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BBEAEHHUE

[emomumnaeckue anemyu (I'A) mpencTaBIsIOT COO0OM aKTyallbHYIO MPOOIIeMy
JETCKOW T'€MaTOJIOTUU U SIBJISIOTCS. OJHOM U3 CIIOXKHBIX HO30JIOTMYECKUX (POpPM B Iie-
AUATPUUYECKONW MPAKTHKE, YTO OOYCIOBJIIEHO HX IOBCEMECTHON PpacIpOCTPAHEHHO-
CTbIO, MOJUMOP(PU3MOM KIMHUYECKUX TPOSIBICHUN, CIOKHOCTHIO JAMATHOCTUKH U
JICYECHMS, a TAKXKE HIMPOKUM CIIEKTPOM BO3MOXKHBIX OCJIOKHEHMM. ['eMonuTHueckue
aHEMHUU B CTPYKType 3a00JIeBaHUN KPOBH y JI€TEH COCTaBIAIOT 10 5,5 %, a cpenn
Bcex aHemuil - 10 15 %. beicTpoe pa3BuTHE KIMHHUYECKON reMaToJI0THH, IMMYHOJIO-
I'MH, TEHETUKH, MOJIEKYJISIPHOM OMOJIOIMHM U BHEJIPEHHME dTUX PE3YJIbTaTOB B KIUHU-
YEeCKYI0 MPAKTUKY MO3BOJIMIIO IO-HOBOMY OLIEHUTHh MAaTO(PU3UOIOTHUECKIE MEXaHU3-
MBI Pa3BUTHUS TEMOJIMTUYECKHX AaHEMHUH. B pesynbrare 3TOro mnOSBHINCH HOBBIC
B3IJIbl Ha METOJBl JHATHOCTHKH, NPOrPAMMHYIO IMATOIN€HETHYECKYIO TEpaIluio,
npo(UIAKTUKY OCTIOKHEHUH Mpu 3TON maTojoruu. HecOMHEHHBIM TOCTHXEHHEM
reMaTOJIOTUH ITOCIEIHMX JIET CTAJIO YCIIEIIHOE Je4eHne ['A U UX OCII0KHEHUH, YTO
ABJISIETCS CIEACTBUEM PACKPBITHS MEXAHU3MOB IaToreHesa. (s npakTuieckoul pea-
JAM3alMU aBTOPAaMU MTOCOOMS IpPEIaratoTcss YeTKO CpOpMYyIUPOBAHHBIE TUArHOCTU-
YECKHUE KPUTEPUH, AITOPUTM JUATHOCTUKHU M CXEMbI TEPATTHH.

Borpockl Takoro naroinoruyeckoro COCTOSIHUS, KaK TeMOJIU3, M CBSI3AHHBIX C HUM 3a-
00JIeBaHUI ¥ CUHJJPOMOB U3Y4aeTCsl CITYIIATESIMUA CUCTEMbI MEIUIIMHCKOTO TIOCIIEIUILIIOM-
HOTo 00pa30BaHusl MO JUCLUIIAAM «Te€MaTOJIOTHsD U «TIeUaTpUsh B paMKaX LMKIIOB I10-
BBIIICHUS KBATM(DMKALMH U TIEPETIOATOTOBKH, a TaK e CTYICHTaMH MEIUIIMHCKUX BY30B 10
MHOTUM JUCLHMIUTMHAM: «aTO(U3HONIOTUSD, «IeUaTpysy», «reMaroyiorus». B mporecce
M3JIOKEHUSI MaTepuajja Mbl CTapaIUCh COCAMHUTH MHOTOJIETHUN COOCTBEHHBIM KJIH-
HUYECKUM W MEeIaroruyecKril OmbpIT U CHUCTEMaTU3alUI0 JTUTEPYPHOro Marepuasia B
oOnacTu nerckoi remaronoruu. HameeMmcs, 4To HOBbIE COBPEMEHHBIE CBEACHUS,
Ipe/CTaBlIeHHbIE B TOCOOMH, OyAyT MOJEe3Hbl BpauaM - MeuaTpaM pa3iHuyuHbIX CIe-

HH&HBHOCTCfI, a TaK K€ CTyJAC€HTaM MCANIUHCKHUX BY30B.



MATO®U3NOJIOTUA TEMOJIN3A

['emomnu3 - mporiecc paspyuieHus 00o0uku 3putpouutos (Er) n BeIX0a remo-
rimoouna (HD) B okpyxaromyro cpexy. B HOpMe reMonm3 3aBepIiaeT >KU3HCHHBIH
UK Er 1 mpoucxoauT B OpraHu3Me 4YesloBeKa HENpPepbIBHO (PU3MOIOTHUYECKUN Te-
MoJin3). BHyTpuKiIeTOUHbIN (PU3HMOTOTHUECKUM TeMOIn3 obecreuynBaeTcsi Makpoda-
ramMu CeJe3eHKH, KOCTHOTO MO3Ta, a Takke KymnpepoBCKUMHU KJIETKaMHU MeueHu. Ta-
KHM CcItocoOoM paspyinaercs 6-7 r Hb B cyTku u ocBoOoxmaercs 10 30 Mr kenesa.
N3 omHOTO TpamMMa remoriioonHa oopaszyercs 33 mr OwnmpyOuHA - HKEITYHOTO TIWT-
MEHTa, POU3BOJIHOTO reMa, KOTOPBIA BBIBOJUTCS C MOYOW U KasioM. [Ipu BHYTