius (akropa XII (XIla) ¢ mocnemyro-
UM [IPEBPALEHUEM MIPEKATIIMKPENHA B KAJTTMKPEUH, @ BBICOKOMOJIEKYISIPHBIX KHHUHOTEHOB — B
LIUPKYJIMPYIOLIME KUHUHBI. B cBOIO ouepenp, 3TO CIOCOOCTBYET pa3BUTHIO COCYIMCTON HEAOCTa-
TOYHOCTHU, TUIIOTEH3UH U LIOKY.

Takxum 06pazom, cBoiicTBenHoe JIBC-cunnpomy nepsuyHoe TpoMO000pa3oBanue 00yciIoB-
JIEHO MOCTOSIHHOM LUPKYJISIIMEN B KPOBU TPOMOMHA U CBS3aHHBIM C 3TUM OTJIO)KEHHEM BBICOKO-
HOJMMEPU30BaHHBIX (PUOPUH-MOHOMEPHBIX KOMIUIEKCOB B MEJIKUX M PEXE B KPYIHBIX cOCydax.
[TapasnenbHO € 3TUM B KPOBH MOCTOSIHHO LIUPKYJIUPYET U IIa3MHUH, KOTOPbII B 3HAUUTEIBHON Mepe
OTBETCTBEH 3a KpoBoTeueHUs. OCHOBOM UL HUX CITY>KUT CBSI3bIBaHUE (PUOPHUH-MOHOMEPOB TIPO-
OyKTamu pacnazna (uOpHHOreHa, coueraromuieecs ¢ AMc@yHkuuenn TpomoonuTos. CnocodbcTByeT
KPOBOTEUEHUSM TaKXkKe IMOBPEXJAIOIIee JeHCTBUE JIa3MUHA Ha TaKUE BayKHbIE (DAaKTOPbI CBEPTHI-
BaHus KpoBH, kak VIII, [X, XI u HekoTopsie apyrue.

Kinnundeckasa xkapruna JIBC-cunznpoma 3aBUCUT OT TOTo, IPOTEKAET JU OH B OCTPOH,
MOJIOCTPOU WJIM B XPOHHUYECKOW opMe, a TakKe B Kakol cramuu Haxomutcs. [Ipm momoctpom
U XpOHUYECKOM TeueHuH kiauHuka /[BC-cunapoma mano oTauyuMa OT CUMITOMOB OCHOBHOIO
3a0o0seBaHus. B OTHOIIEHUH BHYTPUCOCYANCTOM KOAryJiliiy HaCTPauBa€eT LIEHTPAIN3alHs KPOBO-
0OpalIeHus ¥ THIIEPTEPMUS C KPAaTKOBPEMEHHBIM d(PPEKTOM OT 5KapOMOHMKAIONINX U COCY0pac-
HIMPSIOLIUX CPEJICTB (MPAMOPHOCTH KOKHBIX ITOKPOBOB, IMAHOTUYHOCTH HOTTEBBIX JIOXK U CIIU3U-
CTBIX, TAXUKap/Us, apTepuaibHasi TUIIEPTEH3Ms], KOMIIEHCUPOBAaHHBIA METa0OINUYECKUI alua03).
[Tpu octpom Teuenun JIBC-cunapoma HaGMIONAIOTCS TTOBTOPHBIE TMEPEXOIBI OT TPOMOOTHUECKUX
OCJIO)KHEHUH K TeMOpparuyeckum u Hao0opoT.

Opnum n3 HauboJee YacTo BeTpevaronmxces npossienuit octporo JIBC-cunapoma MoxeT
OBITH MMOPAKEHUE COCYZIOB KOXKH C Pa3BUTHEM MH(APKTOB, eTeXuid 1 rematoM. Hapymenue nup-
KYJISIIM BO BHYTPEHHUX OpraHax MpOsBIISIET ce0sl pa3BUTHEM OCTPOW MOYEYHOH, IepedpabHON
WY TeTIaTOPEHAIBHOM HETOCTaTOYHOCTH, IIOKOBBIM JIETKUM. Peske BCTpedaroTcst TpoMOO03bI KpyTI-
HBIX MarucTpajbHbIX cocynoB. KpoBoreuenus He sBisitoTcsa oOs3aTenbHbIM cumntoMoM JIBC-
cuHApoMa. Eciii OHM €CTh, TO CHadajaa HOCAT JIOKAJIbHBIM Xapakrep. Yaie Bcero ux Npu4uHON
SABIISICTCS N30BITOYHOE MOTPeOIeHNE (PaKTOPOB CBEPTHIBAHUS KPOBU, TPOMOOITUTOIICHHUSI, H3MEHE-
HUE (YHKIIHMOHATBHBIX CBOWCTB TPOMOOIIUTOB, aKTHBAMS (PUOPUHOIN3A C 00pa30BaHUEM IIPO-
IyKTOB pacmanga ¢ubOpunoreHa. [Ipu pa3BuTHH MOJHON WIIM MOYTH TOJTHON HECBEPTHIBAEMOCTH
KPOBH JIOKQJIbHbIE KPOBOTEUEHUS CMEHSIOTCS 00111ei KpOBOTOUMBOCTHIO. [Ipu 3TOM MOTYT BO3HHU-
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KaTh CIIOHTAHHBIE CUHAKH BOKPYI MECT MHBEKIIUI, B MECTaX MaJblIallui, KPOBONOJATEKU U IreMa-
TOMBI, KPOBOTEUEHHUS U3 CIU3UCTBIX, KPOBOU3IHUSHUS BO BHYyTPEHHUE OPraHbl.

Juarno3. Ha nepBom stame pasputust JIBC-cuHapoMa OONBIIMHCTBO KOATYJISIIHOHHBIX
TECTOB HE OTJIIMYAIOTCS OT HOPMBL. Y TaKUX OOJIBHBIX MOXKET OBITH MMOBBILIEHO COAEPKAHUE MPO-
IYKTOB pacrnaja GuOpuHOreHa B KpOBU U PETUCTPUPYETCS NosBIeHUE nuMepoB. Jlanee yBennuu-
Batorcst AIITB, TpomOoriacTHHOBOE M TPOMOMHOBOE BpeMsl, CofiepKaHue B KpoBU (pubpuHmIen-
tuna B u gumepos.

JlaboparopHas quarnoctuka. [lo mepe yrsokenenus [IBC-cunapoma npoucxoauT 3aKOHO-
MEpHOE CHIKCHHE KOJMYECTBA TPOMOOLMTOB, HApyIIaeTcst MX (PyHKIHS, YMEHbIIAIOTCS GrOpH-
HOTEH U IJIa3MUHOTeH KpoBU. HaobopoT, mporpeccuBHO HapacTaeT IUIa3MHH U OTMEYAETCs CBA-
3aHHOE C HUM YBEJIMYCHHUE COCPIKaHUS JAUMEPOB B KPOBH. XapaKTepHA TAaKKe (parMeHTAIHs
SPUTPOIUTOB, MOJOKUTEIBHBIE ATAHOIBHBIN U IPOTaAMUH-CYIb(aTHbIe TeCcThl. YTO KacaeTcs Xpo-
Huueckoro JIBC-cunapoma, T0 OOIBIIMHCTBO ONPEAEISEMBIX IIPU HEM Ja00PATOPHBIX BETUYMH,
32 UCKJIFOYCHUEM CONIEPKaHMS ITPOILYKTOB pacmana GuOpHHOTreHa, OT HOPMBI HE OTJIUYASTCSl.

JAuddepenumnanbubiii imaraos IBC-cunpoma npoBoAsT ¢ APyruMU reMopparudecKuMu
JMaTe3aMy ¥ CIIOHTaHHBIM puOprHOIN30M. B oTiume ot tpombonuronennii u remodunuii JIBC-
CUH/IPOMY MPHUCYLIM KIMHUYECKUE U JJAaOOpaTOpHble NPU3HAKU MOBBIILIEHHOW CBEPTHIBAEMOCTU
KpOBHU U GUOPHHOIN3A, B TO BPeMs KaK YPOBEHb TPOMOOIIMTOB MOXKET HE IOCTUTATh KPUTUIECKUX
BenuuuH. Kpome toro, mist JIBC-cunapoMa xapakTepHO HapacTaHue B KpoBH coaepxkanus 11J]1D
U IMMEpOB, yMeHbllleHne anTutpomOuHa I1l, a Takke nosbllieHNe aKTUBHOCTH M1a3MuHa. [lomo-
KHUTEIbHBI STAaHOJIBHBIA U IPOTaMUH-CYIb()aTHBIN TECTHI.

VY onepupoBaHHBIX OOJIBHBIX CO CIOHTAHHO AKTUBUPOBAHHBIM (PUOPHUHOIM30M MPU HATHYHH
B KpoBH [I/I® u akTMBauuu 1iasMuHa TpoMOOOOpa3yrOMUi KOMIIOHEHT (CHM)KEHUE aHTUTPOM-
6una III u yBenmuuenue pubpuHoOnIenTHaa B, 3TaHOIBHBIN U IPOTaMHUH-CYIIb(ATHBIE TECTHI) TIPE-
CTaBJIeH c1a0o.

Jleuenne [IBC-cunapoma mpeactaBisieT HEMpoCTyro 3anady. OHO BKIIIOYAET yCTpPaHEHHUE
BbI3BaBlIei [IBC-cuHapoM mpuunHbl (110K, MHQEKIUS, reMoiIu3 U T. [.), Ha3HAYCHHUE TIema-
pHUHA, JIe3arperaHToOB, aHTU(PEPMEHTHBIX (TPACHUIION, TOPAOKC) U YITyYIIAIOIINX MUKPOLUPKYJIIS-
1110 (PEOTIONHUIIIIOKHUH ) IPETNapaToB, PeXke MIIOKOKOPTUKOUIOB U OJI0KaTopoB GhubpuHOIN3a (Tpa-
HEKCaMOoBasl MM 4-aMUHOKAIPOHOBAsI KMCIIOTHI), a B CIIy4ae HEOOXOAUMOCTH U 3aMECTUTEIILHOU
Tepanuu 1a3Moid, anturpoMouaom I1I, pubpuroreHoM, MPOTPOMOMHOM, TPOMOOKOHIIEHTPATOM
UT I

[Ipodunakruka JIBC-cunnpoma u jgeyeHUE €ro Ha MEPBBIX JBYX CTAIUSAX MPOBOAATCS C
UCTIOJIb30BaHMEM TemaphHa, KoTopblid (depe3 anturpoMOuH III) crocoben 3abmokupoBarh He
TOJBKO PEAKIHIO TpeBpamieHns ¢udpuHoreHa B GUOpPHH, HO BECh KAacKaJ] BHyTPEHHETO 3BEHA
remMocrasa, a yepe3 GuOpuHoreH — u TpoMOOIUTE.. OH MOKET BBOIUTHCS MOIKOXKHO 2 — 3 pasa
B cyTkH B 03¢ 2500 — 5000 EJI, uto He TpedyeT peryaspHOro KOHTPOJS CBEPTHIBAHUS KPOBHU.
Jonyctumo Takxke BHyTpUBeHHOE BBeAeHUe renapuHa B 100 — 150 M1 U30TOHHYECKOTO pacTBOpa
xyopuna Harpust u3 pacdera 70 — 50 — 30 EJI/kr maccst tena npu I, 1T u 111 cragusx JIBC-cun-
JpoMa COOTBETCTBEHHO. BBUay ckoporeunoctu octporo JIBC-cuHapoMa u BO3MOKHBIX CEpbe3-
HBIX TEMOPPAaru4ecKux OCIOKHEHUH B OONBIIMHCTBE CHTyaluii Oojiee ompaBiaHHBI (PPaKIUOH-
HBIE TeMIapUHBI, HApuMep (hpaKCUTIapUH, TOYKOW MHIHOUPYIOIIETO NEHCTBHS KOTOPBIX SBISIETCS
HE aHTUTPOMOWMH, a (pakrop Xa. UTo kacaeTcs CTauu MOIHOTO HECBEPTHIBAHHSI KPOBH, TO B 3TOM
Clly4ae rernapuH He BBOAUTCS COBCEM.

OddexT neiicTBus renaprHa OlleHUBAETCA J1a00PaTOPHO MO CHUKEHUIO B KPOBU IIPOAYKTOB
pacniaga pubdpuHorena u GuOpUHA, yMEHBIICHUIO BEIPAXKEHHOCTH 3TaHOJIBHOTO M IPOTAMHH-CYITb-
(arHOTO TECTOB U T. 1. ECIIM 3TOTO HE MPOMCXOINT, TO MPEXK/IE YeM yBEIMUMBATh 703y IelaprHa,
HAJ0 TPOBEpUTH conepkanHue anturpomoOuna Il u nmpu HEoOXOMMMOCTH JOBBECTHU €ro. AHTH-
JIOTOM TelapuHa sBJISETCS NPOTaMUH-Cylb(ar. TopMoxkeHne pe3Ko aKTUBUPOBAHHBIX IPU TPaB-
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Max ¥ MOBPEXKICHHUSIX TKaHEH JIN30COMHBIX (DEPMEHTOB, a TAKKe YaCTUUHBINA OJI0K (PMOpUHONM3A,
kotopblid umeetr mecto Ha Il u IV cragusx JIBC-cunnpoma, MOXKHO peann30BaTh C MOMOIIBIO
TaKWX aHTH(EPMEHTHBIX MPENAapaTOB PACTUTEIHHOTO MPOUCXOKICHHUS, KAK KOHTPHUKAJI, TPACHIION
WJIM TOPJIOKC, Pa30BbI€ 103bl KOTOPBIX COCTABISIIOT cooTBeTCcTBEHHO 20, 25 u 100 ThIc. E/l. B TO
e BpeMsl CHHTETUYECKHEe MHTHOUTOPHI (pubOprHOIM3a (4-aMUHOKAIIPOHOBYIO KUCIIOTY U Tam0),
CIOCOOHBIE CTAOMIM3UPOBATh TPOMOBI B CHCTEME MUKPOLMPKYJSALUU MOYEK, IEUEHU U MO3ra,
IPEANOYUTAOT UCIIONIB30BaTh MECTHO WIIM IIO OYE€Hb CTPOTMM IOKA3aHUSAM Ha MO3JHUX CTAIUAX
JABC-cunapoma. Hakoner, Ha mo3aaux craausx JIBC-cunnpoma BCTaeT BOIPOC O 3aMECTUTEINb-
HoM Tepanuu. C 3TON LEIbI0 UCHOIB3YIOT MEPENUBAHNE I1a3Mbl, B TOM YHCJI€ aHTUTEMO(HUIIb-
HOH, pexke ¢pubpuHOTEeHa M KpHomnpeuunurara. [Ipu 3ToM cienyer MOMHHTB, YTO TIPU OBICTPOM
BOCCTAHOBJICHUM MMKPOLMPKYJALMKY B MIIEMU3UPOBAHHBIX YACTAX TeJa U OpraHax IOCJIEIHUE
MOTYT ITIOCTaBUTh B HUPKYJSALAIO OTPOMHOE KOJIMYECTBO HAKOIMBIINUXCS IPOAYKTOB MPOTEOIN3A,
BBI3BATh CHHJIPOM PEUH(Y3UH 1 BTOPYIO BOJIHY IIOKA, K KOTOPOU Ha/10 OBITH TOTOBBIM. Kpome Toro,
B [IEPUOJ] peadMIIMTAIIMi HEOOXOAUMO TPOJOIKATh JIUCHHE, HAIPABICHHOE Ha KOPPEKIIUIO BO3-
MO>KHBIX MTPOSIBJIEHUN MOYEUHOW, TEYEHOUYHOM, AbIXaTEIbHON HEJOCTATOYHOCTH, BOCCTAHOBIICHUE
OEJIKOBOTO M AJIEKTPOJIUTHOTO TOMEOCTa3a M MPOMUITAKTUKY OCIIOKHEHHIA.

IIpornos npu ocrpom [IBC-cunapome upe3BbIUaliHO CEPHE3HBIN, YTO IUKTYET HACTOSTEIb-
HYIO0 HEOOXOIMMOCTB €T0 PACIO3HABAHUS M MPO(UIAKTUKY HA CAMBIX PAaHHHUX CTaIHSIX.
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5.8. ATPAHYNIOLUUTO3

Omnpenenenue. ArpanyiaouuTo3 — 3a001€BaHie KPOBH, IPU KOTOPOM KOJIMUYECTBO JIEHKOLIU-

TOB B KpoBU MeHee 1 % 10%/1, a rpanyinountos — meHee 0,75 % 10%/n.

JTHoJorus ¥ narorede3. Ilo maroreHesy BBIACNSIOT MHUEIOTOKCHUECKUNH M MMMYHHBIH
BapuaHThl. [1epBbIif MOXeT ObITh clieCTBUEM OOIyUeHUs, IPUMEHEHHUs [IUTOCTaTHUECKON Tepa-
MIUH, BO3JIEHCTBUS HA TPAHYJIOLUTONO033 OEH30J1a, COIEH TSKETBIX METAJUIOB U HEKOTOPBIX JPYTUX
HeOIaronpusaTHBIX (PaKTOPOB BHEIIHEN CpesIbl.

Bo3HuKHOBEHHE IMMYHHOT'O arpaHyJIoIMTO3a Yallle IpoBOLUpPYET IpueM JiekapcTB. Cpeau
HUX NaJIbMy MEPBEHCTBA CIEAYET OTAATh aHAJITeTHKaM, BCEM HECTEPOUIHBIM MPOTHBOBOCHAIH-
TEJIbHBIM IIperaparam, CylbhaHIuIaMIIaM U HEKOTOPBIM aHTUTUPEOUTHBIM cpeacTBaM. [Tpukpen-
Js15ICh K MeMOpaHe JICHKOIIMTOB, 3TH JIEKAPCTBA BBIIOIHAIOT POJb TalTEeHA, KOTOPHIH BMECTE ¢
MeMOpaHHBIMH O€JIKaMH CTUMYJIHPYET JTUMQOILUTHI K BHIPA0OTKE aHTHTEN K COOCTBEHHBIM I'pa-
HYJIOIMTaM. DTH aHTHUTENA, BMECTE C HECYIIMMHU UX TPaHyJOLUTaMH, CTAHOBSATCS €CTECTBEHHOM
MHUIIIEHBIO 7151 MaKpo(]aroB, 4TO B KOHIIE KOHIIOB U IPUBOJUT K arpaHyJIOLUTO3Y.

JlaGopaTopHasi AMarHocTHKAa. AHaJIN3 KPOBH OOJBHBIX arpaHyJIOIMTO30M Ype3BbIYaiiHO
xapakTepeH. bpocaercs B 11a3a BeIpaKeHHas JIGHKOIIEHHsI, a CO/lep>KaHHe B KPOBU I'PaHyJIOLUTOB

npu nepecyere Ha abcontoTHbie yncna He npessimaet 0,75 % 10%/1. B 0 ke BpEMs COZIEPIKAHUE
reMoro01Ha, KOJM4eCTBO 3PUTPOLUTOB, TPOMOOIIMTOB M PETUKYJIOIUTOB He n3MeHeHo. [TyHkrar
KOCTHOTO MO3Ta MOXET ObIThb OOraT 3pUTPOUAHBIMU U METaKapHOLUTAPHBIMU AIIEMEHTaMU MpU
MIOJTHOM OITyCTOIICHUHU TPaHyJIOIUTapHOro pocTka. [Ipu moceBe KpoBU M CMBIBOB CO CIM3UCTHIX
MOTYT OBITH BBISIBJICHBI TATOTEHHBIE U YCIOBHO-MIATOT€HHBIE MUKPOOPTaHU3MBI U TPUOBIL.

Kiaunuueckass kapruna. B nepeie 7 — 10 nHeil ¢ MOMEHTa pa3BUTHUS arpaHyJoOIHATO3a
uH(EKINN MOXKET U He ObITh. B TO jxe BpeMs ee MpUCcCOeTMHEHHE COTIPOBOXKIAETCS PE3KUM YTSKe-
JICHHEM COCTOsIHUS 00JbHOTr0. B yacTHOCTH, XapaKTepHOM peakune TkaHeill Ha MH(EKIIIo u3-3a
OTCYTCTBHS B HUX HEUTPOPUIOB ABISETCS HEKPO3. Peub MOXKET UATH O HEKPOTHUECKOM aHTHHE,
aTO3HOM CTOMATHUTE, HEKPO3ax KOXKHU MPOMEKHOCTH, NeHepoBbIX Ondiiek u T. A. Jlanee y Ooib-
HOTO MOTYT OBbITh IMarHOCTUPOBAHbI THEBMOHUH, B TOM YHUCIIE a0CIeIUPYIOIIUE, PA3BUThCS OaK-
TepueMus U cerncuc. EcTecTBeHHO, TUITMYHA BBICOKAS IMXOPAJIKa, MOXYAaHUE U IpyTHe MPU3HAKU
MHTOKCHKAIIUU.

Juarno3. Mpicib 00 arpaHyloMTO3€ J0JDKHA BO3HUKATH Y Bpaya MpU HAJIWYUHM B KIIH-
HUKE HEKPOTUYECKUX 04aroB MHGEKIUU UITU CITy4aifHO 0OHApYKEHHOTO CHUYKEHHUS TPaHyJIOLIUTOB

menee 0,75 % 10°/n [IPY HEU3MEHEHHBIX WJIM MaJOW3MEHEHHBIX IPUTPOLIUTAX U TPOMOOLIUTAX.
B myHKkTare rpynuHbl 00HAPY)KUBAETCS OTCYTCTBHE B TEMOTI093€ TPAHYJIOIUTAPHOTO POCTKA MPH
COXpaHEHHBIX SPUTPOUTHOM U METAKAPHOIIUTAPHOM.

[Tpumep hopMynupoBKH AHArHO3A:
ArpaHynonuTo3 HMMMYHHOH TpUPOABI, OOYCJOBJICHHBIH MPHEMOM
aHaJIbIeTUKOB WM cyiabpanuaamuaoB. Hekporuyeckas anruna. Cerncuc.

JuddepeHumnalbHbIi ANATHO3 CIIEIyeT NPOBOAUTH C MH(PEKIIMOHHBIM MOHOHYKIJIEO030M,
OCTPBIM JICHKO30M U arjiacTU4eckoi aHeMueil, Ipu KOTOPBIX MOTYT OBITh MPECTaBIEHBI U HEKPO-
TUYECKUE N3MEHEHUS, U UHTOKCUKAIIMOHHBIA CUHIPOM. B oTiinume oT arpanyiaonuros3a, B KpOBU
1 KOCTHOM MO3re O0JIbHBIX HH(EKIIMOHHBIM MOHOHYKJIE030M, HapsIly C arpaHyIoLUTO30M, OyIyT
MIPEJICTaBICHbl aKTUBUPOBaHHbIE BUPYCOM DmiTeiHa — bapp mmpokomia3MeHHble TUM(OIUTHI
1 / win GnacTonofoOHbIe KJIETKH; UMEET MECTO yBEJIMUEHUE TUM(AaTHUECKUX JKeJe3 U Jaxe cele-
3€HKH, a TaKXkKe MoJokuTeNnbHas peakuus [layns — boyHens.

B omnume ot octporo selko3a pu arpaHyJIoOLUTO3€ HU B KPOBH, HU B KOCTHOM MO3Ir€ HE
YBEJIUYMBACTCS COIepIKaHue OJIacTHBIX ANIEeMEeHTOB. UTo KacaeTcs anjacTu4eckoi aHeMuu, TO MU
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Hell, Hapsoy ¢ TPaHyJOLMTONEHUEN UM arpaHyJloUTO30M, HMEET MECTO NapajuIeIbHOE YIHETe-
HUE U SPUTPOUIHOTO, U METAKAPUOLIUTAPHOTO POCTKOB.

JleueHne OONBHBIX arpaHyJOLUTO30M JOJKHO IPOBOJIUTHCS B cTanoHape. /st ymeHsbie-
HUSI KOHTaKTa ¢ MOTEHIMAIBFHBIMU MEPEHOCUYNKAMH MH(EKIMHA OOTBHBIX MOMEIIAIOT B OOKCHPO-
BaHHbIE MaJaThl, CHAO)KEHHBIE ClIELUAIbHBIMU (DUIBTPAMU U YIBTPAPHUOIETOBBIMU JJaMIIaMU AJIs1
O4YUCTKH Bo3ayxa. C TOM K€ IEeTbI0 PEKOMEHIYIOT TOJBLKO TEPMUIECKH 00padO0TaHHYIO (BapPEHYIO)
nuiy. O0si3aTeNbHBIM YCIOBUEM YCIIEIIHOTO JIEYEHUS JO0JKHA ObITh HEMEIJICHHAs] OTMEHA BCEX
OIACHBIX B OTHOILIEHUU BO3MOXHOIO MHAYLIMPOBAHUS arpaHyOMTO3a JIEKApCTBEHHBIX Mpenapa-
TOB. J[J1st IpOUIAKTHKY 1 JIeueHHsI THPEKIMH PEKOMEHTYEeTCsl BHYTPUBEHHOE (HU B KOEM cllydae
HE BHYTPHUMBIIIEYHOE) BBEICHUE aHTUOMOTUKOB IIMPOKOTO criekTpa Aeiicrsus. Kpome toro, ans
«CTEPWIIN3ALMUY KEITYJOYHO-KUIIEYHOTO TPaKTa ONpaBJaHHO NEPOPATbHOE HAa3HAUEHUE TAaKUX
HeacopOUpyeMbIX B KHIIEYHUKE aHTUOWOTHUKOB, KaK KaHAMHIIMH, PUCTOMHIIMH, MOHOMUIIMH U
Ip., @ TAaKXKe MPOTUBOTPUOKOBBIX MPENapaToB (HUCTATUH, HU30paJl, opyrai, BudeHa, KacrmodyH-
ruH). B TOM ciydae, Korma BBIXOJ M3 MMMYHHOTO arpaHyioluTo3a 3arsruBaercs 10 10 u Gomnee
JHEH, K aHTUOAKTEepUaJIbHOU U MPOTUBOTPUOKOBON TEpANUU ONPABAAHHO MOAKIIOUEHUE MAaJIbIX
WIN CPETHUX 103 TIIIOKOKOPTUKOUAOB (Hampumep, npeaan3oH 20 — 40 Mr/cyT) u gaxe rpaHyiio-
UTapHO-MaKpoQaraisbHOro pocToBoro (akropa. Uto kacaeTcsi 0COOCHHOCTEH BEACHUS MHEIO-
TOKCHYECKOI0 BapHaHTa arpaHyslIoLUTO3a, TO B 3TOM CiIy4ae ITIFOKOKOPTUKOU[IbI HE MOKa3aHbl, a
B TE€paIuu, Hapsly ¢ aHTUOMOTHKAMU M TPOTHBOTPHUOKOBBIMH ITpETapaTaMu, ONPaBIaHHO paHHEE
UCTIOJIb30BaHUE CTUMYJIMPYIOIINX TPAHYJIOLUTONO33 POCTOBBIX (PaKTOPOB, aHAPOTCHOB U KapOo-
HaTa JUTHSL.

[IporHo3 npu arpaHynonuTO3€ JOCTATOYHO CEPHE3EH, Y YaCTU OOJIBHBIX OH MOXKET PELUIU-
BUpoBaTh. [l03TOMYy nuarHocTuka, jedeOHas TaKTUKA U 00yueHue OOJIbHBIX [P arpaHyJIoLUTO3e
JIOJKHBI ObITh O0€3yIpEeYHbIMU.

63



. Konnektne aBTOpoB. «BHyTpeHHWe GonesHun. Tom 2»

5.9. MMENOANCNNACTUYECKUE CUHOPOMbI

TepMuH «MHETOANCIUIACTUYECKUN CHHIPOM)» 00BETUHSIET TPYIITY TeTEPOreHHBIX IPHOOpe-
TEHHBIX 3200JI€BaHUI KPOBH OITyXOJIEBOH MPUPOIBI, IIPU KOTOPHIX MATOJOTHUECKUN IPOIIeCcC HAuH-
HAeTCs Ha YPOBHE KJIETOK-TIPEIIICCTBEHHHKOB I'eéMOI033a U OOHApyKMBaeT ceOs HapyleHHEeM
T epeHIUPOBKH KIETOK OIHOTO, ABYX HIIM TPEX POCTKOB KpoBeTBopeHus (puc. 5.15). Orcrona
it MJIC xapakTtepHa Ou- WK TPUIMTOTIEHUS! KPOBU TPH THUIIEP-, HOPMO- HIIH, PEXKE, MaJIOKJIIe-
TOYHOM KOCTHOM Mo3re. Jpyroi ominuutenbHo ocobeHHocThi0 M/JIC siBnsieTcss HeoOpaTUMBIA,
OITyXOJIEBBIH, XapaKTep BHISABICHHBIX H3MEHEHUI KPOBU M OTYETIINBAS TEHACHIUS K TpaHC(hopMa-
WU B OCTPBIH JICHKO3.

del(5)

LT\ ) T
fder{ﬁ) ;—7

9 1 d¢ 31 ye s B

¢ a0 B 38 &8 ud
13 16 17 18

14 15

g4 88 sa  _ da {1
22 X
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Puc. 5.15. Kapuotun KJIeTKu KOCTHOTO Mo3ra 0onbpHOM PAUDB, ummroctpupyronuit uHTEp-
CTUIMAJIBHYIO JIETICIUIO YaCTH JJIMHHOTO IJIe4a XPOMOCOMBI 5, MOHOCOMUIO 7-i M JepuUBaT Xpo-
MOCOMBI 6 C JOTIOJHUTENBHBIM MaTEPHAIOM Ha €€ KOPOTKOM IJIeU€ YacTH KOPOTKOTO Iieda 1-if
xpomocombl. 45, XX, del(5)(q13q33), der(6)t(1;6)(p21;p22), —7 (npencrasien ¢ paspemienus T.
JI. T'uHIMHOM)

OcHOBHOM KOHTUHTEHT 0051bHBIX ¢ MJIC mpecTaBIsaoT NOXKUIIBIE JTFOJIM B BO3pacTe cTaplie
60 net. Bmecrte ¢ Tem onmcansl ciyyan 3aboneBanust MJIC u y neteif. CornacHo COBpeMEHHBIM
craructukaM, M/IC BcTpedaetcst ¢ yactoroir 3 — 15 Ha 100 Thic. HaceneHUs, TPUOTUIUTEIHHO
OJJMHAKOBO Y MY’KUYMH U >KEHIIHH.

®opmupoBaHue cerogHsAnIHero npeacrasaeHus o0 MJIC umeet anmuuyto uctoputo. CHadana
OBbUIO MTOIMEUEHO, YTO Pa3BUTHIO MHOTHX CIy4aeB OCTPOIr0 MHUEJIOUAHOTO Jeiiko3a (OMJI) npen-
LIECTBOBAJIN JUIUTEIBHO CYIIECTBYIOIINE U HE MOAJAIOIIUECS CTaHAAPTHON Tepanuy aHEMUH, JI€H-
KOTIEHUH, TPOMOOIIMTONICHNH U TaHIUTONIeHNH. Kak npaBuiio, 3TH IIUTONIEHUH POTEKaIH Ha (poHe
OTHOCHUTEJIBHO 00raToro KOCTHOTO MO3Ta, COJIEpIKaIllero HEKOTOPOE YHCIIO0 MEraio0IacTHBIX 3J1e-
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MEHTOB, KOJIBIICBHIHBIX CHAECPOOIACTOB MU KJIETOK C APYTUMH YePTaMU AUCIUIA3HH HE TOJIBKO B
SPUTPOUIHOM, HO U B TPAHYJIOLIUTAPHOM M METAKapHOIIUTAPHOM POCTKAX KPOBETBOPEHUS. Y NIpy-
rux OOJBHBIX, HAPSAY C TOJBKO YTO OTMEUYEHHBIMU TPH- WIIM OUIIUTOTICHUSIMHU, UMEIIO MECTO yMe-
PEHHOE TOBBIIIEHHE B KOCTHOM MO3Te H/HITH B KpoBH OsacTHBIX (popMm. HakoHer, y gacTu OOIBHBIX
C HEOpAWHAPHBIMU M3MEHEHHMSIMH T€MOII033a PETUCTPUPOBAJICS HAPACTAIOMINN HEHTPODUILHBIN
JIEMKOLIMTO3 C MOHOLIUTO30M.

[To3nHee cTamyu NOSABIATHCS JaHHBIE O HECTYYalHBIX KIIOHOBBIX H3MEHEHHUSIX XPOMOCOM IIPH
MJIC, B 4aCTHOCTH O TIOJIHOM WJIM YaCTHYHOH MOTEpE XPOMOCOM 5 u/miu 7, Tpanciokanusx (1;3),
(1;7) u (3;3), neneuusix 11q, 17p, 20q, Tpucomuu 8 u 1p.

O06001MB BCE 3TH IPOTUBOPEUNBBIC HAOTIOICHHS, COBMECTHAsI ()paHKO-aMEPHKAHO-OpUTaH-
CKasi KOMHCCHS TeMaToioroB B 1982 1. mpeiokmiia nepByo yI00HY0 pabouyro KIacCH(PUKAIIIO
MJIC:

1. Pedpakrepnas makpormrapuas anemus (PA).

2. PedpakrepHas anemusi ¢ KoableBeIME cuaepoonactamu (PCA).

3. Pedpakrepnas anemus ¢ m30bTkOoM O1actoB (PAUDB).

4. Pedpakrepnas anemusi ¢ n30bITkOM O1acToB B (haze Tpanchopmanuu (PAUBTD.).

5. XpoHu4ecKuil MUETOMOHOLIUTApHBIN Jeiiko3 (XMMUJI).

OcHoBo#l miis pazzaenenus pa3nuunbix BapuantoB MJIC B 3TOM KiaccuuKanuu CiyKuiao
cozep)kaHue 01acTOB M MOHOLIMTOB B KPOBU M KOCTHOM MO3Te, a TAK)Ke COJCPKAHNE KOJIBIIEBBIX
cuepo0bIacTOB B KOCTHOM MO3re. B uacTHOCTH, coepskaHue 0:1acTOB B KPOBH M B KOCTHOM MO3Te
npu PA u PCA nomxHo 66110 6b1TE MeHee 1 1 5 % cootBerctBeHHO. [Ipu PAWB 1 XMMUJI conep-
yaHue 0JIacTOB B KPOBU U KOCTHOM Mo3re MeHeeSn20%cooTBeTcTBEHHO, a npu PAUBTp. B kpoBu
6onee 5 %, a B KOCTHOM MO3re AOJKHO ObITh OT 20 110 30 %. OTIMYUTENbHON XapaKTepUCTHUKON
PCA sBnsiercs yBenmaennoe (> 15 %) conepikaHue KONbIEBBIX CHIEPOOIACTOB B KOCTHOM MO3TE,

a XMMUJI — yBennuennoe (> 1 % 109/J'I) COJIEP’KAHUE B KPOBU MOHOLIUTOB.

CosepiiieHCTBYs 3Ty ucxoaHyto kinaccudurkanuio MJIC, sxenieptsl BO3 pacmmpunu ee 1o
8 moaBapuanToB, ocTaBuB Hen3MeHHbIMH JHIb PA n PCA. B 1o e Bpemst PAUD 6bu1a Mmogudu-
nupoBana B PAUB I (¢ yBennueHueM 01acTOB B KPOBH M KOCTHOM MO3re 710419%CO0TBETCBEHHO),
a PAUBTp. — B PAUG II (¢ conepxanuem 61acTOB B KPOBU U KOCTHOM MO3T€ COOTBETCTBEHHO OT
5 1o 19%muo0t101019 %); crona »*e BKIIOUEHbI aTUITMYHO MPOTEKAIOLINE MUETIONPoNrdepaTuBHbIE
cuHIpoMbl. HakoHelr, n3 HoBo# kinaccudukarmu obut1 uekitodeH XMMIL IIpu aTom (o TakTrude-
CKUM cooOpakeHusiM) Bce cirydau PAUBTp. ¢ copeprkanueM 61acTOB B KOCTHOM MO3T€ UM KPOBU
6osee 19 % cTanm OTHOCUTDH K OCTPBIM Jeiiko3aM. HakoHell, B HOBYIO KiIacCU(UKAIMIO ObUIH BHE-
ceHbl 4 HOBBIE PyOpHKH: 1) pedpakTepHas IUTONEHUS ¢ MHOTOMMHEWHON nuctuiazueit (PAMUI);
2) pedpaxTepHast HUTONEHUS C MHOTOJIMHEHHON TUCIUIa3uel U KOJbLIEBBIMU cHjiepobiacTami; 3)
Heknaccupunupyemsie MJIC; 4) MJIC ¢ nzonupoBaHHOM Aenenuel B KJIETKaxX YacTU JJIMHHOTO
mieya 5-it xpomocoMmsl (5q-).

Kak BuaHO U3 3THX Kiaccudukanuit, ooumm npusnakoM MJIC siBisiercs Ham4ue B KpoBe-
TBOPHBIX JIEMEHTAX YepT AUCIUIA3UU. BaxkHelre u3 HUX: MaKpOLUTO3, MOWKUIOUUTO3 U (par-
MEHTALUs SPUTPOLIMTOB; TUIIOCETMEHTALUS AEP Y THIIOIPAHYIISIIHS HUTOIIa3Mbl TPaHYJIOLUTOB;
MOSIBJICHUE B KPOBU KPYMHBIX TPOMOOLIUTOB U ()parMEHTOB METaKapHOIIMTOB, METajao0IacTo3 u
QHOMAJIMH SIAEP IPUTPOUIHBIX NIPEALIECTBEHHUKOB, B YaCTHOCTH MEXbAJEPHBIE MOCTBI, THIIOCET-
MEHTAIMA S1ep METaKapUOLIUTOB U T. A.

Jtnonorus. OxonuarenpHele npuunHbl MJIC 10 koHIa He scHB. Cpeau MOTEHINATbHBIX
(akTOpOB PUTypUPYIOT: pajHanus, IUTOCTATUKU U Jpyrue MyTareHsl. B aTom yOexmaer Haiu-
4yhe B KJIMHUKE BTOPUYHBIX, CBA3AHHBIX C MPEAIIECTBYIOIIUM MHTEHCUBHBIM LIUTOCTATUYECKUM
U pagualliOHHBIM JIEYEHUEM, OIyXOJIEH pa3IMuYHBIX JIOKAIU3ali, MHOKECTBEHHON MHUEIOMBI U
auMpom. Ha 3T0 ke yka3bIBalOT BBISABICHHbIE HEAaBHO MHOTOUMCIIEHHBIE HECTy4aiHble MOBpe-
KJIEHUS] XpPOMOCOM B KPOBETBOPHBIX dlieMeHTax y 00onbHbIX ¢ MJIC, 4acTh U3 KOTOPBIX TECHO CBSI-
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3aHa C BO3JEHCTBUEM Ha T€HETUYECKUU ammapar KJIETOK OTMEUEHHBIX BbIIIE (PAKTOPOB U UMEET
IPOrHOCTUYECKOE 3HAUYEHUE.

IIarorenes. ITaronornueckuit npouecc npu MJIC HaunHaeTcst Ha YpOBHE KJIETOK-IIPEIIe-
CTBEHHHUI] TPAHYJIOLUTOI033a, SPUTPOII0I3a, METaKapUOLIKUTON033a 1 B-mumdonosza. B navane
3a0051eBaHUsl B TEMOII033€ OOJIBHOIO BO3HUKAET OFHA MAaTOJIOTMYECKH MU3MEHEHHAasl CTBOJIOBas
KJIETKa, KOTOpasi yTPauuBaeT YaCTUYHO CBOKO CIIOCOOHOCTH MU depeHIIMPOBaThCA A0 KOHEUHBIX
(opM, HO COXpaHSET MPHU ITOM peajbHbIE BO3MOKHOCTHU IS CAMOBOCIIPOM3BOJICTBA H, CIIEIOBA-
TEJIBHO, JJIsi (POPMHUPOBAHUS U TOAJIEPKAHUS BHOBH BO3HUKIIETO MATOJOTHYECKOTO KJIETOYHOTO
kioHa. [IponudeparnBHas akTHBHOCTh 00pa3yeMbIX dTUMHU KJIETKaMU KPOBETBOPHBIX SJIEMEHTOB
JIOBOJIBHO BbICOKA. BMecTe ¢ TeM OOJBIIMHCTBO U3 HUX HE TOCTUTAIOT 3peibIX POPM H3-3a PE3KO
YBEIMYEHHOTO aIloITo3a, YTO0 XOPOIIo OOBSCHSET Pa3BUBAIONIYIOCS Y OOJIBHBIX OH- M TPULIUTOIIE-
HUIO Ha (pOHE OOraToro KJIETOYHBIMHU 3JIEMEHTaMU KOCTHOTO Mo3ra. BaxxHelmuM nocTuxeHneM
B 3TOI 00J1aCTH SIBUJIOCH C/IEJIAHHOE HEAABHO OTKPHITHE TOMO3UTOTHOM JENIELUH C TallJIOHEN0CTa-
TOYHOCTBIO TeHa pudocomHoro 6enka RPS14 npu 5q-cunnpome. ITOT 6ETIOK SBISAETCS KITFOYEBBIM
B co3peBanuu 18S pubocomuoii PHK. B ciyuae ero Hegocrarounoctu B mepByIO oYepenb CTpa-
JIaeT SPUTPOUIHBIN POCTOK KPOBETBOPEHUS. B 0CHOBE )eHOMEHA JISKUT aKTHBALUsA pS3 U 0TCI0A
aroITo3a, KOTOPBI MOXKET YCIEITHO KOPPUTHPOBaThes JieHaIu1oMu1oM. [IpoBenennble uccneno-
BaHUS [MOKA3bIBAIOT, YTO AHAJIOTMYHBIE MOJIEKYJISIPHBIE COOBITUS MOTYT UMETh MECTO U IIPU JIPYTUX
Bapuantax MJIC, a Taxxe npu psijie BpOKJACHHBIX aHEMUN U ITUTONICHUM, B YaCTHOCTH IIPU aHEMUU
Haiimonna — briekdana (neduuut 6enka RPS19) u cunnpome IlIBaxmana — JlaiMmoHpa.

[Ipu 6onee TKENbIX U MPOTHOCTUUECKHU HebmaronpusaTHeIX cyoBaprantax MJIC, kakoBbIMU
spisatotrcs PAUD [ u PAUB 11, B KOCTHOM MO3re ¥ B KPOBU HApacTaeT MPOLIEHT ONAaCTHBIX 3JIEMEH-
TOB, YTO, B CBOIO OUEPE/Ib, PE3KO OTpakaeTcs Ha 3(h(PeKTUBHOCTH TeMono33a B 1enoM. Ha 3axio-
ynTenpHoM 3Tane TpaHchopmanuu MJIC B ocTpblif 1€1ik03 HOpMaJIbHBINA F€MOII033 CXOAUT Ha HET,
a HaOpaBLIMI CUITy JIEMKO3HBIA KJIIOH CTAaHOBUTCS HEYNPABISIEMbIM, YTO B KIIMHUYECKOM IUIaHE
nposiBIsieT ceOst GOpMUPOBAHKUEM TPYAHO MOJIAIOLIETOCS TEPAIUU OCTPOro HeTMM(OOIaCTHOTO
JIENKO3a.

Kannuveckas kapruna. XKano6st 6ompabIX ¢ MJIC Manocnenupuansl. Kak npaBuio, oHn
CBSI3aHbI C aHEMHEN pa3HOW CTENEHU BBIPAXKEHHOCTH, KOTOpas UMEET TEHACHIIUIO K MIPOrpeccu-
POBaHUIO, HECMOTPS Ha aKTUBHO MPOBOIUMYIO TEPANHIO BUTAMUHOM B, M / vimu onmeBoit Kuc-
JOTOM, OONMBIIMMU JI03aMU BUTaMHUHA Bg, mpenaparamu xeneza U T. 7. Y JIpyrux OOJNBHBIX Ha
IEPBBIH IJIaH BBICTYNAIOT Pa3IMYHOI0 poAa MH(EKIHUH, KOTOPBIE U3-3a HEIOCTATOYHOU (YHKIIHO-
HaJIbHOW aKTUBHOCTH HEUTPO(DHUIIOB U MOHOLIUTOB IPUHUMAIOT 3aTSHKHOM XapakTep U 4acTo peru-
nuBHpyIoT. Cpenu MHPEeKIMOHHbIX ocsokHeHuH s MJIC XapakTepHbl THEBMOHUH, CENICUC U
IUIOXO pa3peliaromuecs abcuecchbl pa3inyHbIX Jokanu3anuil. [lociaeqHue npoTekaroT Kak ¢ JINX0-
pankoii, Tak u 0e3 Hee, OOHapYyKHBasi ceOs HEPEIKO B KJIMHUKE TOJBKO OO0IIeH ciabocThio. UTo
KacaeTcs Bo30OyauTenel MH(MEKIMOHHBIX OCIOKHEHHH, TO UMH MOTYT ObITh COOCTBEHHAs! OaKTe-
puanbHas duopa 6onbHOTO (Escherichia coli, Pseudomonas pyocyanea, Staphylococcus aureas,
Klebsiella pneumoniae, Streptococcus faecalis, Staphylococcus epidermidis), rpu6sl (Candida
albicans, Aspergillus fumigatus) unu TyOepKyne3Has manodka. B To e BpeMs, HECMOTps Ha oYe-
BuaHbIl neduuut npu MJIC B cucreme T-kiieTok, Takue xapaktepHble i T-nedunnrta Bo30yau-
TeNu, Kak Pneumocystis carinii, nutomeranoBupyc, Cryptococcus neofornians u Cryptosporidium,
JUIs1 3TUX OOJIBHBIX HE SBJIAIOTCS MAaTOreHHbIMU. HeManoBakHO U TO, 4TO, HECMOTPS Ha BBIPa)KeH-
HYIO TPOMOOILIMTOIIEHUIO, ITPOSIBIIEHUS] TeMOPPArn4eckoro auare3a y O0JbHbIX MUHUMAJIbHBI.

OObexTuBHOE 00CiIeJ0BaHUE OONBHBIX MOXKET BBISIBUTH OJE€JHOCTh KOXKHBIX HOKPOBOB M
CJIM3UCTBIX, HAa (DOHE KOTOPOW HEpEeaKo OOHApYKHMBAETCS JIETKash MKTEPUUYHOCTb KOXKHU M CKIIEp.
Ecnu npucyTcTBYyIOT reMopparuu, OHM HOCAT NETEXUaNbHbIN XapakTep. OQHAKO IPU KPUTUYECKOM

CHIDKEHUU cojiepkanust TpoMOoouutoB 70 10 % 10%/n MOT'YT ITIOSIBUTHCS MACCUBHBIE KPOBOTEUEHHUS
Pa3IMYHBIX JIOKaJIu3aluil, TpeOyrolirue NOBTOPHBIX TpaHC(y3Uil TPOMOOKOHIIEHTpaTa. YBennye-
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HHUE TUM(OY3JIOB, CEIE3CHKH U NIEYCHH, 33 UCKITIOYCHNEM OOJIbHBIX C MUEIIOTPOIH(epaTuBHBIMU
noasapuantamMu M/IC, e xapaktepHo. TOUHO Tak e OTIMYHMEM MUEIONPOIU(PEPATUBHBIX MO/~
BapuaHToB M/IC MOXeT OBbITh HAJIMYKME 0YaroB SKCTPAMENyUIIPHOTO KPOBETBOPEHUS B KOXKE U B
CEpO3HBIX 000JI0UYKaX.

JlabopaTopHas 1MarHocTUKA. AHaJIN3 KPOBU U KOCTHOTO MO3ra 00sibHbIX ¢ M/JIC BBIsIBISIET
OTMEYEHHBIE BBIILIE YEPThI AUCIIIIA3UU SPUTPOUIHBIX, IPAHYJOLUTAPHBIX U MEraKapuOLUTaPHbIX
anemeHnToB. Y 6oibHBIX PAUB I 1 PAUB 11 MmoxeT ObITh 3aperucTpHpOBAHO MOSBICHUE OIaCTHBIX
3JIEMEHTOB B KPOBU M YBEJIMUYEHHUE UX B KOCTHOM MO3T€. Y MOJIOBUHBI OOJIbHBIX MOTYT OBITh BBISIB-
JIEHbl OTMEUEHHBIE BbIIlIE HECTy4aiiHble H3MEeHEeHUs XxpoMocoM. Kpome Toro, 1uist 6omabHbIX ¢ PCA
XapaKTepHO MOBHIIIEHHOE COJICPKAHNE B KOCTHOM MO3T€ KOJIBIIEBUIHBIX cUepoOnacToB (> 15 %).

Juarno3 cyosapuantoB MJIC ¢ yBeIHYEHHBIM COAEPKAHUEM B KPOBH HJIM KOCTHOM MO3Te
onactHbIx 211eMeHTOB (PANDB I u PAUB I1) nns Bpaua He cnoxeH. B To e BpeMs OTCYTCTBUE TAKOTO
BaKHOT'O JUarHoctuueckoro npusHaka npu PA u PCA BbIHYKJaeT akTUBHO MCIIOJIb30BATh JaHHBIE
LUTOI€HETUYECKOTO aHAJIN3a, KOTOPbIE MOTYT BBISIBUTH HECITy4allHbIE N3MEHEHUSI XPOMOCOM, WJIN
e UITH 110 Ty Th OecniepcriektuBHOU mpu M JIC mpoOHO# Tepanuu O0NMbIINMH 103aMH BHTAMUHOB
Bg,B12 1 GhomueBoii KHCIOTHI ¢ MOCIEYOIIUM MOIKITIOYCHUEM TPEIHI30JI0HA.

[Ipumep hopMyaUpoOBKH TUarHO3a:
MuenoaucraacTuuecKuii CHHIPOM ¢ KoHKpeTuzauueit noaruna — PA, PCA,
PAUB I, PAUB 11 u np.

Juddepennuanbublii quar1o3. [1ockonbKy BEIyIMM KIMHUYECKUM CHUMIITOMOM Y 0OJTb-
HbIX ¢ MJIC sBnsiercst anemust, mudpepeHnnanbHpIN TUarHo3 TPOBOAUTCS C IPYTUMHU BUIaMU aHE-
MUH, B IEPBYIO OYEPEb C MAKPOLUTAPHBIMU U cuiepobnacTHeIMU. B otinnuue ot Biy— u domue-
BOJIC(DUIIUTHBIX aHEMHUH, TPU PA B KJIeTKaxX KPOBU M KOCTHOTO MO3Ta MOTYT OBITh MPEICTABICHBI
YIOMSIHYTBIE BBIIIE YEPTHI IUCIUIA3UHU HE TOJIBKO B 3pUTPOUIHOM, HO B TPaHyJIOLIUTAPHOM U Mera-
KapUOIIMTaPHOM POCTKaX. Y HEKOTOPBIX OONBHBIX ¢ PA, B 4acTHOCTH MpH 5q-CHHAPOME, MOXKET
OBITh YBEIMYEHO KOJIMYECTBO TPOMOOIMTOB, YTO METraloOJIACTHRIM aHEMHSM HE CBOHCTBEHHO.
YpoBeHb By u GonureBoii KUCIOTH y O0nbmuHCTBA 001bHBIX ¢ MJIC He CHWKEH, a JaXke MOBKI-
meH. Y yacTu 00JbHbBIX ¢ PA nuToreHeTnueckoe UccieoBaHe KOCTHOTO MO3Ta MOXKET BBISIBUTD
pa3nu4YHbIe HecTy4aiiHble u3MEeHeHUus XpoMocoM (-5/5q-, -7/7q- u T. 11.), KOTOpBIE TPU METan00-
JIACTHBIX aHEMUSX OTCYTCTBYIOT (Tabm. 5.4). Hakone, Bce monbITKU iednTh PA BuTamMmuHamu Bij
1 (oMeBOM KUCIOTOM d(pdekTa He AarOT.

[Tpu nocranoske nuarHoza PCA cnenyet yuuTbIBaTh, HE ObUIO JIM Y TAKUX OOJBHBIX B IIPO-
IIJIOM KaKoro-1100 KOHTAKTa CO CBUHIIOM, HE JICUMJIMCh JIM OHU TaKXKe MIPOTUBOTYOEPKYIEe3HBIMU,
IPOTUBOCYOPOXXKHBIMA U HEKOTOPBIMM JIPYTMMHU JIEKAPCTBEHHBIMU IpenaparaMu. Ha3HaueHue
BUTaMuHa Bg B OonbInx 103ax HUKaKoro 3¢ @dekra He AaeT, a HIUTOTeHETHYECKOE UCCIIEOBaHNE
KJIETOK KOCTHOTO MO3ra MOKET OOHApyKUTh TaKUe HeCIydalHble TIOBPEXKICHUS XPOMOCOM, Kak
Tpucomus 8, nenenus 11q, Tpancnokanus t(3;3) u ap.

Tabnuuya 5.4
OcHOBHbBIE HAPYIIEHHUSI XPOMOCOM B KPOBETBOPHBIX 3JIEMEHTAX 0OJIbHBIX ¢ MHEJIOIUC-
IUIACTHYECKUMH CHHIPOMAMH
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Hapymenus xpoMocoM

By nonoMyn
ChanancHpoBaHHbIe Hecbanancuposanusie

Tpaucnokauuu t(1:3)(p36:q21); der(17)t(5:17) (p11;pll);
t(3:12)(q26:p13); | der(7)t(1:7)(q10:p10);
1(3:21)(426:922); | der(11)t(11:11)(p15:q13);

téilz}ég?ijzl?): der(19)t(11:19)(q13:p13); der(Y)t(Y;1)(q12:q21);
tﬁ{‘g-éﬁ’i( B4 | die(5:17)(q11:p11)
: q22:q22);
t(9:11)(p22;q23):
1(9:22)(q34:q11);
t(2;11)(p21:923);
t(11:17)(q23:q25);
£(11:21) (q24:q11);

t(10;12)(q24:p13)
Wusepcun inv(3)(p36q21); inv(3)(q21q26)
inv(16)(p13q22)
M3oxpomocomer  |i(7q); i(14)(ql10); i(17)(ql0);i(21)(ql0); i(X)(p10); i(X)(ql3)
Jenenuu del(3)(q21); del(4)(q25); del(5)(q1l1g31);
del(5)(q11:q33); del(5)(q12q33-34); del(5)(ql3);
del(5)(q13q22-23); del(5)(q13q31-35);

del(5)(q14)(gq32-34);

del(5)(ql5); del(5)(ql5q31); del(5)(gl5g33);
del(5)(q15q35); del(5)(q22); del(5)(q22q33):;

del(5)(q22q35): del(5)(q23q32): del(5)(q23q32):
del(5)(g31): del(5)(g31q33);

del(5)(q31g35): del(6)(q13): del(6)(q21);

del(6)(q23); del(7)(p11); del(7)(q11g22);
del(7)(g21); del(7)(g21q34); del(7)(q22q34);

del(7)(q22q36): del(7)(g31): del(7)(g31g36):

del(7)(q32);  del(8)(q22);  del(9)(q11q22);
del(9)(q13q22); del(11)(ql3q23); del(11)(q22);
del(12)(p11); del(12)(p11p12); del(12)(p11p13);
del(12)(p12): del(12)(p12p13): del(13)(ql2ql4);
del(13)(q12q21-22); del(15)(q21); del(16)(q22):
del(17)(q12); del(18)(q21-22);

del(20)(q11-13); del(20)(q11q13); del(20)(q12q13);
del(20)(q13q13); del(21)(q21); del(22)(q11)

[Ipumeuanue.lloguepkHyThI yalie BCTpEYaIOUINECs MOJIOMKHA XPOMOCOM.

B otnuune ot paccMOTpEHHBIX BhIlIE pedpakTepHbIX aHEMUIA, HE COTPOBOXK/IAIOIIUXCS YBE-
JUYCHUEM B KOCTHOM MO3T€ M KpOBH OylacTHBIX AneMeHToB, cinydau PAUB I u PAUB II nudde-
peHIMpOBAaTh Jierye. J{is 3Toro He 00s13aT€IBbHO, XOTSI C MPOTHOCTHUYECKOM LIETIBIO U XKeJaTeNbHO,
MIPOBOJIUTH TPYIOEMKHE IUTOT€HETUYECKHE UCCIIEJOBAHUS, @ JOCTATOYHO TUIATEIbHO MTPOaHaIH-
3UpOBaTh KPOBb U KOCTHBIM MO3T Ha COJEp)KaHUE ONACTHBIX AJIEMEHTOB, YBEIMYEHHUS KOTOPBIX
6onee 5 % mpu Apyrux Buaax aneMuil He ObiBaeT. C Ipyroil CTOpPOHBI, YMEPEHHOE YBEIUUEHUE
U qiTenbHoe nepcuctupoanue 6mactoB npu PAUB [ u PAUD 11 mo3BossieT HCKITFOUUTh OCTPhIC
JIMKO3bI U OJIaCTHBIE KPU3bl XPOHUYECKUX JIEMKO30B, TPU KOTOPBIX COJEpKaHue OJIacTOB B aHAJIH-
3UpYyEMOM MaTepHalie MPEBbIIAeT pa3rpaHUUUTEIbHYI0 TpaHully B 20 %, a 1 KIMHUKU Xapak-
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TEPHBI OBICTpAst IENIPECCUsi KPOBETBOPEHUS, TEMOPPATUIECKIE OCIIOKHEHHUS U TOSIBIICHHE 04aroB
SKCTPAMETYJUIIPHOTO KPOBETBOPEHHUS.

Jleuenne MJIC nipencrasisier TpyaHyto 3anady. [Ipu penko TpaHcHOpMUPYIOMIUXCS B OCT-
poiit neiiko3 PA u PCA mokazana 3aMecTHTENbHAST T€panusi SpUTPOIUTAPHON MaCCOM, TOMOJ-
HseMas TIePHONYECKIM BBeIeHUeM aecdepana nin skcumpkana. [pu HeadekruBHOCTH OMHUX
reMoTpaHc(y3uii MOTYT OBITH PEKOMEHIOBAHBI 3PUTPOIIOATHH U IUKIOCTIOpUH-A (1ipu PA), naxo-
reH, a npu PAUB — manbie 1o3s1 Mendanana wim nurosapa. [Ipu 5q-cunnpome, 00ycioBIeHHOM
myTtauuei rena RSP14 u cBsi3anHOM ¢ Hell akTuBanueil anonrosa, nokasat jJeHanugomua. K neno-
CTaTKaM Tepanuu S5q-CUHAPOMA JIEHAIUJOMUJOM OTHOCST BO3MOXHOCTh TpaHC(OpMaIMU B OCT-
PpBIii IEMKO3 U3-3a aKTUBALMU P53, KoTopas UMeeT MecTo y 5 — 7 % 3TuX 60nbHbIX. B TO ke Bpems
rOpMOHAaJIbHAsI Tepanus IIIOKOKOpTUKou1aMu U anaporenamu npu MJIC mano nonesHa.

Baxxusim noaxogom k sneuenuro MJIC npeacrasisieTcsi peMoAeIMpOBaHUE XpOMAaTHHA, TIpe-
CJIEYIOIIEE IIeJIh PETIPECCHU B TCHOME HEXKeaTeIbHBIX TEHOB M, HA000pOT, aKTHBAIIUK 00paTUMO
penpeccupoBannbix. Kak m3BectHo, Hamra JIHK cymecTByeT B ClI0KHOM KOHPHUTYpaIuu ¢ THCTO-
HaMH, KOTOpble oOecreunBatoT Heooxonumyto ynakoBky JIHK u, orctona, ee aktuBHocTh. Kpome
TOTO, YacTh T€HOB MHTHOWpPYETCS B pe3yibTare (U3UOIOrMYecKOro MMNIpuHTHHTA. Hampumep,
TaKOM SIUTCHETUYECKUN WIX HAATEHOMHBIA MEXaHU3M F'€HHOU PETyJIsLUN HOPMAJIbHO 3ape3€pBH-
pOBaH JUIsl HNHAKTHBALMU OJHOU U3 X-XpOMOCOM I'€HOMa JKEHIIMH U, ECTECTBEHHO, BCTPEYAETCA B
yCIIOBUSIX MaTojoruu. B ocHOBe peHOMEHA JiexaT 1Ba MOJIEKYJISIPHBIX MEXaHHU3Ma: a) METUIHPO-
Banue /IHK u 0) aneTminpoBanue rucTOHOB.

VY 6ombubIX ¢ MJIC dpernomen runepmernupoBanus JJHK 1 3amamynBanus reHOB Ipe/icTaB-
JIEH JOCTAaTOYHO MUPOKO. J[aHHOE 00CTOATENBCTBO CTUMYJIMPOBAJIO UCCIIEAOBaTENIEN 1S pa3pa-
OOTKM MHTHOUPYIOIIEH TeHBI «IMHUTCHETHYECKON TepaIimy) OHKOJIOTHIECKHUX 3a00JIeBaHUM, B TOM
yucie MJIC. U3 nexkapcTBEHHBIX MpenaparoB pedb UACT O S-a3anuTHauHE (Baiinasze) u S5-a3a-2S-
JE30KCULIUTHINHE (AaKOTreHe), KOTophle crnennduuecku Topmossat metunuposanue JIHK nuro-
3MHAa MyTeM UHAaKTUBHUpYIoIero ces3biBanus ¢ JJHK-metuntpanchepazamu. McnonszoBanue aza-
LUTHU/IMHA B KJIMHUKE HAa4aJ10Ch /1Ba AecSTUIeTHs Ha3a/. Kak oka3anock, JUisi JOCTUKEHUSI OLLLyTH-
Moro kiuHu4eckoro addexra npu MJIC nocratouHo HU3KUX ero a03. [Ipu 3ToM nonoxurenabHbie
3¢ (deKThl Tepanuu ObUTH 3aperucTpUpoBaHbl y 60 % jeueHBIX OONBHBIX, B TOM YHCIIE TOJTHBIC
pemuccuu — y7 %,4acTuuHble peMuccud —y 16 % U KIMHUKO-TeMaTOJOTHUYECKUE YIYUIIeHNUs —
y 37 %, uro nocroepHo BhIie (p < 0,001), yem B KoHTpoOJIe. BaxkHO M TO, uTO 3hheKT Tepanuu
a3alUTUAMHOM coxpaHsuics 10 15 Mec. OH cONpOBOXKAAICS CYIIECTBEHHBIM YIyUYlIEHHUEM Kade-
CTBa )KM3HU OOJIBHBIX, a TAK)KE OTUETIMBON OTCpOUKOil Bpemenu Tpanchopmarmmu M/IC B ocTpsiid
neiiko3. Ilockonbky mo6ounble 3¢ (EeKThl TakoW Tepanuu, IaBHBIM 00pa30M MHEIOCYIPECCHs,
ObUIM YMEPEHHBIMH, JAHHOE 00CTOATENBCTBO OTKPBUIO IOPOTY AJIsl UCIIOIb30BaHUS a3al[UTHINHA
nipu siedeHnn M/JIC. Eme 6ostee 00HaIeKMBAIOIIHNE PE3YJIbTAThI AN KIIMHIYECKUE UCTIBITAaHUS 5-
a3a-2S-1e30KCUIIMTHIMHA WK JakoreHa. B yacTHocTH, nonoxuTenbHble 3¢ (eKThl Tepanuu Obuin
3aperucTpUpPOBaHbl Y MOJIOBUHBI JICUEHBIX MMALIMEHTOB, a TIOJIHbIE PEMUCCHH, BKJIIOYasl LIUTOTCHE-
TUYeCKHe, uMenu MecTo y 20 % JiedeHBIX.

Bpewmst tpancdopmarmi MJIC 8 OMJI y G0BHBIX HEBBICOKOTO PHCKA YBEIUYHUIOCH co 189
1o 354 nHe, a B rpyImime BBICOKOTO pucka — ¢ 79 mgueit mo 260 (p < 0,03 u < 0,01 coorBet-
cTBEHHO). CBsI3aH JIM 3TOT MOJIOKUTENbHBIN A((EKT a3alUTUIMHA U JAKOTeHa C TUIOMETHIINPO-
BaHUEM LMTO3MHA WJIM UX OOLIUM LUTOTOKCHMYECKHM JEUCTBHEM, MOKA HESACHO. Mexay TeM y
Je4yeHHBIX AakoreHoM 6ombHbIX ¢ MJIC Obli1a 3aperucTprupoBaHa OTMEUEHHAs BbILIE OTEPS] METH-
JUPOBaHUS reHa OImyxoJieBoi cynpeccuu pS3. OTcroa MOsSBUIOCH €CTECTBEHHOE KeJlaHUE UccJie-
noBaresniel monpooosars npu JeueHnn MJIC koMOMHaUK pa3IMYHBIX JIEKAPCTBEHHBIX MOIX0/I0B,
B YAaCTHOCTH JIaKOT€HA C BaJIbIIPOEBOI KUCIOTOM (M3BECTHBIM MHTUOMTOPOM J€allUTHINPOBAHUS
ructoHoB) win ¢ ATRA. Uto nanyT Takue KoMOMHAILMY, IOKaXeET Olnxkaiiiiee Oymyliee.
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B ciydae Heah(hekTHBHOCTH KOHCEPBAaTUBHOW TEPaMK U TPH HAJTMYUH BBIPAKEHHOW 3aBU-
CUMOCTH OT 3aMECTUTEIbHON TEpaliMuu KOMIOHEHTaMu KpoBH y umeromux HLA-coBmecTMoro
JIOHOPA MOJIOZIBIX OOJIbHBIX OKa3aHa aJIJIOT€HHAs TPAHCIUIAHTALIMS TEMOTIOATHYECKUX CTBOJIOBBIX
kieTok. [Ipu aToM (Ha 3Tane momcka AOHOpPA M MOATOTOBKM K TPAHCIIAHTALIMM) MOXET OBITH C
yCIEXOM HCIoJb30BaHa caepxkuBatoniast MJIC-tepanust nakoreHoM. B kauecTBe anbTepHaTUBHOTO
MOJIX0/1a JJI BEJCHUS MPOTHOCTHUECKU HeOnaronpusaTHeIX BapuantoB MJIC, 0ocobeHHO y MoJi0-
TIBIX OOJTBHBIX, MOYKET OBITH CTIIOIH30BaHa BRICOKOIO3HASI XUMHUOTEPAIH, KOTOPYIO (IIPY HATHYHH
HLA-coBMecTMOro 10HOpa) cieayeT NpoBOAUTh B KOMIUIEKCE C aJUIOT€HHOM TpaHCIUIaHTaluen
reMOIIO3TUYECKUX KJIETOK U BIIMBAaHUEM JIOHOPCKUX JIMM(OIUTOB.

IIpornos. [Tporuos 3aboneBanus 3aBUCUT OT Bo3pacTa 001bHBIX, Bapuanta MJIC u xapak-
Tepa BBISIBJICHHBIX B MOMEHT [TIOCTAHOBKH JIMarHO3a XpPOMOCOMHBIX U3MEHeHUH. EcTecTBeHHO, OH
nyunre y 6onpHBIX ¢ PA 1 PCA, ocobeHHO ¢ 5q-nenenueii, HO Py OTCYTCTBUHU B KAPUOTHIIC IIOBPE-
XKACHUN XpoMocoM 3-ii 1 7-i map ¥ HeKOTOpBIX Jpyrux. C Ipyroil CTOpoHbI, ¢ OTHOCUTEIBHO Oia-
ronpusiTHeIM TeuenneM MJIC accouuupyercs nenenust 4acTu JJIMHHOTO Iuieda B jokyce 11q23,
YTO, [10-BUIUMOMY, KAKUM-TO 00pa3oM CBS3aHO C OCJIa0JIEHHEM arlonTo3a B MaToJOTHYECKUX Kpo-
BETBOPHBIX AJIEMEHTAX.
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5.10. IEMKO3bl

Jleiiko3bpl — cOOpHasi rpynma 3a0ojieBaHUN KPOBH OITyXOJE€BOH MPUPOABI, TPU KOTOPHIX
NaTOJIOTHYECKUH TPOIIecC HAYMHAETCS Ha YPOBHE KJIETOK-TIPEIIIECTBEHHUKOB T€MOII033a, UMEET
MECTO pa3HOW CTENEHH BBIPAXKEHHOCTH AedeKT mponupepannu u 1uddHepeHIupoBKH KPOBETBOP-
HBIX JIEMEHTOB M OTCIOZIA Pa3Hasi CTENEHb BHIPA)KEHHOCTH M KOCTHOMO3TOBOW HEIOCTATOYHOCTH,
u nporpeccun 3aboneBanusi. OHU BCTpeyaroTcs J0BoJabHO yacTo (7 — 8 cimydaes Ha 100 Toic. Hace-
JICHUs1) ¥, HECMOTPSI HA JOCTUTHYTHIE YCIEXH B TEpaluH, UMEIOT IUI0X0i mporHo3. [lo xapak-
Tepy HapymeHus 1udGepeHIIPOBKH KPOBETBOPHBIX MJIEMEHTOB U TEMITaM Pa3BHTHSI KOCTHOMO3-
rOBOI HETOCTAaTOYHOCTH BCE MHOT000Opa3ue JIENKO30B MOXKET OBbITh I10/Ipa3AesieHO Ha 1BE OOIbIlINeE
TPYIIIBI — OCTPBIE U XPOHUYECKHE.

Knaccnpuxkanus Jieiiko3os:

1I. Ocmpuie netikosvl:

a) muMpoobmactasie: L1, L2 u L3 mopdonornueckue u O-, npe-B-, B-, npe-T- u T-ummyHo-
MUTOXUMHUYECKHE TIOIBAPHAHTHI;

0) HemuMQOoOIaCTHEIE:

— muenooiacTHeIi 0e3 cozpeBanus (M1);

— MHeNo0IacTHbIHN ¢ cozpeBanueM (M2);

— npomuenouuTapHelii (M3);

— MHEJIOMOHOIMTapHBIN (M4);

— MoHOOnacTHbIN (M5);

— sputponeiikemust (M6);

— merakapuoOnactHeii (M7);

— HemudepeHInpyeMbIii JTeHKO3.

1. Xponuueckue netiko3svl:

a) MUEJIOUTHBIE:

— XpOHUYECKHUI MHEIIOJIEUKO3;

— MEePBUYHBIA MHEI0(UOPO3;

— 3CCEHLIMaJIbHas TPOMOOIUTEMHSI,;

— UCTUHHas nonuuuTemus (6one3np Bakesa);

0) nuMdouHbIE:

— XpOHUYECKUN TUMPOTEHKO3;

— Makporo0ynuHemus BanbaeHcrpema;

— MHEJIOMHast 00JIE3Hb.

5.10.1. OcTpbIu nenkos

Onpeaenenune. Octpslii neiiko3 (OJI) mpeacrasiset co0oi cOOpHYIO rPyIITy TSAKEIbIX 3200-
JIEBAaHUM KPOBU OIIyXOJIEBOM MPUPOABI, PU KOTOPBIX MATOJOTMYECKUN NPOLECC HAYMHAETCS Ha
YPOBHE KJIETOK-IIPEIIECTBEHHUKOB I'€MOI10334, YTPAauMBaIOIIHUX CBOIO CIIOCOOHOCTh CO3pEBATh J10
3pelibixX (hOpM, UTO MPUBOAUT K HECOCTOSTEIBHOCTH I€MOII033a U HAKOIUIEHUIO B KOCTHOM MO3Te
U KPOBU HE3peIbIX 0J1acTHBIX (opM.

Ocrtpsle NeiiKo3bl BCTpedaroTcs moBceMecTHo. Mx oco6eHHo MHOro B CKaHAMHABCKUX CTpa-
Hax, U3paune, CIIA, mensie B Sinonun u Adgpuke. CooTHOIIEHHE OOJIIBHBIX MYXCKOTO M JKEH-
ckoro nosa 3: 2. MakcuMyM 3a001€Ba€MOCTH OCTPhIM JTUM(POOIACTHBIM JICHKO30M HaOII0qaeTCs
B Bo3pacTe 2 — 4 JIeT, B TO BpeMsl KaK MUK 3a001€Ba€MOCTH OCTPBIM HETUM(OOIaCTHBIM JICHKO30M
YBEJIMUUBAETCS K 3pEJIOMY BO3DPACTY.

ITo BceM KknaccuduKanmsaM IpyIna OCTPhIX JEHKO30B MOXKET ObITh HOApa3/ieeHa Ha:
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a) octpsie uMpoobmacTabie neiko3sl (OJLT);

0) octpeie HemuMpoobnacTHbIe neitko3sl (OHJIIT).

B cBoto ouepens, OJIJI monpaznenstores Ha Tpu uuronorudeckux (L1 — L3) u Heckompko
UMMYHOIUTOXMMHUYECKHUX MOABAPUAHTOB.

[Monrpyrnmy OHJIJI dopMupyrOT: OCTpBIi MHETOOIACTHBIN Jiciiko3 0e3 co3peBanus (M1);
OCTPBIN MHEJIOOJIACTHBIH JIEHKO3 ¢ co3peBanreM (M2); oCTpbIii MPOMUETOUUTAPHBIH Jieiiko3 (M3);
OCTPBbIil MUEIIOMOHOLUTAPHBIH J1etiko3 (M4); ocTpselilt MOHOOIACTHBIH Jeiiko3 (MS), saputponetike-
mus (M6) u ocTpbiii Merakapruoo6aacTHeIi jeiko3 (M7). OcHoBaHMEM IS TTOAPA3IEICHUS SIBIISI-
IOTCSI TAaHHBIE IUTOXUMUYECKHUX H/MIIM UMMYHOIIUTOXUMHUYECKUX UCCIIEIOBAHUH.

ITHOJIOTHS OCTPHIX JTUM(OOIACTHBIX U OCTPHIX HETMM(OOIACTHBIX JEHKO30B HEOIWHA-
xoBa. B uactHoctu, mpu OJIJI nokaszana posbs BupycoB Oniteitna — bapp u HLTV-1. B to ke Bpems
npu OHJUI atnonornyecku 3Ha4MMBbIMU CUMTAIOTCS: paualys, IpeiecTBYOIIast HUTOCTaTu4e-
CKasl Tepanusi, KOHTaKT ¢ HOTEHIMAJIbHBIMU MyTareHaMu, B IIEPBYIO OUEPEIb C MPOAYKTAMHU Iepe-
pabotku He(pTH, HACTIEICTBEHHAS ITPEIPACTIOIOKEHHOCTh, HApUMep Tpu Oone3nu [layHa, n HeKo-
TOpble JIpyrue. B mocnenHee Bpemsi NOSABUINCH JaHHBbIE O BO3MOYKHOCTH 3aKJIAJKH JEMKO3HBIX
KJIOHOB M OTCIO/Ia BO3SHUKHOBEHHsSI OCTPBIX Jieiko30B (kak OJIJI, tak u OHJIJI) Ha stane BHyTpH-
yTpoOHOro pa3sutus miona. [Ipu aTom co3paercs BrneyaTieHUE, YTO BaXKHYIO POBOLMPYIOIIYIO
POJIb B 3TOM IIPOLIECCE MOXKET UIPaTh BO3/EHCTBIE HA OEpEMEHHYO0 )KEHIIIUHY TaKUX HEOIaronpu-
ATHBIX (PAaKTOPOB OKPY’KAIOIIECH Cpellbl, KaK ajIkoroJib, KypeHHE, BBIXJIOMHBIC Ta3bl U Pa3IMYHOTO
pona OBITOBBIC U3ITYUYCHUSI.

ITarorenes. Ilarosornyeckuii MpoLEeCC HAYNHAETCS HA YPOBHE KIIETOK-IIPEAIIECTBEHHUKOB
reMOoI1033a, KOTOPbIN /711 pa3HbIX BHUJIOB JIEGMKEMUN MOXET ObITh pa3nuyHbIM. Tak, mpu ocTpoM
IPOMHUEIIOIUTAPHOM JICHKO3€ JI0ITyCKaeTCs JIEHKeMIYecKasi TpaHC(OPMAIUs TOJIBKO KIIETOK-TIPEe/-
IIECTBEHHUKOB T'PaHyJIOLUTApHOIO pocTka. B To ke Bpems npu cydoBapuante M4 okasbIBaroTCs
3aMHTEPECOBAHHBIMU KJIETKU-NPEAILIECTBEHHUKH, OOIIUE Il MUETOUIHON, SPUTPOUTHON, Mera-
KapUOIMTApHOH U B-uMponHON TMHII KPOBETBOPEHHS.

B ocnose 3a6oneBanus nexut usmenenne [JHK, compoBoxmaromieecs n3aMeHEHHEM OIIpe-
JICJIEHHBIX XPOMOCOMHBIX JIOKYCOB C PACIIOJIOKEHHBIMU 37IECh Ba)KHBIMU F€HaMH (OHKOT€HaMH),
Hanpumep MY C- wiu ABL. Kpome Toro, B pe3ynbraTe reHeTH4eCKMX U3MEHEHUI Ha KJIETOYHOU
MeMOpaHe JIEHKO3HBIX KJIETOK MOSABISETCS sl pELENTOPOB JJis IpUeMa CUTHaja UHTEPJICHKUHOB
¥ POCTOBBIX (haKTOPOB, KOTOPBIE 00ECIEUYNBAIOT UM OECCIIOPHBIC MPEUMYILECTBA B POCTE TEepeN
HOpPMaJIbHBIMU KJIETOYHBIMU JIEMEHTaMU. B 4acTHOCTH, Takue KJIETKU U UX IOTOMKH MOTYT CTaTh
0oJiee HE3aBUCUMbBIMU OT PETYIHUPYIOIIUX CUCTEM OPTaHMU3Ma, YTO OTKPBIBAET UM MPSIMOM MyTh, C
OJTHOW CTOPOHBI, /AJIsl CO3/1aHNUs JOTIOJIHUTENbHBIX ITAIAAPMOB KPOBETBOPEHHS B HECBOMCTBEHHBIX
JUIsL TEMOII033a MECTaX, ¢ APyro — st 3(p(EeKTUBHOIO MOAABIECHUS HOPMAJIBLHOTO KPOBETBOPE-
HUs. JIONOMHUTENBHBIM (PAaKTOPOM, CIIOCOOCTBYIOLIMM YTBEP)KICHHUIO U TIPOTPECCUHU B TEMOII0I3€
JIEWKO3HOTO KJIOHA, MOJKET OBITh MOBPEXKIEHUE CTPOMBI, B TIOAJIEPIKKE KOTOPOH 0COOEHHO HYX/1a-
€TCsl HOpMaJIbHBIN remornon3. B cuiy Toro, 4to JeiHKo3HbIN KJIOH, 32 PEIKUM UCKITtoueHueM (M2-
u M4-cy6Bapuantel OHJIJI), He criocoOeH mpoxypoBaTh 3peible TPaHyIOUUThI, 3PUTPOLUTHI U
TPOMOOLIUTBI, Y TAKMX OOJIBHBIX Pa3BUBAIOTCS IPaHYJIOLUTONEHUS, TPOMOOIIUTONIEHUS U aHEMUS
pa3Hol cTeneH: BRIpaKeHHOCTH. OTHOBPEMEHHO MOTYT ()OPMUPOBATHCS OYard IKCTPaMETyILIsIp-
HOTO KPOBETBOPEHHA B CEIIE3CHKE, IICUEHU U IPYTMX BHYTPEHHUX OPraHax, B KOXKE, CIU3HUCTHIX,
TUMYCE, TUM(PATUYECKUX y3J1aX, B MATKUX TKaHAX, KocTsax u gaxe B LIHC.

ONuaeMHUO0JI0THA OCTPbIX HeJuMdobdaacTHbIX Jeiiko3oB (OHJLJI). B 2005 r. 8 CLIA
66110 3apeructpupoBano 11 960 ciyuaes OHJLJ, 3413 KOTOPBIX ObLITH y B3pocibiX. CpenHuii Bo3-
pact GonbHbIX 60 JIeT, a yacToTa BcTpeyaeMocTH HapactaeT nocie 40 ser. CooOTHOLIEHUE MY K-
YMH U JKEHILUH NpUOIU3UTENbHO OinHaKoBo. K (hakTopaM prcka OTHOCST: a) MPeaIIeCTBYOLIYIO
TEPANNIO ATKWIAPYIOIUMU IIpenapaTaMy, 4YTO aCCOLIMUPYETCS C MOSABICHUEM B KapUOTHIIE KJle-
TOK JEJEIi XpOMOCOM 5-i1 U 7-i map; 0) UCIOJIb30BaHKUE B JICUCHUU OJIOKATOPOB TOTIOM30ME-
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pas, HaIpUMEP ATOMO3HAa, KOTOPOE aCCOIMUPYETCs ¢ moBpexaeHueM rena MLL B mokyce 11q23;
B) BCE BHUJBI OONyUeHHs; T') HEOIAronpuaTHbie (GaKTOPbl OKPYKAIOMIEH cpeabl (TabadyHbIi JTbIM,
O€H3MH); 1) BPOXKACHHbIE reHeTuueckue aedekTrl (cunapoM JlayHa, anemus QaHKOHU, aTaKkCUs
TEJICAHTUIKTA3HS).

Kinnudeckasi kKapTHHA OCTPBIX JIEMKO30B pa3HoOoOpa3Ha. B ogHux ciayyasx 3aboneBaHue
MOYKET Ha4aTbCs OCTPO C MPOCTPALIMHU, BHICOKOM JINXOPAIKU, KPOBOTEUEHHUS, O0JIell B cycTaBax U
KOCTSIX, B IDYTHX — 3asBUTh O ce0e pe3Koii C1ab0CThIO, OIETHOCTHIO KOKHBIX TIOKPOBOB M CITM3H-
CTBIX, HAKJIOHHOCTBIO K MH(EKIHAM, MOBBIIIEHHONW KPOBOTOUYNBOCTHIO, MOSIBICHHEM O4aroB dKC-
Tpamey/UIIpHOTO KPOBETBOPEHUS B IECHAX, KOXKE U T. 1.

[Ipn 00BEKTUBHOM HCCIIEIOBAHUU B OJHUX HAOMIOJCHUSIX HUKAKOM MaTOJIOTMH HE OOHapy-
JKUBACTCS, B JAPYTrUX OHA MOXET ObIThb MHOXecTBeHHOW. Tak, miust OJIJI xapakrepHO yBennde-
HUE pa3MepPOB MMHJAIMH, TUMPATUUECKUX KEJe3, Cele3eHKU. YacTo yBenuuuBaroTCsl pa3Mephl
IIEUYEHU U TOYEK, XOTS CTENEHb JIEMKO3HOM MHQWIBTPALUK 3TUX OPraHOB HE KOPPEIUPYET C
HapylieHneM (QYHKIHMHU. Y OOJIbHBIX C MOHOLMTAPHBIMU BapHaHTAMU OCTPOIO JIeHKO3a MOTYT
OBITH JICHKO3HBIE MHPHUIBTPATHI B KOXKE, B ICCHAX U APYTHX TKaHAX. BcTpeyaroTcs KpoBOTEUECHHUS
nro60# nmokanuzanuu. OCOOEHHO OHU BbIPaKEHBI IPU OCTPOM ITPOMUEIOLUTAPHOM JIEUKO3€, KOTO-
PBIi HEpEeIKo OCIOXKHsIeTCs mpucoequHerreM cuaapoma JIBC. Hapsiny ¢ aTum Hepenku TpomOo-
(beOuThI, Ipyrue TPoMOOIMOOTUIESCKUE OCIOKHECHHS, B TOM YUCIIEC y OOJBHBIX C TPOMOOIIUTO-
neHussMU. TUIUYHBI JIOKaJbHBIE HH(EKINY, HapUMEp MapaTOH3WUIAPHBIN M MapapeKTabHbINA
abcuecchl. B nerkux, noMUMO MHEBMOHMH, MOTYT pa3BUBATbCA JIEMKEMUYECKUE UH(DUIBTPATHI
Y BBIIIOTHI B IUIEBPY. B JKeIy10YHO-KHUILIEUHOM TPAKTE TAKXKE BCTPEUAOTCS JIEHKO3HbIE MH(PHIIb-
TpaThl, HEPEIKH KPOBOTEUCHHS, MHPEKINH U nepopanuu ¢ pa3BUTHEM IepuTOHHTA. Hepenko
IPUCOEINHSAETCA OTBpPALEHHUE K IMHUIIE, TOTepsl Beca, arpodust Mblill. Psaa G0abHBIX OECIOKOSAT
CHJIbHBIE 0O0JIM B CyCTaBaX M KOCTSIX, CHMYJIHPYIOLIHE PEBMATH3M.

B MOMEHT MocTaHOBKM JUarHo3a OCTPOro JIeHKo3a HEBPOJIOTMUECKUE CUMIITOMBI HE CTOJIb
xapakTepHbl. OJJHAKO B TeUEHHE OOJE3HH MOXKET Pa3BUTHhCA WHOPWIbTpAIHs nepudepruueckux
HEPBHBIX CTBOJIOB, KOPEIIKOB CIIMHHOTO MO3ra, Mape3bl YepelnHO-MO3roBbIX HEpBOB. B ciydae
BHYTPUYEPEITHOTO KPOBOU3IHUSHUS WIN MPUCOECTUHEHHSI JIESNTOMEHUHIUTA MOTYT OBITh TOJIOBHAS
0011b, pBOTa, HAPYILLIEHUE 3PEHUS, OTEK COCKA 3PUTEJIBLHOIO HEPBA W PUTHIHOCTH 3aThLiKa. M3-
3a JISHKeMHYECKON HH(MIBTPAIIIH apaXxHOUIATIBHON 000JI0YKH y OOIBHBIX OCTPhIM JIUM(poOIacT-
HBIM Jieliko30M, pexe npu OHJIJL, MoxkeT npucoeAMHUTHCS JEHKEMUYECKUIT MEHUHTUT WM HEW-
poreiikemusi. B ciydae ke JeiikeMuueckoi HHQUIBTPAMU TUTIOTAIaMyCa MOXKET UMETh MECTO
Ype3MepHOoe Mepeeanne, OKUPeHNe U HEHOPMAJIbHOCTH B TIoBeAeHnU. Hakonen, y psiga 0oib-
HBIX HapylLIaeTcsl CeKpeLusl aHTUANYPETUYECKOTO TOPMOHA M Pa3BUBAETCsl HACTOSLUI Hecaxap-
HBI 1rader.

JlaGoparopHasi imardoctuka. B aHanuze KpoBH MOXET ObITh aHEMMSI U TPaHyJIOLUTOIIE-
HUSI pa3HOM CTETNIeHN BbIpakeHHOCTH. KonmyecTBO TpOMOOIIMTOB y OHUX OOJBHBIX MOXKET OBITH
HU3KUM, Y JPYTUX HOPMAJIBHBIM, & IIPH HEKOTOPBIX IIUTOTCHETUIECKUX CyOBapHaHTaX JaXKe yBe-
JAMYEHO. XapaKTEPHbIM IPU3HAKOM OCTPOTO JIEHKO3a SBISIETCS YBEIMUEHUE YK CIIa JIEUKOIIUTOB U
coneprxkanus 6mactoB Beime 20 %, XOTS 3TO BCTpeYaeTCs JAICKO HE Y BCeX 0ombHBIX. OKOHYA-
TEJbHBIN IUAarHO3 CTABUTCS 110 pe3yIbTaTaM MCCIIEI0BaHUS yHKTaTa KOCTHOI'O MO3Tra, KOTOPBIi B
OONBIIMHCTBE HAOMIOACHUI OOTaT KJIETOYHBIMH dJIEMEHTaMH U coiepkuT 6onee 20 % OGmacTHBIX
(dopm Ha (hoHE CY’)KEHHOTO WIIM OMOJIOKEHHOTO TPaHyJIOLUTOIN033a, SPUTPOII033a M METaKapHOIIH-
TOMO33a (CM. LIB. BKJI., pucC. 5.16).

Bepugukanuio TUIIOB ¥ MOATUIIOB OCTPOTrO JIEHKO3a MPOU3BOIAT C MOMOUIbIO HUTOXUMHU-
YECKHUX, IMMYHOLIUTOXUMUYECKUX U IIUTOI€HETUYECKUX MapKepoB. M3 UTOXUMUYECKUX METO-
UK HamOosee ynoTpeOuMbl peakiy 071acTOB Ha MHUEJIIONEPOKCUAA3Y U JMMUJbBI (MUETIOUHbIE
BapUaHTHI), 4-HAQTHIAICTEPaA3y C MmorameHueM GIroopruaoM HaTpHsl (MOHOLIMTOUIHBIC BAPUAHTEHI),
a Taxoke Ha monucaxapunabl mpu OJIJI (PAS-peakius) (cM. 1B. BKII., puc. 5.17).
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HNmmyHONMOrMYeckoe THMPOBAaHNE OIaCTHBIX 3JIEMEHTOB OCYIIECTBIISIOT C IIOMOIIBI0 MOHO-
KJIOHAJIBHBIX aHTUTEN. J{1s1 G1acTOB MUEIOUIHOM NPUPONBI XapaKTEPHBI MOJOKHUTEIBHbBIE PeaK-
nuu ¢ anturedamu CDI11, CD13, CD15 u CD33, a moHomuTougHoi — ¢ aHtureHamu CDl1lc
u CD14. TunupoBanue npeamecTBeHHUL B- n T-k1eTOK MOXET ObITh OCYIIECTBIEHO MOJEKY-
JSIPHO-OMOJIOTUYECKIMU METOaMH, OCHOBAaHHBIMH Ha OTpe/IeJICHHH 00MeHa T€éHOB MMMYHOIJIO-
OynuHoB (npe-B-knetkn) wiun T-penenrtopa (npe-T-kietkn).

Cepbe3HbIM MOJCTIOPHEM B JUATHOCTUKE IMOABApUAHTA JIGHKO3a MOTYT OBITh PE3yNbTaThI
[IUTOTEHETUYECKOTO aHalln3a, 0OHapykuBatoiye Tpanciokauuu t(15;17) mpu ocTpoM mpomMuesno-
UTapHOM JIeiiko3e, t(8;21) npu MmuenobracTHOM Jieiko3e ¢ co3peBanueM (M2-Bapuant), t(9;11)
IIPU OCTPOM MHUEIOMOHOLUTAPHOM Jeiiko3e, t(4;11) (puc. 5.18), t(1;19) wnu t(8;14) c Bapuantamu
npu B-kirerounom octpom numdoobmacTHoM Jeikose (puc. 5.19) u T. 1.

t' Efer(r-t)
{00 SR LI | §
1 2 3 4 5

Fder(ll}

.il,tu,,u.,u,,u,,"’i.,amc

BE 22 &5 #% 23 88
13 5

14 1 16 17 18

TR T | I
19 20 21 22 % Y

Puc. 5.18. Kapuotun KJI€TKM KOCTHOTO MO3ra 0O0JIBHOM ¢ Tpe-B-BapraHTOM OCTpPOTO JTUM-
(obnacTHOTrO Je€iiKo3a, KOTOPBIH WILTIOCTPUPYET CTAaHAAPTHYIO PELMIIPOKHYIO TPAHCIOKAIUIO
TeHETUYECKOro MaTepurasa MeX1y JJIMHHBIMU 11edaMu 4-i u 11-i XxpoMocoM, 4TO acCcolMUpyeTCs
co ciusinuem reHoB AF4 u MLL, pacnonoskeHHbIX B JIokycax 4921 u 11923 cooTBeTCTBEHHO. 46,
XX, t(4;11)(q21;923) (mpencrasnen ¢ pazpemenus T. JI. ['uaauHON)
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Puc. 5.19. KapuoTun KJIETKH KOCTHOTO MO3ra OOJIBHOTO ¢ Tpe-B-KiIeTOYHBIM BapHaHTOM
ocTporo JuM¢o0IacTHOTO JeiKo3a, WIUTIOCTPUPYIOLINI CTAaHJAPTHYIO PEHUIIPOKHYIO TPAHCIOKa-
uuo Mexay 1-it u 19-if xpomocoMamH, JOMOTHUTENbHBIE XPOMOCOMEI 5, 12, 14, 15, 18, 22-ii n
X map, a Takke CTPYKTYpHbIE TOBPEXKACHHUS KOPOTKOTO IjIeya ABYX XpOMOCOM 8- maphl 3a cHeT
TpaHCJIOKAIIMU Ha HUX YaCTH JJIMHHOTO Tuieda 1-it xpomocomsl. 55, XY, +X, t(1;19)(q23;q11), +5,
+der(8)t(1;8)(q237;p21) +14, +15, +22 (npencrasnen ¢ pazpemenus T. JI. ['uaanaON)

Juarno3. OkoHYaTEeNbHBIN TUArHO3 OCTPOTO JIEHKO3a MOKET OBITH CPOPMYIUPOBAH CIETY-
FOIIAM 00pa3oM:

1. Octperit HEMuMpoOIacTHEIM Neiiko3 (M1-, M2-, M3-cyOBapuaHT 1 T. 1.).

2. Octpeoiit muMdobacTHbIH seliko3 (B-, T-, mpe-B-, npe-T-cyOBapuaHT u T. 1.).

JAuddepennmnanbubiii Auarno3. [1ockoabKy OCTpBI JIeHKO3 TPOSBISIET ce0s B KIWHUKE
HEJ0CTAaTOYHOCTHIO OIHOTO, ABYX HJIM TPEX POCTKOB KPOBETBOPEHUS U YBEIMUYEHHUEM B KPOBU U/
WJIM B KOCTHOM MO3T€ COJIep>KaHusl OJaCTHBIX KIIETOK, MU depeHIIMaNbHbIM TUarHo3 MpoBOIUTCS
C arIaCTUYECKUMU aHEeMHSIMH, MUETIOAUCILIA3UAMHU, WH(EKIIMOHHBIM MOHOHYKJIE030M U HEKOTO-
PBIMU BUJIAMU MHENONPou(epaTuBHBIX 3a00JIeBaHUI HA CTAANK OJIACTHOTO KpHU3a.

B otnnume ot amactuyeckoi aHeMuu, Y HEKOTOpbIX 0onbHBIX OJI B KIIMHUKE MOXKET OBITH
3aperucTPUPOBAHO YBEIMUEHUE PA3MEPOB CENE3EHKH, MTEUYEHH, IUM(ATHIECKUX Kelle3 U TUMYca,
YTO JJIs alUTaCTUYECKON aHEMUU MalloXapakTepHo. [1aBHOE ke OTIuYHMe COCTOUT B ITyHKTATe U B
TpemnaHare KOCTHOTO Mo3ra, KoTopsblii ipu OJI, kak npaBuio, 0oraT KJIETOYHBIMU 3JIEMEHTaMU Py
SIBHOM Mpeo0IajaHuu CpeId HUX OJacTHBIX (hOPM.

B ominumne or MHETOAUCINIACTHUECKUX CHUHIPOMOB, COEpKaHHUE ONaCTHBIX AJIEMEHTOB B
KPOBU WJIM B KOCTHOM Mo3re O0onbHBIX OJI MOMKHO MpeBbIIATh AUArHOCTUYECKU 3HAYMMBIN
6apwep B 20 %, uro npu MJIC He BcTpeuaeTcs.

Hanuuue B kpoBU ¥ KOCTHOM MO3r€ y O0IbHBIX HH(EKIIMOHHBIM MOHOHYKJIE030M TaK Ha3bl-
BaeMBbIX OacTononoOHbIX GopM, TpaHCHOPMUPOBAHHBIX BUpycoM DmiinTeitHa — bapp aumdonu-
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TOB, Y YBEJIIMYCHHUE CEJIE3E€HKHU, KaK IPAaBUJIO, OBICTPO JUKBUIUPYIOTCS U HE COMPOBOXKJAIOTCS
TSDKEJION aHeMHuel, TpOoMOOIMTONIEHHEeH U TpaHyJaouuToneHneld. HekotopsiM moacmopeem uist
MIOCT@HOBKH JIMAarH03a WH(PEKIIMOHHOTO MOHOHYKJIC03a MOXKET ObITh peakuus [layns — Bynnens,
HalpaBJeHHAs Ha BBISIBICHUE B KPOBH reTEPOPMIbHBIX aHTUTEI K ApUTpOLIUTaM OapaHa.

Pa3srpanunuenue ocTpbIX J€MKO30B U OJACTHBIX KPHU30B XPOHUYECKOIO MHENONEHKO3a WK
NEPBUYHOTO MUETO(PHOPO3a CTPOUTCS HA TOM, YTO PAa3BUTHIO OJIACTHOTO KpU3a y OOJBIIMHCTBA
U3 3THX OOJNBHBIX MPEIIIECTBOBAIA XPOHUYECKAsl CTAAHS C XapaKTEPHBIM IS HEE BBIPAKEHHBIM
C/IBUTOM JICHKOIIUTAPHOH (hopMyIbl BIeBO, 0a30(QHIbHO-203WHO(DUIBLHON acconuayeid 1 Halu-
9YreM B KpPOBETBOPHBIX KieTkax Ph-xpomocomsl. [Ipu aTom crnenyer momuuTh, yTo Ph-mo3uTus-
HBIMU MOXET OBITh TpeTh 001bHBIX OJIJI, a B MOXKMIIOM BO3pacTe UX J10JIs1 JOXOJUT O MOJOBUHBI.

Jleuenne ocTpbIX JTUM(POOIACTHBIX JEHKO30B HAYMHAIOT Cpa3y MOCJIE€ TTOCTAHOBKU JHa-
THO3a ¥ IPOBOJIAT B CIELIMATIM3UPOBAHHOM CTaIlOHAPE, IPEANOUTUTENBHEE B CIIEIIMAIEHO 000py-
JIOBAHHBIX NaJIaTax ¢ yCTaHOBKaMM Ui OAMOpa Bo3ayxa. Tepanus HanpaBieHa Ha: a) HHAYKLHUIO
peMHccHH U TIoCTenyomee ee yaepxanue; 0) mpouiIakTuKy TakuxX OCIOKHEHHH, Kak HEeWpo-
JefkemMus, TSHKeIble MHPEKIUU, B TOM YUCJIE BUPYCHBIE U IPUOKOBBIE, KDOBOTEUEHHUS U T. [I.; B)
UCIOJIb30BaHUE MUEIOTPAHCIIAHTAIIMY WU NepEeCcaKu Nepru(pepruuecKux CTBOJIOBBIX KIETOK.

Jna unnykuuu pemuccud y 6oapHbIX OJIJI Mcnonb3ytoT cxeMbl IPOJTOHTMPOBAHHOM LIUTO-
CTaTUYECKOW M FOpMOHAJIBbHOW Tepanuu, npeanoxeHHsle Hoelzer. B 3aBucumoctu ot Bo3pacta
OO0JIbHBIX U MPOTHOCTHUYECKOTO BapuaHTa JIGMKEMUU OHU BKJIIOYAIOT OT 4 110 8 mpemnapaTros, B TOM
YKClie BUHKPUCTHH, [IPEIHU30JI0H, IPOTUBOOIYX0JIE€Bble AHTUOMOTUKH, L-acniaparunasy, LUKIIO-
docdan wm mukodochaMu, TUTO3MHAPAOMHO3H T, MUTOKCAHTPOH U MeToTpekcar. [{ist mpodu-
JAKTUKH M JIedeHUs1 9yacTo Berpevaromieiics npu OJIJI HeitponeiikeMun UCIONb3yIOT TOBTOPHOE
SHJ0MOMOANTbHOE BBEACHUE METOTpekcara u obmydeHne obomodyek mosra B nosze 1800 — 2400
pan. [Ipu orcyrcTBum 3ddexra mpuderarr K cxemMaM BBICOKOJ03HON XMMUOTEPAITNH, HAIPHMEP
K runep-LIBA/I.

[Ipodunakruka n neyenne nHGEKIMOHHBIX ocnokHeHu pu OJI TpedyeT oT Bpada UCTIOINb-
30BaHUs BCErO CIEKTpa aHTHOMOTUKOB. [lokazaHueM /i UX Ha3HAUEHUs, TaK *Ke Kak 11 3a00pa
NOTEHIMAIbHO MHPUIIMPOBAHHOIO MaTepraa, 0 KHaA ObITh MOBBILLIEHHAs TeMIieparypa. B kaue-
CTBE HanOoJjee BEpPOATHBIX O4aroB MH(EKLMU Yalle APYTUX BBICTYMAIOT MOJOCTh pTa, IVIOTKA,
JIETKHE, KOXa, 0COOCHHO B OOJIACTH MPOMEKHOCTH M aHyca, MECTa MOCTaHOBKH BHYTPHUBEHHBIX
KaTeTepOB M MOUEBBLACIUTENbHbIN TpakT. Ilocne B3sTHA KyabTyp KpOBU WIHM JPYTroro MnOTEH-
[IaJIbHO MHAOUIIMPOBAHHOTO MaTepuasia aHTHOAKTEpUaIbHAS TEPANUs y JIMXOPAAAIINX OOIBHBIX
HAYMHACTCS HEMEJICHHO. B kauecTBe MpoOHOI MOKET OBITh HCIIOIB30BaHA KOMOWHAIIHSI aMUHO-
IIMKO3UJI0B, HAlIpUMEp FeHTAMUIIMHA WJIM aMHMKallMHA, C aKTUBHBIMU B OTHOILIEHUU Pseudomonas
NEHUIWUTMHAMHA WU TieaiocriopuHamMu. JampHenIIas KOppeKIust aHTHOAKTePHATbHON TEpaiu
JIOJDKHA OBITH C/IeIaHa B COOTBETCTBHH C TIOIY4YEeHHOU HH(popMarmel 00 MHPEKIIMOHHOM areHTe 1
€T0 YyBCTBUTEIHHOCTH K aHTUOMOTHKAM. [Ipu oTCyTCTBHH %€ AP PeKTa 0T aHTHOMOTHKOB OIPaB-
JTAaHHO TOAKJIIOYEHHUE K Teparuu MPOTUBOIPUOKOBBIX (HH30pai, aM(pOTEPUIIMH, OPYHIal, KaHCH-
Jlac) WIK MPOTUBOBUPYCHBIX (aLIMKIOBUP) MpenapaTtos. J{Js moiaBaeHus 4acTo aKTUBUPYIOILENcs
IIpH JIeliKo3€ MUIIEBOM (DIOpBI HA3HAYAIOTCS TaKue HeaacopOupyemble B KUIIEYHUKE aHTHOWO-
TUKH, KAK HEOMULIMH U KaHAMUIIVH.

Koppexkius anemun odecrieunBaeTcsi NepeaIuBaHUSIMU SPUTPOLIUTAPHON MacChl, a AJisl [IPO-
(UITaKTUKU KPOBOTEUEHHM MPOBOAUTCS MEpETMBaHUE TPOMOOKOHIIEHTPATA.

[Ipn ycnemHoN MHAYKUMK U 3aKpeIryieHUuH pemuccuu ee noxpnepxkanue npu OJIJI nmposo-
JTUTCSL He MeHee JAByX JieT. OHO 3aKio4aercs B €KEIHEBHOM Ha3HAYEHUU 6-MepKanToImypHHa,
€KXEHEeIeIbHOM IIPUEME METOTPEKCATa U B €KEMECSTYHON BHYTPUBEHHON MHBEKIIMY BUHKPUCTHUHA,
KOMOMHUPOBAHHOW C KOPOTKUMHM (TISITUIHEBHBIMH) KypcaMu KOPTHUKOCTEpOUIOB. B pesynbrare
TaKOH Teparuu MOJHYI0 KIIMHUKO-TEMAaTOJIOTUYECKYI0 PEMHICCHIO yaaeTcs MoyduTh y 90 — 95 %
6ompubIX OJIJT neteii u'y 65 % B3pOCBIX, a MATUIIETHSA BBDKUBAEMOCTh Y IETEH MOXKET JOCTUTaTh
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60—70 %. B ciiyuae penninBa ieiiko3a v KyIMpOBaHUS €ro IMPU HAJIMYUU JOHOPA CTABUTCS BOTIPOC
0 TPAHCIUIAHTAIIMY KOCTHOTO MO3Ta WK MepH(EpPUIECKUX CTBOJIOBBIX KJIETOK 00i1bpHOTO. M CKITIO-
YEHHE COCTABIISIIOT OOJNBHBIE ¢ MPOTHOCTHYECKH HeOnaronpusTabiMu 11t OJIJI TpancaoKamusmMu
t(9;22), t(4;11), t(1;19) u t(11;19), xoTOpBHIM ajsIOreHHas! TPAHCIUIAHTALUS TEMOMOATHUECKHUX KJle-
Tok npu Hannuuu HLA-coBMecTUMOro 1oHOpa J1oJkHa ObITh MPEAIOKEHA €1le Ha 3Tare NepBoi
pemuccu. [Ipu 3TOM HHAYKIMIO PEMUCCUH, TaK K€ KaK €€ 3aKperuieHue, y 0onbHbiX ¢ Ph-no3u-
tuBHBIMU OJIJI cremyer mpoBonuTh KOMOMHAIMEH BBICOKOJO3HON XMMUOTEPANTUU U OJIOKaTOPOB
TUPO3UHKHHA3. ECTECTBEHHO, YTO Ha MEPBOM ATall€ HUCIOJIb3YIOT UMAaTUHUO (IIMBEK), KOTOPBIN
sIBJIsIeTCS 0JI0KaTOPOM TUPO3MHKHHA3 NIepBoi InHUU. Eciy oH 110X0 nepeHocuTcst uiu Heapdek-
TUBEH, B TOM uunciie B 103ax 600 — 800 mMr/cyT, B OTCYTCTBHE B KJIETKAaX MPOTHOCTHYECKH HEOIaro-
npustHoil myTtanuu T315] nepexonar Ha Tepanuio 6J10KaTopaMy TUPO3UHKHUHA3 BTOPOTO MOPSIKA
(ma3arunu6, HUIOTUHUO U 1p.). Hanee, nockonbky nporuo3 Ph-nosutusasix OJIJI Hebnaronpus-
TE€H, BCIO [IEPEUNCIICHHYIO BBILIE TEPAIIUIO PACCMATPUBAIOT KaK €CTECTBEHHBIM «MOCTHK» K IOCJIe-
nyromeit anoTI'CK. Ha ynusnenune uccnenosarenei, amuio TT'CK y 6obHBIX ¢ Ph-io3uTrBHBIMU
OJIJT oxa3bIiBaeTCs Upe3BbIUAHO AIPPEKTUBHOM, YTO OOBSICHSACTCS BBRIPAKEHHBIM IPOTHUBOJICHKE-
MHYECKHUM JieiicTBHeM Ha Ph-mo3uTHBHBIE KJIETKH TPAaHCIUIAHTATA U CBA3aHHBIX C HUM WHQY3HUN
JNOHOPCKUX AuM@ounutoB. C Apyroi CTOPOHBI, HEMAJIOBAKHO U TO, YTO y MOXKUJIIBIX OOJNBHBIX C
Ph-no3utuBHBIME OJIJI ynoBneTBopuTenbHbIH 3 deKT (B TUIaHe TPOJOIKUTEIEHOCTH PEMUACCHH
Y BpEMEHHU 0€3pelMIMBHOTO BBIKUBAHUS) MOXKET ObITh JOCTUTHYT B PE3YJIbTATE MPOCTON KOMOU-
HaIlMY UMAaTHHHUOA C TIIIOKOKOPTUKOUIaMH 0e3 MPUMEHEHHUS IIUTOCTATHKOB.

Uro kacaercs uHaykuu pemuccuu y 6onpabix OHJLJI, oHa yare Bcero 10CTUraeTcs KoM-
OuHauMel UTO3apa U MPOTUBOOITYXOJIEBBIX AHTHUOMOTUKOB (pyOOMHULIMH, HAApyOUIIUH U 1p.), 6-
TUOTyaHHHA, BETE3U1a U MUTOKCaHTpoHa. B orinuuune ot OJIJI nutocratuku BBOAAT KOPOTKUMH (7
— 10-1HEeBHBIMH) IUKIaMH Ha (hOHE TeMOTpaHC(y3uil, IepeTMBaHuii TPOMOOKOHIICHTpATa, aHTHU-
OaxTepuanbHON U, IO Mepe HEOOXOAUMOCTH, MPOTUBOIPUOKOBOM U MPOTUBOBUPYCHOM Teparnuu.
[Tocne onHOro MM ABYX KYpCOB HHAYLIUPYIOLEH PEMUCCHUIO TEPANIUU TPOBOIUTCS €€ 3aKpEeIUIeHNE
(damie BbICOKOJJO3HOM XMMHUOTEpanuei), a gajiee, Npu HaJIMYUU NOAXO/SIIETO IOHOpa, HE T0XKHU-
JIasiCh PeLUINBa, PELIatoT BOIPOC 0 BO3MOKHOCTH nposeneHus amuio TT'CK. Uckitouenue cocras-
JSI0T OOJIBHBIE ¢ TPOTHOCTUYECKH OJIaronpusTHBIMU TpaHciaokauusamu t(8;21), t(15;17), uasep-
cueii inv(16), a taxke myramusmu reHoB NPM1 u CEBPa, y xoropsix Borpoc 06 amtoTT'CK
pernIaeTcs TOJILKO MOCIIe JIMKBUIAIMK BTOPOTo peruanBa. Baxxnoe mecto B iedeHun OMJI y noxu-
JbIX, Kak 1 npu MJIC, 3aHMMaloT TUIIOMETUIIMPYIOIINE COeTMHEHUS (Balija3a, TaKoreH), KOTOpbIe
K TOMY K€ MOTYT OBITh HCIIOJIb30BaHbI KaK 115l ToAroToBKU 001pHBIX K TI'CK, Tak u amst caepxu-
BaHUS U JIEYEHUs IOCTTPAHCIUIAHTALMOHHBIX PELUIUBOB. B mocneanem ciydae Hapsay ¢ TUIO-
METHIMPYIOIUMH TIpenapaTamMmu dGGeKTHBHBI HH(Y3HH JOHOPCKUX JTUM(OIUTOB.

[TockonbKy Ba)KHOE MECTO B MMATOTE€HE3€ OCTPOro mpomuenonutapHoro jeikoza (OIL)
3aHMMAaEeT HapyLIEHNE MEMOPAaHHBIX PELENTOPOB PETUHOEBOW KUCIIOTHI, ISl UHAYKIIUH PEMUCCUN
3TOTO BUJA JIEHKO3a MOXKET OBITh C YCIIEXOM HCIIONB30BaHA TE€PAIUsl PETHHOCBON KHCIOTON HIIH
COJISIMH MBIIIIBSIKA, KOMOMHUPOBAHHAS C aHTPALMKIMHOBBIMU aHTHOMOTHKaMH. BaykHOH cTOpOHOU
JEHCTBUS aHTPALMKIIMHOB SIBISETCA TAK)KE UX MPEAYIPEIUTENIbHOE 1EUCTBUE B OTHOLIEHUH BO3-
MoykHOTO pa3BuTus curapoma JIBC, puck nosiBnenus: koroporo rpu OILI upe3BblyaifHO BBICOK.

Ecnu xe pemuccuto OJI Ha cTaHAAPTHBIX PEKUMAX LIUTOCTATUKOB [TOYEMY-TO MOJIYYUTh HE
yaaeTcsl, ONpaBAaHHO UM HapallliBaHUE /103, UJIU MOJKIIOYEHHUE K TEPATUN TaKUX OCIa0SIOIINX
PE3UCTEHTHOCTDH K LIUTOCTAaTUKAM JICHKO3HBIX KJIETOK MPENaparoB, KaK BepanaMui, aMu(poCTHH U
TaMOKCHU(]EH.

IIporno3s neiiko3oB, ocobenno OMJI, ype3BpiuaiiHo cepbe3eH. [IpornocTuyuecku Hebnaro-
HOPUATHBIMU B IIJIAHE TOCTHKEHUSI PEMUCCUU U MTPOJOIKUTENBHOCTH KU3HU OOJIbHBIX CUNTAIOTCS
6onbHBIE ¢ M1-, M6- 1 M7-cyOoBapunantamu OMJI, ¢ THIOAUIIIIONAHBIME HAOOpaMU XPOMOCOM U
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CO MHOYKECTBEHHBIMU U3MEHEHUSIMU XPOMOCOM, a TaKKe€ OOJIbHBIE C BBICOKUM JIEMKOIIUTO30M U
BBIPAKEHHON UCXOAHON TPOMOOIIMTONIEHUEH.

5.10.2. XpoHuueckue muenonponudepaTuBHbie 3aboneBaHusA

XpOHI/I‘leCKI/Ie 3a00JIeBaHUS KpOBHU MHUEIOUTHOM MPpUPOALI XapaKTCPUIYIOTCA MMOPAKCHHUEM
KIICTOK-IIPCAIICCTBCHHUKOB I'€MOII0334, 06H_II/IX IJIsL TPAaHYJIIOUUTOB, SpUTPOLUTOB U TpOM6OI_II/I—
TOB, YTO IPUBOAUT K PA3BUTHIO TAHIIUTOIICHUU C JOMHUHUPOBAHUEM B ITOIIYJISINUU KOCTHOI'O MO3Ir'a
OAHOI'O U3 BOBJICYCHHBIX POCTKOB KPOBCTBOPCHUA. OCHOBHBIMH MPpEACTAaBUTCIISIMU T'PYIIIIBLI SABJIA-
IOTCA: XpOHI/I‘leCKI/Iﬁ MPICJ'IOJ'IGIZKOS, HepBI/I‘IHHﬁ MI/ICJ'IO(i)I/I6p03, HCTHUHHAs IMOJIMIUTEMUA U OCCCH-
nuajJibHas TpOM6OI_II/ITeMI/I${.

XpoHUYeCKunn Mmenosnenkos

Onpenenenue. XpoHndeckuit Muenoneiiko3 (XMJI) —3a0oneBanue KpoBU OMYX0JIEBOM IpHU-
PO, IPU KOTOPOM TMATOJOTHYECKUI Mpoliecc HAaYMHACTCSI Ha YPOBHE KIIETOK-TIPEIIICCTBEHHH-
KOB T€MOI033a, O0IIUX IS TPaHyJIOUTAPHOTO, SPUTPOUAHOTO, METAKAPUOLIUTAPHOTO U B-nuMm-
(hOoMIHOTO POCTKOB, C YMEPEHHBIM HapyIlIeHHEM MpoiieccoB nponudeparuu u qudhepeHIIMpPOBKU
KPOBETBOPHBIX eMeHTOB. OCHOBHBIM NposiBieHrneM XMJI sBisieTcsi HEeMOTUBHUPOBAHHBIN HEM-
TpO(UIBHBIN TEHKOLNTO3 C YBETUUYECHHUEM B JIEHKOLUTApHOU (hopMysie MeHee 3peibix GopM Heil-
TpOHUIOB (10 TPOMUEIIOIIUTOB U Jake 01aCTOB), a TaKXke 203MHO(GMIOB U 6a3zoduios. Ha gomro
XPOHUYECKOTO MUENIOIEHK03a IPUXOJUTCS YETBEPTh BCEX JIeiK030B. OH BCTpedaeTcs BO BCEX BO3-
PaCTHBIX Ipynnax ¢ mukoM 3aboneBaeMocTty B 30 — 40 jieT He3aBUCHUMO OT Moj1a OOJIBHOTO.

JTHoaorus u narorede3. OCHOBHBIM JI0Ka3aHHBIM 3THONOTHYECKUM (hakTopom XMJI siBms-
eTcs paguanus. B monb3y 3TOro CBUAETEILCTBYET yUallleHUE 3a00IeBaHU Cpeiu OOyYEeHHBIX, B
TOM uucie B Xupocume u Haracaku, a Takke 1mocjie peHTTeHOTeparuu, y paauonoros. B to xe
BpeMs y MHOTUX 00nbHBIX XMJI Kakux-1nbo 3HaYMMBIX KOHTAKTOB C MCKYCCTBEHHOM paananuen
B aHAMHE3€ YCTaHOBUTH HE yIaeTCsl.

VY 95 % 6onpHbIx XMJI neiiko3HbIe KIETKH COIEPKaT MaToJOTHYeCKH M3MEHEHHYIO XPO-
MoOcOMYy 22-ii maphbl, KOTOpasi B 4eCTh TOPOJIa, TIe OBLIO CIIETaHO OTKPhITHE, OblJIa Ha3BaHa ¢uia-
nenbduiickoil, mwnu kpatko — Ph. B HacTosiee Bpems Joka3aHo, 4TO B ocHOBe oOpa3oBanus Ph-
XPOMOCOMBI JISKHUT PELUIPOKHAS, T. €. B3aUMHasl, TPAHCIOKAIMs YaCTH TeHETUYECKOTO Marepraa
JUTMHHBIX TU1e4 9-1 1 22-1 xpomocoMm — t(9;22)(q34;q11) (puc. 5.20). I[Ipu 5TOM NPOUCXOIUT OBPE-
xpaenue onkoreHa ABL nHa 9-ii xpomocome u rena BCR (breakpoint cluster region) xpomocombl

22. B pesynbrare stux nepecrpoek JIHK Ha nzamenenHon 22-ii (Phl) xpomMocome popmupyercs
HOBBIN T€H, KOTOPbII KOJUpPYeT HOBBIN Oesiok. B oTinmune oT HOpMaiabHOrO aHajora, 3TOT OeJIoK
HAJICJIEH TOBBIIIEHHOW, MO CPABHEHUIO C MCXOAHOW, TUPO3MHA3HON aKTMBHOCTBIO, YTO OTKpPHI-
BaeT Iepes NPOAYLMPYOLIEN €ro KIETKOM HECOMHEHHBIE POCTOBBIE IPEUMYILECTBA MIEPE] HOP-
MaJIbHBIMU KJIETOYHBIMH 3JIEMEHTAMHU. BCiencTBre 3T0ro KOam4ecTBO KIETOK-TPEIIECTBEHHUKOB
naTtosornyeckoro kioHa npu XMJI nporpeccuBHO yBenuuuBaeTcs (CM. IB. BKIL., puc. 5.21). Ilpu
3TOM OHHU MPOU3BOAAT OIPOMHOE KOJIMYECTBO OTHOCHUTEIBHO 3pEibIX U (PYyHKIIMOHAIBLHO AKTHUB-
HBIX TPaHYJIOUTOB, TPOMOOIIMTOB U SPUTPOIIMUTOB, KOTOPbIE KAaKOe-TO BPeMsl ITOJIHOCThIO obecte-
YUBAIOT BCE KJIETOYHbIE MOTPEOHOCTH OPraHU3Ma.
[To mMepe mporpeccupoBanus 3aboneBanusi, koropoe npu XMJI HacTymaeT B TeU€HUE Tpex
U MEHee JIET U HEPEJKO COMPOBOXKIAETCS MOSBIEHUEM B KapUOTHUIIE AOMOJHUTENbHBIX K Ph n3me-
HEHUN XPOMOCOM, UCXOAHBIN AUPPEPEeHINPOBOUHBIM MOTEHIIMAT MAaTOJOTUYECKUX CTBOJIOBBIX
KJIETOK CHUXKAETCSl, YTO COMPOBOXKIAETCS, C OHON CTOPOHBI, MOSBIEHUEM SKCTPAMENYIUIIPHOTO
KpOBETBOPEHUS, C APYTOM — HEAOCTATOUHOM MPOAYKIMEN KOCTHBIM MO3IOM 3PUTPOLUTOB U TPOM-
6ouuToB. [lo Mepe pa3BuTus 3a00/ieBaHUsI aHAJIN3bl KPOBH M KOCTHOTO MO3ra OOJIbHBIX CYIlle-
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CTBEHHO BHJIOM3MEHSAIOTCA. B HUX 3aKOHOMEPHO HapacTaeT J10Ji1 MUEJIOLUTOB, IPOMUEIIOLUTOB,
6macToB 1 6a30()MIIOB U, HAIIPOTUB, CHIDKAETCS COAEPIKAaHNUE 3PEIIBIX I'PAHYJIOLUTOB, SPUTPOLHU-
TOB ¥ TPOMOOLIUTOB. KITMHIUECKH 3TO HAaXOIUT BHIPAKEHUE B YBEJITMUEHUHU PA3MEPOB CEJIE3EHKH, B
pa3BUTHH €€ UH(APKTOB, B MOSBICHUY JINXOPAAKH U JPYTUX CUMIITOMOB UHTOKCHKAIINH, B TIOXY-
JIAHWH, B IPHCOEIMHEHUN TEMOPPArHueCcKOro 1uare3a u 0oJei B KOCTX.

A W
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Puc. 5.20. KapuoTun KJI€TKH KOCTHOTO Mo3ra 0oiasHO0T0 XMJI, HILTIOCTPUPYIOMIHA pern-
MPOKHYIO TPAHCIOKAIIMIO TeHETHYECKOT0 MaTepuaa ATUHHBIX 1mied 9-if u 22-if XxpoMoCcoM, KOTO-

pas mpuBesia K o0pa3zoBaHuIO GuIaaeabPuiicKon (Phl) XPOMOCOMBI (ITPEICTABIICH C Pa3pEIICHUS
T. JI. l'unuHOMN)

TepmuHanbHas cTaaus 3a00JIEBaHMS Yallle BCErO aCCOIMUPYETCS C HApaCTaHWEM B KOCTHOM
MO3Te€ W/WJIA KPOBHU COACpKaHUs OJacTHBIX 37eMeHTOB Bbimie 20 — 30 %, 4To MpuBOAWT K Jaib-
HEWIIeMy CHIYKEHHUIO ¥ TEMOTTIOOMHA, M TPOMOOITUTOB, ¥ 3pEJIbIX IPAHYJIOLUTOB U, €CTECTBEHHO, K
YXyIIICHUIO 00IIEeTo cTaTyca 60apHOTO. B Apyrux ciydasx B TepMUHATIBHOM CTa Uy 3a00JI€BAHUS
Ha MePBOE MECTO BBIXOAT HE M3MEHEHHUS aHAJIN30B KPOBH, a KAXEKCHUS.

Hcxons u3 3Tux AaHHbIX, B TedeHUU XMJI NPUHATO BBIAEIATH TPU CTAUU:

I cranus — xpoHnueckasi, uiim J00pOKaYeCTBEHHAsI, KOT/Ia B KPOBU PETUCTPUPYETCS OTHOCH-
TEJIbHO HEOOJBIION HEUTPOPUIBHBIN JIEHKOLIMTO3 C YMEPEHHBIM OMOJIOKEHHUEM JIEHKOLIUTapHON
(hopMyIbl KPOBU M OTCYTCTBHEM Y OOJIBHOTO BBIPAXKCHHOW aHEMHUH, TPOMOOIMTONIeHUH, 0a3odu-
JIUU ¥ CTUICHOMETAJINH,

IT ctagust — mepexoaHasi, WM CTaus aKCeJIepaliu, Koraa y 00JbHOTO UMEET MECTO OBICT-
po€ yBeJIMUeHUE KOJIMUECTBA JEUKOIIMTOB U Pa3MEpPOB CEJIE3E€HKU, HApacTaeT aHEMMSI, IPUCOEIH-
HSIOTCSI OOJTM B KOCTSIX, CAMIITOMBI HHTOKCHKAIIUH, @ B KOCTHOM MO3T€ U B KPOBH YBEJINUUBACTCSA
coZiep KaHue MPOMUEIIONUTOB, OJJACTHBIX ATEMEHTOB U 0a30()HUIIOB;

III ctagust — GracTHBIN KpU3, KOTJIa CoAepKaHue 0JIacTOB B KOCTHOM MO3T€ M B KPOBH, KaK U
IIPU OCTPOM JIEHKO3€, MPEBbIIIAET pa3rpaHruunBarouil ux 30-npoleHTHbII Oapbep.
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Kaunnnyeckas kapruHa. Kak npaBuiio, XpOHUYECKHM MHUEIOJIEHKO3 HAYMHACTCS MCIOM-
BOJIb. B HEKOTOPBIX Cilydasix OH OOHapy>KHUBaeT ceOsl TOIBKO aHAJTM30M KPOBH Ha ()OHE IOHOTO
comMaru4eckoro omaromnonyyus. Jlpyrue O0nbHbIE KaTyOTCs Ha ¢1a00CTh, HEJOMOTaHHE, TIOTEPIO
BECa, AHOPEKCHIO, TIOBBIIICHHYIO IOTJIMBOCTD IO HOYaM I UMEIOT CUMITTOMBI, 00YCIOBICHHBIC
YBEIMYCHUEM CeJIe3eHKU (paHHee HACBHIIICHHE BO BPEMs €Ibl, OOJM WM HaJM4YUE OITyXOJIEBOU
Macchl B JICBOH BEpXHEH MOJIOBUHE )KUBOTA). MeHee XapakTepHbI TPOMOO3bI M KPOBOTEUCHHSI, CBSI-
3aHHBIC C TUCYHKIHEH TPaHyIONUTOB U TPOMOOIIUTOB. Elle pexe BCTpedaroTcst TaKue MposiBIie-
HUSI JIGHKOCTAa3a MITH BEICOKOTO TPOMOOIIMTO3a, KaK COCYIUCTBIE TPOMOO3bI, IIepeOpOBACKYISIPHBIC
HapyImeHus, HHGAPKTHI, TPOMOO3bI BEH, MPHANTU3M, HAPYIICHHUS 3PEHUs, JbIXaTelIbHAasE HETOCTa-
TOYHOCTb.

Ha sTame nporpeccuu 3a0oieBanus (CTaIuu akcelepannu U OIacTHOTO KpH3a) B KIIMHHUKE
MOXKET TMOSIBUTHCS HEOOBSICHUMAS JINXOPAJKA, 3HAYUTEIBHOE TOXy/naHue, 00IM B CycTaBax M B
KOCTSIX, KPOBOTEUEHHSI, TPOMOO3bI, MH(PEKIINHU, TPOrPECCUPYIONIEE YBETNUEHUE CEIe3eHKH, OUaru
IKCTpaMETyJLIIPHOTO KPOBETBOPEHHS B TMM(OY3/1ax, B KOXKE U IPYTUX JIOKATH3AIHHA.

Jnaruo3. MeIcib 0 XpOHUYECKOM MHUEIONICIKO3e 0OBIYHO BO3HUKAET y Bpaya Mpu 00HApY-
KEHUU B KPOBH OOJIHHOTO HEMOTHBHPOBAHHOTO HEUTPO(UIBHOTO JEHKOINUTO3a C BHIPAKCHHBIM
C/IBUTOM JICHKOIIUTAPHOHW (HOPMYIIBI BIEBO 10 MHUEJIONUTOB, TIPOMHUEIIOIMTOB U JlaXke O1acToB,
KOTOPBIE YacTO aCCOLMHUPYIOT C HapacTaHWEM B KPOBH COAEp)KaHUS 303MHOMMIOB M Gazodu-
70B. BayKHBIM THAarHOCTHYECKUM TIO/ICTIOPHEM MOXKET OBITh HaiiieHHOE y OOJBHOTO MPH HalbIa-
IIH WK BO BPEMs YIBTPAa3BYKOBOTO HCCIICAOBAHMS 3HAYMMOE YBEIMUCHHUE PA3MEPOB CEIIEC3CHKH.
[MonTBepkmaeTcs AMAarHO3 pe3yabTaTaMH UCCIIEIOBAHUS ITyHKTATa KOCTHOTO MO3Ta, KOTOPBIH MpH
XMJI Gorar KJIETOYHBIMHU 3JIEMEHTAMU | TJ€ Ha (POHE YMEPEHHO OMOJIOKEHHOTO TPaHYIOIUTap-
HOTO POCTKA MOXKET OBITh YBEJIIMYCHO COJIEPKAaHUE Y03HHO(DUIIOB, peke 0a30(HIIOB, U TUITIONO0Y-
JSIPHBIX MeTakapuouToB. O0sS3aTeTbHBIMU JHATHOCTUYECKUMU TECTAMHU SIBIISIOTCS: a) CHIDKEHHUE
nienouHo (ocdarasbl B HeliTpoduiax Himke 20 en.; 0) oOHapykeHHUE B KIETKaX KOCTHOTO MO3Ta
WK KpOoBH Ph-XpOMOCOMBI; B) MOJIEKYIISIPHO-OMOJIOTHYECKOE OTpeieTIiCHEe B MHTEP(a3HBIX KIIET-
kax xumepHoit ABL/BCR JIHK u kogupyemoro eto p210-nporenna. B ciy4yae HeraTUBHBIX IIUTO-
TEHETHYECKUX U J1a)Ke MOJIEKYIIIPHO-ONOIOTHYECKUX P00, KOTOPHIE HIMEIOT MECTO COOTBETCTBEH-
HOy 713 % 60mpHBIX XMJI, MoxkeT momoub BeisiBiieHHe ABL/BCR-rena metonom ¢ayopecieHTHON
in sity ruopunuzanuu (FISH).

[Tpumep hopmMynupoBKH AHArHO3a:

Xponunueckuid muenoneiiko3 (Ph-mosutuBHbII winm  Ph-nHeratuBHBIN).
XpoHHYECKas CTaus WIM CTAAUs aKCeJIepaluy; aHEMUS], TPOMOOLIUTOIIEHUS] U T.
.

JuddepenumnaibHbIi IMATHO3 100pOKaueCTBEHHBIX cTaanii XMJI mpoBoauTCs ¢ peakiu-
SIMHA KOCTHOTO MO3Ta Ha HH(EKIUIO U OIyXOJIH, a TAKXKe ¢ MePBUYHBIM MHeno(puopo3omM, a b61act-
HOI'O KpH3a — C OCTpPBhIMU JIeiKo3aMu. [Ipy JIEHKEMOUIHBIX pEAKLUAX Pa3IMYHOIO TeHe3a JIEHKO-

uTo3sl BbiLe 50 % 10°/1 BcTpeyatoTcs peako. [Ipu atom menounas pocdaraza B Helirpoduiax He
cHMXaeTcs, kak mpu XMJI, a moBsimaercs. B peakTHBHBIX KJIeTKax He onpenensercs Ph-xpomo-
COMa U COOTBETCTBEHHO OTCYTCTBYeT oTMeueHHas Bbilie ABL-BCR xumepnas JIHK. I1pu nanu-
YU HEUTPODUIBHOTO JEUKOIIUTO3a B OTCYTCTBUE Ph-XpoMOCOMBI HEOOXOIMMO TaKKE UCKITIOUUTH
BO3MOXXHOCTh BOBjIeueHus B nepectpoiiku reHa FGFR1, pacnonoxkennoro B nokyce 8pll (8pll-
CUHJIPOM).

B 10 ke Bpems npu nepBruaHOM Muenoduopose (IIMD), HecMOTpst Ha JISUKOITUTO3 U TAaKOU
K€ BBIPQXKCHHBIN CIBUT BJIICBO HEUTPOPMIBHBIX JIEHKOIIMTOB, Kak Tpr XMJI, KOCTHBIN MO3T Oe/ieH
KJICTOYHBIMH 3JIEMEHTaMH, a B TperaHarax KOCTHOIO MO3ra UMEET MECTO BhIpaXKEHHBIH (Hudpo3.
[lemounas ¢ocdaraza B HeWTpoduiax OOIBHBIX HAUONATHICCKUM MUET0(PUOPO30M yBEIHYCHA,
a HUTOTeHEeTUYEeCKUe UccieioBaHus HuKakoi Ph-xpomocomsl He BeIsBIAIOT. Hakonel, kimuHuye-
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CKoe TedeHrne Muenopuopo3a OTIINIAETCSI OTHOCUTENIBHONM JOOPOKaYeCTBEHHOCTHIO, & B KIIMHHUKE
BEAYyLIEE MECTO UMEET CIUICHOMET AN,

Ha cTanuu 6macTHOTO Kpr3a XpOHUYECKUI MUEIIONEHUKO3 CIIEAYET OTIANYATh OT OCTPOTO JIeH-
ko03a. [locTaBUTh MpaBUIBHBIN TUArHO3 MOMOTAET: a) HAJMYWE Y OOJBIIMHCTBA TAaKUX OOJBHBIX
B aHAMHE3€¢ XPOHWYECKOW cTaguu 3adoneBaHus; 0) oOHapyKeHHE B KPOBETBOPHBIX 3JIEMEHTaX
U coxpaHeHue Ha (oHe Tepanmuu THUIMUYHON Ph-XpomMocoMbl w/uian B) ee MOJEKYISIPHOTO SKBH-
BasienTa ABL-BCR. Haubosnpmme TpyTHOCTH BO3HUKAIOT MPU PA3TPAaHUYCHUN OJACTHOTO KpH3a
(BK) XMJI ot Ph-nmozutuBabix OJUJI. [Ipu 3TOM 00paiiaroT BHUMaHUE, YTO IPU MOJICKYJISIPHOM
uccienoBanuu y 95 % 6onpHbIX Ph-mosutuBaEIMEU OJIJI mMeeT MecTo nmpoaykius nporenHa pl90,
B TO Bpemst kak ipu BK XMJI nomunupyet npoxykius p210, XoTst ObIBAIOT M HCKITIOUEHHSI 3 3TOTO
IpaBUIa.

Jleyenue. YunteiBas nmporpeccupyroomuii xapakrep XMJI, nedeHne HaYMHAKOT cpasy Mmocie
IOCTAaHOBKM JAMarHo3a. Ha mepBom sTame npu Haauuuy JIEHKOLKTO3a ONPaBAAHHO Ha3HAUYEHHE
TUIPOKCUMOYEBHHBI, KOTOpasi obecnieunBaeT TopmokeHue cunre3a JJHK B akTuBHO pa3mMHOXaro-
IIMXCS KIJIETKaX-MpeaIeCTBEHHUKAaX MaToJIOrMuecKoro remomnossa. Bmecrte ¢ Tem mpenaparamu
BbIOOpA AOJKHBI OBITH O10KaTOph! THpo3uHKKHA3 (BTK), 1 nepBblil U3 HUX — MMaTMHUOA ME3UIaT
(ruBek) (puc. 5.22).

Puc. 5.22. MonekyasipHbIii MEXaHU3M JIeHCTBUS UIMaTHHUOA (TJIMBEKA), CBA3aHHBIN C OJIOKH-
poBaHueM rnpotiecca GochopruapoBaHUs TUPO3UHA U BBIKIIOUEHHSI OCHOBHBIX CUTHAJIBHBIX Ty TEH
JeicTBUs B KieTke narosiornueckoro rena BCR-ABL

TepaneBTuueckas 103a umMatuHrOa He 10/kHA ObITh MeHee 400 mr/cyT. B ciyyae Hopmaib-
HOM MepeHOCUMOCTH TperapaTa U 4YyBCTBUTEIBHOCTH K HEMY JIEUeHUE UMATHHUOOM IPOA0JIKAIOT
10 rofa u 6onee. ekt Tepanuu OLEHUBAIOT 110 HOPMAJIU3ALUU KAPTUHBI KPOBU, YMEHBIICHUIO
pa3MepoB CeNe3eHKH (ecii OHa OblIa yBEJINYEHA), a [FIaBHOE — [0 YMEHBIIEHUIO (MJIM HCYe3HOBE-
HU10) Ph-O3UTHBHBIX KJIETOK U3 KPOBH U KOCTHOTO Mo3ra. /[y 3Toro nuToreHeTH4ecKue ucce-
JIOBaHUsI B 00513aTEILHOM MOPSKE MPOBOAAT Ha 3, 6 1 12-M Mecse Tepanuu uMaTuHnOo0M. Kpome
TOTO, B Ka4Y€CTBE MOHUTOPUHTA 3((PEKTUBHOCTH TE€PANUU M TUATHOCTUKU OCTATOUYHOM OOsIe3HU
HCHOJB3YIOT CEpHUiTHbIE (€KeMeCIUHbIe, a IO Mepe He0OXOAUMOCTH U Yallle) UCCIEI0BAHUS YPOBHS

tpanckpunuun ABL-BCR. Ecnu ypoBens ABL-BCR TpaHckpunrta HauMHaeT HapacTarb, JO3Y
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umatrHrOa yBemmuuBaioT 10 600 — 800 Mr/cyT M OTHOBPEMEHHO ONPECIISIOT MYTallMOHHBIN CTa-
tyc reHa ABL-BCR, a Taxxe ypoBeHb skcnpeccuu reHa EVII, koTopblil MOBBIIIEH y TPEeTH U3
3TUX OOJNBHBIX.

Ha cerognsimnamii nens onucano okoiio 100 Toueunsix myTanuii rena ABL-BCR. Kak noxa-
3aJId MPOBEIECHHBIE UCCIIE0BAHUS, OAABIIAOIIEE OONBIIMHCTBO 3TUX MyTauui (10 90 %) uys-
CTBUTEJIbHBI K OJIOKaTOpaM TUPO3WHKHUHA3 U B CIIy4ae Pe3UCTEHTHOCTH K OOBIYHBIM J03aM UMaTH-
HIOA MOTYT OBITh HUBEITUPOBAHBI WIIM HapaIMBaHUEM /1036l UMaTuHUOa 10 600 — 800 Mr/cyT, nnum
HNOJKIIoUeHUEM K Tepanuu XMJI 610kaTopoB TUPO3MHKMHA3 BTOPOI U TpeThel JUHUH (Aa3aTu-
HUO, HWIOTHHUO, 603y THHUO 1 Ap.). B TO ke Bpemsi mo-HaCTOsIIEMY pe3UCTEHTHBIMH HE TOJIBKO K
MMaTUHUOY, HO K /1a3aTUHUOY Y HWJIOTUHUOY SIBJISIOTCS KJIETOYHbIE KJIOHBI C TAKUMHU TOYEUHBIMU
myTarusiMu B ABL-BCR-nomene, kak T3511 u F317L. B aTom ciydae onpaBaaHHO UCIIOb30Ba-
HUE B KJIMHHUKE CIEIUAIbHO pa3paboTaHHOIO JUIsl ATHX ILieJiel MoHaTUHNOa, KpaiiHe *KelaTelbHa
aoTT'CK. Kpowme Toro, amnoTI'CK nokazana 601bHBIM C BBICOKOH 3KCIIpECCHEN B JTEMKO3HBIX
kieTkax reHa EVI1, xotopas siBnsieTcss BaKHBIM MOJIEKYISIPHO-OMOIOTHYECKUM MAPKEPOM pe3U-
CTEHTHOCTH KJIETOK U K XMMHOTEpPANuH, U K OJIOKaTopaM TUPO3UHKHHA3.

B ¢aze akcenepamuu ms qoctmwkeHus 3G ¢dekra moMruMo MoBbIIeHHBIX (10 600 — 800 mr/
CYT) 03 UMaTHHHOA MMPUXOAUTCS UCIIOIB30BATh HHTEP(PEPOH, KOTOPHIH B PAJIE CIyYaeB IOMOTAeT
IIPEO0/10JIETh HAMETUBIIYIOCS PE3UCTEHTHOCTD, @ TAK)KE IPOTUBOOITYX0JIEBbIE aHTUOMOTHKH, LIUTO-
3UHapaOUHO3K]T U OJIOKATOPBI TOMOU30MEPa3 (3TOMO3U U BEME3HI).

Ha sTane 0nactHOro Kpusa, B 3aBUCUMOCTH OT €r0 JUM(POUTHOTO UM MUEIIOUIHOTO Bapu-
aHTa, OT/IA0T MPEANOYTEHUE, COOTBETCTBEHHO, MJIM BUHKPUCTUHY C PEAHU30JI0HOM U pyOOMMIIN-
HOM, WJIM LIUTO3apy ¢ pyOoMuIIMHOM. M3 BcrioMorarenbHbIX IpenapaToB, KpOME 3aMECTUTEIbHON
U aHTUMOAKTepUalIbHON Tepamnuu, ONpaBJaHHO HAa3HAUYEHUE AJUIONMYPUHOJIA, KOTOPBIM MO3BOJSET
BBIJIETIUTH U3 OPraHu3Ma U3JIHUILKK 00pa3yrolieics U3 MypuHOB MOYEBOW KUCIIOTHI.

Hecwmotps na pepomonnonusupytomryto poib bTK B neuenun XMJI, amnoTI'CK naxoaut
aKTUBHOE IpUMeHeHue mpu JieueHnn 00sbHbIX XMJL. Ilouemy? Bo-niepBbix, yacTh 601bHBIX XMJI
nepeHocaT bTK odeHb M10X0 WK CTaHOBSTCS TOJIEPAaHTHBIMU K HUM. Bo-BTOpBIX, U3-3a HEO0XO-
JUMOCTHU JUINTENbHON MOAJIEPKUBAIOIIEH Tepauy PEMUCCUM MHOTHE CTPaHbl HE MOTYT IpeJo-
CTaBUTH OOJBLHBIM TIOJTHOE (PMHAHCOBOE oOecredeHue 3Toro jedeHus (2500 mommapoB B MecHIr).
[Ipu a3Tom Hamnyune pesynprarsl a0 TI'CK gocturarorcs npu jiedeHuH OOIbHBIX C HEMPOABH-
HYTBIMH XpPOHUUYECKUMH CTaAusIMU 3a0oseBanus, a Hauxyamue — B nepuoae bK XMIJIL. K coxa-
JICHUIO, Jja’Ke TIPU TPAHCIUIAHTALIMH Ha 3Tale XpOHUYECKON cTa K 3a00J1€BaHuUs IOCTTPAHCILIaH-
TallMOHHBIE PEIUANBEI UMEIOT MecTO ¥ 5 — 20 % 6oapHBIX. YacTOTa MOCTTpaHCILIAHTAIIMOHHBIX
penuanBOB y 00NBHBIX ¢ (a3oit akcenepanuu wm BK XMJI ropasno Beite.

Kak mokazanm mccnenoBaHusi, aHTHICHKeMU4eckuid 3()(eKT mepecakeHHbIX TOHOPCKUX
KJIETOK M BIIMBAE€MBIX BCJIE]] 32 THM JOHOPCKHUX JIUM(POUUTOB y 601bHBIX XMJI 0COOEHHO BENHK.
BwmecTe ¢ TeM cylecTBEHHBIMH HEIOCTAaTKaMM TaKOIo MOJIX0/1a MOTYT OBbITh MHJIYKIUSI peaKLuu
«TPAHCIUIAHTAT MPOTUB X034H1Ha», NOJIaBJIEHUE KOCTHOI'O MO3ra, KOTOPbIE UMEIOT MECTO COOTBET-
cTBeHHO Yy 48 1 18 % TpaHCIUIaHTHPOBAHHBIX O0JIbHEIX. ECii TOBOPUTH 00 0011Iei BBIKMBACMOCTH
TPAHCIUIAHTHPOBAHHBIX OOJIBHBIX, TO MPH HAIMYUXA HU3KOTO YpOBHS (0 — 2) peakiuu «TpaHCIUIaH-
TaT MPOTHB XO3WHA» y MOIABIAIONET0 OobIIMHCTBA U3 HUX (> 80 %) oHa mocturaet 5 u Oomee
JIET, YTO K TOMY K€ COIIPOBOXKIAETCS UPE3BbIYAHO HU3KOW BEPOSATHOCTHIO MOCIEAYIIUX PELUIH-
BOB JICHKO3a.

MounwuTopunr kadectsa JiedeHus: XMJI, 1MarHoCcTHKM MUHUMAJIBHOW OCTaTOYHOM O0JIE3HU U
CBOEBPEMEHHOTO PAaCIIO3HABAHUSI PEUINBOB 3200JIEBAaHHSI OCYIIECTBIIETCS MOP(OIOTHYeCKIMU
Y [IUTOTCHETHUECKMMU METOZaMu uccieaoBanus, Bkitouas FISH, a rmaBHoe — cepuitHbIM MOJIEKY-
JSIPHO-OMOJIOTUYECKUM oTipesiesieHreM ypoBHel akcnipeccun ABL-BCR-Tpanckpuntos, o KoTo-
PBIX TOBOPUJIOCH PAHEE.
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UcTuHHaa nonuumntemumsa

Omnpenenenue. Vctunnas nomumuremus (UII), unu 6onesns Bakesa, nmpencrasiser co0oit
3a00J€BaHNEe KPOBU OITYXOJIEBOW MPHUPOABI, KOTOPOE XapaKTEePHU3yeTCs HEMOTHBUPOBAHHBIM H
HEHOPMAJIBHBIM pPa3pacTaHueM B KOCTHOM MO3T€ SPHTPOUIHOTO POCTKA KPOBETBOPEHHS MpHU
MEHee BBIPAKEHHOH SKCITAHCUU MUEIIONTHOTO i METaKapUOIIMTAPHOTO KOMIIOHEHTOB. OHa BCTpe-
YaeTcsl MPUOIU3UTEIBHO OJMHAKOBO Y MY>KYHMH M )KEHIIWH CTAPIINX BO3PACTHBIX TPYTII (CPETHUMA
BO3pact 60pHBIX 60 neT) ¢ wacroroit 0,5 — 0,8 Ha 100 000 HaceneHus!.

ITHOJIOTHS U naToreHe3. [[puYrHBI BOSHUKHOBEHHS UCTHHHOM MOIUIIUTEMHUH JI0 TTOCIIE-
HEro BpeMeHH OBbUIH HE SCHBI. PEBOIOIMOHN3HPYIOIIEE OTKPBITHE B 3TOM 00JIaCTH OBLIO CAETaHO
HenaBHO. OHO 3aKII0uaeTcs B 0OHApYKEHUH B KIIeTKax 95 % OOIbHBIX TOUEYHBIX MyTallUi B TEHAX
TUPO3UHKUHA3, IMEIOIINX OTHOIICHHE K HOPMAJIbHOMY (PYHKIIMOHHPOBAHHUIO KJIETOUHBIX PELe-
TOPOB, ¥ B YaCTHOCTH K aktuBarmu curHanbHoro myti STAT (signal transducers and activators
of transcription). OfHa U3 STUX TOYEYHBIX MYTaIMi MPOUCXOAMT B reHe Janus-kuHasel 2 (JAK?2),
YTO MPHUBOAUT K 3aMEHE B HEW BaJiMHA Ha ()CHWJIAJIAHWH B TOJOXKEHHH 617, 4TO KOAMpyeTCs

kak JAK2Y'"Y. Xorst ona Gomblue cBONHCTBEHHA KieTKaM GOIbHBIX HNII, HO BCTpeuaercs Takxke
y 6ombHBIX [IM® u 3T (B 40 u 20 % cinyyaeB COOTBETCTBEHHO). B pe3ynbrare 3TOi MyTanuu

KOHTPOJINPYEMOE JAK2V!'F _kunasoii cemeiicTBO GemKoB npu ABL-BCR-HeratuBHbIX XpoHUYe-
CKHMX MuesonpoindepaTuBHBIX 3a00aeBaHuAX akTUBHO dochopunupyercs (Bousquet P. [et al.],
2006; Levine R. L., Wernig G., 2006; Lippert T. [et al.], 2006; Speletas M. [et al.], 2006). B
CBOIO OUE€pPE/Ib, ITO CIIOCOOCTBYET YCHIICHHUIO KIETOUHBIX () ()HEKTOB SPUTPONOITHHA U TPAHYIIOLIH-
TapHO-MaKpodaranbHOro (pakTopa Ha KJIETKU-TPEIIeCTBEHHUKH 3PUTPOII033a U TPaHYIOIUTOIO-

93a Yepe3 CUCTEMY JAK2VO7F_STAT (cm. 1B. BKIL., puc. 5.23). Hakonel, HetaBHO OBLIO MOKa3aHO,
yt0 y 601bHBIX U1, Tak xe kak npu [IM®, nponcxoauT NoBbILIEHHAs SKCIPECCUs JTOKaIN30BaH-
Horo Ha 19-if xpomocome reHa PRV-1 wiu NB1, xoTopsiii, B CBOIO 04epe/b, OTBETCTBEHEH 3a IKC-
npeccuto antureHa CD177 (Griesshammer M. [et al.], 2004). Takum oOpa3zom, B ipobdaemMe MOHU-
MaHus narorenesa Ph-HeratuBHbIX MuenonponndepaTuBHbIX 3a001€BaHNUMN C/IEJIaH PE3KUI PHIBOK.
OH 00yc/OBJIEH BBISBICHUEM psilia BaKHBIX MOBPEXKIACHUN M€HOB, CBA3aHHBIX C IMPOXOXKIECHUEM
nH(pOpMaIK Yepe3 pelenTopbl HUTOKMHOB U TPAHCIIOPTHBIE BHYTPUKJIETOUHbIE Ty TH. [lockonbKy
4acTh 3TUX MOBPEXKIECHUI OKa3aJInCh OOLIMMHU, 3TO JAET XOpollee 0OObSICHEHNE KaK CXO/ICTBY, TaK
1 O0JIBIIOMY Pa3HOOOPa3UI0 peakLuii H3pUTPOII033a, FPAHYIOLMUTONO033a U TPOMOOIIUTOII033a IPU
NI, IIM® u OT. U3 apyrux GpakTopoB, KOTOPbIE B KAKOH-TO CTENEHU MOTYT ObITh OTBETCTBEHHBI
3a DKCIIAHCHIO B KOCTHOM MO3I€ 3PUTPOUIHOIO POCTKA, 3aCIyKMBAET BHHUMAHMS HECIy4alHOE
MOBPEXKICHHUE JUTMHHOTO TUIeYa OJHOU U3 XpoMocoM 20-i1 mapel, KOTOpoe, MpaBaa, CBOWCTBEHHO
JUIb HeOonbIoMy uncay 6oiapHbIX UII.

ITato0uosiorus. B ocHoBe UII nexuT AByX- MM TPEXKPAaTHOE IMOBBINIEHUE MPOMYKIIMH
SPUTPOLIUTOB KOCTHBIM MO3TOM, @ HE POCTOE YAJIMHEHUE MPOJIOJIKUTENbHOCTH UX ku3HU. Hapsaay
¢ atum, npu UI1 nmeer Mecto runepnpoLyKius TPOMOOLUTOB U T'PAHYJIOLUTOB, YTO NMPSAMO YKa3bl-
BaeT HA 3aMHTEPECOBAHHOCTD KJIETOK-IPEAIIECTBEHHUL reMonon3a B rnarorenese UII. Ilpu stom
YpOBEHb 3pUTPONo3THHA Yy 601bHBIX UII HI)KE HOPMBI U HE JOCTUTAaeT HOPMAJIbHBIX TPAHUIL JaKe
rocJe KpoBomyckanuii. HanpoTus, y 60JIbHBIX ¢ BTOPUYHBIM SPUTPOLIUTO30M YPOBEHB IPUTPOIIO)-
THHA B KPOBU MOBBIIIEH, @ IPU OTHOCUTEIHLHOM SPUTPOLIMTO3€ HE U3MEHEH. KiloHOBOE HeomacTu-
yeckoe npoucxoxaenune NI, kak u qpyrux XpoHUYECKuX 3a00JeBaHUNA MUETTOTPOTH(pEPATUBHOM
MIPUPOIBI, XOPOIIIO JOKa3aHO MCCJIEIOBAaHUEM THIIOB TIIIOK030-60-hocdaraeruaporeHassl y rete-
PO3UTOTHBIX MO 3TOMY (PEpMEHTY KEHIIUH-MYyJIaToK, 60nbHbIX WUII. Haunnasice Ha ypoBHe Kile-
TOK-TIPE/ILIECTBEHHUKOB MHUEJION033a, OHO MPOSIBIISIET c€0s1 HEMOTUBUPOBAHHBIM pa3pacTaHUEM B
KOCTHOM MO3I'€ 3pUTPOUJIHOTO POCTKA KPOBETBOPEHUS IIPU MEHEE BBHIPAKEHHOW SKCIIAHCUH MHe-
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JIOUTHOTO ¥ METAaKapHOIIMTAPHOTO KOMITOHEHTOB, 8 Y HEKOTOPBIX O0IBHBIX U B-mumdonnToB. O0b-
SICHEHHE MOBBIIIEHHOMN MPOAYKIMH SPUTPOLIUTOB BUJIAT B MOBBIILIEHHON YyBCTBUTEIBLHOCTH NATO-
JIOTHYECKUX 3PUTPOUIHBIX MPEIIIECTBEHHUKOB K SPUTPONOITHHY, a TAKXKE K IPYTMM POCTOBBIM
¢daxropam. [1pu sTOM cama cTpykTypa perentopa sputponodstuna npu UI1 kak Oyaro He M3MeHEeHa.
OTcrona BO3HUKIIO IPEACTABIEHUE, TOATBEPKACHHOE IKCIEPUMEHTAIBHO, YTO 32 MOBBIIIEHHYIO
IPOIYKIHIO 3pUTpounToB pu UIT MOXeT ObITh OTBETCTBEHHO MOBHIIIEHHOE H30BITOYHOE (hOoChO-
PUIMPOBAHHUE TUPO3UHA PELIEITOPOB POCTOBBIX (PAKTOPOB, 0OYCIOBIEHHOE PA3IUYHBIMU JIe(heK-
TaMU y4acTBYIOLLIUX B 3TOM Ipoliecce (PepMEHTOB, YTO HEJABHO HAIILIO OJECTsIIEe MOATBEPKIE-
HUE HAa MOJIEKYJISIPHOM YPOBHE.

B pesynbrare HeperyaupyemMoro reMonoss3a B opraHusme 00lbHOro oOpasyercs 0oJblIoe
KOJIMYECTBO SPUTPOLUTOB, TPOMOOIIMUTOB U, PEXe, JICHKOIIMTOB, KOTOPHIE CIIOCOOHBI B MOJHOU
Mepe BBINOIHATH CBOM (QyHKUMU. HecmoTps Ha yBenMueHHE KIETOYHOW MaccChl, CEpACUHBIN
BBIOPOC, JIeTOuHbIe (D)YHKIUU W KHUCIOPOIHOE HACBHIIICHWE KPOBH HE OTIMYAIOTCS OT HOPMBL.
MuHyTHBIH 00beM HUPKYIUPYIOLIEH KPOBH CHUKAETCS, @ CKOPOCTh KPOBOTOKA M3MEHSETCS. JTO
IPUBOAUT K OIIYTUMOMY YBEJIMYEHUIO BSI3KOCTH KPOBHU, K BOBHUKHOBEHUIO BHYTPHUCOCYAUCTHIX
TPOMOO30B U CBS3aHHBIX C HUMH HH(APKTOB. B TO ke Bpemst y O0JIbHBIX MOTYT HaOIIONATHCS KPO-
BOTEUEHMSI IIOCJIE MEJIKUX TPaBM U ONEPAaTUBHBIX BMeIIATeabCTB. Ha mo3qHuX 3Tamax B maroso-
TUYECKUM TTPOIIECC BOBJIEKAETCS CENIE3EHKA, B KOTOPOM, C OHOM CTOPOHBI, 0OHAPYKUBAIOT THUIIEP-
IUIa3UI0, C IPYTOM — BBIPAKEHHBIN 3aCTOW KPOBH.

Kinnuveckas kapruna. Haunnaercs 3a0oneBaHue O0€CCUMITOMHO, POTPECCUPYET MEJ-
neHHo. B pasrape 0one3HM MOTYT OBITH KajloOBI Ha TOJOBHYIO 0OJb, TOJOBOKPYKEHHE, IIIyM B
yIllax, HapylI€HUE 3pEHUs, OABIIIKY, TOBBIIIEHHYO YTOMIISIEMOCTb WIIH C1a00CTh, KPOBOU3IUSHUS
B KOXKY WJIH CIHU3HUCTHIE, 3y KOXKU, YCUIMBAIOIIMICS [TOCIIE TOpAYEero ayma U 0aHH, OIlyIIeHHE
TSDKECTH B J)KUBOTE M3-32 YBEIMYCHHOM CEIE3CHKH, Pa3IpaKUTEIHHOCTD, TOJIaBIEHHOCTD, 3a0bIB-
YUBOCTb U HapylLIEHHE OPUEHTUPOBKU. CO CTOPOHBI KETYAO0UHO-KUIIEYHOTO TPAKTA MOXKET OBITH
OLLyILIEHUE NEPEIOTHEHMS KETyAKa, 3alI0Pbl, N3kKora U 001, CBsI3aHHbIE C TprueMoM nuiy. [Ipo-
SIBICHHEM TOBBIIIEHHOTO METAa00JM3Ma MOXKET OBITh MOBBIIIEHHAS MOTIMBOCTH M TOTEPS Beca.
Haxkonerr, 60IbHBIX MOTYT O€CTIOKOUTH 0O B KOHEYHOCTSAX M UX OTEYHOCTb.

OOBEKTUBHO JIMIIO U CIU3UCTBIE KPACHBIE, C JIETKUM LIMAHOTUYHBIM OTTEHKOM. 3MeHeHus
1BeTa OOJblIe 3aMETHHI Ha ry0ax, IeKax, KOHYMKe HOca, ymiax W Imee. JlucraiabHble OTHEIbI
KOHEYHOCTEH O0JIbIIe IMaHOTHYHBL. Hepeaku 5KXuMo3bl M KPOBSHUCTOE OTIEISIEMOE B YIJIax IJIas3.
W3meHeHus co CTOpOHBI cepiia MajoxapakTepHbl. OJJHAKO COCYAUCThIE HAPYLIEHUSI, B TOM YHUCIIE
TPOMOO3bl BEH, KOPOHAPHBIX U MO3TOBBIX COCY/IOB, BCTPEUAIOTCS 4acTO. Y HEKOTOPBIX OOJIbHBIX
MOYKET MOBBIILIATHCS apTepUaIbHOE JaBieHue. YacTol HaXOIKOW ABISETCS yBEIMYEHHUE NIEYEHU U
OCOOEHHO CEJE3EHKU.

JlaGopaTopHasi AMarHocTuKa. AHajau3 KPOBU OOHAPY)KMBACT YBEIMYCHHE I'e€MaTOKPHTA.

KonnuectBo 3putponutoB Moxxet gocturars 7 — 12 % 10"%/n IIPY MEHBIIIEM OABEME KOJIMUECTBA
remoriioOuHa. OTCI0/1a y HEKOTOPBIX OOJIbHBIX IIBETOBOM IMOKa3aTeIb MOXKET ObITh CHUXKEH. B mas3-
Kax KpPOBU 3PUTPOLIUTHI, KAK IPABUJIO, HE U3MEHEHbI. KOIMYecTBO peTHKYIOLUTOB B KPOBH MOBBI-
IIAETCS TOJIBKO B Cllyyae MPHCOEIMHEHHUs KpoBOoTeueHu. OCMOTHYECKass CTOMKOCTh IPUTPOLH-
TOB CTpajaeT Masio. BMecTe ¢ TeM UMEIOTCS OTUETIMBBIE PU3HAKHU ITOBBIILIEHHOTO MOBPEXKICHHS
SPUTPOLUTOB, HAa YTO YKa3bIBa€T yMEPEHHAs! OMIMPYOMHEMUS U TIOBBIIICHHAs! SKCKpELus: ypoOu-
nauHoreHa. Hapsiiy ¢ moBbIIeHHEM SpUTPOLIMTOB HAOII0AAETCsl yMEPEHHOE YBEIMUEHHE COJleprKa-
HUS TPOMOOIIMTOB U JICHKOIIMTOB CO CABUIOM JIEUKOLIUTAPHOM (POPMYJIBI BIIEBO U HEKOTOPHIM yBe-
JTMYEHUEM S03MHOPHIIOB 1 0a30(pHIIOB. YPOBEHb 1IeI0YHON (hocdaTasbl B HEUTpO(DUIax BEICOKHIA.
Bsi3kocTh KpoBH yBeNnueHa BO MHOTO pa3. OTMevaeTcsi CHU)KEHHE PeTPaKIMU KPOBSHOTO CIYCTKa,
XOTs1 BpeMsi KpOBOTEUEHUS U CBEPTHIBAHUS KPOBH HE N3MEHEHHBI.
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N3 Guoxumuueckux mokasareseil 3aciyKMBaloT BHUMaHUs YBEIMUEHHAs! KOHLEHTpaLus B
KPOBU MOYEBOM KHCIIOTHI, MOBBIIIIEHUE TUCTaMUHA, | 6D]] 1 rekCoOKrHa3bl. Y HEIeUEHbIX OOIBHBIX
yCcuJIeH OOMEH JKene3a IJ1a3Mbl.

[uTtorenernueckoe ucciiejoBaHne 0OHAPYKUBAET AEJECLUIO IJIMHHOIO I1JIe4a OTHOM U3 Xpo-
MocoM 20-if mapsl. B tunamuke 3a00seBaHus MOTYT BCTPETUTHCA U JIPYTHe HapyLIEHUs KapHo-
TUIA, KOTOPBIE YA€ BCETO CBA3AaHbI C UCIIOJIb30BAHUEM IIUTOCTATHKOB.

JAuarno3 u nuddepeHunanbHbIi AMardo3. [Ipy HanuYuKu BeIpaKECHHOW KJIIMHHUKH, OJHO-
BPEMEHHOI'O HEMOTHBUPOBAHHOI'O YBEJIIMYEHUS B KPOBU U SPUTPOLIUTOB, U TPOMOOLIUTOB, U JIEH-
KOITUTOB M OOHApy)KEHUs CIUICHOMETAJMU TMarHo3 MCTUHHON TOJMIUTEMUN HE ciokeH. s
UCKITFOYCHUS TTOJIMIIUTEMUIECKOH CTaqui MUenopuoOpo3a OH JOKEH OBITh MOATBEP)KICH MyHK-
IMe TPyAMHBI ¥ TpenaHoouoncueit, He oOHapyxuBatomiei mpu NI BeipakeHHOTO 0CTEOCKIepO3a
U ¢pubpo3a KOCTHOTO Mo3ra. Eciu jke KJIMHUKA U J1aDOpaTOpHbIE TaHHbIE HE CTOJIb OTYETIMBBI,
OKOHYATEJIbHBIN JJMarH03 UCTUHHOW MOIUIIMTEMUN CTAaBUTCSI METO/IOM UCKITIOUEHUS BCEX BO3ZMOXK-
HBIX MPUYMH MOSIBICHUS Y OOJIBHOIO OTHOCUTEIBHOTO (MpU MOTEPE KUIAKOCTH U3 OpraHu3Ma) u
0COOEHHO a0COJIIOTHOTO 3pUTPOLUTO3a. Kak U3BeCTHO, MPUUMHOM MTOCIETHETO MOYKET OBITH TUIIO-
KCHSl pa3JIMYHOro reHesa (KypeHue, 3a001eBaHMsl JETKUX U CEPILA, )KU3Hb B BBICOKOTOPBE U T. 11.),
a TaKk)Ke HEMOTHUBUPOBAHHAs MPOMYKLHUS SPUTPONOITHHA MPU HNOJUKUCTO3E U OMYXOJSIX MOYEK,
NIEYEHU, MATKH, MOKEUKa U HEKOTOpBIX Apyrux oraenos [THC.

[Iposenenue nuddepennnanpaoro auardoza WUII u 3puTponnTo30B HAYMHACTCS BO BPEMS
cOopa aHamHe3a u ocMoTpa. [Ipr 5TOM yunTHIBAIOT HAJIM4KE y OOJBHOTO PBOTHI, IOHOCA, TPHEM
MOYETOHHBIX TPENapaToB, COMyTCTBYIONINE 3a00JI€BaHUs CEPALA, JIETKUX M MOYEK U Apyrue (ak-
Tophl. Eciin Bcero 3Toro HeT, BONpoc 00 OTHOCUTEIHLHOM U a0COIOTHOM 3PUTPOLIUTO3E PeIIaeTCs
Ha OCHOBAHWU JIA0OPATOPHBIX NAHHBIX. B yacTHOCTH, /Ui pa3rpaHuyYeHust aOCOIIOTHOTO U OTHO-
CUTEJIbHOTO 3PUTPOLIUTO3a ONPEAEISAIOT MacCy IUPKYJIUPYIOLUX 3pUTPOLUTOB. B cioyyae BbicoO-
KOTO TOKAa3arelis TyMaloT 00 aOCOIMIOTHOM SPUTPOILIUTO3E, & HOPMAIBHOTO — 00 OTHOCHTEIHHOM.
Hanee aiis onpeaeneHus TUIA YPUTPOLIUTO3A U3MEPSIOT COJIEpKaHUE KUCIOPOAA B KpOBU (HOpMa
— 190 mut/). Ecnii 0HO HU3KOE, CTABAT AMArHO3 THIIOKCHYECKOTO SPUTPOIUTO3a. Ecim ke oHO He
M3MEHEHO WJIU MOBBILIEHO, U3MEPSIIOT YPOBEHb 3PUTPOIIOITHHA KPOBH, KOTOPBIH IPU BCEX BUAAX
a0COJIFOTHOTO 3PUTPOLIMTO3A JOHKEH ObITh MOBBIIIEH, @ IPYU UCTUHHOM MOJIMLIIMUTEMUHN, HA000POT,
cHIKeH. HakoHel, U1t HCKITIOUEHUS MOJMKHUCTO3a NOYEK U YIIOMSHYTBIX BBIILIE Oy X0JIEH HCII0Jb-
3YIOT YJABTPa3ByKOBOE€ U PEHTI€HOJIOTMYECKOE UCCIIE0BAaHUE, & IPU HEOOXOAUMOCTH U KOMIIbIO-
TepHyo ToMorpaduto. OcHoBHOE ke pa3rpanndenue UI1 1 BTIopudHbIX 3pUTPOLIUTO30B CTPOUTCS
Ha Hanuuuu y 6oabHbIX UIT HU3KOTO ypOBHS 3pUTPONOITHUHA, «CIIOHTAHHOI0» POCTa SPUTPOUI-
HBIX KOJIOHUH B arape, OOHapyXKeHUH CIEU(PHISCKUX U3MEHEHUH B KapHOTHIIEC M, HAKOHEIl, Ha

HaJIMYUM WIA OTCYTCTBUH B KIIETKaX MyTalMu JAK2VOTF,

[Ipumep hopMynupOBKH TUArHO3a:
Wctunnas nomuuuremus. CriieHOMeTanmusl.

Jleuenue. [Tockonpky y 6ompmmHCTBa O0nbHBIX MIT poTekaeT oTHOCHTEILHO JOOpOKaye-
CTBEHHO, JI0 CHX IOp Ba)XKHOE MECTO B KOPPEKIIMH T'eéMaTOJIOTUIYECKUX HAPYIICHUH, YITyqIIeHHN
TeMOPEOJIOTHH U IPOPIIIAKTHKE COCYTUCTBIX OCIOKHEHUH 3aHUMAIOT KPOBOITYCKaHHS U DPUTPO-
nuTodepes. C MOMOIIBI0 KPOBOITYCKaHUH, MPEXKIE BCETO, JOCTHTACTCS Pa3rpy3Kka COCYIUCTOTO
pycia oT u30bITKa KPOBH, YTO OBICTPO OIIyIIAeTcst 00NIBbHBIM. Kpome Toro, HoBTOpHBIE KPOBOITYC-
KaHUs CIIOCOOCTBYIOT Pa3BUTHIO COCTOSIHHS KeJe30[e(HIINTa, KOTOPBIA, B CBOIO O4Yepellb, CIIO-
coOCH KOHTPOJUPOBATh TEMOTIIOOMHOOOPA30BaHNE W B MEHBIIIEH CTENEHU IPUTPOIod3. Bmecre
C TE€M KPOBOITYCKaHHsI HE OKa3bIBAIOT CYIIECTBEHHOTO BIHSHHS HA TPAHYJIOIUTOINOI3 M TPOMOO-
UTON093. TeM He MeHee KPOBOIYCKaHHSI OKa3bIBAIOT MOJIOKUTEIBHOE BIUSHUE HA pa3Mep celie-
3€HKH, [TOKa B HEH HE Pa3BUBACTCS MUEIOHMIHAS MeTaruiasus. B To jxe BpeMsi OHM Majio BIIHSIFOT
Ha KOXHBIN 3yJl U SPUTPOMEINIAJITHIO, HE MPETSATCTBYIOT MOSIBICHHUIO S13B B JKEJIYIKE W BEHAIIIA-
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TUIIEPCTHOM KHUIIKE, a Takke runepypukeMuu. [103Tomy Bce 3TH COCTOSHUS HYKJAIOTCS B LIUTO-
penykTuBHOM Tepanuu. OCHOBHOMH 3a/1auell KPOBOITYCKaHUM SIBISETCS CHUKEHUE JO HOPMaJIbHbIX
Qp ypoBHS TeMaTOKpUTA U reMoIoOnHa, T. €. 10 45 % u 140 — 150 r/n1 coorBeTcTBeHHO. JIeued-
HbIE€ KPOBOITyCKaHUs IPoBOIAT B 00beme 500 mi ¢ yactoroit 1 pa3 B 2 unu 3 1HS B 3aBUCUMOCTHU
OT TOr0, HaXOAUTCS OONBHOM B CTallMOHApPE WM JIeuuTcsi amOynatopHo. [Ipu 3Tom mioxo nepeHo-
CSIIIIMM KPOBOITYCKaHUS MOKUIIBIM OOJBHBIM pa3oBasi 103a yaasieMOi KPOBU MOXKET ObITh YMEHb-
mreHa 710 350 M1, B TO BpeMsi KaKk HHTEPBAJIBI MEXAY SKCHY3UsAMU JenatoTcs auaaee. Kpome toro,
JUIsE OOJIETYeHUsT KPOBOITYCKAaHUN M MPOQPHIIAKTHKH TPOMOOTHYECKUX OCTIOKHEHUH TaKuM 0OJIb-
HBIM TIPOBOAAT KypCHI Jie3arperanTHoil Tepanuu. OOBIYHO OHM HAYMHAIOTCS TIepel HadyaJloM Kpo-
BOIYCKaHUH, a 3aBEPIIAIOTCS Yepe3 JBE HEAEIU MOCIIE OKOHYAHUs 3TOoro jeyeHus. CrangaprHas
71032 aleTHUIICATUITMIOBON KUCIIOTHI cocTaBisieT 0,2 — 0,3 1/meHb, XOTS B TPYIIE MOBBIIIEHHOTO
pucKa oHa MOXeT ObITh yBenmdeHa 1o 0,5 r/cyt. B momonHeHne K 3TOMy HENOCPEACTBEHHO Tepe/T
KPOBOITYCKaHHEM PEKOMEHIyeTcsi BBeCTH 00iapHOMY 400 MII pEOTIONUIITIOKMHA, @ B KYOUTaJIbHYIO
BeHY Jipyroit pyku uepe3 unty Jdrodo 5000 EJ] remapuna.

B coBpeMeHHBIX YCIOBHUSIX KPOBOIYCKaHUS MOTYT OBITh 3aMEHEHBI 3PUTPOLUTO(EpE30M.
st aToro y 6onbHbIX 3a0uparot 1000 — 1400 M1 5pUTpOKOHIIEHTpATa, BO3BPAIIAIOT IIJ1a3My, a ya-
JICHHBIN 00BEM SPUTPOLIMTOB 3aMEILAI0T U30TOHUYECKUM PACTBOPOM XJIOpUa HATPUs U PEOIOIH-
IIIOKUHOM. YTO KacaeTcst uucia TakuX MPoLEeayp, OHO 3aBUCHUT OT UCXOJTHOTO 00beMa LIUPKYIUPY-
IOLIUX DPUTPOLIUTOB, HO, KaK ITPaBUIIO, HE IPEBbIIIAET ABE. HakomneHHbIN ONBIT IOKA3bIBAET, YTO
SPUTPOLUTO(EPE3 XOPOIIO MEPEHOCUTCS OOIFHBIMU, 2 HOPMAJIM3AIH MTOKa3aTeseil KpOBH COXpa-
HSIETCSl B TEUEHUE rofia. 37ech He0OXO0UMO OTMETHUTh, YTO HU KPOBOIYCKaHHUs, HU 3PUTPOLIUTO-
(epe3 He CrOCOOCTBYIOT YMEHBIICHUIO B KPOBH YHUCIIA JISHKOIIMTOB U TpoMOonuToB. [losTOMy MX
HapacTaHue SBJISIETCS OIHUM U3 MTOKa3aHUM K HA3HAUEHUIO HUTOCTAaTUKOB. [10 3aBepiienun neue-
HUS, IPOJOKUTEIBHOCTD KOTOPOTO y Pa3HbIX OONBbHBIX BapbUPYET B OONBIINX MIpesenax, IPoBO-
JSIT KOHTPOJIBHBIE aHATIU3bI KPOBHU € yacToToi 1 pa3 B 4 — 6 Hex.

[Ipenaparom BeIOOpa npu Hasmuuu y 601pHBIX WIT BEIpaKEHHOTO JIEMKOIIMTO3a  TPOMOO-
IIUTO3a MOXKET OBITh TMPOKCUMOYEBUHA. [ MHAYKIMHY PEMUCCUH ATOT Ipernapar Ha3Ha4aroT B
IBa rmpuema Hatomiak B jgo3e 30 mr/kr u nedar B TedeHue 1 — 2 Hen. [lo Mepe CHIDKEHHS yuciia
TPOMOOIIMTOB U JICHKOLMTOB CYTOYHYIO /103y YMEHBIIAIOT 10 15 Mr/kr u newar eme 2 — 4 Hex.
[locnenyromas noaaepkuBaroias 103a (B 3aBUCUMOCTH OT KapTUHBI KPOBH) JT0JKHA ObITh 0,5 —
1,0 r/cyT. [Ipu 3TOM HOpMaIH3aMK TEMOTTIOOMHA ¥ TEMAaTOKPHUTA TOCTHTAIOT IKC(Y3UIMU KPOBH.

HIupoxoe npumenenne npu jnedeHnn MI1 Haxomut takke a-untepdepon. Bo-nepsbix, a-
UHTEPPEPOH HEIIOXO MOAABISAET MAaTOJIOTHYECKYI0 Mponudepanuio U He 00JIagaeT JIeHKO30TeH-
HBIM JielicTBUEM. BO-BTOPBIX, KaK U TUAPOKCUMOYEBUHA, OH CYIIECTBEHHO CHUXKAET MPOIYKIUIO
TpoMOOIIUTOB U JieHKOoIHUTOB. OCOO0OT0 BHUMAHMSI 3aCTy>KUBAE€T CHOCOOHOCTH 4-uHTEepdepoHa
YCTPaHATh KOKHBIH 3y/1, 00yCIOBICHHBII MPHUEMOM BOJHBIX Tporieyp. OObaHO AP PEeKT Tepanuu
a-uHTEpPEPOHOM HACTyMaeT yepe3 3 — 8 Mec. Mmocye Hayasa JeYeHHsI, HO OBICTPO HUBEIUPYETCS
II0CJIE €70 OTMEHBI.

Kpome nuTocrarnyeckux mpenaparoB U 4-UHTEpPEepoHa CIIOCOOHOCTHIO CHUXKATh KOJUYe-
cTBO TpoMOoLUTOB y 60bHBIX M1 Hanenen anarpenua. OgHaKo OH IUI0XO IEPEHOCUTCS U IO3TOMY
AKTUBHO UCIOJIB3YETCS TOIBKO B CIy4Yae OCTPOH HEOOXOIUMOCTH OBICTPO CHU3UTH YPOBEHBb TPOM-
OOLMTOB, HAIPUMEP, Y TOTOBSIIMUXCS K ONEpaluy OOIbHBIX.

Baxnoe mecto B nedennn UII 3aHnmaer mpoduiaakTHKa COCYIUCTBIX OCIOKHEHUH. J[s
CHIDKEHHUSI pUCcKa TpomM0030B Haubosiee mpuemiieMa aleTwicaiuinuioBas kucinora. OnHako ee
IPUMEHEHUE CBS3aHO C HapacCTaHHEM YIPOXKAIOUIMX KpoBoTeueHUH. UTOOBI HE AOMYCTUTh ATUX
COCYIUCTBIX KaTacTpo(, MakcUMajbHasi CyTOUHas /103 alleTUIICAIULIUIIOBOM KUCIIOTHI HE 10JIKHA
npesbiiiath 40 Mr. B ciryyae pa3Butusi TpoM0030B 7032 alleTUIICAIULUIOBOM KUCIOThl YBEIUYHUBA-
ercst 10 0,5 — 1,0 r/cyT. OMHOBPEMEHHO € 3TUM Ha3HAYAIOTCSl MUHHU-J03bI TeTIapHHA, a eIIle JTyJlle
— (ppakcumapun. Ecnm ke peds umer o TpoM003ax KU3HEHHO BAaYKHBIX COCY/IOB, MPUBOISIINX K

86



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

UH(papKTy MUOKap/a, UILIEMUYECKOMY MHCYJIBTY WM TPOMOO3y IyOOKHX BEH Oelpa, MokazaHa u
TpoMOonauTHueckas tepanus. Yacto npakrtukyemoe npu NI Ha3HaueHne nusiBOK B 1IEJIOM MaJlo-
3¢ (}eKTUBHO, B TO BPEMs KaK HEPEIKO OCTIOKHSIETCS aJlFIEpPrUueCKUM JIEPMAaTUTOM.

JleueHne MUKpPOLMPKYJIATOPHBIX COCYAUCTBHIX OCIOXKHEHUM THUIA SPUTPOMETIAITUHU, CTEHO-
KapJIii U MUTPSHH OCYIICCTBIISIOT alleTHICAIAIIMIOBON KucioToi B mo3e 0,3 — 0,5 r/cyT, a npu
HaJIMYUU IPOTUBONOKA3aHUM K HEW — U APYTUMHU Jie3arperanTaMu TpoMoouuToB. Eciu spurpome-
JaNTHS OCIIOKHSIETCS TPOMOO30M MEJIKUX COCYHOB, HCIIONB3YETCS aMITy Tallks TaJIbIia.

C npyroii cTOpoHbI, BCTPEUAIOLIUECS M1OCIIE IKCTPAKIUU 3y0a KPOBOTEUEHUS, €CIIM OHU HE
CBSI3aHBI C IPUEMOM alETUIICATUIIMIIOBON KUCIOThI, OOBIYHO OBICTPO OCTaHABIMBAIOTCS, & B IIPO-
THOCTHYECKOM IIJIaHe Jaxe OnaronpusaTHbl. KpaiiHe omacHbl y HeJeYeHBIX OOJNBHBIX Pa3InYHbIC
olepaTUBHbIE BMEIIATENbCTBA B IJIAHE BOSMOXKHOCTU BO3HUKHOBEHUS! CMEPTEIbHBIX T€MOpparu-
YECKUX WM TPOMOOTHUECKHX OCJIOKHEHUH. [103TOMy milaHOBBIE ONEepaTUBHbIE BMEIIATEIHCTBA
KpaiiHe Ba)KHO IPOBOJUTH B NIEPUO/IE PEMUCCHH, & CPOUHBIE — TOJIBKO MOCJIE TIIATENbHON MOAT0-
TOBKH OOJIBHOTO € TIOMOILBIO KPOBOITYCKaHUI U CBEXKE3aMOPOXKEHHOH M1a3Mbl. ECTECTBEHHO, UTO
y TakuX OOJIbHBIX JJOJKHA OBITh CBOEBPEMEHHO OTMEHEHA alleTUIICAIUIIUIIOBAs KUCI0Ta (0OBIYHO
3a 7 qHEH 1o onepanum), a Npu HaJIMYUU BBICOKOTO TPOMOOIIMTO3a Ha3HAU€Ha Tepanus TuAPOKCH-
MOYEBHHOM B CyTOYHOH 703€ 2 — 3 T B KOMOWHAIIMH C KPOBOITYCKAaHHSIMU WITH SPUTPOITUTOPEPE30M.

Y GOJIBHBIX C TUIIEPYPUKEMHECH TPUMEHSIIOT aJUIOIYPUHON B cyTouHOH 03¢ 300 Mr — 1 1.B-
TOXEBPEMs 1Sl IPOPUITAKTUKY TUIIEPYPUKEMHH Ha 3Talle IUTOPETyKTUBHON Teparnuy JOCTaTOYHO
naBarh autonypuHoi B 1o3e 100 — 300 mr/cyT.

JleueHune MOCTIPUTPEMHUUECKON CTa MK 3a00ICBAHHUS UMEET CBOM 0COOCHHOCTH. [1pH MOBBI-
IIEHHOM KOJIMYECTBE TPOMOOIIMTOB M JIEHKOIIMTOB, a TAK)KE IMPOTPECCHPOBAHHMH CIUICHOMEra-
JIMH TIOKa3aHbl THIPOKCHMOUYEBUHA U 4-UHTEPPEPOH, IPUYEM TOCICTHIA U3-32 MEHBIIEH Orac-
HOCTH Pa3BUTHsI OCTPOroO JIeHKO3a Ha 3TOM 3Tamne npeanodyrurensHee. [lpu mporpeccupyromem
pocTe cene3eHKH, HapsiLy ¢ THAPOKCHMOUYEBUHON U 4-MHTEP(EPOHOM, HCIIOIB3YIOT U 00Ty4YeHHE.
Onnaxko 3¢ ek Takoi Tepanuy He MPEBHIACT 7 MEC., @ BEPOATHOCTh TPAHC(HOPMALIUU B OCTPBIN
JIe¥iKo3 noBbIIIaeTcs. JleueHne aHeMU4eCcKOro CUHAPOMA Y OOJIbHBIX C IOCTIPUTPEMUUYECKON MHe-
JIOUTHOM MeTaruIa3uen cene3eHKH U MUET0(hUOPO30M TOXKIECTBEHHO TAKOBOMY ITPH MIMOTIaTHYE-
ckoM muenodudpose. B ciydae mossBIeHUS TeMOIUTHYECKOTO KOMITOHEHTa aHEMHUU MOYKET OBITh
OTIpaBJaHHA U CIUICHAKTOMHUs. BMecTe ¢ TeM IMpOBOAUTH CIICHIKTOMUIO M3-3a TPO3SIIUX OOIb-
HOMY COCYAMCTBIX OCJIOKHEHUH clleyeT KpaliHe ocMoTpuTenabHO. YTto kacaercs seuenus OHJLL,
BO3HUKAIOIET0 Yy JICUEHHBIX UTOCTaTUKaMu 001bHBIX I, OHO mpoBOAUTCS B comlacuu ¢ paHee
PacCMOTPEHHBIMU MPUHLUIIAMY TEPAIIUH OCTPBIX JIEHKEMUH.

IIporuo3. O6mas npoaomHKUTeTLHOCTS Xu3HU Tipu MIT Moxet mocturars 10 u Gonee e
OCHOBHO¥ MPUYMHOM CMEPTHU BBICTYTIAIOT PA3JIMYHBIE COCYAUCTHIE OCTI0XKHEHUsA. Y 20 % 001bHBIX
pa3BuBaeTcs MuenopuOpo3 ¢ BTOPUUHONW KOCTHOMO3TOBOW HENOCTATOYHOCTHIO M BBIPAKCHHBIM
JKCTPaMETYJUIIPHBIM KPOBETBOPEHUEM B cele3eHKe U nedeHu. HebnaronpusTHoIMU MPOTHOCTH-
YeCKUMH (pakToOpamMu B OTHOIIEHUH BO3MOXKHOCTH TpaHchopmanuu I B ocTpslii neiiko3 cunTa-
IOTCSI HEOOBIYHO BBICOKMI MCXOJHBIN YPOBEHb reMOINIOOWHA, @ TAK)Ke MCIIOJIb30BaHHUE JJIST KOP-
PEKLIMU TeMOI033a BYX U 00J€€ INTOCTAaTUKOB, BKIIIOUYAs! PEIKO UCIOIb3YEMbIM paoaKTUBHBIM

docdop.
NMepBUYHLIN Muenochpnodpos
Onpenenenue. [Tepeuunbtii Muenopuodpo3 (IIM®), unu muenopudpo3 ¢ MESTIOHTHON MeTa-
IUTIa3KeH, — 9TO KIIOHOBOE MUENIOTPOIH(epaTuBHOE 3a00I€BaHNE, XapaKTEPHU3YIOLIeeCs XPOHUYE-

CKHUM TEUEHHMEM C MPEHMYIICCTBEHHBIM pa3pacTaHHEeM MErakapUOIMTAPHOTO POCTKA U OTCIOIA
paHHHUM pa3BUTHEM MHEI0(GUOPO3a M 0CTEOMHEIIOCKIIEPO3a KOCTHOTO MO3I'a, TPEXPOCTKOBOH Mue-
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JIOUTHOM MeTarIa3ueil CeNe3eHKH U JICHKOAPUTPOoOIacTHIecKoi KapTHHON KpoBU. OH BCTpeya-
etcs ¢ yactotoit 0,4 — 0,6 na 100 000 nHacenenus. Cpenuuii Bo3pacTt 601bHBIX 60 JIET.
Jtnonorusa u narorene3. [Ipuunnsl [IM® no xonna He scHbl. Cpeau BO3MOXKHBIX 3THO-
JOTHYECKUX (PaKTOPOB pacCMaTPUBAIOTCS HEOIAroNmpHUATHBIC (GAKTOPhI BHEIIHEH CpPe/Ibl, BKITIOYast
paauanuio, Jpyrue NoTeHIUalbHbIe MyTareHbl, a TAK)KE€ TeHETUYECKUE OCOOCHHOCTH MallMEHTOB.
[lon BAMSHMEM 3TUX WIM KaKUX-TO JIPYI'MX, IOKa HEM3BECTHBIX, (PaKTOPOB B KIIETKaX-Ipelie-
CTBEHHHKAaX reMornod3a 4yactu 00nbHbIX [IM® BO3HHKAIOT TOYEYHBIE MyTaIlMH B T€HAX THPO3HMH-
KWHa3, UIMEIONINX OTHOIIEHHE K HOPMaJIbHOMY (DYHKIIMOHUPOBAHHIO KJIETOUHBIX PELIENITOPOB, U B
YaCTHOCTH K aKTUBalMU curHanbHOro nytd STAT. OqHa U3 3TUX TOUEUHBIX MYTallUi MPOUCXOAUT
B reHe Janus-kuHasel 2 (JAK?2), 94To npuBOAMT K 3aMEeHE B HEl BalMHA Ha (PEHUITAJIAHUH B ITOJIO-

xeHuu 617, 4To KoaupyeTcs Kak JAK2V®!'F Ona Gomblue cBoiicTBeHHA KIIeTKaM GOIBHBIX Hil,

HO BcTpeuaetcs Takxke y 40 % OGonpHbix [IM®. B utore koHTponupyemoe JAK2 VO17F kpnasoit
cemetictBo OenkoB pu ABL-BCR-HeraTuBHBIX XpOHHYECKUX MUETOTPOTH(EpaTUBHBIX 3a001e-
BaHUsAX akTUBHO ¢ochopmmupyercs (Bousquet E. [et al.], 2006; Levine R. L., Wernig G., 2006;
Lippert E. [et al.], 2006; Speletas M. [et al.], 2006). B cBoro ouepenb, 3T0 CIOCOOCTBYET yCH-
JICHUIO KJIETOUHBIX 3 (HEKTOB 3pUTPONOITHHA U TPaHYIOUTapHO-MaKkpodaraasHoro Gakropa Ha

KJIETKU-IIPEIIECTBEHHUKH SPUTPOIIO33a U TPAHYIOLMUTONO033a Yepe3 CUCTEMY JAK2VO'F_STAT
(cM. 1B. BKIL., puc. 5.23). IIpu Ipyrux OTKPBITHIX HEaBHO TOYEYHBIX MYTAIUSX, CBOMCTBEHHBIX
[IM® u 3T, no ne UII, nporcxoaut 3ameHa HykjaeoTuaa B 515-i mo3UIIMKM TreHa TUPO3UHKUHA3BI
peuentopa Tpomoonostuna c-MPL (W515L u W515K), uto npu nelictBuun Ha peuentop TpomMOo-
MO3THHA YpeBaro ype3MepHou akTuBaruei curnaiabHoro mytd STAT (Lasho T. L. [et al.], 2006;
Moliterno A. R. [et al.], 2006; Pardanani A. D. [et al.], 2006) co BceMu BBITEKAIONTUMHU KIETOY-

HBIMH U KIMHUYECKUMHU NpOsiBIeHUIMU. HemaioBaxXHO U TO, 4TO y HEKOTOpBIX OosbHBIX [IM®

TOYEYHBIE MyTalUU MPLWIBLVK JAK2V617F MPEJCTaBICHHI B KIeTKaxX ogHoBpeMeHHO (Lasho

T. L. [et al.], 2006). Hakonern, HegaBHO OBUIO MOKa3aHO, YTO y 0onbHBIX [IM®, Tak ke Kak mpu
HNII, npoucxoaut MoBbIILIEHHAs 3KCIIPECCUS JIOKAIM30BaHHOIO Ha 19-if xpomocome rena PRV-1
i NB1, orBercTBeHHOTO 32 3Kcnpeccuto antureHa CD177 (Griesshammer M. [et al.], 2004).

W3 3TuX AaHHBIX BUIHO, YTO B MOCJIEIHHUE TOABI MOJEKYIApHBIE OHonoru, nzyyasime Ph-
HeraTHBHbIE MUenonponudeparuBHbe 3a00€BaHus, CACTAIN PE3KUN PHIBOK Brieped. B uacTtHo-
CTH, OHU BBISIBUJIH PsiJl BaXKHBIX TOBPEKICHUN T€HOB, CBSI3aHHBIX C MPOXOXKACHUEM UH(OpMAIUU
Yyepe3 perenTopbl HMTOKWHOB M TPAHCIIOPTHBIE BHYTPUKIIETOYHbIE MyTH. [10CKOIBKY YacTh 3TUX
MOBPEXICHHUI 0Ka3aIMCh OOLIMMHU, 3TO JaeT Xopolee 00bICHEHHE KaK CXO/ICTBY, TaK U OOJIBLIOMY
Pa3HOO0PA3UI0 PEAKITHI IPUTPOTI0I3a, TPAHYIOLUTON0A3a U TpoMmbonuTonod3a npu Ul [IM® u
OT.

Kak u nmpu UII, naronornyeckuii nponecc npu IIM® HaunHaeTcs B 01HOM KJIETKe-IIpEIIe-
CTBEHHHUKE MHEJIOMN033a, KOTOpasi UMEET BO3MOXKHOCTD JJIsi CAMOBOCIIPOM3BOJICTBA U M30MpaTeb-
HOW U depeHIIMPOBKN B METaKapHOIMTON033. B pe3ynbrare y Takux OOJBHBIX Hapsdy C TPOM-
6orTamMy HaOJIIOAETCS YBEIUYCHUE COIEPIKAHUS U JIGHKOLUTOB, H, PEXKE, JPUTPOLIUTOB.

Hecmortpst Ha neiiko3Hyro npupoay, odpasyromuecs npu UM® merakapuouuTsl U TPOM-
OOLIMTHI HE YTPAUUBAIOT CBOEH CIIOCOOHOCTU K CHHTE3Y TPOMOOIIMTAPHOTO POCTOBOTO (hakTopa.
Iocnennuii ke pe3ko akTUBUPYET POCT (huOPOOIACTOB, a TAKXKE MPOLYKIIHIO MU OOJIBIIOTO KOJIH-
YeCTBa PETUKYIMHOBBIX M KOJUIAT€HOBBIX BOJIOKOH, KOTOpBIE U (HOPMHUPYIOT MUETOPHOPO3 (CM.
LB. BKIL, pucC. 5.24). Takum 00pa3om, O OTHOLICHUIO K IEPBUYHOMY J1€(DEKTY CTBOJIOBBIX KJIETOK
Muenopuodpo3 BropuueH. Bmecte ¢ TeM, cykas miamngapM KOCTHOMO3TOBOTO KPOBETBOPEHHUS, OH
CO3JaeT peajbHYI0 OCHOBY Ui ()OPMHPOBAHUS OYAroB SKCTPAMEAYUIIPHOTO KPOBETBOPEHHUSI, B
YaCTHOCTHU B CEJI€3CHKE, IeUYeHHU U pexe B tuMpoysnax. [IporpeccuBHoe yBenuueHue pasmepon
CEJIE3eHKU CIIOCOOCTBYET aHEeMHU3aluu OONbHBIX. B TO jke BpeMsl aKTUBHBIA IeMOII033 B MIEYCHU
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MOYKET IPUBECTHU K IOPTAJIbHOM TUIIEPTEH3UH, PACIIUPEHHIO BEH MUIIEBOAA U K IEUEHOYHOU HEJ0-
CTaTOYHOCTH.

Kaunnyeckasi kapruna. [lepBuunsiii MuenohuOpo3 vaiie BCEro BBIBISECTCS CIYYaiHO
10CJIe HEMPEAHAMEPEHHO C/EJIaHHOTO aHaIM3a KPOBU WM CIy4altHOro oOHapy»KeHUs HEMOTUBHU-
POBAHHO YBEJIMYEHHOH cesie3eHKU. OCHOBHBIE K€ )kalloObl Ha €1a00CTh, YTOMIISIEMOCTb U JIUC-
KOM(}OPT B )KMBOTE MOSABISAIOTCA MO3HEE C NPUCOEANHEHUEM aHEMUH, MOBBILIIEHHOIO pacraja
W3JIMIIHE MTPOU3BOAMMBIX JIEMKO3HBIX KIIETOK M HApaCTAIOLIMM YBEIMYEHHEM pPAa3MEPOB Celle-
3CHKU.

Kpome Toro, Moryt HabmonaTbesi MOXyAaHUe, OTCYTCTBHE alleTUTa, MePHOINIESCKIE OOTH
B )KUBOTE, CBSI3aHHbIE C UHPAPKTaMHU CEJIE3EHKH U IEPUCTIIICHUTOM, OJIETHOCTh KOXKHBIX TOKPOBOB
U CIIM3UCTBIX, YBEIMUEHHUE NTeueHU. Pexe BCTpeuaroTcst apTpaliruu, 00Ju B KOCTAX, HETIEPEHOCH-
MOCTb JKaphbl, JINXOPAKa, KPOBOTEUEHUS U3 CIU3UCTBIX KEIYyJOYHO-KUIIEYHOTO TPAKTa, OTEKU U
aCIIMT.

JlaboparopHnasi nmarHocTuka. B Hauane 3a06o1eBaHNs ypOBEHb T€MOINIOOMHA KPOBU MOXKET
OBITh HE M3MEHEH WIN Ja)ke MoBbIieH. [lo31Hee pa3BuBaeTcs aHeMUs pa3HOM CTETIEHU BbIPAXKEH-
HOCTH. XapaKTepeH BbIPAKEHHBIH NOMKWIOLUTO3, NOJUXPOMa3Hs, HAIUYUE B KPOBU MOBBIIICH-
HOTO KOJIMYECTBA PETUKYJIOLUTOB, KAIUIEBUIHBIX MONKUIOLUTOB U HOPMOOJIACTOB (CM. IIB. BKIIL.,
puc. 5.25). Co cTopoHb! 6€510i1 KpOBU PErUCTPUPYETCSI HEMOTUBUPOBAHHBIN JIEHKOIIUTO3 C BbIpa-
YKCHHBIM CJIBUTOM JICHKOIIUTAPHOU (hOPMYIIBI BIEBO, KaK ITPHU XPOHUIECKOM MHeTojeliko3e. Upes-
BbIUYAlHO XapaKTepHa TPOMOOIMTEMHUS, XOTS Y HEKOTOPBIX OOJIbHBIX MOXET ObIThb U TPOMOOLIU-
ToneHus. M3 pe3ynpTaroB OMOXMMHUYECKUX aHAJIN30B 3aCIyKHUBAa€T BHUMAaHMsI BBICOKUN YPOBEHb
MOYEBOM KHMCIIOTHI U JIAKTaTAETuAporeHasbl. [lyHKTaT KOCTHOrO MO3ra HOJIYy4YUTh TPYAHO, a B TPE-
MaHaTe BBISBISIFOTCS OOIIUPHBIC MO GUOpPO3a M OCTEOCKIepO3a.

JAuarno3 u qu¢gepeHuuaabHbIii AMaruo3. Meicias o [IM® nomkHa BO3HUKATH y Bpaya
IPYU HAJIMYUU Y TOXKUIBIX OOJbHBIX HEMOTHUBUPOBAHHO YBEJIWYEHHOM, IJIOTHOM CENE3EHKH, YTO
COTIPOBOXK/IAE€TCSI BHIPAXKEHHOW JICMKOIPUTPOOIACTUUECKON peakiuell KPOBU U yBEJIMUCHUEM B
Hell TpoMOouuToB. [lonTBEpKIaI0T 1MAarHO3 OTMEUEHHBIE BBIIIE JaHHbIE TPEIaHOOMOIICUU, BEPU-
¢unmpyronme MueaoGuopo3 U 0CTEOCKIepo3. B ommdre oT XpoHUYeCcKoro Muenosneiko3a, mpu
[IM® yposenp menounoi (ocdarassl B HEUTpO(UIAX TOBBIIIEH, a MPH IUTOTCHETUYECKOM
MCCIICIOBAHNH KJIETOK KPOBH MJIM KOCTHOTO MO3Ta He BhIsBIIsieTcs: Ph-xpomocoma. Hakonen, npu

MOJIEKYJIIPHOM HCCJIEJOBAaHUHM MOTYT ObITh OOHapy>keHbI MyTaru JAK?2 VOITE yma MPL WA 1Y
K, KOTOpBIE KiIeTKaM 00JbHBIX XMJI He CBOWCTBEHHBI.

[Ipumep hopMyanpoBKH JUarHo3a:
[lepBuunsblit Muenoguodpos. Cruienomeranus. [enaromeranus. AHemusl.

Jleuenne. OntumanbHble criocoObl jeueHus: [IM® eme He paspaboransl. [Ipu Hammunun
KJIMHUYECKHUX MPOSBICHUH MOKa3aHa Tepanusi THIPOKCUMOYEBUHOM, aJKUINPYIOIIMMU COEANHE-
HUSIMH 1/uian uHTEepdeponoM. CTaHAApPTHO HMCIIONB30BAHHBIE XUMHOTEPAIIEBTUUYECKUE PEKUMBI
BKJTIOUAIOT YMEHBIIIEHHBIE J03bI MHenocana (2 — 4 mr/nens), 6-tuoryanuna (20 — 40 mr/nens) u
KoMOuHarmu xinopOyTtuna (15 Mr/nens) ¢ npenauzononoM (30 Mr/neHsb), KOTOpBIE, KaK MIPAaBHIIO,
IPOBOJSATCS MPEPHIBUCTBIMU TPEX- U YEThIPEXHEAEIbHBIMU KypcaMu. C OHOM CTOPOHBI, TaKas
Teparnus MOXET CIIoCOOCTBOBaTh OTYETIMBOMY YMEHBUICHHIO Pa3MEpPOB CEJIE3EHKH U BBIPAXKECH-
HOcTH (pUOpPO3a KOCTHOTO MO3Ta, C JPYTOi — CHUIKEHHUIO B KPOBH JICHKOApUTpoOIacTo3a u heHo-
MeHa KaruIeBHIHOCTH 3PUTPOIUTOB. OCOOSHHO IMOJIe3HBIM areHTOM 1pH jicdeHur MM ® cunraercs
rugpokcumoueBrHa (0,5 — 1 r/cyT), KoTOpast He TOJIBKO CMSTYAeT BBIPAKEHHOCTD JICHKOIIMTO3a H
TPOMOOLIMTO3a, HO U YMEHbILIAET MErakapuouuTapHble HapyeHus. OHaKo B X0O/1€ JIEYEHUs TU/-

POKCUMOYEBHMHOM YHUCIO TPOMOOIUTOB KelaTeabHO He yMeHblarh Huxke 100 % 10%/n, a uncro

JIEUKOIIUTOB — HIXKE 3 % 10°/m.
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Jpyrum HanpaienueM B yiedueHuu [IM® sBasercst tepanus 4-uHTEpHEPOHOM, KOTOPBIN
00b9HO HazHavaeTcs B 03¢ 3 miuH ME 3 — 6 pa3 B Hememto. [Ipu moctrmxkennn ddexra 60I1b-
HBIX WIH NEPEBOAAT HA MOAJAEP’KUBAIOLIYIO TEPANUI0 YMEHbIIEHHBIMU JI03aMU Mpenapara, Win
UCTIONIB3YIOT OoJiee pe/ikoe ero BBeZeHre. HakomIeHHBIH OIBIT MOKa3bIBaeT HECOMHEHHYIO 3 dek-
TUBHOCTbh TaKOW TEpaluy B OTHOLIEHUHM TPOMOOLIMTO3a U JIEWKOLIMTO3a, HO HE KOPPEKIUU aHe-
Muu, natoreres koropoit npu [IM® crnoxen. Cpeay BO3MOKHBIX TATOT€HETHUYECKUX MEXaHU3MOB
aHeMuu QUTYpHUPYIOT: a) Hed(h(HEeKTUBHBIN 3PUTPOII033; 0) TEMOTMITIONNS; B) ACPHIINT JKele3a; T)
nepunut onueBoit kucnoTel. Eciu anemust o0ycrnosneHa Hed(h(hEeKTUBHBIM SPUTPOIIOIZ0M, TTOKa-
3aHBI aHAPOTEHBI, B YACTHOCTH OKCUMeETaIIOH 110 200 Mr/cyT, durrookcuMecTepoH o 30 Mr/cyT wim
TecTocTepoH sHaHTaT o 600 Mr BHyTpuUMBIIIeUHO | pa3 B Heneno U pekopMoH. [IpoTuBomnokasa-
HUSIMU K Ha3HAY€HHIO aHAPOTEHOB SIBJISIFOTCS] IEPEHECEHHBIN renaTuT U U3MEHEHUE MoKa3aTeen
(YHKIMOHATBHBIX P00 TICYCHH.

[IpuHnMaeTcs BO BHUIMaHUE TaK)Ke HEXKENATEIbHBIN /IS )KEHIIWH BUPWIM3YIOMIHN 3P PEeKT
annporenoB. Ecim anemus 00ycioBieHa AepUInTOM jkenne3a, Ha3HAYaroT Iperaparsl xemnesa (cop-
oudep, dpenronsc, manprodep). Ecnm oHa HOCHT MaKpOIUTAPHBIN XapakTep, Ha3HAYArOT (oHe-
BYIO KUCJIOTY. B TO ke Bpemsi reMOMIIIOLIMOHHAs aHEMHUSI B TEpaIUU HE HyK1aeTCs.

[IpuHuunuanbHO HOBBIE BOBMOXKHOCTH il JieueHus: [IM® mosiBunmucek ¢ pa3paboTkoi u
BHEJIPCHNEM B KIIMHUYECKYIO MIPAKTUKY MHTHOUTOPOB MyTHpoBaBiiero rena JAK2, B yactHocTH
PYKCUIUTHHMOA, C IOMOIIBI0 KOTOPOTro (ITyCTh U HA BpeMsl) yAaeTcs yCTpaHuTh npucymue [IM®
CIUIEHOMETAJIMIO ¥ renaroMeranuio. XoTs 3ToT 3((eKT BpeMeHHbIH, HO B KOMOMHAIMKU C Habupa-
fouteil cuibl npu sedeHuu [IM® annoTI'CK nmpenapar no3BosisieT Nony4uTh 00HAAEKUBAIOIINE
pe3ysabTaThl IPU 3TOM HanboJsiee HeOIaronpusTHOM BapuaHTe Ph-HeraruBHOro XpOHU4ECKOro Mue-
JONPOIUQEPaTUBHOTO 3a00JICBAHUSI.

IIporno3. HecMoTpsi Ha MPOBOAMMYIO TEparnuio, OOJBUIMHCTBO OOJbHBIX YMUPAIOT B TEUE-
Hue 3 — 5 5ieT, B TO BpeMs Kak HekoTopsle kuByT 10 ner u 6onee. Tpanchopmaius B OCTpbIit
HenuMpooOnacTHeIN Jelko3 ciayyaercsa y 10 — 20 % OGonpHbiX. [Ipornoctuyecku HeOmaronpusT-
HBIMHU (PaKTOPaMU CUYUTAIOTCS: TIOXKHIIONW BO3PACT, HATMYME B KAPUOTHUIIE KIIETOK C M3MEHEHHBIMU
XpOMOCOMaMH, HU3KUI YPOBEHb FeMOITIO0MHA U TPOMOOLIUTOB.

AcceHunanbHasa TpoméouutTemMmus

DccennuanbHas Tpomoonuremus (OT) — camoe peakoe 3a001eBaHUE U3 TPYIIITBI MUEIOPO-
mudepatuBHOTO cuHAPOMa. OHO BCTpedaeTcss MPHOIM3UTEILHO OMHAKOBO Y MY>KYUH H KCHIIUH
c wacroroii 0,1 Ha 100 TeICc. Hacenenwus. s DT, mpexe Bcero, XapakTepeH TPOMOOIIUTO3 C YBe-

JAMYeHHeM 4ucia TpomooruToB 10 600 % 10%/1 u BBIIIIE, TOBBIILIEHHAs KIETOYHOCTh KOCTHOIO
Mo3ra ¢ nponudepanueit Bcex pocTKOB KPOBETBOPEHUS, HO ¢ IPEUMYIIIECTBEHHOM THIIepIlIa3ueit
HEPEIKO aTUIMYHBIX METaKapuOLUTOB. YPOBEHb IenouHoN (ocdarassl B HelTpodunax npu T
HOpMalbHBIN WK noBbimeH. OtcyTcTByeT Ph-xpomocoma u BCR-o0men. [lns OT takke maino-
XapaKkTepHBb! BBIPAXKEHHAs CIUIEHOMErajaus u Muenopuopos. 3aboneBaHue BIEpBbIE OMUCAHO B
1934 1. Onmreitnom u béne. Cpennsas meanana 3aboneBaemoct 50 — 60 net. Cemelinble cirydan
HE BCTPEYAIINCH.

JTHoJI0rus U narorene3. [IpuunHb! TpoMOOLIMTEMUH 10 KOHIIA HE ACHBL. Kak mpu apyrux
Ph-HeratuBHBIX XpOHUYECKUX MHENONponudepaTuBHBIX 3a00J€BaHUAX, B OCHOBE MaTOreHes3a y
gactu 601bHbIX DT (20 %) nexaTt ToueuHble MyTallMM B TeHAX TUPO3UHKHUHA3, UMEIOIIUX OTHOIIIE-
HUE K HOpMaJIbHOMY (DYHKLIMOHUPOBAHHIO KJIETOYHBIX PEIETITOPOB, U B YACTHOCTH K aKTHUBAIUH
curHanpHOro mytd STAT. OnHa U3 3TUX TOYEUHBIX MyTalMil MPOUCXOIUT B T€HE Janus-KMHAa3bI
2 (JAK2), yTo mpuBOIUT K 3aMEHE B HEW BaJIMHA HA (CHHIJIATAHUH B MOJIOKEHUH 617 U Koaupy-

ercst kak JAK2Y®'7F. B urore KOHTPOJINPYEMOE JAK2VO!F cemeiictBo Genkon npu ABL-BCR-
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HETaTUBHBIX XPOHUYCCKUX MHUEIIONPOSIM(EepaTUBHBIX 3a00JICBAHIIX aKTHBHO (POCHOPUITHPYETCS
(Bousquet E. [et al.], 2006; Levine R. L., Wernig G., 2006; Lippert E. [et al.], 2006; Speletas M.
[et al.], 2006). B cBoro ouepesb, 3TO CIIOCOOCTBYET YCHIICHHIO KIETOUHBIX 3(PPEeKTOB 3puTpONO-
STHHA M TPaHYJIONHUTAPHO-MaKkpodaraaspHOro Gakropa Ha KIETKU-TPEAIIECTBEHHUKN 3PUTPOIIO-

334 U IPaHyJIOLMUTOII0N3a YEPE3 CUCTEMY JAKZVOITE_STAT. ITpu apyruX OTKPBHITHIX HEAABHO TOYEY-
HBIX MyTalusxX, cBoicTBeHHBIX [IM® u OT, npoucxonut 3aMeHa HyKJI€OTHa B 515-03uum reHa
TUPO3UHKUHA3BI perientopa TpombonosTiuHa c-MPL (W515L u W515K), uto npu neiictBun Ha
perenTop TpoMOOTIOATHHA UpeBaTo Ype3MepHoi aktuBaiueit curnaiabHoro mytu STAT (Lasho T.
L. [et al.], 2006; Moliterno A. R. [et al.], 2006; Pardanani A. D. [et al.], 2006) co BcemMu BbITEKa-
IOLLMMU KJIETOUYHBIMH U KIIMHUYECKUMHU MPOSBICHUSIMHU.

[TaTonornueckuii npouecc HAYMHAETCS Ha YPOBHE KIETOK-IIPENIIECTBEHHUKOB I€MOII093a,
O0IIKX Uil METraKapuOLUTAPHOTO, TPAHYIOLUTAPHOTO, SIPUTPOUIHOTO U B-mumdounnnoro poct-
KOB. [ToCKOJIBKY y TpeTH OOJIBHBIX TPOMOOIIUTEMHUEI UMEET MECTO MTOBPEXKACHUE JUIMHHOTO TIe4a
XpOMOCOMBI 21, 4aCThb OTMEUYEHHBIX BbIIIE (PEHOMEHOB CBS3bIBaJIM ¢ Heto. OOHapyxuBas ceos
B KJIMHHUKE KCIIAHCHUEN METakapHOLUTAapPHOIO POCTKA M PE3KUM YBEIMUYEHUEM B KPOBH KOJIUYE-
CTBa TPOMOOITUTOB, TO 3a00JI€BaHUE, C OTHOM CTOPOHBI, MPUBOAUT K MHOKECTBEHHBIM TPOMOO-
3aM BEH, C IPYroil — K CIIOHTaHHBIM KpoBoTeueHus M. OTCrofia IUPOKO PacpoOCTPAaHEHHOE Ha3Ba-
HUe O0JIe3HU: «reMopparudeckast TpomoonuTemMus». OObsSCHEHHE 3TOT0 HEOOBIYHOTO COUETaHHS
TPOMOOTHYECKUX M TEMOPPArHueCKUX MPOSIBICHUH BUAUTCS B CYLIECTBEHHOM Jie(hekTe MeMOpaH,
oprasesy v (pepMEeHTOB MPOIYLUPYEMBIX IPU 3TOM 3a00JIeBaHUH TPOMOOIIMTOB.

Kaunnueckasi kapruHa. OOBIYHO 3CCEHIMAIbHAS TPOMOOIUTEMHUSI BCTpedaeTcsi y 00ib-
HBIX crapie 60 yer. OHa nposBiseT ce0s KPOBOMBIHSIHUAMU B KOXKY M CIM3HCThIE, HOCOBBIMH,
KEITyJOYHO-KUIIEYHBIMU U YPOTE€HUTAIBHBIMU KPOBOTEUEHUAMHU. B TO e BpeMsi KpOBOU3IUSHUS
B CyCTaBbl M PETPONEPUTOHEATIEHOE TPOCTPAHCTBO peakH. [Ipu TpoMOOoLIMTEMHUN OMMCAaHBl MHOTO-
YHCJICHHbIE, B TOM YHCIIE C JIETAIbHBIM UCXOA0M, TPOMOO3bI apTepuii u BeH. Berpeuarores smbo-
JIMM JIETOYHBIX COCY/IOB, 3aKYIIOpPKa MIOYEUHBIX, IEYEHOYHBIX U CeNIe3€HOYHBIX BEH, TPOMOO03 MOp-
TanbHOM BeHbl. Kak mpaBuio, TpoMOO3bI apTepuaIbHOM CUCTEMBI KacaloTCsl MUKPOCOCYIUCTOTO
3BeHa. C HUMM MOTYT OBITh CBSI3aHBl TaKME HEBPOJOTMUYECKUE CHMIITOMBI, KaK TOJIOBHAs 0OJIb,
TOJIOBOKPY’KEHHE, TIApECTE3UH, NTape3bl, U3MEHEHUS 3pEHUs U Cynoporu. OnucaHo Takke nopa-
KEHUE KOPOHAPHBIX, MOAKIIOYMYHBIX, TOYEUHBIX M OpbhKeeuHbIX apTepuil. Korna BoBnekaroTcs
KOpPOHApHbIE apTepHH, BO3HUKAET UIIEMHUsI U UHPAPKThl MUOKap/a Jake y JHI 0e3 COMyTCTBYIO-
IMX (aKTOpoB pUCKa.

CriennanabHOrO YIIOMUHAHMS 3aCITyKUBAET CUHIPOM DPUTPOMENANITHH, KOTOPBI MPOSBIIAET
cebst TpeMopoM, OOJISIMU U JKKEHHEM B KOHEUHOCTSIX, 0COOEHHO B 00J7aCTH JIaJloHeH M MOAOIIB.
Jlpyrue BaxxHble IPU3HAKK CHHIPOMAa — MECTHBIH JKap, OBBIIIEHHAs IMTMEHTALNs U HEpaBHOMEP-
Hasi KPaCHOTA KOXKH. Y HEKOTOPBIX OOJIBHBIX C 3CCEHIMAIBHON TPOMOOLIUTEMHUEN MOTYT Pa3BUTHCS
HEKpPO3bl MAJBIEB, PACIPOCTPAHEHHOCTh KOTOPBIX HE KOPPETUPYET C YpOBHEM TpomOouuTosa. B
TO 7K€ BpeMs SI3BEHHbIE TOPAKEHUS KOXKHU JIyUIlle 3aKUBAIOT HA (POHE JICUEHHs Ie3arperaHTaMH.

[Ipu o6wvexTuBHOM 0bOcnenoBanuu y 30 — 40 % GonbHbIX T 00HApPYKUBAIOT YBETUYCHUE
cene3eHky, ay 16 —20 % —neyenu. B yactu HaOmoneHui 3a00neBaHue 3aKaHUMBACTCS TUITMYHBIM
0JaCTHBIM KPH30M MJIH OCTPBIM METraKapHOLUTAPHBIM JICHKO30M.

JlaGopaTopHasi imarnoctuka. CozpepkaHue TPOMOOIIMTOB B KPOBH MOXET jJocTHrarb 10

% 10'%/n (cM. 1B. BKI., puc. 5.26). AHeMus oObIYHO yMepeHHas (reMornoOuH B mpexaenax 90 —
120 r/m). BHenmHu# BUA S3pUTPOIIUTOB HE U3MEHEH. B KpoBH Hepeako mpecTaBiIeHbl HOpMOOia-

ctel. KomudecTBo seitkonutoB yBenuueHo 10 10 — 20 % 109/n, MOXKET OBITh CIIBHUT JICUKOIIUTAP-
HOM QopMyIibl BIeBO. YpOBEHb 11es104HOM Pocdarassl HelTpodunoB y 70 % O0IbHBIX HOpMaJIEH
1 Toabko y 10 % Huskuit. YeTBepTh TakuX OOJIBHBIX OOHAPYKUBAET MOBBILIEHHOE CO/IEPKaHUE B
KpOBH JIAKTaTAECTUAPOTeHa3bl, BUTaMUHa B, 1 MoueBoi kucnoTbl. KocTHBINM MO3T 6orar KiieTtod-
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HBIMH 3JIEMEHTAMM U COACPKUT YBEIMYEHHOE YMCIIO IMATOJOTMYECKUX MErakapruouuToB. L{uro-
TeHETUYECKOE MCCIIEI0BaHUE, KaK MPaBUIIO, NMAaTOJIOTMH He BhIABIAET. OHAKO Y 4acTU OOJIbHBIX
MOXET ObITh OOHApy’)KEHA aHEYIUIONIUS U JISJICIs YaCTH JJIMHHOTO Iyieda XxpomocoMmsbl 2 1. Han-
0oJbIlIe U3MEHEHMSI BBISBISIIOTCS B CTPYKTYype U QyHKUMU TpomOonuToB. Kak nmpaBuio, B HUX
UMEET MECTO JIE3UHTErpaliisi MUKPOTPYyOOU€eK, OTCYTCTBYIOT IPaHyJibl, 00pa3yI0TCs ICEBIONOANN.

JiTenbHOCTh KPOBOTEUEHHUSI OOBIYHO HE U3MEHEHA U MAJIO KOPPEJIUPYET C BBIPAXKEHHOCTHIO
KPOBOTEUEHUI 1 ypoBHEM TpomOonunTo3a. M3 pe3ynsraTtoB (yHKIMOHAIBHBIX TECTOB HanOoiee
XapaKTEepHO HapyllI€HUE arperalioHHON CIOCOOHOCTH TPOMOOLMTOB B OTBET HA aJpEHAINH Ha
(oHe 001I1e MOBBIIIEHHOH CIIOCOOHOCTH K arperaryy, 4To0 MOXeT OBITh CBS3aHO C 00eTHEHHEM
TPOMOOIIMTAPHBIX MEMOpPAH aipeHePrUIeCKIUMHU U D)-TipocTaranIMHOBBIMH PELIENTOPAMHU.

Juarno3 u 1udgepeHuuanbHbIi Anarao3. IlockoabKy TpoMOOIIMTO3 CBOMCTBEHEH U JIPY-
MM MHEJIONposn(depaTUBHBIM 3a001€BaHUSAM, IPU MMOCTAHOBKE OKOHYATENIbHOro auarHoza OT
YUUTBIBAIOT, UTO ypOBEHb reMoriiobnHa B kpoBu nipu DT, B onuue ot U1, He npessimaer 130 r/m.
B ommnune 0T XpOHUYECKOTO MUENIOIEHKO3a HET BBIPAKEHHOM PEaKIUU JICMKOLUTAPHOIO POCTKA,
OTCYTCTBYET CHHXKEHUE IIeJI04HOM PocdaTaszpl B IeliKoIUTax KpOBHU, He 0OHapyxuBaeTcs Ph-xpo-
MOCOMa M BCE CBSI3aHHBIE C €€ 00pa30BaHMEM TOHKHE MOJEKYJSpHbIE NMepecTpoku reHoma. B
OTJIMYME OT MePBUYHOTO Muenopuodposa npu T KommareHoBbIH GrOPO3 KOCTHOTO MO3ra HE BhIpa-
xeH. Eciiu ’e OH MpeacTaBiieH, To He 3aHUMaeT 0osiee TPETH IO id JAHHOTO KOCTHOMO3TOBOTO
KaHaJja, a B KIIMHUKE HE TOMUHUPYET CINIEHOMETaJIs.

Uro kacaeTcsi peakTUBHBIX TPOMOOIIMTO30B, OHM MOTYT OBITh CBSI3aHBI C KeJe30Ae(uiu-
TOM; BCTpEUAIOTCs NIPH IrpaHyneMaro3e Berenepa, capkouniose, y3elIKkoBOM MepHapTpuTe, MMpo-
Max, OITyXOJIAX JIETKHX M TOJICTOM KMIIKH, 5q-MHETOAUCIIIACTUYECKOM CHHJIIpOME, OaKTepHab-
HBIX, TPUOKOBBIX U crienupuueckux (TyOepKyse3) HH(PEKIuAX, a TaKxkKe MprueMe TaKuX JEeKapCTB,
KaK BUHKPHCTHH, BUHOJACTUH U aJpeHaNIUH.

B otnnuue ot 3T npu peakTUBHBIX TPOMOOLIMTO3aX YPOBEHb TPOMOOILIUTOB B KPOBH PEAKO

npesbimaer 1 % 10'%/x. Jns HUX Mano XapakTepHbl TpoM0OO3bl U remopparuu. Hakonen, oHu
MOJTHOCTBIO YCTPAHSIOTCS MOCIE JTUKBHUIALUU MIPUUMHBI (Hanpumep, xeneszonedununra). B o xe
BpeMsl 3CcCeHIIMaIbHas TpoMOonuTeMus TpeOyeT 0COOBIX TepaneBTUYECKUX MOAXOI0B.

Jleuenne. OCHOBHBIMU 3aJjauaMU IIPU BeJIeHUU O0IbHBIX DT sSBIsIeTCSI HOpMalU3alus TPOM-
001UTOB U MPOUITAKTHKA CBI3aHHBIX C HEH COCYIUCTHIX OCIOKHEHUHN. JloCTHKEeHHE TepBOil 1eNn
oOecreurBaeTcs Ha3HAUEHUEM I[IUTOPEIYKTUBHBIX NPENapaToB, B YACTHOCTH TUAPOKCUMOYEBUHBI
(Hydrea)ué-untepdepona. Cuuraercs, 4To MOKa3aHUEM K IIUTOPEIYKTHUBHON Tepamuu SBISETCS

ypOBeHb TpomOouuToB Oomee 1,5 % 10'%/n. [Ipeanodyrenne ruIPOKCUMOYEBUHE OT/IACTCS M3-3a
€€ XOpolel MepeHOCUMOCTH U MEHbIIEH JIEHKO30r€HHOCTH, YeM Y JPYTUX LIUTOCTAaTUKOB. Cxema
JIeYEHUS 3aBUCHUT OT KJIIMHUKO-IT€MAaTOJIOrn4eckoil kapTuHbl. [Ipu o4eHb BBICOKOM TpOMOOIMTO3€
1 HAJIMYUHU TPOMOOPHIINYECKUX U TEMOPpAaruuecKuX OCI0KHEHUH npenapar JaroT B 103¢€ 2 — 4 1/
cyT. [Ipu aTOM cCHMKEHUE yKciia TPOMOOIIMTOB HaunHaeTcs ¢ 3 — 5-ro qus tepanuu. Koraa agpdexr
JTOCTUTHYT, 03y Mpernapara cHavajia CHIKaroT 110 1 1, a motom u 110 0,5 r/cyT. Ecnu sxe TpomOo1um-
TO3 yMEPEHHBI!, THIPOKCHUMOUYEBHHA JJaeTCsl U3 pacueTa 15 MI/KI/CyT ¢ OCIey0IuM ePEBOIOM
Ha MOJICP>KUBAIOITYO 103Y. B OTCYTCTBHE HasIeKaIero TepaneBTuYeckoro 3G eKra K Tepanuu
MOXXET OBITh MOAKIFOUEH OTMEUYCHHBIN BBIIE PYKCHIIMTUHAO WITH, YTO XyXKe, Oycynbdan (Muesno-
caH) B 7103¢€ 4 Mr/CyT.
JpyruM mupoko ucnosb3yeMsiM B Tepanuu DT npenaparom siBisieTcs &-uHreppepoH. Jleue-
Hue HaunHatoT ¢ 18 MiH ME B Hezento, a 3aTeM MOCTENEHHO YBEIMYUBAKOT 0361 ITpenapara 10 30 —
42 muta ME B Henento. Hapsimy co cHIbKeHHEM Yrciia TPOMOOIIUTOB, Y JICUEHHBIX A-MHTEp(HEepoOHOM
OO0JIbHBIX OTUETIIMBO YMEHBIIIAETCS PUCK COCYIUCTBIX OCIOXKHEHUNH. BaxxHo 1 TO, uTO 4-uHTEepde-
POH MOXET YCHEIIHO NpUMEHsThes 171 deueHus T y 6epemennbix. Kak npaBusio, mosiHas pemMuc-
cust pocturaercs y 90 — 99 % nedyennsix d-untepdeponom O6omapHBIX. M3 m060uHBIX 3¢ (heKTOB
a-uHTepdepoHa, Ipexae BCEro, 3acily’>KMBalOT BHUMAaHMsI CHIPKEHUE MAcChl Tejla U ICUXUYECKUe
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paccTpoiCTBa, MPOSBISIIOIIUECS ACTIPECCHIMU U TAJLTIONUHANUAMEA. Malou3BECTHBIM OCIIOKHE-
HueM tepanuu DT ad-uHTepdhepoHOM sBIIsSETCS MAaCCUBHAs!, HO 0OpaTuMas TPUITIHLIEPUIAEMHUSL.

[IpuHIIMTIIaTEHO HOBBIM IpenaparoM mpu JedueHnn DT sSBIsieTcs aHarpesuI, B COCTaB KOTO-
POrO BXOAWT I'yaHO3WH, HapyIIAIOUINA 00pa3oBaHne TPOMOOIIUTOB. B KIMHUYECKUX HCCIeq0Ba-
HUSIX 9P PEKTUBHOCTH aHarpenua B 103€ 2 — 4 r/cyt Obi1a ormedena y 70 % nedeHsix 00abpHBIX. 13
HEXXeJaTeIbHBIX TOOOYHBIX 3(h(heKkTOB 00paraay BHUMaHUE Ha TOJIOBHYIO 00JIb, YyBCTBO ITyJIbCa-
IIH B TOJIOBE, OTEKH, JUCIIETICHIO U acTEeHHIO. [10CKOIBKY OONBITMHCTBO ATHX OCIOKHEHHH ObUTH
CBSI3aHBI C Ba30AMJIATUPYIOIIUM M HHOTPOIHBIM JIEHCTBHEM Tpenapara, ero mpuMeHeHHEe HacTOs-
TEJILHO PEKOMEHIYETCs ISl CHIDKCHHSI YMCIIa TPOMOOIIMTOB Yy JIMII MOJIOJIOTO BO3PACTa, a TAaKKe
B Clly4yae HacTOSITEIbHOM HEOOXOAMMOCTH OBICTPOrO CHUKEHMS YKciia TPOMOOLIMTOB, HalpUMEpP
nepes onepanuen.

Jledenue u mpoUIIaKTUKA COCYAUCTHIX OCIOKHEHUH NIPU OTCYTCTBUU 3a00JIE€BaHUH KeTy-
JIOYHO-KUIIEYHOTO TPAKTa OCYIIECTBISAIOTCS alleTUIICAIULIUIOBOM K1CI0TOH. JleueOHas 1o3a mpe-
napara — 0,3 — 1,0 r/cyt. IIpu orcyrcTBHM 3 deKTa aneTUICATHIIUIOBONH KUCIOTHI pedb MOXKET
UITH O BO3MOXXHOCTH MHKPOTPOMOOOOpa30BaHUs, YTO ONpPABIBIBAET MOAKIIOYEHHE K Teparuu
(pakcunapuHa ¥ CBEKe3aMOPOKEHHOH T1a3Mbl. [Ipu 3 TOM He cienyeT 3a0bIBaTh O HKEIaTeNIbHO-
CTH OBICTPOTO CHIDKEHHS Y TAKUX OOJBHBIX HCXOTHOTO YPOBHS TPOMOOITUTOB € MTOMOIIBIO THIPOK-
CHUMOUYEBUHBI 1 TpoMOonuTodepesa. B ciyyasx coueTaHus 3puTpOMENalITui ¢ CHHIPOMOM PeitHo
OTIpaBJaHHBI TAKHE BA30JMJIATATOPHI, KaK ManaBepuH, 3yGWUIH 1 KopuHpap. YTo kacaercs ocT-
PBIX TPOMOO30B apTEPHii U BEH, UX JieYar MO TOH K€ IMPOorpaMMe, HO ¢ 00s3aTeTbHBIM TTOIKITIOYe-
HHUEM K Tepanuu (pakcunapruHa, CBeKe3aMOPOKEHHOH TUIa3MBbI U peke GUOPHHOIUTHKOB. 3/1€Ch
HEOOXOIUMO MOTYEPKHYTh, YTO MPUMEHATh UX Npu DT HyKHO WHAWBUIYAIBHO U KpailHE 0CTO-
POXHO, BBIOMpas AJIs JIeueHHUs TeX OONBHBIX C TPOMOO3aMH, Y KOTOPBIX BPeMsi KDOBOTECUCHUS H
CTIOHTaHHAs arperamus TPOMOOIIMTOB JI0 JICYCHHUS ObUTH HE U3MEHEHBI.

B nemnom nporuo3 y 6ompHbIX DT OTHOCHTENBEHO ONArONpPHSTHBINA, a MPOJOKUTEIBHOCTD
BBDKUBAHMS MOXKET peBbimars 10 jer.

[IporrocTnuecku HeOIArONPUATHBIMU (PAaKTOpaMU SIBJISIFOTCS BO3pAcT O0JbHBIX (cTapiie 60
JIeT), CTEeTIEHb YBETMYCHHS B KPOBU KOJIHMUYECTBA TPOMOOITUTOB U JIEUKOINTOB. OCHOBHBIMHU ITPHYH-
HaMH CMEPTH SBJISIOTCS KPOBOTEUEHHs M TpoMO03bl. [Ipr 3TOM 1ITMTenbHOE OTHOCUTETBHO CITO-
KOWHOE TeUeHHE 3a00JIeBaHNsI HEPEIKO MPUBOIUT K (POPMHUPOBAHUIO BEIPAKCHHOTO MUEIIOPUOpO3a
C HEIOCTATOYHOCTHI0O KOCTHOTO MO3Ta M K NapajuieIbHOMY Pa3BUTHIO AKCTPaAMETYIIISIPHOTO KPO-
BETBOPCHUS B CEJIC3CHKE.

5.10.3. XpoHuueckue numcbonponudepaTmBHbie 3aboneBaHus

Onpenenenune. Xponuueckue mnumbonponudeparuBHble 3a00NeBaHUS MPEACTABISIOT
co00i1 MaToJIOTHIO KIETOK-MIPEIIIeCTBEHHUKOB B- u, pexe, T-nuMdouToB, npu KOTOpoit nuMeeT
MECTO HEMOTHUBHPOBAHHASI U MaJIOpETyaupyemMasi MPOayKIUs 3peNbIX TUM(POUTHBIX dJIEMEHTOB.
OCHOBHBIMU TPEACTABUTENSIMU TPYIIIBI SIBISIOTCS: XPOHUYECKUN TUM(DOIEHKO3, B TOM YHCIIe
HEOOBIYHO TPOTEKAIOMIMI BOJOCATOKJIETOUHBIM BapuaHT, U MapampoTeMHEMUYECKHe remoona-
CTO3bl — MUEJIOMHas 00Je3Hb, MakpornoOynust Banpaencrpema u 60s1e3Hb TsKeNnbIX neneid. OHu
BCTPEYAIOTCS Y JIMI] CTAPIIUX BO3PACTHBIX TPYIII, OTIMYAIOTCS OTHOCUTEIBHOU JOOPOKaueCTBEH-
HOCTBIO TEUCHHSI U PENIKOM Mporpeccueil B 310KauYeCTBEHHbIE (DOPMBI.

XpoHuyeckun numdonenkos

Onpenenenue. Xpounyeckuid aumdorneiikos (XJIJI) — HeoObruHOE 32001€BaHNE CUCTEMBI
KPOBHU OITyXOJICBOM MPUPOJBI, IPU KOTOPOM B OITyXOJIEBBII MPOIECC BOBJICKAIOTCS JTHOO «HAMB-
HbIe» B-muMdornmtel, 1160 Oosee 3pesbie B-KiIeTKH, 4TO MPUBOAMUT K IPOTPECCUBHOMY HAKOILIE-
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HUIO B OpraHu3Me OOJIBHOTO OTHOCUTEIBHO 3PEIIBIX, JOJITO KHUBYIIUX JTUM(OIUTOB, HaICTICHHBIX
ne(eKToM UMMYHOKOMIIETEHTHOCTH. Ha ocHOBaHMM NIPECTPOMKU F€HOB, KOAUPYIOLIUX TSDKEIIbIE
e UMMYHOIIIOOYIMHOB, pa3nnyatoT 2 tuna XJIJI: MyTHpoBaHHBIN 1 HE MyTHPOBaHHbIH.

Onuaemuosorusa XJIJI uzydyena noBonsHO xoporto. [To BceM maHHbIM, 3TO Hanboee pac-
MPOCTPaHEHHBIN BUJ Jeiiko3a B cTpaHax EBponbl u CIIIA, tae Ha ero gomto npuxoautcs 10 30 %
BCeX Jieikemuil. B aTux crpanax exeromHo peructpupyercs 3 — 3,5 caydas Ha 100 Thic. Hace-
neHus1, a cpeau Jul crapine 70 nert 3ta BenuuuHa npeBocxoauT 20. B urore exeronno B CIIA
peructpupyercs 100 Toic. HOBBIX 601pHBIX XJIJI. Cpemuuii Bo3pacT OOIBHBIX COCTABISET 55 JIeT,
COOTHOUIEHHE MY>KYMH U keHIIMH — 1,7: 1. Ilpu 3TOM He cTanu peakocThio ciiydyau perucTpalnuu
XJUI y mun monoxke 35 u naxe 25 net. B npotuBononoxHocTs 3ToMy, B Slnonuu u Kurae, apy-
IMX a3UaTCKUX CTpaHax, Tak ke kak B Adpuke, XJIJI sBasercs penkum 3aboneBanuem. Hampu-
Mep, B SIIOHNU €KETOTHO PETUCTPHUPYETCS HE 00Jee OJHOTO ciydas. XpOHHUYECKHA JTUMpOoITeii-
KO3 YpE3BBIYAiHO PEIKO BCTPEUASTCS TaKxke y y30ekoB. OH HEU3BECTEH cpen OypsATOB, HO OYCHB
CBOMCTBEHEH JIMIAM €BPEHCKON HAalMOHAIBHOCTH. BaKHO M TO, YTO pacoOBBbIE M HAL[MOHAJIBHbBIE
pasznuuus B yactote 3a0oneBaemoct XJIJI mposBisioT cedst HE3aBUCUMO OT TOTO, TJI€ POIUIICS
¥ TIPOXXHMBAET JAHHBIA OONBbHOW. Tak, Cpeay OHKOJIOTHYECKHX OOJIBHBIX YacTOTa JTOTO JICHKO3a
cpenu 6enoro Hacenenus CIIA, mo KakuM-TO HETIOHATHBIM TIOKA MPUYKHAM, AocTuraetr 9 %, B To
BpeMsl KaK Cpey YepHOKoXkuX He npesbiaet 0,7 %.

ITHOJ0rHsA. DTHOJOTHYECKUE (DAKTOPBI XPOHMUECKOTO JTUM(OIeiko3a Heu3BeCTHHI. Poib
paavalyy ¥ XUMUYECKUX MYTareHOB HE JI0Ka3aHa.

OnkoreHe3s. BaxxHol oTIUYIATEIFHON 0COOCHHOCTHIO XPOHUIECKOTO TUMQOJICHKO3a CUnTAa-
€TCsl HaKOIJIEHUE B KPOBH U TKaHSX OOJIbHBIX (KOCTHBIA MO3T, TUMQOY3JIbl U CEJIE3€HKa) A0JIT0-
xuBymux (1o 20 yet) cnadbonponudepupyromux TuMponuToB. 110 cOBpeMeHHBIM MpeIcTaBie-
HUSIM, B OCHOBE 3TOTO ()eHOMEHA JISKHUT HapyIICHHE aronTo3a JUM(OIMTOB Ha OJHOM M3 TAIOB
HETIOJTHOLIEHHOW MU(dEepeHIUPOBKU B TMM(paTHIeckoM y3ie. Kak H3BeCTHO, KITIOUEBYIO POJb B
9TOM MPOLIECCE UTPAET CIEIMATIBHBIN OCIOK-PEryIsTop KIETOYHOM cMepTH — Bcl-2, ypoBeHb KoTo-
poro B Jieliko3HBIX JTuMdormTax y 90 % obcnenoBanHbIX 00mbHBIX XJIJI CyliecTBEHHO yBEIMYEH.
C onHOI CTOPOHBI, 3TO MPUBOJNT K HAPYIICHHIO €CTECTBEHHOW rudenu He mpomenmux audde-
PEHIUPOBOYHYIO MyTALUIO JTUM(OLUTOB, C APYIOH — K UX HEMOJIHOLICHHON PEAKIIMU HA AHTUIEH,
HECIIOCOOHOCTH BCTyIIaTh B MUTO3 U AaJiee TPAaHC(POPMHUPOBATHCSI B UMMYHOITIOOYJINH-CEKPETUPY -
IOIINE IUTa3MOIMTHI. YCTaHOBIIEHO, YTO BPEMEHHO HENPOIU(EepUpPYIOIINE JICHKO3HBIE TIUM(POIUTHI
npu XJIJI ocranosnensl B GO-nepuose KJIETOYHOrO UKJIA, IPUYEM B YCIOBUSIX KYJIbTYpHI (M3-32
OBICTPOI IOTEPHU COIEpPIKAIIETOCS B HUX B U30bITKEe Bcel-2-0enka) onn oueHb ObicTpo rubHYT. [lo
3TOM MPUYMHE TUTOTeHeTHYecKue nccaeaoanus mpu XJIJI qonro e nmonyvanuce. C ucnosnb3oBa-
HUEM € COBPEMEHHBIX TEXHOJIOTUH, BKItouas (iayopecueHTHyo in situ tTudpunuzanuio (FISH),
cTano sAcHO, uto 15 — 20 % OGonbHbIx XJIJI ©MEIOT B KapuoTHUIIEe KJIIETOK TPUCOMUIO 12-i Xpomo-
coMbl. M3 1pyrux 3acity’KMBaroluX BHUMAaHUs HAPYLIEHUI XpPOMOCOM CJIEyeT OTMETUTH AEIELUI0
JUIMHHOTO Tuieda XpoMocoMsbl 13 (13q34), koTopasi, 10 MHEHHIO Pa3HbIX aBTOPOB, BCTPEUAETCS Y
20 — 54 % ob6cnenoBaHHBIX OONBHBIX. 32 HEN CIIEAYIOT JeNIeUH AIUHHBIX I1ed XxpomocoM 6 u 11
(6921 u 11922-23) u xopoTkoro 1ieda xpoMocombl 17 (17p13) c BoBiIeueHHEM PACIONOKEHHOTO
B 3TOM JIOKYyC€ BayKHOTO reHa P53.

NmmyHOQEHOTHTT TEHKO3HBIX TUM(OIIMTOB JOBOJIBHO XapaKTepHbIi. 110 maHHBIM MpOTOU-
HOU (hTyopOMeTpHH, 3TH KJISTKH 00BIYHO dKcnpeccupyrot antureHsl CDS, CD23, CD19, CD20,
CD22, CD43, CD79a u CDlla (cnabo), a Takke OBEPXHOCTHBIM HMMYHOITIO0YIUH (c1ado) u,
Hao0opoT, B 00mel Macce He 3kcnpeccupyror anturedsl CD10, FMC7 u muknun D1. [lanee
TSDKEJTBIE IIETTH MMMYHOTTIOOYJTMHA MOTYT MpeTepreBaTh An((HepeHInPOBOYHYIO MY TAIIUIO UITH Ke
COXPaHATh «IUKUI» TUN 06€30 BCskuxX n3MeHeHui. Orcrona XJIJI aHTUreH-HECTUMYIMPOBAHHBIX
B-nmumdouuros. IIpu 3TOM nepBelii BApUaAHT Jieliko3a NPOTEKAET TSXKENI0, B TO BpeMsi Kak BTOPOM
CUMTAETCS OTHOCUTENIBHO TOOPOKAYECTBEHHBIM.
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Kaxk u npu npyrux seriko3ax, naronorudeckuii npouecc npu XJIJI HOCUT KIIOHOBBIN Xapak-
tep. OH HAYMHAETCS HA YPOBHE KIIETOK-TIPEANIECTBEHHUKOB B- mm T-numdonoasa (pexe), koTo-
pBIle TPOIYLUPYIOT OOJBIIOE KOJUYECTBO OTHOCHTEIBHO 3PEIBbIX, HO JOJTOXHBYIIUX JTHUMQO-
utoB. [locnennue MacCMBHO MH(MWIBTPUPYIOT KOCTHBIM MO3T, B- minm T-3aBucuMmblie obmactu
AUMQOY3II0B U CETIE3EHKH, a [T03AHEE IEPEMOIHSIIOT KPOBEHOCHBIE COCY/IbI M TKaHU. By tyun nummy-
HOJIOTMYECKU WHEPTHBIMH, 3TH KJIETKH MPOAYIHPYIOT HEJAOCTATOYHOE KOJTMUECTBO HMMYHOIIIO0Y-
JIMHOB, YTO YBEJIMYMBAET OMACHOCTh U MH(ULMPOBAHUS XO351MHA, U (POPMUPOBAHUS Y HETO OITy-
XOJIEH pa3IMuHBIX JIOKanu3auii. HanpoTus, 3TH 110xo pearupyromue Ha HHOEKINIO U OITyXOJIH
TUMQOIUTH OOHAPYKUBAIOT 3aBHIHYIO CIIOCOOHOCTh BBIPA0ATHIBATh AHTHUTENA K COOCTBEHHBIM
KJIETKaM OOJIbHOTO, B YACTHOCTHU K 3PUTPOLMTAM M TPOMOOLIUTAM, YTO CIIOCOOCTBYET Pa3BUTHIO
aHEeMUU W TPOMOOLUTOIIEHUH. J[pyruMu MpUYMHAMH aHEMUHU (TPOMOOIIMTOIIEHUH) MOTYT OBITh:
a) yMEHbIIIEHHE TUTAIIapMa HOPMAJIbHOTO KPOBETBOPEHUS B HH(PUIBTPHUPOBAHHOM JTUM(OIIUTAMA
KOCTHOM MO3T¢; 0) IOBBIIIICHHOE Pa3pyLICHUE SPUTPOILIUTOB (TPOMOOIIUTOB) B YBETMIEHHOM CeIe-
3€HKE; B) KDOBOTEUEHHUSI.

Kaunnyeckasi KapTuHa XpoHUYECKoro JuMoreiikosa ommyaeTcs 00IbIIUM pa3HooOpa-
3ueM. B ogHHX ciydasix, HECMOTPS Ha BBIPAXCHHBIN JIEMKOIUTO3 U a0COIIOTHBIN JINM(OIINUTO3, B
TEUEHUe JUIMTEIbHOTO BPEMEHH kajo0 HeT. B npyrux BO3HMKAIOT OOIIME AJI1 MHOTHX JIEHKO30B
KaJ00BbI Ha MOBBIIIEHHYIO YTOMIISIEMOCTb, CIA00CTh, MOTIIMBOCTE M CyO(eOpumuTeT. B Tpetbux
MUMEET MECTO CUCTEMHOE YBEITMUCHUE Pa3MEPOB JIUM(OY3IIOB, CENE3EHKU U/IITN TIEYSHH, KOTOPOE K
TOMY K€ MOXET COIPOBOXKIATHCS MPUCOSTMHEHUEM aHEMHH H/HITH TpoMOouuToneHuu. st 607b-
IIMHCTBA OOJIbHBIX XapaKTEpHA IMOBBIILIEHHAs YyBCTBUTENIBHOCTh K MHPEKIUAM, KOTOpask HEMo-
CPEACTBEHHO HE CBsI3aHa CO CTENEHBIO BEIPAKEHHOCTH TUIIOTaMMArIO0yTMHEMHUH U JICHKOIIMTO3A.
XapakTepHa IU10Xasi IEPEHOCUMOCTh YKYCOB HaCEKOMBIX.

[Ipn 00BEKTUBHOM OCMOTpEe OOJIBHBIX YK€ HAa paHHUX 3Tanax 3a00JeBaHUS MOXKET OBITh
BBISIBJICHO T€HEPAIM30BaHHOE yBenuueHue iuMdoysnos. [locnaenHue pacronararorcsi CUMMET-
PUYHO Ha IlI€€, B MOAMBIIIEYHBIX U MAaXOBbIX 007acTAX U UMEIOT TEHJEHILUIO K paclpocTpaHe-
HUIO HA CPEIOCTEHUE U B OPIOUIHYIO MONIOCTh. OHM MMEIOT TeCTOBATYI0 KOHCHCTEHIIHIO, 6€300-
JIe3HEHHBI U HE CHastHbI apyT ¢ Apyrom. [1o Mepe mporpeccupoBanust 3a001eBaHUs TUMQPOY3IIBI
IIOCTEIIEHHO YBEJIIMYMBAIOTCS B pasMepax. K 3 ToMy nIpuCOeINHAOTCS CIIIEHOMETaus, TelaroMe-
rajvs U opakeHue Ipyrux BHYTpEeHHUX opraHoB. Kpome Toro, ais nponsuHyThIX cirydaes XJIJI
XapakTepHO HAJTMYME B KIMHUKE 3HAYMMOHN aHeMHUH U TpombonuroneHun. [1o cpaBHeHHIO ¢ 00Ih-
HBIMH JIPYTUMH JIeHKeMusiMU Takue OosibHbIe XJIJI OTHOCHTENBHO YacTo OOHAPYKUBAIOT MOpa-
KEHHE KOKH, COMTPOBOXKAAI0IIeeCs] KOKHBIM 3ynoM. CHavasa 3Tu 00pa3oBaHMst MOTYT HMETh BUJI
HEBUHHBIX PO30BBIX MaIlyJl, KOTOpbIE, YBEINYHUBAsICh B pa3Mepax, o0pa3yroT JuIoBbIe y3ibl. Oco-
OEHHO HENPUATHO T€HEPATIM30BAHHOE MOPAKEHUE KOXKH, UMEHYEMOE 3PUTPOIEPMHEN, IIPH KOTO-
POM KOXa YTOJIIIAETCS U IIETYIIUTCS, BbI3bIBAsl Y OOJIbHOTO MYyUNUTENbHbIHN 3YI.

JlaGoparopnasi imarnoctuxa. M3smenenus kposu npu XJIJI noBonbHO xapakrepHsl. OHu

3aKJIIOYAIOTCS B JIGMKOIIMTO3€ pa3HOU cTeneHu BhIpakeHHOCTH (0T 8 1o 700 % 109/J'I) u B abco-
JTIOTHOM JUM(ouuTo3e. BHeMHMI By TeHKO3HBIX JIUM(POLUTOB Majl0 OTIMYAETCS OT HOPMaJlb-
HbIX. Conepkanue ux B KpoBu MoxeT npesbimathk 80 — 90 %. XapakrepHbiM npuzHakoM XJIJI
cuuTaroTca TeHH ['ymmpexrta, KOTOpbIe MPEACTaBIAIOT COOOM M3MEHEHHBIE s]pa Ype3BbIUaiiHO
PaHMMBIX ATOJIOTHYECKUX TUM(POILUTOB, pa3pyIEHHBIX B MOMEHT ITPUTOTOBJIEHUS Ma3ka. OJHaKo
OHHU MOTYT BCTpPEUaThCs U NMPH APYTUX TUHAX JUMPOM. Y OOJIBHBIX C MPOIBUHYTHIMU CTAAUSIMU
3a00JI€BaHUSl PETUCTPUPYETCS aHEMHUsI PA3HOM CTETEHHU BBIPAXKEHHOCTH, KOTOpasi HEPEIKO coye-
TaeTcs ¢ TpoMOouuToneHrue. Yacro aHeMust HOCUT TeMOJIMTHYECKUN XapakTep U 0OHapy>KUBaeT
ce0sl B KpOBH TOBBIILIEHHBIM PETUKYIOHUTO30M. OJTHAKO M3-3a PE3KOT0 CY>KEHHs B KOCTHOM MO3Te
SPUTPOUTHOTO POCTKA PETUKYIOLNUTO3a KPOBU MOXKET U HE OBITb.

[IyHkrar KOCTHOrOo Mo3ra Oorar KJIETOYHBIMU 3yieMeHTaMu. [lomaBmisromyro 4acTe UX
COCTaBJISIIOT TUMQOILUTHI. B TO ke BpeMsi rpaHyJoIUTON033, 3PUTPOIIOI3 U MEraKapHOIUTON093
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npezacTaBieHsl c1abo. M3 qpyrux 1abopaTopHBIX MapaMeTpOB 3aCiIyKUBAIOT BHUMAHUS: BBIPAYKCH-
Hasi THIOTaMMaro0yTMHEMUS, TIOJIOKUTEIbHAs mpoda KymOca, HapacTaHue B KpOBU HEMPSMOTO
OunpyOrHA, MOYEBOM KHCIOTHI M JIAKTATACTHIPOT€HA3BI.

Kak 06110 OTMEYEHO BBIIIIE, TIIABHOW XapaKTEPUCTHKON MMMYHO()EHOTHUIIA OITyXOJIEBbIX dJIe-
MEHTOB y TMOJABISIONIETO OonbImMHCTBAa O0NMbHBIX XJIJI cumTaercs skcrpeccus B HUTOIUIA3ME
antureHoB CDS5 n CD23, X014 10IyCKalOTCs ¥ OTKJIIOHEHMSI OT 3TOro npasuia. Llutorenernueckoe
uccienoBanue, B ToM unciie ¢ ucnoiab3oBanueMm FISH, BoisiBisier Tpucomuto 12, nenenuu 6921,
11922-23, 13ql4, 17p13, Tpancnokauuio t(14;18) u HEeKOTOpBIE ApPyrue HAPYIICHHUS XPOMOCOM
(puc. 5.27). MonekynsipHO-OMOIOTUYECKUE HCCIIeI0BaHUS 00HAPYKUBAIOT BBICOKHIA YPOBEHB DKC-
npecuu rera Bel-2.

Ha ocHoBaHMM nepeuncieHHbIX KIMHUKO-Ta00paTOpHBIX JaHHBIX B pa3Butuu XJIJI moxer
OBITh BBIJIEIICHO HecKombko cTaauid (K. Rai [et al.]).

Hynesas cmaous, npu KOTOPOH B KPOBH UMEET MECTO YMEPEHHBIH JICHKOIIMTO3 C aOCOIOT-
HBIM JIUM(OIIMTO30M, & CHCTEMHOTO YBEJIWYCHHUS JTUM(POY3IIOB HET.

I cmaous — Kak 1Ipu HyJIEBOH CTaJluu + YMEPEHHOE YBEJIMYEHHUE JTUMPOY3II0B.

1l cmaous — BbIpaKeHHBIN JIEHKOLUTO3 C a0COIMIOTHBIM JTUM(OLIUTO30M; BBIPA)KEHHOE yBe-
JAUYeHue JIMM(}ATHIEeCKUX y3JI0B, B TOM YHCIIE B COYETAHUU CO CIUICHOMETaIueil.

11l cmaous — xax nipu 1l cranuum + cHmkenue remMornoouna < 110 r/n. IV cmaous — xak npu

II cranum + Tpombonmronenus < 100 % 10%/.
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Puc. 5.27. KapuoTtun KJ1eTKd KpoBU 0OJIBHOTO XPOHUYECKUM JTUM(OIECHKO30M, HILUTIOCTPH-
pytouuit xapakrepusie Juist XJIJI Tpucomuto 12 u MHTEpCTUIMATBHYIO ACJICHUIO IJTUHHOTO IIe4a
xpomocomsl 13. 47, XY, +12, del(13)(q12q22) (npeacrasnen ¢ paspetienus T. JI. Tunaunoit)

Juarno3 XJIJI craBuTCs Ha OCHOBAHMM YBEIUYECHHOIO COAEPKAHUSA B KPOBU JICMKOLIUTOB
3a cyeT JMM(OIMTOB, HAJMUUS B Ma3Kax KPOBU KJIETOK IMTONM3a (TeHu I'ymmpexra), a Takxke
xapaktepHoro a1 XJIJI reHepanu30BaHHOTO YBEIMUYCHHS pa3MepoB JINM(PATUIECKUX Kele3 MPH
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BO3MO>KHOM BOBJICUEHHH B IATOJIOTMYECKUNI mponueccc CCJIC3CHKU I/I/I/IJ'II/I TIICUCHU. I[J'ISI IMOATBEP-
KIACHUSA OAUarHo3a MOXKCET OBITH CACIaHa IMYHKIUSA I'PyAHUHBI I/I/I/IJ'II/I TpeHaHO6I/IOHCI/I$I rpe6em1<a
MIO/IB3/IOIIHON KOCTH, KOTOpPBIE OOBIYHO OOHAPY)KHMBAIOT TOTAJIbHYIO HMH(DHUIBTPALNIO KOCTHOTO
MO3ra 3penbIMH TUM(OIHTaMu ¢ UX UMMYHO()EHOTUIHPOBaHUEM. {11 yTOUHEHHS CTaluu JIei-
K032 OIPEACIIAIOT YPOBEHb T€MOITIOONHA U TPOMOOLIMTOB KpoBU. ONpaBaaHHO TAKXe Ompesesie-
HHE 3-TIOOYJTMHOB M MMMYHOTJIOOYJIMHOB KPOBH, COZIEPKaHUs OMIMpyOnHA, MOYEBOM KHCIIOTHI,
JAKTaTACTUAPOICHA3bl U T. 1.

[Tpumep hopmMynupoBKH AHarHO3a:
Xponunyeckuii mumdorneiikos, 111 cranus (mo K. Rai [et al.]).

JuddepeHunajbHbIi ANATHO3 [IPOBOJAT CO 3PEJIOKICTOUHBIMU JIMM(POMaMH Ha CTauU
JeWKEeMU3alH, a TAKXKE C PsIIOM HHPEKIIMOHHBIX, 0COOEHHO BUPYCHBIX, 3a00JIEBaHUM, JIs1 KOTO-
PBIX TAK)KE XapaKTEPHO IT'eHEePATM30BaHHOE yBeIuUeHUe TMM(OY3710B (MH(EKLIMOHHBINA TUM(OIH-
TO3, IUTOMETaJIOBUpPYCHasi UH(EKLUs, TeNaTuT U T. 11.).

B ommmune ot XJUJI, npu numdomax yBennueHue IUM(Oy3I0B yalie HOCUT HE CHUCTEM-
HBIH, @ PETUOHABHBIN XapakTep, colepKaHue JTUMQPOLUTOB B KPOBU U KOCTHOM MO3Te MEHbIIIE,
a UX MeTaboyinyecKkas akTUBHOCTh, HA00OPOT, BhIIIE. B 4acCTHOCTH, HA UX MMOBEPXHOCTH MOXKET
ObITH OOHAPYKEHO 00JIbIIOE KOTUMYECTBO MMMYHOIIIOOYIMHOB, KOTOpPbIE [is Kinaccuueckoro XJ1JI
He XapakTepHbl. bonbiryro nomors B pasrpanndenun XJIJI u qpyrux aumdonponudepaTuBHbIX
3a00s1eBaHUI OKa3bIBAIOT JAHHBIE UMMYHO(DEHOTUIIMPOBAHMS U LIUTOTEHETUYECKOTO aHaAIN3a JIeH-
KO3HBIX KJeTOK. B wactHocTH, npu B-kierounoil nponumdornurapHoit neiitkemun anturedn CDS
JKCIPECCUPYETCS TOJIBKO Y TpeTH OonbHBIX, a anTureH CD23 BooOuie He skcnpeccupyercs. Y
OOJIbHBIX Ha CTaJIUM JICHKeMU3aluu JTUM(POMBI 30HbI MaHTHH, Kak U ripu XJIJI, sxcnpeccupyrorcs
anturessl CDS, CD19 u CD20. B To ke Bpems 3kcipeccus anturesa CD23 npakrtudecku He
BCTpeyaeTcs, 3aT0 UMeroT MecTo skcnpeccun FMC7 n nuknuna D1. XapakTepHoii ke HUTOreHe-
TUYECKOH MOJIOMKOH B KJIETKaX TUM(OM 30HBI MAaHTHH siBisseTcs Tpancnokanus t(11;14)(q13;932).

Yro KacaeTcs yHOMSHYTBIX Bbllle HH(EKIMOHHBIX U BUPYCHBIX 3a00J€BaHUM, A HUX HE
XapaKTepHbI OUEHb BBICOKHE, cBoMicTBeHHbIe XJIJI, nefikonnrosel. Kpome Toro, B otmune ot XJIJI
MHTOKCUKALIMs BBIPAXKCHA, JICMKOLMTO3 MPEXONALIUN, & OTMEUEHHBIC BBILIE [UTOTCHETUYECKUE
IIOJIOMKH OTCYTCTBYIOT.

Jleuenue. I1o coBpemenHbIM npenctasneHusM, XJIJI MoxxeT mporekars JBOSKO. Y OOJBIINH-
CTBa 0OJIBHBIX OH IPOrPECCUPYET UpE3BbIUANIHO MEIICHHO, @ IPOBOAMMAs Ha paHHUX ATarax 3a00-
JIEBaHMsI LUTOCTATUYECKAs TEpaIKs HE TOJIbKO HE yIUIMHSAET )KU3Hb, a yKopaunsaeT ee. Hanportus,
y Jpyrux OOJbHBIX POCT JUM(OY3JIOB U CBSI3aHHOE C THM IIPOrpeccupoBaHue 3a00eBaHUs IPO-
UCXOAUT OBICTPO, YTO HE MO3BOJISIET OTPAHNYMBATHCS OJHUM HalmoneHueM. Kak yxe ormedanoch
BBIILIE, B OCHOBE 3TUX PA3JIMUMH JIEKAT J1Ba INIABHBIX MOMEHTA: ) MyTAallMOHHBINA CTaTyC OIyXO0JIe-
BBIX JIEMEHTOB, @ MMEHHO MpOLUIa B HUX AU(epeHInpOBOYHAS MYyTaIUsl [€HOB TSOKEJbIX LeTen
MMMYHOIJIOOYJIMHOB WJIM HET; 0) XapakTep BBIABISEMbIX B KIETKaX XPOMOCOMHBIX HOJIOMOK. B
YaCTHOCTH, IPOTHO3 3a00JI€BAHUS 3HAYUTENIBHO JIyUIlle IPU HAJUYUHU y OOJIBHBIX KIIETOK C MpH-
3HaKaMu AU} epeHIPOBOYHON MyTALMU T€HOB TSDKEJIBIX Lene MMMYHOITIOOYIMHOB U C Jelie-
uueit 13q14. HampoTus, nporHo3 xyke Npu OTCyTCTBUU B KJIETKaX MPU3HAKOB aAuddepeHupo-
BOYHOM MyTallMU B I€HAX TSDKEJNBIX LIerell KMMYHOIIIOOYIMHOB W/WIM Haauuuu aeneruii 17pl3
nim 11q22-23.

W3zneunsarowmeii tepanuu XJIJI kpome annoTI'CK noxka Het. Yto kacaercs amno TT'CK, To u3-
32 MOXHJIOTO KOHTHHI€HTa OOJNBIIMHCTBA OOJBHBIX OHA HE IMpoBoAUTCs. Mcxoas u3 3Tux coodpa-
KEHUH, B CIIyyae 0)KMJaeMOI0 OTHOCUTENBbHO OaronpustHoro TedeHust XJUJI ot Ha3HaueHus cre-
nupUIeCcKol Tepaniy B TEYCHHE JUIMTEIbHOTO BPEMEHU BO3/I€P’KUBAIOTCS, a [TPU JICUCHUH aHEMU
U TPOMOOLIUTONIEHUH HMMYHHOTO XapaKTepa UCHOIb3YIOT TOJIBKO INTFOKOKOPTUKOUIBI B OOBIYHBIX
JUIs ayTOMMMYHHBIX 3200J1€BaHuil 103ax.
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[TokazanusimMu mis nutoctarnueckoit Tepanuu XJIJI sienstores: 1) moreps Beca, nmpeBbliia-
fomas 10 % ot ucxomaHoTO; 2) BRIpaKeHHAs C1a00CTh; 3) IMXOpaKa ¥ HOUYHBIC TIOTHI, HE CBS3aH-
HBIe ¢ HH(]eKuuei; 4) mporpeccupyonas HeCOCTOSTENFHOCTh KOCTHOTO MO3Ta; 5) He MOJIA0IIH-
ecsl Tepanuy IIOKOKOPTUKOUIaMU ay TOUMMYHHbIE aHEMHH U TPOMOOLIUTONIEHUH; 6) BhIpaXKEHHAs
(ceme3eHKa BBICTYIACT U3-TIOJT peOEpPHOTO Kpasi Oosee ueM Ha 6 ¢M) WU OBICTPO TIPOTPECCUPYIO-
n1asi CIuieHoMeTanus; 7) BelpakeHHas JimMpanenomarus (6onee 10 cM o JTMHHUKY ); 8) OBICTpOE
(B TeueHue 2 — 3 Mec.) IByKpaTHOE yBEIHUEHUE JINM(OIUTO3a KPOBH.

«30J0TBIMY CTAHAAPTOM IIEPBOM JIMHUH TePAIUU ABIsIeTCs (DirrogapabrH B COYETAHUH C ITHK-
nodochanom u purykcumadbom. [locnenauii mpuMeHsSIOT B O0JIBIIEH 103€, YeM npu JuMpomax, —

500 mr/m>. AJNBTEepHAaTUBHBIM JICUEHHEM MOXKET ObITh OEH3aMyCHH C pUTYKCUMAOOM. Y MaIeHTOB
MIOXHJIOTO BO3pAcTa ¢ TSHKEJION COMyTCTBYIOMIEH MaToI0rHel MOXKET ObITh UCIIOIb30BAaH JICHKepaH
(x10pOyTHH), B TOM 4Hcie ¢ puTykcumabom. Hakoner, B ciryuae Hea((HEKTUBHOCTH U 3TOH Tepa-
UM MOXKET ObITh Ha3HaueH aleMTy3yMald uiu kammnac-1H, koTopslii npenctasnseT coboit neueo-
Hoe aHTuTeNo K autureny CDS52, skcnpeccupyromniemycst B 00JIbIIOM KOJHYECTBE HE TOJIBKO Ha B-
muMpornmrax, HO U Ha T-nmumdponurax u Makpodarax. OqHaKO UHTEpEC K ajgeMTy3ymaly (u3-3a
BO3MO)KHOCTH Pa3BUTHUS Y TAKUX OOJIBHBIX TSDKEJIBIX MH(EKIIMOHHBIX OCIOKHEHH) 10JKEeH OBITh
KpaiiHe B3BEILICHHBIM.

B cBere 3THX 1aHHBIX MONOABIM 00bHBIM XJIJI, @ TakkKe HEKOTOPBIM OOJIBHBIM C OXKH1ae-
MBIM HEOJIaronpuATHBIM TEUEHHEM JIEHK03a MOXKET ObITh MpeiokeHa Wi TpancuianTanus HLA-
COBMECTHMOTI'0 aJIJIOT€HHOTO KOCTHOTO MO3Ta, MM ayTOJOTHYHAs MUeloTpaHcIutanTaus. Hako-
Hell, B cliyyae M30MpaTeabHOro pocTa JTUM(PaTHUYECKUX Y3JI0B Kakoi-To OHOM 001acTH, Hampu-
Mep ITIOTOYHOTO KOJIbIIA WM CEIEe3eHKH, ONpaBlIaHHO uX obiydenue. M3 npyrux cnocoboB jeye-
Hus y 601bpHBIX XJIJI yacTo NpuXoauTCs UCTIONB30BaTh AHTHOAKTEPHUATIbHBIE, IPOTUBOTPUOKOBbIE
Y IPOTUBOBUPYCHBIE MTPETIAapaThl, a TAK)KE BBEJCHHE MMMYHOITIOOY/IMHA, IEPEIUBAHUE IPUTPOLIH-
TapHOM MacChl U T. 1.

IIporuo3 npu XxpoHu4eckoM JTUMQOEeHKo3e OTHOCUTENBHO OaronpusaTHbIN. [Ipornoctuye-
CKM HeOJIaronpusTHHIMH (paKTOpaMu SIBISIOTCS: a) TudQy3Has UHPUIBTpAMS KOCTHOTO MO3ra
muMporTamu; 0) ObICTpOE yABOEHHE (B T€UEHHE Toja WM paHee) CouepKaHusl TMM(OIUTOB B
KpPOBH; B) OBICTPBIA POCT Y3JIOB U CEJIe3€HKHU; T') Masasi 3PPEeKTUBHOCTh CTAHAAPTHOW TEpanmuu
XJIOpOYTHHOM U MPETHU30JI0HOM; 1) BRIpaXXEHHAs! TPOMOOLMTONCHHS U TpaHchopmanus TuMpo-
Jeiiko3a B 0oJiee 3710KaueCTBEHHYI0 (hopMy — TUM(OCapKoMy, Ha3bIBaeMyIo curopomom Puxmepa;
€) IOKUJION BO3pacT OOJBHBIX; JK) HAMUYKME B KieTkax nenenuit 17pl3 umm 11q22-23; 3) otcyT-
CTBHE B KJIeTKax AU (HepeHIUpOBOYHON My TallMK TSKETION Henu IMMYyHorooynuHa (Vy); 1) 9Kc-
npeccus Ha kiaeTkax antureHoB CD38 u ZAP-70. ITpu sToM cpeaHsis AJIUTEIbHOCTh BRIKMBAHUS
y 60onpHBIX ¢ 0-if cranueli mo K. Rai (A-cragueii o J. L. Binet) nocturaer 10 ner. Cpenusis mpo-
JIOJDKUTEIbHOCTD BBKMBAHUS Y OOJIBHBIX C MPOMEXYTOUHBIM puckoM 3aboseBanus (I u Il craguu
no K. Rai min B-cranus mo J. L. Binet) paBasieTcs 5 — 8 rogam, a y 601bHBIX BeIcOKOTO prcka (111
— IV craguu no K. Rai miu C-cranus o J. L. Binet) — Bcero 2 — 3 romam.

BonocaTtokneTo4yHbIN NNIeUKo3

HeoObpIyHBIM BapHaHTOM XPOHHUYECKOTO JTUM(DOJICHKO3a SBIISETCS BOJIOCATOKICTOYHBIN JICH-
ko3 (BKJI). OH momyuun cBoe Ha3BaHUE MO HAJIUMYHIO B KOCTHOM MO3T€ U B KPOBH MaTOJIOTHYE-
CKHX JTUM(OIUTOB C BOJOCKOBOITOJIOOHBIMH IIMUTOIIA3MAaTHYECKUMH BBIPOCTAMHU. BOJNBIIMHCTBO
cnyuyaeB BKJI sBnsitorcst B-nelikemusimu. BMecte ¢ Tem onucanbl eIMHUYHBIC HAOTIONCHUS U JICH-
kemui T-TuIa, 4acTh U3 KOTOPBIX UETKO CBSI3aHa C HAIMYKMEM B JIEMKO3HBIX KJleTkax Bupyca HLTV-
II.
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IOnuaemuosorus. Ha nomo BKJI npuxomutcs 2 % neiiko3oB B3pocibix. COOTHOLIEHHE
3a00J1eBIINX MY>KYUH U >keHIIMH — 5: 1. CpenHuil Bo3pact 00JbHBIX B MOMEHT ITOCTAaHOBKU JHa-
rHO3a 55 JeT.

IMaTod6uonorus. Bonocareie KIeTKH NPeACTaBISAIOT CO00H TMM(OUIHBIC TIEMEHTHI MAJIOTO
WIN CPEAHETO pa3Mepa ¢ OBAJIBHBIM SpOoM, 0001KOM OJieTHO-ro1y00i HUTOIIa3Mbl C BBIPAXKEH-
HBIMH [IUTOIUIA3MATHUYE€CKUMHU BBITITYMBAHUSAMHU (CM. IIB. BKIL., pUC. 5.28). DTH KIETKH CoAepKar
00JIBIIIOE KOJTMYECTBO TAPTPAT-PE3UCTEHTHON KUCIIOH ocdaTazpl. B G0npIIMHCTBE CiTydaeB MyHK-
TaT KOCTHOTO MO3I'a M3-32 BBIPAXKEHHOI'O PETUKYJIMHOBOrO (pubOpo3a monydyuth He ynaercs. lpu
THECTOJIOTHYECKOM HCCIIETIOBAHUU OH MOXET OBITh 1M (Dy3HO MHPUIBTPUPOBAH BOJIOCATHIMH KIICT-
kamu. UmmyHodenotunmpoBanne mTuMQoIuToB 00HApYKHUBaeT dKcnpeccuio antureHoB CDllc,
CD19, CD20, CD22, CD25, CD103, FMC7 u noBepXHOCTHBI UMMYHOITIOOYIUH. B To e Bpems
skcnpeccust anturena CDS orcyTcTByer.

Kiaunuyeckas kapruna. Y yactu 60iapHbx BKJI npoTekaeT naTeHTHO U B TEUCHHUE JIJTHU-
TEJIBHOIO BpEMEHU He TpeOyeT NpoBEACHUS criennaabHol Tepanuu. HampoTus, apyrue 6oiabHbIE
OBICTPO OOHAPYKMBAIOT B KIIMHUKE CTOMKYIO MAHIIUTOTICHUIO, BBIPAKCHHYIO HH(PHIBTPAIINIO KOCT-
HOTO MO3ra BOJIOCAThIMU KJIETKaMH, YBEJIMUEHHUE Pa3MEPOB CEIE3E€HKU U CBSI3aHHBIE CO CINIEHOME-
rajgueit 601 B )KUBOTE. B KIIMHHUECKON KapTHHE BAXKHOE MECTO 3aHUMAET TshKelast, TpeOyromas
reMoTpaHc(y3nOHHOM KOppeKuH aHnemust. [locienusis coueraercsi ¢ BRIpaKEHHON TPaHyIIOUTO-
neHue u TpoMOOIUTONEHUEN U 00yCIIOBIEHHBIMU MU MHOTOYMCICHHBIMU 3MHU304aMU UHEK-
UM ¥ TEMOPPArndecKoro nuaresa. M3 mpyrux BaKHBIX CHMIITOMOB JIOJDKHBI OBITh OTMEUEHBI: a)
BaCKYyJIUTBHI U NEPUBACKYIUTHI PA3IUYHBIX JOKaJU3aluii; 0) BOBIIEUEHNE B AaTOJOTUYECKUH MTPO-
1iecc 3a0PIOMMHHON KIIETYATKH; B) HEPEAKOE YBEIMYCHUE TUM(PATHICCKHX JKEIIe3.

Jmnarno3 BKJI ctaButcst Ha OCHOBaHMH OOHAPYKEHHOM Y OOJBLHOTO CIUICHOMETaIlH, KOTO-
pasi coueTaeTcsl ¢ MaHLUUTONEHUEH Pa3HOM CTENEHM BBIPA)KEHHOCTH, IOSBICHUEM B KPOBU U
0COOCHHO B KOCTHOM MO3re JHUM(OIMTOB C OOJBIIMMHU IHMTOIIA3MATHUYECKUMHU BBIPOCTAMH.
[locnennue mydilie BUHBI B TpeNaHaTe KOCTHOIO MO3Ta U IPH AJIEKTPOHHOM MUKpockonuu. Bemo-
MOTaTeIbHBIM TUarHOCTUIECKIM TECTOM MOXKET OBITh OOHAPYKEHHUE B ITHX KIETKaX 0CO00i TapT-
par-pe3ucTeHTHOH (hopMbI KuCIoi docdarassl, perentopa HHTepiIeknHa-2 u anturenoB CD103,
CDl1lcu FMC7.

JuddepenumnabHbIi THATHO3 IPOBOTUTCS C Kilaccudeckumu Bapuantamu XJUJI, mamdo-
MaMu cene3eHKd. B otmmune ot XJIJI, mpyu BOJI0CAaTOKIETOYHOM JIEWKO3€ Ha IEPBOE MECTO B KIIM-
HUKO-1a00paTOPHBIX JTaHHBIX BBICTYNAET HE JIEMKOIIMTO3 U FeHEepalIn30BaHHas IUMQaaeHonarus,
a cruieHomeranus ¢ nanuuronenned. Kpome toro, BKJI He cBOMCTBEHHO Hajau4Ke B KPOBU Kile-
TOK IIUTONN3a ['ymMnpexra, a XapakTepHbl OTPOCTYAThIE BBIMSAYMBAHUS LUTOIUIa3Mbl. B oTianune
OT M30JIMPOBaHHOK TuMdombl cenezenku npu BKJII ¢ camoro Hadanma umeer Mecto HHPUIBTpa-
Vsl KOCTHOTO MO3Ta MaTOJIOTHYECKUMHE JTUM(POLUTAMH C XapaKTePHBIMHU IIUTOILIA3MATHIECKIMU
BEIpocTamMu. HakoHer, Bojocarkie KICTKH HMEIOT B IMMyHO(eHoTue dKcpeccrto CD103, a He
CDS5 u CD23.

Jledenue. [Tockonbky BKJI oTHOCHTCS K HHIIOJIEGHTHO MPOTEKAIOIIHAM XPOHUYECKUM JIEUKO-
3aM, MHOTHE OOJIbHBIE B TEUEHUE JUTUTEILHOTO BpEMEHU MOTYT HE HYX/1aThCs B Tepanuu. Bmecre
C TEM COBPEMEHHas Tepanwus, XOTsI U He W3JIeYNBaromas, J0BoJbHO d(dekruBHa. [lokazanusmu
JUIs Ha3HAYCHHS CHelM(pUYIecKoil Teparnuu SBISIOTCS: a) PEIUIUBHPYIONINE Cephe3HbIe MH]EK-
uy; 0) LMTONEHUH; B) CUMITOMAaTuyecKas CIjieHoMeranus; r) oomue cumnTomsl. [Ipu orcyt-
CTBUU 3TUX CUMIITOMOB T€palnus He MOKa3aHa U BIOJIHE ce0s ONpaBAbIBaeT TAKTUKA «HAOM0nal
xaw». [Ipenaparamu BbIOOpa /17151 JI€YEHHS BOJIOCATOKIIETOUHOTO JIEHKO3a SIBIISIFOTCS: @) OJI0KaTOPbI
aJICHO3MHJIE3aMUHa3: 2-XJIOPAC30KCHaIeHO3UH (KiIaapuOuH) mwin 2S-neokcudopMuIie (reHra-

ctaruH); 0) uaTepdepoH-a umu peodepon (3 MiIH C,Z[./Mz), KOTOpbIe 00HAPYKUBAIOT OTYETIUBBIN
KIIMHUKO-T1a00paTopHbIi 3 ekt y 6onpimucTBa 0onpHbIX BKIL. KnanpuOun BBoguTCS BHYTpH-
BeHHO B Teuenue 7 nueit B 1o3e 0,09 — 0,1 mr/kr. DddexT Tepanuu umeeT MecTo y BceX OOJbHBIX, a
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y 80 % mocie oHOTo Kypca JOCTHTAIOTCs TOMHbIe peMuccuu. [To6ounbie ekt knaapudnHa:
Heirporienusi, CD4-nmumdonuronenus, muxopanka u nHpekun. [logo6HO KIaapubuny, IEHTO-
CTaTHH BbI3bIBAET MOJHBIE peMuccu y 80 % OonbHBIX. OH BBOAUTCS BHYTPUBEHHO KaXKIIbIE B

Henem B 03¢ 4 Mr/m>. TTo6ouHbIe 3 QeKThI: TMX0opajKa, TOITHOTA U pBOTa, (hoToceHCHOMIN3a-
U ¥ HHPEKIUH.

D¢ dexTuBHOCTH MHTEPPEPOHA-4 HUKE, UeM NeHTocTaTuHa. OH BBI3bIBAET MOJIHbBIE HECTOM-
kue pemuccuu Toabko y 11 % 6onpHbIX. [Ipy 5TOM B Teduenue 16 — 24 Hen. OH JOKEH BBOIUTHCS
€)KEIHEBHO TOJIKOXKHO B J103€ 3 MJIH €/1., a MOoJAep KUBatoIas Tepamnus (3 MIIH eJl. TOAKOXKHO 3 pasa
B HEJIENI0) OCYLIECTBISETCS B TeUeHHE rojia u 6onee. B orinnuue ot unTepdepona-a u uarepde-
poHa-a2b, UHTPOH A 10 nocTrkeHus 3(hdexra BBOAUTCS MOIAKOKHO B TEUEHHE MOJIYToja B 103€

2 .
2 mutH en./m~ 3 pa3a B Henento. [lo6ounbie 3¢ deKTsl AeicTBUS HHTEP(HEPOHOB: TPUIIIIONOI00HBIS
CHUMIITOMBI (JIMXOpajKa v OOJH B MBIIIIIAX), JenpeccHsi, QyHKIIMOHAIbHbIC HAPYIIICHUS TICUYCHH U
YBEJIMYCHUE PUCKA BOBHUKHOBEHUS] BTOPUYHBIX 3JIOKAYECTBEHHBIX 3a00JICBAaHHIA.

N3 apyrux npenaparoB 3aciTy’KMBaeT BHUMaHUS BBEICHHE pUTyKcuMada B j103e 375 Mr/M2,
KOTOPBIH (IT0 TaHHBIM pa3HbIX aBTOPOB) oOHapyxuBaeT 3¢¢dekTuBHOCTL y 25 — 80 % O0NbHBIX
BKJI. YTto Kacaercs CIIEHIKTOMUY, KOTOpas ele HeIaBHO (Hapsily ¢ UHTEpPEpOHAMH) CUMTAIaCh
tepanueil Bpioopa BKJI, Heo6XoauMocTh B HEll OTHasla B YCJIOBUSAX HCIOJIB30BaHUS OJIOKaTOPOB
ne3aMuHa3. B xauecTBe BCrOMOrareslbHOM Tepanuu UCHOIb3YeTCs aHTUOAKTepUalbHas U 3aMe-
CTUTENbHAs TpaHC(]y3nOHHAS Tepanusl.

IIporno3. HecMoTpst Ha MOJIOKUTENBHBIN KIMHUKO-Ta00paTOpHBINA 3P PeKT Tepanuu O10Ka-
TOpaMU JIe3aMHUHa3 U HHTEepPEepoHaMH, IPOrHO3 3a001eBaHMsl (M3-3a COMYTCTBYIOIIMX UH(EKIIHIT)
ocTaeTcs cepbe3HbIM. [103TOMY Takue O0JIbHbIE HYKJIAIOTCSL HE TOJIBKO B CBOEBPEMEHHOM pacIio-
3HAaBaHMUHU 3a00JI€BaHUS, HO U B IOCTOSSHHOM JTMCIIAHCEPHOM HaOJIOCHUN.

5.10.4. NMNapanpoTenHeMu4yeckme remobmnacTosbl

[TapanporenHemMuyeckue reMo01acTo3bl MPEACTABISAIOT CO00H COOPHYIO TPYIINY OIyXoJie-
BBIX 3a00s1eBaHUM KpoBU B-uMbon1HOM Iprpoibl, TPU KOTOPHIX UMEET MECTO MOBBIIIEHHAs IPO-
JDYKIMSI MOHOKJIOHOBBIX IapalipOTENHOB U CBA3aHHBIN C TUM CHHIPOM IOBBIIIEHHOW BA3KOCTU
KpOBHU M He(dponarus. B aTy rpynmny BXOIUT MHOXKECTBEHHAsi MUEJIOMa, MaKpOIIIOOyTMHEMUYE-
ckuil remo61acto3 (MakpornoOynuHemus BanpaenctpeMa) u 6051€3Hb TSDKEIBIX LIeTel.

MHoOXecTBeHHaA Mmenoma

OCHOBHBIM 3a00JI€eBaHHEM TPYIIIIBI TAPANPOTEMHEMUYECKUX IeM0O0OIacTO30B SBISIETCS MHO-
xecTBeHHast Muesioma (MM). OHa npenicTaBisieT co00i KJIOHOBYIO MPOH(EpaLnIo KIETOK-TIPe-
II€CTBEHHUKOB B-11nM@omnon3a, KoTopele MPOU3BOAAT OOJIBIIOE KOTUYECTBO 3aBUCUMBIX OT HHTEP-
JeWKHHa-6 IUIa3MaTHYECKUX KIJIETOK, CHOCOOHBIX K IMPOAYKIUM MOHOKJIOHOBBIX TIJIOOYJIMHOB
knacca IgG, IgA, IgD, IgE u IgM.

InuAeMHOoJI0rusi. MHOKXECTBEHHAs! MUEJIOMA SIBJIIETCS CaMOM 4aCcTOM OIYXOJIbIO KOCTEH y
B3pocnbix. B CHIA oHna BcTpedaercs ¢ 4actoroil 3 — 4 ciydas Ha 100 TbIC. HaceneHus U UMeeT
TEeHACHIINIO K pocTy. Ha ee momo mpuxoautcs 1 % Bcex omyxoneit u 10 % 3aboneBanuii KpoBu
OITyXOJIEBOM ITPUPOJIBL. BONEIOT €10 NPEUMYIIIECTBEHHO MOKUIIBIE JIFOAH, Yalle My>KuuHbl. Cpen-
HUI BO3pacT OOJIBbHBIX B MOMEHT ITOCTAHOBKM JIMarHo3a paBHsaercs 62 rogam. Bmecte ¢ Tem yactb
60sbHBIX ¢ MM (110 3 %) MoxeT ObITh Monoke 40 sieT. JIoCTOBEpHBIX CBEJIEHHH 0 BO3MOKHOCTH
pa3Butusg MM y neteii HeT. 3aMmeueHo, 4To y Oenblx amepukaHieB MM BcTpedaeTcs B 2 pasa pexe,
yeM y appoameprkanieB. OHa pesika Takxke y MepecesieHIeB U3 a3UaTCKUX pernoHoB. Ilpu sTom
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CO3JaeTcs BIEUYATIICHUE, YTO PUCK 3a00JI€BaHUS CYIIECTBEHHO BBIIIE CPEIN TPYII HACEIICHHS C
HU3KHM COL[MAJIbHO-3KOHOMUYECKUM CTAaTyCOM.

Ituogorus. Tounas npuunna MM noka HesicHa. HacnenctBennas npupoza 3a00aeBaHus
COMHMTEJIbHA, XOTS M3PEJIKa OHO BCTPEYAETCS y YICHOB OJHOM M TOM ke ceMbu. B mocnennee
BpEMsl CTAJIM TOBOPUTH O paguaiuu, 00 WHOUIMPOBAHUN BUPYCOM Teprieca 8, o pabote ¢ Hed-
TENpPOAYKTAMH, XOTs YOSIUTENbHBIX JaHHBIX B MOJb3Y 3TUX KOHLEMIUN MOJYyYeHO MaJlo. YBEIH-
YEHHBI PUCK 3a00JIEBaHUSI OTMEUECH Y pabO4MX CTAJICTMTEHHON MPOMBIIIICHHOCTH, Y KOHTAK-
TUPYIOIIUX C JPEBECHOW IMBUIBIO, a TaKKe y (PepMEpOB M CaJOBOOB, UMEIOMIMX OTHOIICHUE K
nectunuaaM, B yactnoctu K JIJIT. Tak, Obuto ycranosneno, yto T umeer ckIIOHHOCTH Hakar-
JIMBATHCS B 9KOCHCTEMAX U TIOATOMY OOHApPYKHBAET TOKCHYECKHE dPPEKTH Y MHOTHX MO3BOHOY-
HBIX. M3 npyrux ¢axropoB pucka MM paccMaTpuBarOTCs MOKUIONH BO3PACT U M30BITOYHBIN BecC
HaIEHTOB.

[uToreHeruka. BBuay HU3KOM MHUTOTHYECKOW AKTUBHOCTH MHUEJIOMHBIX KJIETOK M HUX
HEOOJIBILIOrO COAEPKAHUS Y AUATHOCTUPYEMBIX OOJIBbHBIX, HCIIOJIB30BAHUE CTAHJAPTHBIX METO/I0B
[IUTOTEHETUYECKOTO MCCIICIOBAHMS BBISIBIISUIO MATOJIOTHIO XpoMocoM Julib y 20 % 6onbHBIX. B
TO K€ BpeMmsi ¢ momolpio coBpemeHHoro FISH-merona, n0mnoiHeHHOro 0JHOBpEMEHHBIM MO/-
KpalluBaHUeM HUToIuIa3MaTuueckux umMmmyHornooyauHos (FICTION), noBpexieHuss XxpoMocoM
00HapyKMBAIOTCS Y MOJABIISIIOIETO OOIBIIMHCTBA NalMeHToB. Cpeu HeCIy4dalHbIX CTPYKTYp-
HBIX U3MEHEHMM KapuOTHIIA 3aciIy>KHBalOT BHUMaHus TpaHciokauuu t(11;14)(q13;q32), t(14;16)
(932;q922), t(6;14)(p25;q932) u t(6;14)(p21;932), cBs3aHHBIE C MOBPEXKACHUEM TI'€HOB TAKEIbIX
nenei UMMyHor1o0yInHOB B Jiokyce 14q32. U3 qpyrux XpoMOCOMHBIX U3MEHEHHUH 3aCTyKUBAIOT
BHUMAaHUS TPaHCJIOKAlMY, 3aTparuBatoniue jokyc 11q13, B kotopom pacrnonoxen ren CCNDI,
KoIupyOmui ukiInH D1, BoBieueHue B MONOMKH JIoOKyca 4p16 ¢ pacmoiaoKeHHBIM 3/1€Ch PeleT-
TopoM ¢akTopa pocta (pudpodIacToB, a Takxke Aeneruu 17p. Kak mokazaHo ¢ moMonis0 IMMYHO-
MUTOXUMHH, IUKJIAH D1 BBISIBIISIETCS Y TPETH OOJIBHBIX MHOXECTBEHHON MHeIoMOl. Ero ypoBeHb
KOppEJHMPYeT ¢ HAIMUMeM B KieTkax Tpanciokaruu t(11;14)(q13;q32) u co creneHpio 3penocTu
MUEJIOMHBIX KJIETOK. AHaJIM3 MOJYyYEHHOro MaTepuaja MoKas3al, YTO caMas paclpOCTpaHEHHas
nepectpoiika nokyca IgH npu MM cBsa3ana ¢ Tpancinokauueit t(11;14)(ql3;q32). C nomomuibto
FISH-meTona ona o6napy»xuBaetcs y 20 % 60nbHbIX ¢ MM, B 15 % cnyyaeB MGUS uB 30 -35 %
CJly4aeB IJIa3MOKJIETOYHBIX JIEHKeMUN. DTa TpaHCIOKAIMs XapaKTepHa TaKKe JJIsl KIETOK JIUM-
(oMbl 30HBI MaHTHH. OTHAKO TTPU TUM(OME U3 KIIETOK MAaHTHITHOM 30HBI TOYKOH pa3phiBa B JIOKYyCe
14932 sBnsgercsa obnacte VDJ (BapuabenbHoro) pernona IgH, B To Bpems kak npu MM nomaercs
switch-peruon IgH. B pesynbsrare perunpokHoii Tpanciokamuu suxancepsl B [gH paznensitores u
HaXOJATCS Ha JepuBaTax XxpomocoM 11 u 14, 4To npuBOIUT K HapyLIEHUIO PETYIISLUU Cpa3y JIBYyX
IPOTOOHKOTeHOB. DTMU npoTooHKoreHamu siBisitorest CCND1 (PRAD1, Bel) na nepusare xpo-
MOCOMBI 14, a Takke MOTCHIMALHBIA OHKOreH Myeov (myeloma overexpressed gene) Ha nepu-
BaTe XpoMocombl 11. B pe3ynbrare 3Toi TpaHCIOKAIMHU MTPOUCXOAUT SKCIIPECCUS HIIM TUIIEPIKC-
npeccust D1-1ukinHa, SBISIONIETOCS KIIIOYEBBIM PETYISITOPOM KJIETOYHOIO LKKIa Ha dtane Gl-
S (3y6amoga E. 1., O6yxosa T. H., 2006). utepecHo, uro GonbHbIe ¢ TpaHciokanuen t(11:14)
3HAYUTETILHO MOJIOXKE OOJNBHBIX C JIPYIrMMHM MU3MEHEHHUSIMU KapuOTUIA. Y HHMX MEHbBIIE YPOBEHb
MOHOKJIOHOBOTO TipoTerHa (< 10 1/11) 1 peke pa3BUBAIOTCS SKCTPaAMETy/UISIPHBIC ILIA3MOIIUTOMBI
(Fonseca M. 1. [et al.], 2004). B 10 e Bpemsi cpenHsis MPOIOJIKUTEILHOCTh BEDKUBAHUS JIOCTO-
BEPHO HE OTIIMYAETCS OT OCTANIBHBIX 001bHBIX ¢ MM. C npyroii CTOpOHBI, MPOTHOCTUYECKH HEOIa-
TONpUITHBIM NTpU MM cuuTaeTcsi Hajauuue B KapUOTUIIE OMYyXOJIEBBIX 3JIEMEHTOB HECITy4alHbIX
Hapymenuid xpomocoM 13-ii mapsl (Fonseca M. 1. [et al.], 2002), Tpancnokanmu t(4;14) u genennn
pS3.

HMmmynogenorun. Hanbonee BaKHBIM MapKepoM MHUEIOMHBIX KIeTOK siBisieTcss CD138
(cunnekaH-1), coderatomuiics ¢ Bbicokoi akcnpeccueit CD38 u orcyrcTBueM s3kcnpeccuu CD19.
B GonpimHCTBE HAOMIONCHUN MUEIIOMHBIE KIIETKH OOHAPYKHBAIOT TAKKE BBICOKYIO IKCIIPECCHIO
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antureHa CD56 (N-CAM), kotopast HOpMaJdbHBIM IJIa3MaTHYECKUM KJIETKaM HE CBOWMCTBeHHa. B
YCJIOBHSIX MPOTPECCUPOBaHUS 3a00JIEBAHMS U MPU PELUIUBAX, OCOOCHHO SKCTpaMETyJUISIPHBIX,
MHUEJIOMHBIEC KJIETKM HAaYMHAIOT aKTUBHO JKcmpeccupoBarh Mapkep CD28. B utore B KOCTHOM
Mo3re 00ibHBIX ¢ MM MoOryT ObITH J1Ba BapuaHTa IJIa3MAaTHYECKUX KIIETOK, PAa3THYAIOIINXCS

v +
1o ypoBHIO 3Kcrpeccun antureHa CD56. Ilepsbiit BapuanT numeer ummyHodenorun CD1387,

CD38",CD56", CD40" u CD19 . Bropoii Bapuant — CD138", CD38", CD40" 1 CD19 10 CD56".
ITo mepe mporpeccupoBanus 3aboneBaHusT HapacTaeT 3kcnpeccust anturena CD28. Dkctpame-

IyISpHBIE OMyXOJEBbIe TeMeHThl uMeror (penotun CD138", CD38", CD56", CD28", CD19~

+ 9 9 v
npu CD56™. Uro xacaercst (eHOTHIA KIETOK MPU TUIa3MOKIETOYHOM JIGHKEMHH, OH CIIETYIOLIHIA:

CD20", CD28", CD56 .

[TockonbKy OJHOM U3 TJIABHBIX OMOJOTHYECKHX XapaKTePUCTHUK MHUEIIOMHBIX KIIETOK SIBIIS-
€TCsl CIOCOOHOCTh K HEMPEPhIBHOMY HEPETyIUPYEMOMY CHHTE3Yy TOTO WJIM MHOTO KJlacca mapa-
MPOTEHHOB U 00Pa3yIOIINX UX TSHKEIBIX U JIETKUX HEMNei, 3TO HaXOIUT OTPaKEHUE B YBETHUYCHUN
B KPOBH 00111er0 Oeka ChIBOPOTKH U HEPEIKO B MOSBICHUH HU3KOMOJEKYISIPHOTO, COCTOSIIErO
TOJIBKO M3 JIETKHUX 1ere, oenka berc-/[»onca B Mmoue. Y 601pHBIX ¢ MM uacto yckopsercs COD,
pa3BuBaroTca amuion103 AL-tuna u Hedpomnatus. Muenomnast HedpornaTusi MOXKeT ObITh CB3aHA
u ¢ Apyrumu (GakTopaMu, Kak TO: a) THIepKalblueMueil; 0) runepypukeMucii; B) BOCXOAsIIEH
uH(eKIrel MOUYEBBIBOISAIINX ITyTEH; I') IPSIMBIM TOKCHUECKUM JACHCTBHEM YKCKPETUPYEMBIX MHE-
JIOMHBIX MTPOTEUHOB Ha TYOYISIPHOM YPOBHE; 1) HH(GUIBTPAIMEN MOoYeK T1a3MaTHYeCKUMU KIIeT-
KaMu U T. 1. HemocpeacTBeHHBIM ke cie/ICTBUEM He(dporaTHH MOXKET OBbITh HEI0CTaTOUHAs MIPO-
JTYKITHS TIOYKaMH SPUTPOIIOITHUHA U, OTCIOA, AaHEMHUSL.

Xots npeacrapiaeHre o0 MM kak omyxoneBoM 3aboneBanuu B-nmumdornutos chopmupona-
JIOCh IaBHO, ITPOUCXOXKICHHE 37I0KaY€CTBEHHBIX KJIETOK JI0 TOCIIEAHETO BPEMEHHU 0CTaBajoCh Taii-
Hoii. [To coBpeMEeHHBIM MpeACTaBIeHUSIM, OHU BOSHUKAIOT U3 KJIETOK (DOJUTUKYISIPHBIX IIEHTPOB B
pe3ynbTaTe OTHOTO MIIM HECKOJIBKUX 9K30TEHHBIX CTUMYIOB, oBpexaatomux ux JJHK u napyma-
IOLIX HOpMaIbHYIO T depeHpoBKy. B pe3ynbrare 3THX BIUSAHUN B KJIETKaX 00pa3yoTcs pas-
JIMYHbIE HapyUIeHHUs] XpOMOCOM, OTMEUEHHBIE BhIlIe. Peub uaet kak 00 OTAeIbHBIX HECTy4YalHbIX
MOBPEXKACHUAX F€HOMA, TaK U 00 WX COYETAHMSX C YBEIMUYECHHUEM B KJIETKaX YMCIa XPOMOCOM 3,
5,7,9, 11, 15 u 19-if map win, Ha060POT, C MOTepsiMH U3 KapuoTtuna 8, 13, 14-ii u X-xpoMocom.
Ob6pasytomiuecs: B TMM(PATHYECKUX y371aX MATOJOTHUYECKUE KIETKU MOCTYHAOT B KOCTHBIM MO3T,
IJIe OHU MPUJIMIAIOT K CTPOMaJbHBIM dlIeMeHTaM. B pesynbprare 3Toro crpoMasibHbie JIEMEHTHI
U CaMU MHUEJIOMHBIE KJIETKHM HAYMHAIOT IPOAYIIUPOBATh B MOBBIIIIEHHOM KonnuecTBe NJI-6, koTo-
PBI, 110 MOCIEIHUM JaHHBIM, SBJISETCS MAapaKpUHHBIM U ayTOKPUHHBIM (DAKTOPOM pocTa caMux
MUEIOMHBIX KJeToK. [Io Mepe nporpeccupoBanus 3a0071€BaHUs K CTUMYIISIIIUA MHUEITOMHBIX KJIe-
TOK TTOAKIIOYAIOTCS U Jipyrue nutokuHbl (Berenson J., 2000), cekpeTupyeMble CTPOMaIbHBIMU H
KOCTHBIMH 3JIEMEHTaMH B YCJIOBUSAX MPUIUMAHUSI K HUIM MHEJIOMHBIX KJIeToK. K HUM oTHOCSTCS:
TpaHyJIOUTapHO-MaKpodaraabHbIN KoJJOHUECTUMYIUpyrommwmi ¢akrop, NJI-1, NJI-3, NJI-5 u mp.
Tak, cuHTe3UpyeMbIii MueIoMHbIMU KieTkamu MJI-14 B HOpMme He onpenensiercs. Bmecte ¢ Tem
OH UTpaeT IIaBHYIO POJIb B MPOIleccax MOJIEKYISIPHON aAre3uu, CTUMYIHPYS MapaKpUHHYIO MIPO-
TYKIMIO TAKUX MOJIEKYN MEKKJIETOYHOM, SHIOTETHAIBHO-IEHKOLIIUTAPHON U BaCKYJISPHO-KIIETOY-
HoH anre3uu, kak ICAM, ELAM u VCAM. Kpome Toro, OH aKTUBUPYET OCTEOKJIACTHI U MPO-
nykuiuto NJI-6. Hakonen, MJI-1a obecrieunBaeT 1ucceMHHAIIMIO MUEIIOMHBIX KJIETOK a TaKKe MX
KOHTAKT C KJIETKaMHu CTpoMbl U cocynamu. Kak ocHoBHOW kommoHeHT MJI-14 BXoauT B cocTaB
OCTEOKJIaCT-aKTUBUPYIOIIero dakropa, Bkaodaroniero TNF-a, TNF-4, meramnonporeassr 1, 2, 9,
a TaKkKe MapaTupeou0no00HbIH MPOTEUH U MakpodaraibHblil 14-6emok. B To ke Bpems apyrue
UTOKUHBI (3-UHTEP(PEPOH, UHTEPIACHKUHBI 4 1 6) CHOCOOHBI HHTMOMPOBATH POCT MUEIIOMHBIX KJIe-
ToK. Takum 06pa3zom, oA BAUSIHUEM IIUTOKUHOB, C OTHON CTOPOHBI, TPOUCXOIUT MOIIIHAS aKTHBA-
U1 OCTEOKJIACTOB, C JPYTOM — TOPMOKEHUE aKTUBHOCTH OCTEO00IACTOB U MPOIYKIIUH OCTEOKAIIb-
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uHa. Bee 3To npuBOIUT K pa3BUTHIO OCTEONIOPO3a, TUIIEPKATIBIIMEMHUH U K IIOBPEXKICHUSM KOCTEH,
COIpoBOXAatoIuxcst 0onsiMu. B cBOI0 ouepeb, MHBa3usi KOCTHOTO MO3Ta MUEIIOMHBIMHU KIIETKAMU
OTpakaeTcs Ha IMMYHOJIOTHYECKHX CBOicTBaX B- m T-mumdonuToB u Mmakpodaros, 4ro aenaer
9THX OOJBHBIX YYBCTBUTEILHBIMU K MH(EKIMH, ITPEKAE BCETO K MHEBMOKOKKOBOW M U TEpHii-
HoM. He meHblIee 3HaueHre B naroreneze MM npuiaercs onmyxoieBomMy aHTMOTreHesy. Jleno B ToMm,
YTO MHEJIOMHBIE KJIIETKH CIIOCOOHBI CUHTE3UPOBATh 3HAYUTENIbHOE KOJIMYECTBO BACKYJISIPHO-3H]10-
tenuanbHbIX (hakropoB pocta (VEGF) n Meramionporennassl. Te ke, B3aUMOIEHCTBYS € peLen-
TOpaMU KJIETOK CTPOMBI, cTUMynupytoT cekperuto MJI-6 u TNF-4. C npyroit cTopoHbl, aKTUBHUPY-
IOLUE aHTHOTE€HEe3 UHTEPIIEHKUHBI, KpOME MPSIMOTO JEHCTBHS Ha COCY/bl, OJIOKUPYIOT anonTo3 u
TakuM o0pa3oM cTUMYIUpPYIoT pocT omyxonu (Anapeesa H. E., banakupesa T. B., 2003). BaxHoit
0COOCHHOCTBIO OIYyXOJIEBOTO KJIOHA KJIETOK Mpu MM sBIsS€TCSl €r0 CIOCOOHOCTh K M30BITOUHOM
IPOAYKLHUH MOHOKJIOHOBBIX (M) MMMYHOIIIOOYIMHOB U UX CBOOOJHBIX JETKUX Lieneil. B 3aBucu-
MOCTH OT THIIA TSDKEJIOW LENH, MUEIIOMHBIE KJIETKH CITIOCOOHBI MPOAYIHPOBATH MOHOKIIOHOBBIE
rnoOynuHsel kinacca IgA, IgD, IgG, IgE unu [gM. B cBoro ouepens, 3TOT H30BITOK MaparnpoTeruHOB
CTaHOBMTCS OTBETCTBEHHBIM 32 (DOPMUPOBAHNE CUHPOMA TUIIEPBA3KOCTH, POSIBIIEHUIO KOTOPOTO
CHocoOCTBYeT Takke arperanusi GuOprHa U MOBBIIIEHHE TpoMOouuTapHoi GpyHkuH. [Tpomxymm-
pyeMble B U30BITKE JIETKHUE [IENH UMMYHOIIIOOYIHHOB (€ WK €) MOTYT OTJIOXKUTHCS B TKAHSX B BUZE
JIETIO3UTOB, YTO MPUBOJUT K X MOBPEKICHUIO. B miepByt0 ouepeb 3T0 OTHOCUTCS K moukam. O0b-
€IMHEHHBIE JIETKUE LIENH UMMYHOITIOOYJIMHOB, MOSBIISIIOIIMECS B MOU€E, Ha3bIBatoT OenkoM beHc-
Jlxonca. [locrnennuii, B 3aBUCUMOCTH OT BHYTPEHHEW CTPYKTYpPhl U XUMHUECKUX CBOWMCTB (op-
MUPYIOUIUX €r0 JETKUX LEeNel, TPUBOAUT K PA3IMYHBIM MOBPEXKACHUIM MTOYEK, BIUIOTH /10 Pa3BU-
tust AL-amunounnosa. [Ipu atom HaOmronaemast mpu MM skcnpeccus €-1ieneit B MpOrHOCTUYECKOM
IUTAaHE NTOYEMY-TO OKa3bIBAETCS XYK€, UEM E-1IeTeH.

Kinnudeckas kapTuHa 3a00yieBaHus OTIIMYAETCS OOJIBIIUM Pa3HOOOpa3HEM U CKJIaJIbIBA-
€TCsl U3 HECKOJIbKMX CUHJIPOMOB: a) OCTE€0I€CTPYKTUBHOI0; 0) CUHpOMA MOBBILLIEHHON BA3KOCTH;
B) HEPOTHUECKOTO; T') FTEMATOJIOTUYECKOTO.

VY onHuX OOMBHBIX NEPBBIMH IPU3HAKAMH 3a00JI€BaHUS MOTYT OBITH YaCTO MOBTOPSIOLIHECS
SMHU30/bI THEBMOHHUHU, HHPEKIIMH PECTTMPATOPHOTO TPAKTa, MPUAATOYHBIX Ma3yX HOCA U MOYEBHI-
BoJAIIMX myTel. [IpuunHoi Takoro UMMyHOAe(UIIUTA ABISETCS HEJOCTATOYHAS TPOAYKIIUS JIUM-
(ouuTaMH BCETO CIEKTpa HEOOXOAMMBIX OpPraHU3MY UMMYHOIJIOOYJIHMHOB M OTCIOAA UX CIaOBINA
AQHTUTENBbHBIA OTBET HA MH(MEKIHUIO. Y Ipyrux OOJBHBIX HAa MEPBOE MECTO BBIXOIAT OOJIH B KOCTSIX
pa3HoOil JIoKanu3aluK, oO0yCIOBIEHHbIE UX AECTpyKUue. MyunuTeneH paaukylIsspHbld CUHAPOM,
CBSI3aHHBII C KOMIIPECCMOHHBIMM IeperoMaMu M03BOHKOB. [locienHue MOryT ObITh HACTOIBKO
CEPbE3HBIMH, YTO TPUBOIST K 00E3IBIKMBAHUIO OOJIHHOTO H K TSKEIIOMY HApYHICHUIO (DyHKIIMA
Ta30BbIX OPraHoOB. Y TpeThbuX OOJBHBIX HA MEPBBIN IJIaH BBIXOJIUT MATOJOTUs NoveK. Peus uner o
BBIPQXEHHON IPOTEUHYPHUH, HAPACTAHUU a30TeMHUH U aHeMuu. [Ipu 3ToM GobHBIE KaTyIOTCS Ha
CHIDKEHHE allleTHTa, TOIHOTY, PBOTY, 3aII0PbI, MOJINYpPHIO U T. 1. Hapactanuto cnmabocTu, CHUXKe-
HUIO paboTOCTIOCOOHOCTH U MOSIBIICHHUIO OJIBIIIKK CTIOCOOCTBYET IPUCOCIMHEHUE THEBMOHHUH.

CHHIpPOM TUIEPBSI3KOCTH MPOSBIISAET ce0s FOJOBHBIMU OOJISIMHU, BSJIOCTBIO, 3aTOPMOKEHHO-
CTbhIO, BIUIOTH JI0 PA3BUTHS MApPAIPOTEUNHEMUYECKON KOMBI, KIMHUYECKUMHU MTPU3HAKaMU UILIEMUN
MHUOKap/a U 1MoueK. Y HEKOTOPBIX OOJIbHBIX B CBSA3H C YBEIMUEHUEM KaJIbIUs B KDOBU MOXKET OBITH
BBIpa)KEHHAsI aHOPEKCHS, TOLUTHOTA, PBOTA, MIOJINYPHS U TTOJIUAUIICHUS, OOJIBIIHE TPOOIEMBI CO CTY-
JIOM, HapacTarollasi COHIMBOCTb, HAPYILIEHUE CO3HAHUSA U JaXKE KoMa.

JlaGopaTopHasi AMarHocTuka. AHanu3 KpOBU OOJIBHBIX C CEKPETUPYIOIIEH MaparpoTEUHbI
MHO)KECTBEHHON MHUEIIOMOI MOXET OOHAPYKUTh YMEPEHHOE CHIDKEHHE TeMOITIOONHA U 3PUTPO-
LIUTOB, TPOMOOLIMTOB U JIEHKOLUUTOB, pe3koe yBenuuenue COD u nHorna Takue Mop(oiornyeckme
IPOSIBIIEHUS CUH/IPOMA TUIIEPBSI3KOCTH, KaK COOMpPaHUE IPUTPOLIUTOB B «KMOHETHBIE CTOJIOUKN». B
MyHKTaTe KOCTHOTO MO3Ta 3HaYUTeNIbHAs 4acTh KIeTOK (0T 10 10 95 %) MokeT ObITh IpeICTaBlIeHA
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KJIETKaMH € 3KCLIEHTPUYHO PACIONI0KEHHBIM SAPOM U IIUPOKUM 000JKOM MHTEHCUBHO 0a30(1IIb-
HOM IUTOIIa3MBbI (TJIa3MOLIUTaMH) (CM. IIB. BKIL., pHC. 5.29).

[ToMrMO OOBIYHBIX 3pENbIX IUIA3MOLUTOB B MyHKTaTe OOMBHBIX ¢ MM MOTYT BCTPETUTHCS
JIBYSIIEPHBIE ¥ MHOTOSIZICPHBIE TUIA3MOIIMTHI, a TaKXke 0osee Moobie (POPMBI — MPOTLIA3MOIIUTHI
¥ TJ1a3MO0OJIaCTHI.

B GuoxumuueckoM aHaliv3e KpOBH OOHApYKUBAIOT YBEIMUYEHUE COJEp)KaHUs OelKa ChIBO-
potku Beimie 80 /71, MOBBIIIEHHBIA KPEaTHHIH, THIIEPKAIBIIUEMHIO U BEICOKUN YPOBEHB MIETIOYHOM
¢docdarazbl kpoBu. [y arpeccuBHOTO TeUeHUs 3a00IC€BaHUS XapaKTEePHO YBEIHUEHHOE COJepKa-
HUE B KPOBH JIAKTATAETUIPOr€Ha3bl U MOBBIILIEHHAS! KOHIIEHTPALUs CBIBOPOTOYHOTO 4-MUKPOIIIO-
OynuHa. Dnekrpodopes 6eIKOB CHIBOPOTKH KPOBU O0IBHBIX ¢ MM MOXKET BBISIBUTH OBBIIICHHYIO
KOHLIEHTPAIMIO UACHTUYHO PA3TOHAEMBIX ITI00YJIMHOB, KOTOPBIE JAlOT MHTEHCHUBHOE Y3KO€ Mpo-
KpaluBaHue, nMenyemoe M-rpajguentoM. HakoHner, ¢ momoipio uMMyHodepesa OeskoB ChIBO-
POTKM MOXXHO KOHKPETH3MPOBATh XapaKTep NPOAYyLHPYEMOI0 MUEIOMHBIMU KIETKAMHU IPOTEU-
Ha(oOB), B TOM 4YHCJIE MPEICTABUTEIBCTBO B HEM TE€X WJIM HMHBIX JIETKUX U TOKeNbIX nemneil. B
O6uonTarax KO>KM CPaBHUTEIFHO PAHO BBISABIISETCS AMUTIOUI.

B ananuze mouu y MHOTUX OOJBHBIX MHOKECTBEHHOW MHUEIIOMOM MOXKET OBITH BBISBIICHA
IIPOTEUHYPHS Pa3HOU CTENEHU BBIPA)KEHHOCTH, a IIPU HArPEBAaHUM MOYM MOXKET BBIIIACTh B OCA/I0K
6enok benc-/oHca, cocTosAIMUI U3 JETKUX 1eneil UMMYHOIIO0yIMHOB. B ciydae mpucoenune-
HUS MHETOHEPPUTA MOXKET OBITh JIGHKOLUTYPUS U OaKTEpUOYPHSL.

Penmeenonozcuuecxoe uccnedosanue ckenrema 'y 60IbHBIX MHO)KECTBEHHON MUETIOMON MOXKET
BBISIBUTH €IUHIYHBIC I MHOXKECTBEHHBIE OUaru OCTEO0JIHM3a B yeperne, pedpax, JIomnaTkax, mo3Bo-
HOYHUKE ¥ TMOAB3AOIIHBIX KOCTsX (puc. 5.30). Bonee s dexkruBHO mopakeHHE TMO3BOHOYHHUKA
PETUCTPUPYETCS C TIOMOIIBIO A0EPHO-MACHUMHO20 PE3OHAHCA.

JAunarno3. MpICiib 0 IMarHO3€ MHOKECTBEHHOW MHUEJIOMBI JOJKHA BO3ZHUKATh y Bpaya MpHu
HAJIMYMM B KIMHUKE OOJIel B KOCTSIX, YIIOPHO PELUAMBHUPYIOLIETO PAJAUKYIUTA, KOTOPHIE COMPO-
BOX/IAI0TCS pe3ko yBenudeHHo COD, runepnpoTeMHEMUEH 1/UTH BBIPAKEHHOM MTPOTEUHYPHUEH.
OxoHuaTenpHbIN quarHo3 MM cTaBUTCS HA OCHOBaHUM OOHapy»XeHus: B kocTHoM mo3re 10 % u
OoJiee MIa3MaTUYEeCKUX KJIETOK, KOTOPOE COYETACTCS WM C HAJMYUEeM y OOJBHOTO MOBBIIICHUS
KOHLIEHTPAIIK MOHOKJIOHAJIBHOTO O€JIKa B CBIBOPOTKE KpOBH Bbimie 30 I/11, MK ¢ HAIMYUEM MOHO-
KJIOHAJIBHOTO OeJiKa B MOY€E, WM C OCTCOIMTUIECKIMHU OBPEKICHUAMHU.

Ha ocHOBaHNU paHee OMMCAHHBIX KIMHUYECKUX U J1a00paTOPHBIX TaHHBIX MHOKECTBEHHAS
MHEJIOMa MOXKET OBITh MOZIpa3/ieieHa Ha TpHu cTaauu. OCHOBOM sl pa3[esieHus! CIIyKaT: COAep-
YKaHHe reMoIIo0MHa B KPOBH, YPOBEHb KaJlblIMsl, BEIPAXKEHHOCTh PEHTIC€HOJIOIMUECKUX U3MEHE-
HUM KOCTEH U KOJIMYECTBO IPOAYLUPYEMOI0 MapanpoTerHa. B cBoro ouepenp, kaxaas U3 nojcTa-
T MOJKET OBITh MOJKIacCu(UIIMPOBaHa Ha TPyNIbl AUBB3aBHCHUMOCTH OT YPOBHSI KpeaTHHHHA
CBIBOPOTKH KPOBH.
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Puc. 5.30. Pentrenorpamma uyepena 60i1bH0ro ¢ MM, WILTIOCTpUpPYIOIas MHOTOYHCIICHHBIE
o4aru AeCTPyKIUU

[Tpumep hopMynupoBKH AHarHO3a:
MhnuoxectBeHHas muenoma, 1gG (IgA nmm benc-/[xoHca BapuaHT); ctaaus
IIb, moueunas HemoCTaTOYHOCTH 11, aHeMms.

JAuddepeHumnalbHbIi AMATHO3 MHOXECTBEHHOW MHENOMBI MPOBOJAUTCA C J00pOKade-
CTBEHHBIMHU MAPANPOTEMHEMHUSIMH, KOTOPBIE MOTYT UMETh MECTO ITPH HEKOTOPHIX CUCTEMHBIX Bac-
KYJIUTaX U OMYyXOJISX Pa3IMUHBIX JOKAIU3AUN, 0COOCHHO METACTAa3UPYIOIINUX B KOCTH, HAITPUMED
npu runepuedpome. B 06oux ciyyasx pemiaromgM MOMEHTOM B IOJIb3y MHOXKECTBEHHOM Mue-
JIOMBI OyJIeT pe3Koe yBeJIHNUeHHEe B KOCTHOM MO3Te COZICPKaHUs TUIa3MaTHYeCKUX KIETOK (0omee
30 %), a TakKe UX OMOJIOJKEHUE, IBYSJIEPHOCTD, UTO JJI1 METACTa3UPYIOLIMX PAKOB HE XapaKTEPHO.

IIporno3. ®akropamu BHICOKOTO pucka MM SBISIIOTCS: a) BBIpaKEHHAs] MUEJIOAETIPECCHS;
0) ObICTpBIH (B TE€UEHUE HE/IEIH) POCT OITYyXOJIH, ONPEAEIsIeMbIi TPU AUHAMHYECKOM PEHTI€HOJIO-
THYECKOM HCCIIEIOBAHUU KOCTHBIX JECTPYKIMN WM (peke) BU3YalIbHO U MAJIBIIATOPHO; B) CTpe-
MUTEIFHOE HapacTaHUE YPOBHEH CHIBOPOTOUHOTO WM/WMJIM MOYEBOTO MaparnpoTewHa; T') HaJIU4yHhe
MSTKOTKaHHBIX METAcTa30B; MJIa3MOKJIETOUHAs JIeHKeMusi; MueneMus (pe3Knil CJIBUT BIIEBO B JICHi-
KOLIUTapHOU (popMysie B 3PUTPOKAPHOIIUTO3); 1) BHICOKUN WHAEKC MEUEHHS OIyXOJIEBbIX KIETOK
o Ki-67 (LI > 1,2 %); e) BbIcOKuil TporeHT (> 3) mia3MaTH4ecKuX KIETOK B S-¢ase KIeTod-
HOTO IIUKJIA, OTPEACICHHBIA METOJIOM MPOTOYHOW LIUTOMETPHH; 3K) BHICOKUN YPOBEHb KCIpPEC-
CHH B MHEJIOMHBIX KJIETKaX pUOOCOMHBIX IIMUCTPOHOB; 3) 42-MHUKpornoOynuH > 60 mr/m; JIJII' >
300 en./n; u) Beicokue ypoBHU NUJI-6 u penentopoB NJI-6; nuskuit yposens UJI-2; k) urorene-
TUYECKHE aHOMAJIMY, B YaCTHOCTH JIeJIeLUsl WM yTpaTa U3 KapuoTumna 13-if XpoMoCOMBI, TpaHC-
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nokauuu t(4;14) nnu t(4;16), nenenust KOPOTKOro Mjieya XpoMocoMbl 17 ¢ yTpaToil win MyTanuen
AQHTHOHKOTEHA P53, THITOTUION/IHSI, MHOKECTBEHHBIE XPOMOCOMHBIE aHOMAJIMH; J1) UMMYHO(eHO-

tun CD20+, CD28”, CD56

be3ycnoBHO, MHOTHE U3 NEPEUHMCIEHHBIX TPU3HAKOB, 3a UCKIIOUEHUEM LIUTOTEHETUYECKUX
HapylleHui u L1, UMeroT 0THOCUTENIbHOE MPOTHOCTHYECKOE 3HaueHHe. OHAKO UX COBOKYITHOCTh
JNENCTBUTENBHO MOXKET IpeAcKa3aTh NPorHo3. Mcxonas U3 3TUX NpeanochbUIOK, 110 CTENEHHU pUCKa
6osbHBIe ¢ MM pazaensiorcs Ha 3 kareropuu (Tabdm. 5.5).

Tabnuya 5.5
Ounenka crenenn pucka MM Ha 0CHOBAHMM BeJIMYUH MHIEKCA MeYEeHHS MHEJIOMHBIX
KJIETOK M YPOBHS [32-MHKPOIJIO0YyJIMHA

[Tokaszarenu

CrerneHb pHcka
LI B,-MuKpornobyann
Huskas <1% < BepXHe# IpaHHIIbl HOPMBI
Cpepmss > 1 % WM > BEPXHEH rPaHMIIBI HOPMBI

Bricokas > 1 % W > BepxHell rpaHHIlBEI HOPMEI

Jleyenne MHOKECTBEHHOM MMEJIOMBI B IIOCIIEJHEE BpeMs B KOpHE W3MEHWIOCh. Ecimn
paHbllle TJIABHOE MECTO B Tepaluy 3aHUMald MendaiaH M MIIOKOKOPTHKOHIIBIL, TO TEHeph ITOT
MIOJIXO/I COXPAHMIICS TOJBKO JUIS JIeueHHst OOJBHBIX cTapiie 65 jet. B To ke BpeMs y «MOJIOIBIX)»
C IPOJIBUHYTHIMU CTAJAUAMU 3a00JI€BaHUS MPEANIOUYTEHHE OTHAeTCs 6opTe3aMuly ¢ TIIIOKOKOPTH-
KOMJIaMH, a TaKX€ TaKUM MMMYHOMOJYJIUPYIOIIMM IIpernaparaM, Kak TaJIWJOMUJ U JIEHAIHUJIO-
mug. Kak npasuiio, 3ta tepanus gononssercd ayto TT'CK, npenqnoururensHee aBoiiHoi. B ciiydae
e MporpeccupoBanus 3a0oaeBanus ncnonb3ytoT amorennyo TT'CK. Chenyer noBTOpHTE, UTO,
coracHo pekomeHaamusm, ayto TT'CK noka npuMeHsuich auib 601bHBIM Moioke 65 set. K mpo-
THOCTHYECKU HebnmaronpusaTHeiM (axropam npu nposeaenuu TT'CK oTHoOcAT: moxuioii Bo3pact
00NBHBIX, cTaguio 3a0oneBanus o Durie — Sulmon, ypoBeHb 4;-MUKpOTIIOOYTHHA U (PYyHKITHIO
nouek. Jlanee y OOJbHBIX C JOKAJIbHBIM POCTOM OITYXOJIH MTOKa3aHO Takxke oOyueHue. Hakomen-
HBIM B KJIMHUKAX OIIBIT TOKa3bIBAa€T, YTO MHOTME U3 U3BECTHBIX paHee (PaKTOPOB HEOIArONpHsT-
HOT'O IIPOTHO3a B YCJIOBUSAX COBPEMEHHON Tepaluy cJajld CBOU MO3UIMU. Tak, Bo3pacT OOIbHBIX
y4UTBIBaeTCs Teneps Toapko npu manupoBanun TT'CK. Kpome Toro, B ycinoBusSX COBpeMEHHON
Tepanuu yaaércs TaKKe NpeoJoIeTh HeOIaronpusaTHOE BIMSHUE HAa IPOTHO3 KaK CTaauu 3a0oJe-
BaHUS, Tak 1 HapyueHHo# ¢pynkiuu novek (becemensies C. C., 2013). Hakoner, ctajo sicHO, 4TO
BBICOKHE PE3YNbTaThl JIEYCHHS C TIOMOLIbIO KOMOMHALIMY BeJIKeii1a, MedanaHa 1 JJleKcaMeTa30Ha
YAAETCs NOITYYUTh Y MOKUIIBIX OOIBHBIX KaK CO CTaHAAPTHBIM, TAKUCBBICOKUM IIUTOT€HETUYECKUM
pHCKOM 3a00JI€BaHUSL.

[Ipu oTcyTCTBUM KIMHUYECKUX MPOSBICHUM 1 1abopatopHbix n3meHenuii (COD B pacuer He
npuHuMaercs) y 6oibHbIX ¢ [ ctaaueit MM co ciennduyeckum jieueHreM He criemar. B atom ciy-
yae ornpapjajia ce0sl BbDKUIATENIbHAS TAKTUKA C €KEMECSUHBIM KOHTPOJIEM IoKa3aresiel KpoBH,
MOYM U YPOBHEH MOHOKJIOHOBOH CeKpeluu UMMYHOIoOynuHOB. HanpoTtus, npu oOHapykeHUH
y GOJIBHOTO MPU3HAKOB HApacTaHUs OIyXOJEeBOW Macchl (I1aJieHUE MoKa3arenell KpacHO! KpOBH,
HOBBIIIEHHE CBIBOPOTOYHOTO UJIM MOYEBOTO ITPOTEUHA, pa3BUTHE OOJIEBOTO CUHAPOMA) JICUCHHE HE
OTKJIa/ibIBaeTcs. BeIOOp MeToa Tepanuu 3aBUCUT OT CTaAuU 00se3HH, (PaKTOPOB PHUCKA, a TaKXKe
CTpaHbl IpokuBanus 6onpHOro. Hanpumep, B CIIA, rie TpaHciuiaHTaus KOCTHOIO MO3ra MOXKeT
OBITH IPEUIOKEHA BCEM OOJIbHBIM MOJIOXKE 65 JIET, HCII0Ib30BaHUE IMPOKO 3apPEKOMEHI0BABIINX
ce0s B KIIMHMKE aIKWINPYIOIINX COeIMHEHUH He TokazaHo. [Ipeanourenue otaaercs nporpaMmmamM
VAD unu BbICOKOJI03HOM Tepamnuu. B To jxe BpeMs y O0JIbHBIX cTaplie 65 JIeT peub MOKET UATH O

106



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

CTaHJIAPTHON XUMHUOTEpAIHK MeIparaHoM ¢ peaau30ioHoM, [1XT, 1onoaTHeHHBIMU JIOKATHbHBIM
00JTy4yeHHEeM 04aroB MUEJIOMBI.

Haubonee npocras cxema seuenuss MM komOuHanuei mendanana (9 MI“/MZ)I/I IIPEIHU30-
noHa (100 mr) 6puta npemnokena 30 et Ha3aj, a aKTyalbHOCTh €€ UCIOJIb30BaHHS Y MOKUIIBIX
HE yTpaueHa /10 cux nop. bosee Toro, mo KOHEYHBIM pe3ynbTaTaM OHA MaJIO YCTYNAaeT MHOTUM
BHOBB npearaeMbiM pexumaM (becemensiies C. C., AdaynkaasipoB K. M., 2004). Tepanus men-
¢dananom u npeanuzononom (MII) mpoBoauTcs 4-THEBHBIMHU KypcaMu ¢ HHTEpBajIaMu 4 — 6 Hefl.
U TIpoJoJIKaeTcst He MeHee roja. Ha ¢one 3Toil Tepanun ocinabieHre CMMITOMOB 3a00JI€BaHUS U
OTYETIIMBOE YMEHBIIEHUE OmyxoieBoi Macchl (8 50 %) ynaeTcs noay4duTh Y HOJTOBUHBI OOTBHBIX.
[IponomxuTenbHOCTH OTBETa Kojiebnercs ot 6 10 18 Mec., MeinaHa BBKMBaeMOCTH cocTaisieT 30
Mec., a 5-JIeTHsS BBDKUBAEMOCTh peructpupyerca y 19 % neueHHbIX TakKuM 00pa3oM MaIeHTOoB.
CymectBeHHbIM HetocTaTtkoM MII-Tepanuu cunraercs HEBO3MOKHOCTh JOCTUKEHHUS C €€ TIOMO-
IO TOJTHOLIEHHON pEeMHUCCHUU 3a00JIEBaHUs, XOTA U MPH JIPYTUX peXHUMax CAeaTh 3TO HENpo-
cto. [Toatomy Tepanus MII 3ape3epBupoBaHa JUIsl paHHUX CTaJHi 3a00JI€BaHMsL, JIeUEHUs] OOIb-
HBIX cTapiie 70 JeT, a TaKoke VIS oA KaHUs PEMUCCHIA, TOCTUTHYTHIX NpH JiedueHur MM Oornee
MHTEHCUBHBIMU IIPOTOKOJIAMU XUMHUOTEPAIHH.

B kauectBe 1-if nuHUUM Tepanuu y OonpHBIX ¢ MM B Bo3pacte 70 70 jeT MOTyT OBbITH
cxembl LIBMIT (CVMP) nnu BLIMII, kotopsie BKITIoUaroT uKiopocdan, BAHKPUCTHH, MelanaHn
u npeaHu3onoH. [Ipu atoM y yactu 6onbHBIX (14 %) ynaeTcs NOXy4YUTh MOJIHBIE PEMUCCHHU, B TO
BpeMs Kak MeJuaHa BBDKUBAEMOCTH yBenuuuBaeTcs 10 42 — 44 mec. DddekTuBHOCTD Tepanuu
MOXeT OBITh ellle BhIIIe, eCIH B KauecTBe 1-if muHuu Tepanuu MM ucnonb3yercst M-2 mpoToKoI
(mendanan, nukinodocdan, OeMOCTHH, BUHKPUCTUH U MPETHU30JI0H) UM €T0 BapuaHTHl. B 3ToM
cllydae 4acToTa 00BEKTUBHOTO OTBETA BapbUpPyeT OT 56 110 76 %, MennaHa BBDKUBAEMOCTH JIOCTH-
raet 50 mec., a 5-1eTHsA BBDKMUBAEMOCTb — 26 %. Y 6onbHBIX cTapiie 70 jgeT 1octatouHo dpdek-
TUBHOH oka3aniach Taxke cxema MOCCA, koTopas BKIIto4aeT MelngainaH, BHHKPUCTHH, HUKI0(OC-
(aH, JIOMyCTHH 1 METUINPEIHU30JI0H. Ee ncnonbp30BaHNe O3BOIMIO MOTYyYUTh TOT0KUTEIbHBINA
3hdexT y 75 % OGONbHBIX NMPU MEANaHEe BBDKMBAEMOCTH 32 Mec.

Kak u npu apyrux 3aboeBaHusIX KPOBH OIYXOJIEBOM MPUPOBI, 3PPEKTUBHOCTH MPOBOIU-
MO Teparuu 1o Mepe NporpeccupoBaHus 3a001eBaHus yMeHbIaeTcs. B ocHOBe 3TOro heHOMEHA
JIEKUT XOPOILO YCTAHOBJICHHBIN (aKkT pa3BUTH MHOXKECTBEHHOM JIEKAPCTBEHHON YCTOWYMBOCTH,
MOBBILLIEHHAS DKCIIPECCUS B ONyXOJIEBBIX NIEMEHTax aHTHanontuueckoro resa BCL-2 u ap. s
MIPEOJI0TICHNS PE3UCTEHTHOCTU MOTYT OBITh MCIIOJIb30BaHbI ITOBBIIIEHHBIE 1036l Mel(aaana, aapu-
abnactuHa, OIOKaTOpOB Tomon3oMepa3s (Benesu, aronosun), CCNU (O6emtocTrHa), IUTO3apa, ITUK-
nopochamua, nrapyOuIMHa, a TaKKe TATUAOMH, OOPTE30MUO U MYNbC-PEKUMBI TIIIOKOKOPTH-
KOMJIOB.

Kpowme Toro, 1u1st mpeooneHust pe3UCTEHTHOCTH KJIETOK K XUMHUOTEPANINN 4acTO UCTONb3Y-
etcst cxema BAJI (VAD), koTopasi BKJIt0o4aeT BUHKPUCTHH, aJpUaMHUIMH (JJOKCOPYOHIINH ), HEPEIKO
3aMEHSIEMBbIH JIMIIOCOMHBIM aHAJIOIOM JJayHO30HOM WJIM JJOKCHUJIOM, M ieKcameTa3oH. [Toxoxe, uto
3TOT PEXKUM MOXKET OBITh TOJIE3eH TaKXKe MPH MOATOTOBKE K TPAHCIUIAHTAIIMM KOCTHOTO MO3Tra
WK nepupeprudecKiX CTBOJIOBBIX KJIETOK, KOT/Ia UCTIOJIb30BaHHE ANKHIUPYIOIUX COCTUHEHUH, B
YacTHOCTHU Mell(anaHa, He TIOKa3aHo.

Jlo HeZlaBHETO BpeMeHHU OO0JIbIINE HAASK/ bl Ha ycuileHue apdexTa Tepanuu MM Bosnaraiu
Ha UHTEP(EpOHBI, MOCKOIbKY JieueHHe O0NbHBIX 1o nporpamme MII + unTepdepoH Mo3BOIMIO
yBENUYUTH 001l 0TBET ¢ 42 10 68 %, monnbie pemuccun — ¢ 13 mo 18 %, a S-netHro0 Ge3pe-
IUIUBHYIO BEDKHBAEMOCTh OONBHBIX — ¢ 16 10 23 %. AHamorngHo 3ToMy 3pGEeKTUBHOCTH Jiede-
HUusE MM CcylecTBEHHO yBETUUMBAIACh MPU UCIOIb30BaHUM HHTEphEpoHa B KoMOuHanuu ¢ M-2-
MIPOTOKOJIOM, KOTJIa MOJIOKUTENbHBIN 0TBET nocTuraics y 80 % OOJIbHBIX, P MOJIHOW PEMUCCHH
y 30 %, u Menuane BbDKUBaeMOCTH 46 Mec. HemanoBaxHO U TO, YTO Takoil moaxo ObLT JOCTa-
TOYHO 3(p(heKTUBEH HE TOIBKO Y MOJIOABIX, HO M Y MOXKHJIBIX MMALlMEHTOB. B kauecTBe e BcrioMo-
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rarejabHbIX HEUTOCTaTUUYECKUX MPENnaparoB i JICUEHUs PE3UCTEHTHBIX K Tepanuu MM moryt
noakirouatecs Becanon 1 ATRA, nukinocnopuH-A, a Takke ero HOBBIN AepuBar — valspodar.

BwmecTe ¢ TeM miaBHbIe yciexu ObUTH TOCTUTHYTHI B IPEOA0TICHUN IEPBUYHON U BTOPUYHON
pe3ucteHTHOCTH MM K XMMHOTepanuu, a Takke B yCTPaHEHUH PELMIMBOB 3a00JI€BaHNs Ha TaJH-
nomuze, 0opTozaMue, TPUOKCHIE MBIIIbsIKa, TaMoKcupene, MJI-2, MOHOKIIOHATBHBIX JIEYeOHBIX
aHTHUTENIaX K IMKOTIPOTEHHY MOJIMPEe3UCTEHTHOCTH P-170, K ImaBHOMY poCTOBOMY (DakTOpPy ILIa3-
moruToB — MJI-6 u k CD20-antureny (putykcumad wid MadTepa).

Tanunomun (B Poccuiickoit denepanuu He 3aperucTpupoBaH) ObUT cUHTE3UpOoBaH B ['epma-
Huu B 1957 . ¥ Ha IepBBIX Opax UCIOJIB30BAJICS KaK CEaTUBHOE U CHOTBOPHOE cpecTBO. OTHAKO
MOSIBUBIIMECS T03[JHEE MHOTOYUCIIEHHBIE YPOJICTBA Y HOBOPOXK/IEHHBIX J€Ted, MaTepu KOTOPBIX
VMEJH IJTa4€BHBIN OIBIT MCIOIB30BAaHUS 3TOTO IIpenapara, IpUOCTaHOBUIIN €0 IPOIBHKEHUE Ha
peiHOK. Ha cerogusimHuii AeHb NPUHSTO CYUTATh, YTO TAIUAOMUL OJIOKUPYET AHTUOTEHES OITyXO-
JIeid, BRI3BIBACT MOJABIICHUE (haKTOpa HEKPO3a OIyXOJIH-4 U KOPPUTUPYET HHTEPICHKUHEI. B ntore
3¢ (heKkTUBHOCTH TayaoMuIa pu pedpakrepabrx Gopmax MM nocruraer 25 — 50 %. Hauans-
Has 1o03a npernapara — 200 Mr/cyT. 3aTeM Ka)xIyIo HeAelo 3Ta no3a yBennduBaercst Ha 100 mr u
JIOBOJUTCSA 10 MaKCUMalibHO TiepeHocumoit 10361 B 400 — 800 mr. CocTostHre O0IBHBIX HAYMHAET
yIyqmarbcs yxe depes 4 Hex. OHAKO OTYETIIMBBIA TepaneBTUIECKUH d((PEKT MpocMaTpruBaeTCs
JIMIIG TTOCJIE Tola HeMpPephIBHOM Tepanuu. Eme 6omee pesynsratuBHOM (74 — 86 % MooKATEH-
HBIX OTBETOB) OKa3ajach KOMOMHUPOBAaHHAs Tepamnus TATUAOMUAOM C JEKCaMETa30HOM, LIUKIIO-
(dhochaMuoM, 3TOMO3UIOM U HEKOTOPBIMU JAPYTUMH LUTOCcTaTuKaMu. [1o00ouHbIe A3 deKThl aeii-
CTBUS IIperapara: COHJIMBOCTb, 3al0pbl M HEWPOIaTHsl.

Jpyroit MHOTOOOCMIAOIINN TIpermapar — OOpTe30MUO (BEIKEH ) OTINYAeTCS OT TallUI0-
MHJIa CTIOCOOHOCTHIO MHTMOUPOBATH aKTUBHOCTH MPOTEACOM — CBOEOOPA3HBIX YH3MMATUYECKHUX
KOMIIJIEKCOB, OTBETCTBEHHBIX 3a paclleIUIeHne MHOTMX OenkoB. BbI3bIBas Jerpaganuio OenkoB B
KJIETKE, BEJIKeH ] HapymaeT ux (yHKIHOHHPOBAHHE, OJIOKHPYET KIFoYeBbIe (DaKTOPBI POCTA OITy-
XOJIEBBIX KJIETOK, OKa3bIBA€T BIMSHHUE HA UX allONTO3 U B KOHEYHOM UTOI'€ BOCCTAHABIMBAET YyB-
CTBHUTEIBHOCTh MHUEIIOMHBIX KJIETOK K OCHOBHBIM XMMHOTEPANIEBTHYECKUM Tpenaparam (Menda-
JaHy, JOKcopyOunMHy u Ap.). Knuandyeckue ucnpiTaHus moka3aiu, uto 35 % pedpakTepHbIX K
TEpaly ¥ PEIUIUBHBIX OOJBHBIX JAJIU MOJOKHUTEIbHBIE OTBETHI Ha Benkeia. Y 10 % medeHbix
MAIMEHTOB ObLTa 3apETUCTPUPOBAHA ITOJTHAS WITH OJTM3Kast K TaKOBOH pemuccus, y 17 % — qactud-
Has, ay8 % — MUHUMaJIbHBIN oTBeT. Takxke y 24 % Apyrux naureHToB Obljla KOHCTaTHPOBaHA CTa-
OuM3alys OMyX0JeBoro npoiecca. B 1enom xe no rpyrmmne Mearuana npoJoKUTEIbHOCTH OTBETA
cocraBuia 12 mec., a MeauaHa o0Ieil BEDKUBaeMOCTH — 16,4 Mec.

Hemnnoxue pe3ynbrarsl edeHHs] pe3ucTeHTHbIX MM mosyyaroTcs ¢ IOMOILBIO TPUOKCHIA
MBIIIbsKA (frisenox). MexaHu3m ero JeHCTBUS CBSI3bIBAIOT C TOPMOKEHHUEM JIEJIEHUS OIyXOJEBbIX
3JIEMEHTOB, UHIYKIMEH aronTo3a u 6I0KupoBKoil anrnoreHesa. [lepsble uccieaoBanus ObLUIN IPo-
BezieHbl y 14 OonbHBIX ¢ 3-i ctaaueit MM, omyXoseBble 3J€MEHThI KOTOPhIX UMEIU IPOrHOCTH-
YeCKU HeOIaronpusITHbIE MOBPEXKICHHUS XpoMocoMbl 13-ii mapel. B pe3ynbrare nonoxuteabHbIi
3¢ ekt ObUT OTMEUEH y TpeX MAalUEHTOB, IPUYEM Y JIByX B TE€UEHHUE MOJIyroJla COXpaHsiach 25
— 50 %-Has penykuus nmapanporeuHa. B n1pyrom uccienoBaHuy, e TPUOKCH]T MbIIIbSKA UCTIOIb-
30BajJi B KOMOMHAIMKU C aCKOPOMHOBOM KUCIOTON, OOBEKTUBHBIN OTBET ObLIT 3apETUCTPUPOBAH Y
48 % marmeHToB, a 'y 38 % Obu1a orMeueHa ctadbmim3anus 3aboneBanus (Anderson K. M. [et al.],
2001).

[Hockonbky y 60mpHBIX ¢ MM B maTonoruyeckuii mpouecc 4acTo BOBJIEKaoTcs: Ras-oHko-
TeHBI, KOTOPBhIE aKTUBHPYIOTCA (apHe3unTpaHchepazou, Ookana s3toro ¢pepmeHTa 3apHECTpPOu
03BOJIMJIAa JOOUTHCS cTabmin3anuu npouecca y 62 % 601bHBIX € IPOJBUHYTHIMU cTagusiMu MM
(Santucci A. K. [et al.], 2003).

B 3akitouenne He0OX0IMMO CKa3aTh J1Ba CJIOBAa O BOBMOKHOCTH UCHOJIb30BaHUS IIPU Jieue-
Hun MM npHUHLIKMIIOB CUCTEMHOMN SH3UMOTEpanuu (BooeHsum, Bods-myroc E, duorensum), koro-
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past MO3BOJISIET KOPPUTHUPOBATH B KPOBU YPOBEHb TAKMX OMOIIOTUYECKH aKTHBHBIX BEIIECTB, KaK
NJI-6, pacTBOprMBIE perienTopsl (pakTopa HEKPO3a OIyXOJIU-4 U IPYTHE, U B LIEJIOM CIIOCOOCTBO-
BaThb YCWJICHHUIO AP PEeKTa MPOTHBOOITYXOIECBOH TEPAITHH.

ConposoaurtenbHas Tepanusi MM. Heorbemiemoii yacteto geueHuss MM siBnsieTcs Tepa-
nust monaepkku. OHa BKIIIOYAET: a) WH(PY3MOHHO-/IE3WHTOKCUKAIIMOHHYI0, TEMOKOMIIOHEHTHYIO
¥ TIPOTUBOPBOTHYIO TEPANHIO; 0) UCIIOIB30BAHUE MPETIAPATOB IS KyITUPOBAHUS OCCAITHIECKOTO
CHHJIIpOMa U HOopManu3auu (GpochopHo-KanpIreBOro 00MeHa; B) aHTHOAKTEpHUAIBHYIO TEPAIUIO;
T') UCTIOJIb30BaHHUE KOJIOHHECTUMYIUPYIOMHNX (hakTopoB. AHTHOAKTEpHATIbHAS TEpanHsl HHPEKIH-
OHHBIX OCJIOXHEHUH MPOBOAMTCS MO OOIIMM MpPaBUJIaM C IMOI00POM aHTHUOMOTHKOB IO/ KOHTPO-
JIeM pe3yNbTaToB MOCEBOB KPOBU, MOYH, MOKPOTHI 1 Jip. [Ipennoyrenue B 1edeHnu otaaercs neda-
nocriopuram III u IV noxonenus (poprym, makcunum), kapOanvHeMaM (THEHAM, MEPOHEM) H
«3aIIUIIEHHBIMY» TEHUIWUIMHAM ILIHPOKOTo criekTpa (TazouuH). [lo Mepe He0OXonUMOCTH IpUMe-
HSIOT BAHKOMUIIMH ¥ HeTpoMUIMH. [Ipu 3TOM anTHOAKTEpUaNbHas TEpanusi HEPEIKO COUETaeTCs
C MPOTHUBOTPUOKOBOW (HM3Opan, audmrokan, Budpenn). s mpopHUIakTHKH PeluIHBHPYIOIIIX
UHQEKIHA y IMMYHOIE(DUIIUTHBIX OOIBHBIX UCTIONB3YIOT MEPOPATbHBIE (PTOPXUHOIOHBI, MAKpPO-
UL (KITAPUTPOMHIIMH, a3UTPOMUIINH) U IPOU3BOIHBIE CYTb(haHMITaMUI0B (CENTPUH, OUCETITON).
OrnpaBaaHHbl TakXKe BBICOKHE JieueOHbIE 103bI UMMYHOITIOOynuHa. C Ipyroil CTOpPOHBI, KpaiHe
HexenaTenbHo mpu MM ucnonk30BaTh Takue He(PPOTOKCHUECKHE Tpenaparhl, KaKk TeHTaMHUIIHH,
CTPENTOMHIIMH, KAHAMHUIIMH U HEKOTOPBIE JIpyTHE.

JledeHue MoYeyHON HEAOCTATOYHOCTH BKIIIOYAET TUETY C OTPAaHMUYCHHEM KOJIMYecTBa Oell-
koB 710 0,5 — 1 r/Kr/cyT, 0OMIBHOE MHUTHE, OlIETAYNBAHUE, UCTIONB30BAHHE Y PETUKOB, IIPOTUBO-
A30TEeMHYECKHX IPEraparoB (TreMoie3, KOPHUTOII, JecreHePPHII), aHAOOTUKOB M SHTEPOCOPOCHTOB.
Becconesas nuera He pekoMeHayeTcs. B To e Bpems oKa3aHbl HOBTOPHBIE CEaHCHI Tu1a3Made-
pe3a, reMocopOLuy, a B TSKENbIX ciaydasx — u remoauanusa. Eciu XIIH B teuenune 1 — 1,5 mec.
KyTIHPOBAaTh HE YA€TCs, OTIPABIAH NEPEBO TAKMX OOIBHBIX HA XPOHUYECKHUI TeMOINAIIN3, H TAXKe
Ha TPAHCIUTAHTAIMIO MTOYKH. JIJIs IeueHHsI TSHKEION aHEMHH UCTIONB3YIOT TPAHC(Y3HH SPUTPOIIH-
TapHON Macchl U 3PUTPONOITUH (PEKOPMOH).

CuHAPOM MOBBIIIEHHON BA3KOCTH, TaK e KaK KPOBOTOYUBOCTb, ITPH BHICOKOW THITEPIIPOTEH-
HEMHHU U HOPMAJILHOM YPOBHE TPOMOOIIMTOB JiedaT riazmadepe3om. st TMKBUIAINH TUIIEPKAITb-
[IEMHUH, TIOMHMO TUIAHOBOH IIUTOCTaTHYECKON ¥ TOPMOHAIBHOM TEPAITUH, UCIIONB3YIOT THpaTa-
U0 OONBHBIX, (hopcupoBaHHEIH Arype3 Gypocemunom (20 — 40 mr 3 pasa B ICHb), BHYTPHBCHHOC
BBeJIcHHE OM(POCHOHATOB 1 JICUeOHYIO (DHU3KYITBTYPY.

TopMmokeHHE 0CTEe0NIn3a OCYIIECTRISIIOT IyTEM: a) TIPOBEICHHS TPOTHBOOITYXOJIEBOM Tepa-
nuy; 0) HETOCPEICTBEHHOTO BO3JICHCTBHUS Ha OCTEOKIIACTHI (OM(OCPOHATHI);

B) HOPMaJIM3aIMH HAPYIIEHHOTO (PochOopHO-KaIbIIMEBOT0 OOMEHA (KaIbIIMTOHUH, MHAKaJIh-
IUK).

Ha cerognsiiamii neHs campiMu 3¢ (peKTHBHBIMU TIpeTnapaTaMHy B TIaHE YMEHBIICHHS OCTEO0-
nu3a sBIsiroTCs OudocdonaTel — aHamoru mupodocdara, UMEIOIIETO BEICOKOE CPOACTBO K hocdary
kanpnus. [lupoko pacrpocTpaHeHHBIMHU MPEICTABUTEISIMHA TPYIbl OupochOoHATOB SBIAIOTCS
6onedoc (kmoapoHar), apeaus (TaMHIPOHAT), 30MeTa (30JeIpoHaT) u O0HApOHAT (MOAHIPOHAT).
I'maBHOE (papmakonormueckoe aeiicTBre Bcex 0upochoHATOB — THTHOUPOBAHUE PE3OPOIIHH KOCTH
IyTEM TPENOXPAaHEHHUsS OT PACTBOPEHHUS KPHUCTAJLIOB THAPOKCHANATHTA W HETOCPEICTBEHHOTO
CHIDKCHHS B TIOPKEHHOM KOCTH YHCIIa U aKTUBHOCTH OCTEOKJIACTOB. B X0/1€ MHOTOYHMCICHHBIX
UCCJICZIOBAaHUI OBLIIO YCTAHOBJICHO, YTO OM(POCHOHATHI:

1) o6ecnieunBaroT 3(pPEeKTUBHYIO 3aIUTY KOCTHON TKaHHU;

2) OBICTPO KyNUPYIOT OCCAITHYECKUN CUHIPOM;

3) 3aaepKUBaIOT NOSBIECHUE HOBBIX 04aroB KOCTHOM JECTPYKLNU;

4) moAABIAIOT MPOTPECCHPOBAHUE IECTPYKTHBHOTO MPOIECCA B KOCTSAX CKEJIETa;

5) cCoKpaIaroT 4acToTy MaToJOTHYECKUX MEPETIOMOB KOCTEH;
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6) OBICTPO HOPMAIIU3YIOT COICPKaHUE Kaiblus U (ocopa B CHIBOPOTKE KPOBH U YMEHb-
LIaI0T UX MOTEPIO C MOYOI;

7) yAy4IIarT Ka4eCTBO )XU3HU OOJIbHBIX.

I'maBHBIM HOCTHKEHHEM COBpEMEHHOU Tepannid MM sBUIIOCH SIBHOE yIy4dIlIEHHE KaueCcTBa
KU3HU OOJIBHBIX, @ TAKXeE TO, YTO TPETh U3 HUX JKUBYT noisblie 5 neT. [Ipornos 3aboneBanus,
KaK MpaBUIIo, JIyYllle Y MOJIOABIX MAlMEHTOB, YEM Yy MOXMWIbIX, OCOOEHHO B CIyyasX MapKHUpO-
BaHUS OITyXOJICBBIX JIEMEHTOB OTMEUEHHOW BhImIe Tpancimokanuen t(11;14)(q13;932). B 1o xe
BpeMs TPU OTCYTCTBUU AP PEeKTa OT MPOBOTUMON TEPATUN U HATMYHH MPU3HAKOB TLIOXOTO TPO-
rHO3a 3200JI€BaHMSI MOJIOJBIM M COMAaTHYECKH COXPAHHBIM OOJBHBIM IOCIIE COOTBETCTBYIOIICH
NOJTrOTOBKU ONpaBJaHHa WK JBOWHAs TPAHCIUIAHTALUsI COOCTBEHHOTO KOCTHOIO MO3ra (ayToJo-
TMYHAas1), WIK JOHOPCKOTO (ajuloreHHas). B ciydae ycnemHoro npeoiosieHus nocTTpaHcIIaHTa-
IIMOHHBIX OCIIOKHEHUH yTydIIeHHE Ka4yeCTBa )KU3HN MOXKET HACTYNUTH Y OOJNBITMHCTBA OOJIBHBIX,
XOTsI OKOHYATEIbHO N30aBUTHCS OT ATOTO 3a00JIEBAHUS YAAETCSI HEMHOTHM.
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5.11. SNOKAYECTBEHHbIE IMM®OMbI

3n0KauecTBEHHBIE JTUM(OMBI TPEACTABISIIOT COO0H TeTEpPOTeHHYIO TPYIILY OITyXOJEBBIX
3a00J1€BaHNl UIMMYHHOM CHCTEMBI BHEKOCTHOMO3TOBOTO MPOMCXOKIACHHUS, CyOCTPaTOM KOTOPBIX
aBisitoTcest B- mimn T-nmumdounnnbie snemenTsl. Yamne BCero OHM HAYMHAIOTCS B TaKHX JTUMQO-
WIHBIX OpraHax, Kak JuMQaThuueckue y3Jbl, cele3eHKa WM TUMyC. BmecTe ¢ TeM BO3MOXKHA
r00ast SKCTpaHo1aIbHasl JOKaIU3alusl MaTOJIOTUYECKOT0 0Yara, BKIKUas KOXY, CIIU3UCThIE KelTy-
JIOYHO-KUIIEYHOTO TpaKTa, BHyTpeHHHE opranbl U naxe [THC.

ITHoJ0rus U narorene3. M3 stnonornueckux (pakropoB BOZHUKHOBEHUS JTUM(POM HECO-
MHEHHBI HEKOTOPBIE BUIbI BUPYCOB, B YaCTHOCTH Dmiurteiina — bapp, Bupyc T-kineTouHoro yneiko3a
(HLTV-I). YactoTa tum¢poM pe3Ko yBETUINBACTCS Y JIMII, PaHEee MOIy9IaBIINX UMMYHOICTIPECCHUB-
HYI0 TEPAIINIO, B TOM YHUCJIE ITOCJIE TPAHCIUIaHTAMI MIOYEK U cepaua. BaxkHbli BKJIaL B IaTOI€HE3
AMM(POM BHOCSAT HECIydyallHble XpOMOCOMHBIE HapyIlIEHUs, 3aTparuBarolue npu B-KiaeTouHbIX
AUMQpOMax reHsbl TXKeENbIX (XpoMocoMa 14) u gerkux (XpoMocoMsl 2 1 22) neneit ”MMyHOTII00yIH-
HOB, a rpu T-Ki1eToYHbIX TuMQoMax — reHsl T-penentopa (xpomocomsl 7 u 14). B pesynsrare sTx
HOBPEXACHUNH XPOMOCOM B KJIETKE MMPOUCXOIUT aKTUBALIUS PA3IUYHbIX OHKOT€HOB, B YACTHOCTHU
C-MYC, BCL-1, BCL-2 u BCL-3, koTopbie 00ecrneunBaoT €if HEKOTOPBIE IPEUMYIIECTBA B POCTE
niepes; HOpMaJbHBIME JTUM(OUIHBIMYU 3I€MEHTaMH. BakHy0 pojib B Matorenese JMMGOM UTparoT
TaKXe MPOIynupyeMble TUM(OUTHBIMU KIETKaMU MHTEpIeUKuHsl 1, 3, 5, 6, Takue Ouosnormye-
CKU aKTUBHBIC BEIIECTBA, KaK dakTop Hekposa omyxoiel (TNF), panchopmupyromuii pocToBoi
¢daxrop (TGF) u np. JIumpombl BcTpedaroTcst BO BCEX BO3PACTHBIX TPYTINAX U BO MHOTHX CTpaHax
Mupa, XoTs T-kiieTouHble TMMPOMBI O0siee CBONCTBEHHBI cTpaHaM A3uarckoro peruona. B Poccun
4acTOTa BCTPEYaeMOCTH JTUM(OM HaxomuTcs B mipenenax 6 — 7 Ha 100 TeIc. HacemeHusl.

5.11.1. HexogXXKMHCKne nnumdomsbl

Hexomxkuuckue aumdomsr (HXJI) mpeacraBnsitoT co0oil upe3BBIYAHO TETEPOreHHYIO
TpyMIy 3JI0KaueCTBEHHBIX JTUMQonponudepaTuBHbIX 3a00eBaHUN, KOTOPHIE Pa3lUYarOTCs IO
OHMOJIOTMYECKUM CBOMCTBAM OIYXOJIEBBIX AJIEMEHTOB, MOP(OIOTHYECKOMY CTPOCHUIO, KITMHUYE-
CKHMM MPOSIBJICHUSM, OTBETY Ha TEPANUIO U IPOTHO3Y.

OnuaemMuosorus. [Io coBpeMeHHBIM CTaTUCTUKAM, HA OO0 TuMQoM npuxoautcs 4 — 6 %
OT BCEX OHKOJIOTHMUECKHX 3a00JeBaHMM, mpuueM 3a nocieanue 20 JIeT 4acToTa UX BCTPeYaeMo-
CTU B SKOHOMHYECKHU PA3BUTHIX CTpaHax yABOWIACH. [IpuunHa 3T0OT0 sIBIEHUS 10 KOHIIA HE SICHA.
Omnpenenennblil Bkiaaa BHecna snuaemus CIIN/1a, a Takxke akTUBHOE UCIIOJIb30BAaHUE B MEULIMHE
pa3IMYHBIX UMMYHOJIEIIPECCAHTOB.

3a0oneBaHue BCTPEUAETCS BO BCEX BO3PACTHBIX TPYIINAX, XOTA CPEAHHM BO3pacT 3a00JeB-
IIMX COCTaBMsieT 65 JeT, a MUK 3aboneBaeMocTy HaxoauTcs Mexay 80 — 85 romamu. My>XUuHbBI
00JIeI0T yallle, YeM >KeHIIUHBI, TPUOIu3uTenbHO B 1,7 — 1,8 paza. CyiecTByIOT Takxke reorpaduye-
CKHE pa3Inyusl B pacrpeaeIeHUN TMCTOI0OTMYEeCKUX MOATUTIOB. Tak, 3HIeMUYeCKUN THUI TUM(OMBI
Bepkutra BcTpedaeTcs mpeuMyIeCTBEHHO cpeau AeTel DkBaTtopuaibHoil Appuku. HazanbHas T-
KJeTouHas nuMdoma pacrpocrpaneHa B Kutae, a T-kineTouHslii neiiko3/nuMdoma B3pOCIbIX — B
SAnonuu u crpanax Kapubcekoro 6acceiina.

CaMbIM pacrpocTpaHeHHBIM BHIOM JuMdom siisercs auddysnas B-xpymHokieTouHas
aumdomMa, 3a KoTopoi cienyet ¢osuukynsipHas mumdoma. Jons MAJIT-numbom, numpom u3
Meakux JuMdornto/XJIJI, numMdoM K3 KIIETOK 30HbI MAaHTUU U Niepudeprudeckor T-KIeTodHon
AUMQPOMBI TPUOIU3UTETHFHO OAMHAKOBA, M OHU 3aHUMAIOT TPEThE MECTO. UTO KacaeTcsi OCTallbHBIX
JBA/ILIATU C JTUIIHUM JTUMQPOM, OHU CUUTAIOTCS OOMbIEH PEIKOCTHIO.
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Jtnonorusa u paxropsl pucka. OQHONW U3 HECOMHEHHBIX JIOKa3aHHBIX MPUYUH JUM(OM
SBIISIIOTCSI MH()EKIIMH, B YACTHOCTHU: a) BUpYC MMMyHoxaeduiura yenoseka (HIV-1); 6) uenoseue-
ckuit T-mumdorponuslii Bupyc 1-ro tuna (HLTV-I); B) Bupyc Onmreitna — bapp (EBV); 1) Bupyc
renaruta C; 1) yenoBedeckuii repriecsupyc 8-ro tuna (HHV-8); e) Helycobacter pylori;x)Borelia
burgdorferi (B. afzelii species); 3) Campylobacter jejuni; n) Chlamydia psittaci.

Ha BropoM MecTe cTosT Takue ayToMMMYHHBIE 3a00sieBaHus, Kak cUHIpoM ChérpeHa, pes-
MaTOUJHBIN apTPUT, CUCTEMHAsl KpacHas BOJYAHKA, MOJIMMHO3ZUT U JEPMAaTOMHO3UT, CMEIIaHHas
KpUOTIIOOYTMHEMHUS U LIEJIUAKHUSL.

Hanee uayT: a) 3a007€BaHUs BOCTAIIMTENLHON ipupobl (Oosne3ns Kpona); 6) mpuoOpeTeH-
Hble (B1Y, ncnonb30BaHne MMMYHO/IEIIPECCAHTOB Y TPAHCIUIAHTUPOBAHHBIX OOJIBHBIX U [TPU Ay TO-
MMMYHHBIX 3200JI€BaHUSX) U BPOXKIEHHBIE UMMYHOIE(DULIUTHI (TSKENIbI KOMOMHUPOBAHHBINA HIIN
BapualenbHbI UMMYHOe(ULIUTHI, cUHIpOM Buckorra — Ongpuya, arakcus, TEIEaHTUIKTa3us U
CUIOraMMarioOyIMHEMHUs );

B) KOHTAKTbI C HEKOTOPbIMU XMMHUYECKUMH COEIUHEHUSIMU (TepOUIIUIbI, OpraHUYECKHE pac-
TBOPUTENH); T') YpEe3MEPHOE YAbTpadroIeTOBOE O0IyUEHHUE.

IlaTorenes. brarogaps ctpeMHUTETEHOMY Pa3BUTHIO MOJIEKYJISIPHOM OMOJIOTHH U MOSIBJICHUIO
[P, ¢ayopecuentHoit rubpuauzanuu in situ (FISH), nmmynodenotunrponanusi, MUkpoappei
(AHK-yun) u 1pyrux MeToau4ecKux MoaXo/J0B yAaJIOCh BBIICHUTh, YTO MIPOUCXOKICHUE TUMPOM
TECHO CBSI3aHO C MPOLIECCOM CO3PEBAHUS TUM(POLUTOB B HOPME.

CoBpeMeHHbIE MOJEKYISPHO-TEHETUUECKUE TEXHOJOIMH IO3BOJISIFOT JIOCTATOYHO TOYHO
OXapaKTepHU30BaTh F'eHbI BApUa0eIbHOTO y4acTka MMMYHOIT00ynrHa B-kiieTouHbIx 1uMdom ueso-
BEKa M ONpEIeNUTh, HA KaKOM JTare co3peBaHusd B-mMMQOIUTOB NMPOU3OIILIN TE€HETUYECKUE
MIOJIOMKH, IPUBEJIIINE K KJIOHOBOMY pocTy. Tak, oTcyTCTBHE B JINM(POMHBIX KJIETKaX MPU3HAKOB
COMaTHYECKOM THIepMyTallii CBUAETEILCTBYET O TOM, YTO 3JIOKAQYECTBEHHBIH KJIOH 00pa3oBaH
U3 KJIETOK, HE BOLIENUINX B TepMUHOMHBIN 1eHTp. K Takum 3a0o0sieBaHUSAM OTHOCATCS OJHA U3
Haubosee arpecCUBHO NMPOTEKAIUX JIUM(OM — TuMpoMa U3 KJIETOK MAHTUHHOM 30HBI, U 4aCTh
XPOHUYECKOTO0 TUM(OIIeiKko3a/TMMPOMBI U3 MAJIBIX TUM(POLIUTOB, KOTOPBIA UMEET OoJiee 370Kade-
CTBEHHOE TeueHue. Bropast Gonbmas rpynmna JuM@oM (homukysspHast, TUMQpOTIIa3MOIUTapHas,
muddy3Has KpyTHOKJIETOYHAs!, MyKO30acCOIIMMpOBaHHas U TuM@oma bepkurra) xapakrepusyercs
HaJMYMeM TEKYIIUX COMaTHYECKHX MYyTalMil B y4yacTKaX XpOMOCOM, KOJUPYIOIIMX BapHaleib-
HBIM y4aCTOK IMMYHOTJIOOYJIMHA, YTO TOBOPUT O MPOUCXOKIECHUH ITUX TUM(POM U3 KIIETOK TepMHU-
HOMHOTO IIeHTpa. HakoHell, B TeHOME 3J10Kaue€CTBEHHBIX KJIETOK TPEThel rpyImisl JIuMdom (mpo-
AUMQPOLUTAPHBIA U YACTUYHO BOJIOCATOKJIETOUHBIH JIEWKO3bI, TuM(oeiiko3/muMdpoma u3 Masbix
AUMQOLIUTOB ¥ MUEJIOMHAs 00JIe3Hb) onpeenseTcs GUKCHPOBaHHAs COMAaTHYECKasi MyTallus, yKa-
3bIBAIOIAs HAa TO, YTO OIYXOJIU 3TOM IPyIIIbl IPOU30ILIN U3 TOCTTEPMUHOMHBIX KJIETOK.

[Ipoucxoxkaenune OoNbIIMHCTBA B-KiI€TOYHBIX JIMM(OM U3 KIETOK, MPOILIEAIINX CTaIUI0
T depeHIIUPOBKY B 3apOIBIILIEBOM LIEHTPE, MTO3BOJISIET MPEAIOIOKUTh, YTO UMEHHO TaM U Mpo-
HCXOIUT 3JI0KadecTBeHHasi TpaHcopmauus. B TemHol 30He HaOmomaercst psji coObITHH (TIpo-
mudepanns kieTtok, paspeiBel JJHK, Toueunsie myTtanuu, neneuuu, AyIUIMKAMA U Jp.), acco-
LMUPOBAHHBIX C MOBBIIMIEHHBIM PUCKOM CIy4allHOM MOTEpU MPOTHUBOOITYXOJIEBOTO KOHTpOis. B
pe3yibTare B JIOKyCe TeHOB UMMYHOIIIOOYIMHOB 00pa3yIoTCs pa3INdHble XpPOMOCOMHBIE TPaHCIIO-
kauuu. Hanpumep, Tpanciokauus rena C-MY C B HekoTopeix JInMpomax bepkurra u BCL-6 npu
¢ dy3HON KPYITHOKIETOUHOUN TuMpoMme.

B cnyuae Tpancnokauuii ¢ yuactuem rena BCL-2 npu ¢pomnmukynspaoit mumdpome nu BCL-1
pu TuM(pOMe U3 KJIETOK MAHTUHHOM 30HBI TOUKH pa3pblBa XpOMOCOMBI HAXOASTCS Ha KOHIIE Cer-
MeHnTa J wiu D rena Tsokenoi nenu. [Ipenmonaraercs, 4To 3TH TPaHCIOKAIMU OOpa3yroTCs B
pesynbrare moeropHoit V(D)G peapanxupoBku B B-kiieTkax repMHHOMHOTO 1IeHTpa. TodeuHbie
MEPECTPOIKU T€HOB, XapaKTEPHBIE JIIsl COMaTUYECKOW FMIepMYTalllY, TAaKKe MOTYT UTpaTh poJib
B mporiecce oHkoreHesa. Comarnueckas runepmyranus rena BCL-6 o0HapyXHBaeTCsi HE TOIBKO
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MIPH PA3TMYHBIX THITAX HEXOHKKUHCKUX JTUM(OM, HO B HOPMAJIBHBIX KJIETKaX TEPMUHOMHOTO LIEH-
Tpa u B B-kierkax namsaru. CreayeT OTMETUTh, YTO B B-KJeTkax 3710pOBbIX JIFOAEH YacTO BBISB-
asieTcst XxpoMocoMHasi Tpanciokanus t(14;18)(q32;q21) ¢ touxoit paspeiBa JJHK B obmactu rena
BCL-2, xotopas xapakrepHa 11 GOITHKYISAPHBIX TUMPoM (puc. 5.31). Tunuaapie XpOMOCOMHEBIE
MOJIOMKH TPY HEXO/DKKHMHCKHUX JTUM(pOMaxX MPUBEICHBI B Ta0MI. 5.6.

Tabauya 5.6
XpoMoCOMHBIE MOJOMKH NPH HEXOMKKMHCKHUX JUMPOMaxX
I'mcTonorHyeckiii THil T IMpoToon- iR
numdomel P 3 KOTeH L
Jumdonnasmonutapaas |t(9;14)(p13:q32) PAX-5 |®@axTop TpPaHCKPHIILIMH, Peryaupy-
aumMboma 101Mii B-kneTounyio nponudepa-
M0 ¥ A bepeHITUPOBKY
GonmukynsapHas t(14;18)(q32:q21) | BCL-2 |[IpegoTBpaiaer anomnros
miMpoma t(2;18)(p11:q21)
t(18;22)(q21;q11)
MALT-mmdboma t(11;18)(q21:q21) | API2Z/ |IIpepoTepaiiaer anomnros
t(1;14)(p22:q32) MLT
Jlmmboma wu3  knerok |t(11;14)(q13:;q32) | BCL-1/ |Perynarop paHHuMX (a3 KIeTouHO-
MAHTHIHOH 30HBI cyclinD1 | ro nuxna
Hudbdysnaa  B-kpynxo- |der(3)(q27) BCL-6 |Cynpeccop TpaHCKPUIIIWAH, y4acT-
KJIeTo9Has numpoma ByeT B GOPMHPOBaHHH U (QYHK-
IIHOHHPOBAHWH ~ TEPMHUHOMHOTO
LeHTpa
Jlumdoma Bepkurra t(8;14)(q24:q32) | C-MYC |®akTop TPaHCKPHIIINH, PEryIHpY-
t(2:8)(p11:q24) OIWHMA  KIETOYHYW Mponudepa-
t(8:22)(q24:q11) uuio, guddepeHMPOBKY M anon-
TO3
Anamacrudeckas  kpyn- | t(2:5)(p23;q35) NPM/ |Ilepenaua cMrHanoe
HOKJIeTo4Has mumdoma ALK
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Puc. 5.31. Kapuorun xierku KpoBH (ctumynupoBaHHoii Pokweed-anturenom) 60npHOTO €
¢bomukyasipHON TUM(POMOH, WIUTFOCTPUPYIOLIUI TUITMYHYIO TPAHCIOKAIIMIO T€HETHYECKOTO MaTe-
puana t(14;18)(q32;q21), koTopas accouuupyercs B KieTke ¢ aktuBanuen rena BCL-2 (npexacras-
neH ¢ pazpemenus T. JI. [unauHO#)

Kak npaBuiio, 3Tu TpaHCIOKALMU BBISBIAIOTCS TUOO TPAIULIMOHHBIMHI IUTOT€HETUYECKUMHU
METO/IaMH, B YACTHOCTH IIPH HUCCIIEIOBAHUM KIIETOK JUM(OY3JI0B MIM KOCTHOTO MO3ra, CTUMY-
nupoBaHHbIX Pokweed-aHTurenom, 1100 MOJNEKYISIPHO-TEHETHUYECKUMHU METOaMH, K KOTOPBIM
otHocstcs [P u ¢pnyopecuentnas rudpunuzanus in situ (FISH).

Kak nokazaHo HEOJHOKPATHO, IEPEUYNCIICHHBIE BBIIIE TEHETUYECKUE ITOJIOMKH UMEIOT HETO-
cpeacTBeHHoe oTHoueHue K naroreHesy HXJI. C ogHOM cTOpOHBI, OHM MOTYT IPUBOAUTH K aKTH-
Banuu npotooHkorenoB (BCL-1, BCL-2, BCL-6, C-MYC), ¢ npyroit — Kk HHaAKTUBAI[MX T€HOB-
cympeccopoB omyxonu (P53). Hanpumep, Tpancnokanuu ¢ BoBiedeHueMm rena C-MYC oueHb
XapakTepHbl g KIeTOK 0onbHbIX ¢ nuMpomoit bepkurra (JIB). Peus maer o TpaHciokamusax
t(8;14), t(2;8) u t(8;22). B 3aBucumoctu ot touku paspeiBa JJHK npu t(8;14), BbiaensioT nse
¢dopmsl JIb (puc. 5.32).

OuaemuyHas Gopma JIb xapakrepusyercs mosioMkoi 8-if xpomocomsl Beiie reHa C-MYC, a
pu cropaaudeckoi popme u'y 60nbHbIX BUY pa3pblB IporCcXOOUT BHYTPH 3TOTO T€Ha B paiioHe
1-ro sKk30Ha. [IBe Apyrue TpaHCIOKALUU C yyacTueM §-i xpomocoMmsl t(2;8) u t(8;22) BcTpewarorces
npu mo60i stronorun JIb. Ipeamnonaraercs, 4To ykazaHHbIE TPAHCIOKALMK HApYyIIAIOT peryJis-
nuto C-MYC, x0T TOUHBIE MEXaHU3MBI IOBPEKAEHUS HEU3BECTHBI.
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Puc. 5.32. KapuoTun KJIeTKH KOCTHOTO MO3ra 00JbHO# ¢ TuMdpomon bepkutTa, WinmocTpu-
PYIOIINI HaTMYUE CTaHJIAPTHOU pelMNnpoKHON TpaHciokaiuu t(8;14)(q24;q32), koTopas MpuBo-
JUT K oBpexkaeHuto 1 cimstHuio TeHoB C-MY C u IgH, pacnonoskeHHBIX COOTBETCTBEHHO B JIOKY-
cax 8q24 u 14q32. 46, XX, 1(8;14)(q24;q32) (mpencrasinen ¢ pazpemenus T. JI. [uaanHON)

1 2 3

4 5
der(11)
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Puc. 5.33. Kapuotun kieTku KpoBu (cTUMynupoBaHHON Pokweed-anTurenom) 60bHOTO
¢ TUM(OMOI 30HBI MAHTHUH, WLTIOCTPUPYIOMIAN PEIUIPOKHYIO TPAHCIOKAIMIO YacTH JTHHHBIX
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ied xpomocoM 11 u 14, yto npuBoaut k aktuBaiuu reHa BCL-1 1 noBellieHHON 3KCIIpeccuu B
kieTkax nukiauHa D1. 46, XY, t(11;14)(q13;q932) (mpencrasnen ¢ paspeuenus T. JI. ['unannoil)

[Ipu npyroii HecioyuaiiHoi TpaHcnokanuu t(11;14)(q13;q32), cBOMCTBEHHON KJIETKaM JIUM-
(hOMBI 30HBI MAHTUH U HaOMIOAAOMIEHCS Yy YacTH OOJBHBIX C MHOKECTBEHHON MUEIIOMOIA, B TIaTO-
JIOTHYECKUI MPOLEeCcC OKa3bIBAlOTCS BOBJICUEHHBIMM T'€HbI TSDKEJIOW LIEMM MMMYHOIVIOOyJIuHA U
BCL-1 (puc. 5.33). B pe3ynbrare umeet mecto aktuparus rena BCL-1 (cunonum: nuxnud D1).
[TocpenctBom TP Tpancnokarmuto t(11;14) moxHo onpenenuts B 30 — 55 % ciiydaeB numMpoMbI
u3 kietok Mantuu (JIKM). B To e Bpemst coBpemenHas mogudukanus FISH-meTona mo3sosier
OOHApYXUTh 3Ty TEHETUUYECKYIO TOJIOMKY B 95 % JIKM, a Takxe y OTIeabHBIX OOJIbHBIX MHO-
KECTBEHHOU MHUEIIOMOH, B-KJIeTOUHBIM MPOMMM(OIIMTAPHBIM JIEHKO30M U TUM(OMOHN CEIe3eHKH
¢ BonocareiMu KieTkamu. [Ipu 3Tom y yactu 6onbHBIX JIKM BBISBISAIOTCS THIIEPMYTHPOBAHHBIC
reHbl BapHaleIbHOIO y4acTKa TSHKEJIOW LIeN UMMYHOIIOOYJIMHA, YTO ACCOLUUPYETCS C JIyUILUM
nporro3om. Hukiun D1 otHocuTes kK G1-UMKIMHAM U UTPAET KIIOUYEBYIO POJIb B PETYIISALUU KIle-
TOYHOIO IIMKJIa BO Bpems nepexona u3 Gl-gasel B S-dasy. B onyxoneBbix kieTkax HukiauH D1
(YHKIMOHUPYET KaK OHKOT€H M YCHIJIMBAET KJICTOUHYIO POIU(EPAINIO 3T0KAY€CTBEHHOTO KIIOHA
10 CPaBHEHUIO CO 3/10pPOBBIMM KjeTKamu. I 'unepakcnpeccuto D1 MOXkHO 0OHApyKUTh NMPU HEKO-
TOPBIX COJMJHBIX OIyXOJISIX, HAIPUMEP paKe MUIIEBOAA, MOJIOYHOMN KeJe3bl 1 MOUEBOTIO ITy3bIpSL.

Taxoke npu GommUKyIsIpHBIX TuMpoMax, UMEoIMX TpaHciokanuto t(14;18), mpoucxoaut
nosbimeHHas Tpanckpunims BCL-2. Dtor 6enok BMecte ¢ BAX 00pa3yeT BBICOKOMOJIEKYJISIP-
HBII TeTEepPOAUMEPHBIN KOMIUIEKC, PErYJINPYIOLIUI KJIETOUHYI0 rulensb myTteM anonrosa. [Ipu npe-
obnamanuu 6enka BAX kierka ruOHer, a npu n3ositke BCL-2, kak 310 mpoucxoaut nmpu HXJI,
KJIETKHU >KUBYT JOJIbIIE. B JONTOMKUBYIIMX KIETKaX yBEJIWYUBAECTCSI PUCK NOBTOPHBIX T'€HETHYE-
CKHUX ITOJIOMOK, KOTOPBIE MOTYT IIPUBECTH K 3JI0Ka4eCTBEHHOU TpaHchopmanmu. PeapamxupoBku
BCL-2 Bcpeuatorcst B 70 — 90 % dommukynspusix mumdom u B 20 % muddys3asix B-kpymHokie-
touHbIX JiuMPpom (JIKKJT). Cauraercs, uro Hammaue skcrpeccun BCL-2 npu JIKKJI cBumerens-
CTBYET O IPOUCXOKICHUH 3TON TUM(OMBI 13 POITUKYIApHON TuMpomMbl. Kak mpaBuito, rumepiKce-
npeccust BCL-2 acconuupyercs ¢ Xyamiei 0e3peuInBHON BBKUBACMOCTBIO, TaK KaK 3TH KIETKA
o0maaroT 0oJbIIeH PE3UCTEHTHOCTHIO K LIMTOCTATUKAM, YTO JI0KA3aHO B OIbITaX Ha KJIETOYHBIX
JUHUSX in vitro. KpoMe TuarHocTU4ecKoro u nporHoctuyeckoro 3Hauenus, BCL-2 sBnsiercst 00b-
€KTOM JUIsl CO3/JaHMsI HOBBIX JIEKApPCTB 11€JIeBOro JieicTBuUs. Tak, HarpuMep, aHTUCEHCHBIE OJIMIO-
Hykieotuabl K BCL-2 ucnonb3ytoT st iedeHus: GoyuMKyIspHbIX TuMdom. Mopdonorndeckas
TpaHchopManys npu GOILTUKYIAPHON THM(OME COIPOBOXKIAETCS TOYSIHON COMAaTHIECKON MyTa-
uueit B rene BCL-2. Ilpeanonaraercs, 4To B pe3ynbTaTe UAYLIEH COMaTHUECKON runepMyTaiun
OIlyXO0JIeBasl KJIETOYHAs MOy CTAHOBUTCS N€TEPOT€HHOM, a MyTUPOBaHHBIN BapHaHT Kile-
TOK UMEET MposrdepaTuBHOE MPEUMYIIECTBO Tepe]l OCTATFHBIMHU KJIETKAMH, YTO U 00eCIIeunBaeT
YKU3Hb HOBOMY 3JI0OKQU€CTBEHHOMY KJIETOUHOMY KJIOHY.

[pu JAKKJI naroreneTnuecku 3Ha4MMbIM BbIcTynaeT reH BCL-6, koTopslii BoBiiekaeTcs B
MIEpPECTPOIKHU B pe3yibTaTe TpaHcaoKaluu jJokyca 3q27. Ilpu 3Tom pasnuyHblie NepecTporKY reHa
BCL-6 umeror mecto B 50 % JIKKJI u B 60 % dommmkynsapHbIx 1uMQoM, TpU4eM B TOCIETHEM
Cllydae 3Ta TPAaHCIIOKAIHsI CBUETEIBCTBYET O Mepexosie 00Ie3Hu B OoJiee arpecCUBHYIO CTAIAHIO.
NMmetrorcs HeCOMHEHHBIE 0Ka3aTenbCcTBa, 4To MyTanus B rene BCL-6 npoucxoaurt Bo Bpems npo-
XOXKACHUS KIETKOW 3apOJIbIIIEBOTO IIEHTPa. JTa jKe TOJIOMKa BCTPEYaeTCs P JIMMPOTIIIa3MOITH-
tapHoil Tumpome, MALT-mumpome, mumpome bepkurra, y vactrt 60JIBHBIX BOJIOCATOKIECTOYHBIM

neiikozom 1 y 30 % GombHeix CD30" — aHamIacTHYecKol KpyTHOKICTOUHO#M TuMpoMoii. Mexa-
Hu3M yuactus rena BCL-6 B tumdoMorenese 10 CHX IOp OCTaeTcsl HEICHBIM. B kauecTBe rumo-
TE3bI MPEATOJIATa0T, YTO MOCTOsIHHAs rurnepakcnpeccus BCL-6 npenstcTByeT nanpheiimeit qud-
(bepeHIPOBKE KJIETOK 3apOJIBIILIEBOIO IIEHTPA.

116



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

l'unepakcnpeccus rena PAX-5 mpoucxonut B pesyabrare Tpanciaokauuu t(9;14)(p13;q32)
y MOJIOBUHBI OOJIBHBIX C HOJAJIbHBIMU JIUM(OILIa3MOLUTAPHBIMU JIUM(pOMaMU, UCKITIOYAsi MaKpO-
m1o0ynuHemuto BanpaeHcrpema.

J11st SKCTpaHONANBHBIX B-Ki1eTOYHBIX TMM(OM MaprHHAIHLHON 30HBI, aCCOIMMPOBAHHBIX CO
cnu3ucThiMu o0onoukamu (MALT-numdomsl), xapaktepHa Tpanciaokauus t(11;18)(q21;q21). B
pe3yabTare 3TOH XpOMOCOMHOM NEepecTporKku 00pa3zyeTcs XUMEpPHbIA TPAHCKPUNT I'€Ha-UHTMOU-
TOpa, KOHTPOIUpYFoIIero amonTo3 6einka API2 (ero ren nokanu3osad Ha 11-if xpomocome) ¢ MLT-
reHoM 1 8-11 XpoMOCOMBI, DYHKIIMSI KOTOPOTO ITOKa Hen3BeCTHA. Pe3yasTaToM 3TOTr0 CIUSTHHUS MOXKET
ObITh HaOmomaeMoe pu MALT-mMdome ogariieHre anomnro3a, CocoOCTBYIONIEE IPEUMYIIIe-
CTBEHHOMY BBDKMBaHHIO KJIeTOK MALT-nmumMpoMbl yepes 3armyCcK aHTHTeHHE3aBUCUMOM TIposTHde-
pauuu.

MouJiekyasipHasi reHeTHKa T-KJIeTOYHbIX JUM(OM H3ydeHa ropa3zo MeHblIe, yeM B-kire-
TouHbIX. [IprunHa 3TOrO — OOJNIBIIAS TETEPOr€HHOCTh U MEHbIIAs BCTpeuaeMocCTh. VckioueHue
COCTaBIISICT aHATUTACTHYECKas KpynHokiieTogHas tuMmdoma (AKKIT). Dra iumdoma pacmosznaercs
no xapakrepHoit Mopdonoruu u Hanuuuio CD30-anturena. s AKKJI tunuuna Tpanciokamnus
t(2;5), xoropas BcTtpeuaercs B 20 — 60 % naOmromeHuid. ITa MOJIOMKA XPOMOCOM TMPUBOAMUT K
HIOSIBJICHUIO HOBOTO ciinTHOTO reHa NPM (mykneopocmun)/ALK (anarumactuueckast muMdomHas
krHa3a). NPM-0enok cauTHOTO TeHa SBiseTcs mpoMoTopoM aktuBHOCTH ALK, B TO Bpems kak
ALK-ren xogupyer HOBYIO TUpo3uHKHHA3y. B Hopme ALK-6enok He Bctpeuaercs. C quarHocTu-
YEeCKOW TOUKH 3pEHUS UM METOAO0M 0OHapykeHus monoMkHu asisercss PT-IILP, koropas nos-
BOJISIET BbISBUTH TpaHCKpunT y 40 — 70 % nepBuunbix 0onbHbIX AKKIJIL. Cpenu Bcex ALK-no3u-
TUBHBIX JTUM(poM Ha Tumdomsl ¢ t(2;5) npuxoaurcs 70 — 80 %. Kpome Toro, mpu 3tux mumpomax
BCTpedaroTcst TpaHcimokanuu t(1;2), t(2;3) u t(2;17), a Takxke nnaBepcus inv(2) ¢ wacroroit 10 —
20%,2-5%,1-5%u2 -5 % coOTBETCTBEHHO.

HNuaxkTuBanus rena-cynpeccopa omyxoiau P53. I'en cynpeccun onyxonu P53 — 310 Hau-
0oJsiee 4acTO BCTPEUAIOIIMICA MYTHPOBAHHBIN I'eH MPU CaMbIX Pa3iIMUYHBIX onyxojsix. OH Haxo-
JUTCSI Ha KOPOTKOM IIieue XpoMocombl 17 B sokyce 17p13 u xogupyet siaepHblil hochonporenH
¢ BecoM 53 k/la, KOTOpBIN BOBJICUEH B PETYJISALMIO TPAHCKPHUIILINH, KIETOUYHYIO THOENb U peryiis-
IIUIO KJIETOYHOTO LuKJa B Touke G1S. OOBIYHO peub UAET O TOUEUHBIX MyTalUsIX, KOTOPbIE IPU-
BOJAT K MPOAYKIMU HeQyHKIHMOHUpYomero Oenka. Myrantasiii P53 obHapyxuBaercs y 30 %
OO0JIBHBIX C TUM(pOMaMH BBICOKOH CTETICHHU 37I0Ka9€CTBEHHOCTH. B TO ke Bpemst y OOJIbHBIX C HH]I0-
JICHTHBIMHU JIMM(POMaMH OH MTOYTH HE BCTPEYAETCS, a €r0 MOSBICHHE aCCOLIMUPYETCSI ¢ TpaHCHOp-
MaIuei B 6osee 310kauecTBeHHYIO opmy. Hambomnee yacto myranTHblid P53 Habmomaercs npu
mumpome bepkutra (40 %), mHOXKecTBeHHOU Muenome (5 — 10 %), Gone3nu XomkkuHa (20 —
30 %) u ipu T-knerounsix tumdpomax (10 %). Utorom Bcex atux nzmenenuit JJHK mpu mumdomax
MOXKET OBITh: a) YCHIIEHHE poNudepaiu KIeToK; 0) TopMokeHHe 1u(HepeHIUpOBKH; B) TIPOSIB-
JIEHHE aHTUANONTOTUYECKOW akKTUBHOCTU. O1HAKO 4TOOBI KJIETKa CTalla 3JI0KayeCTBEHHOU, HaJu-
Yusl TPAHCIOKAIIMU HEJOCTAaTOYHO. B wacTHOCTH, TpaHcnokanus ¢ BosiedeHneM BCL-2 oOnapy-
KHBAETCSl B MOHOHYKJICAPHBIX KIIETKaX Nepudeprudeckoit kpoBu 16 — 45 % 310pOBBIX JIOAEH, HO
TOJIBKO €IUHUIIBI U3 HUX B IMOCJCIYIONIEM 3a00JICI0T (OUTUKYIIsIpHOU TuMdomMoi. 13 atoro cie-
TyeT, 9TO JJIsl pa3BUTHsI TUM(OMBI HEOOXOIUMBI JIOTIOTHUTEIBHBIE TeHETHUECKUE UITH ATTUTCHETH-
gyeckue (hakTopsl. B ¢BSA3M C 3THM yMECTHO HAIIOMHUTB, 4TO Ipu DJI BaskHYIO pob B mposudepa-
1H JTUM(OMHBIX KJIETOK UTPAeT CTPOMAIbHOE MUKPOOKpykeHue. [Ipu numdome ke u3 KIeTok
30HBl MAHTUU NIPU BOBJIIEYEHUU B TpaHCIOKaluio npoTooHkoreHa BCL-1 nononHuTenbHyO poib
B oHkoreHese urpaet BCL-2. [locnennuii B HopMe rUIEPIKCIIPECCUPOBAH BO BCEX «HAMBHBIX» B-
KJIETKaX, HAXOAAIIMXCS B MAaHTUIHOH 30He B (paze GO xieroynoro mukina. CBsA3aHO ATO € TEM, YTO
9TH KJIETKH JOJKHBI OCTABATHCS )KUBBIMU J0 BCTPEUU C AaHTUTEHOM.

117



. Konnektne aBTopoB. «BHyTpeHHue 6onesHn. Tom 2»

KoHel o3HakomuTtenbHoro doparmeHTa.

Tekct npenoctabien OO0 «JlutPecy.

[IpounTaiite 3Ty KHUT'Y LEJIUKOM, KYIIUB IIOJIHYIO JerajabHy0 Bepcuto Ha JIutPec.

Bbe3omacHo omnarute KHUTY MO>KHO OaHKOBCKOM KapToit Visa, MasterCard, Maestro, co cueta
MoOMIBHOTO TenedoHa, ¢ IIaTexHoro TepMunana, B caione MTC unu CsasHol, uepe3 PayPal,
WebMoney, Annexc.densru, QIWI Komenek, 60HyCHbIMM KapTaMH WU APYTrUM ynoOHbIM Bam
CII0COOOM.
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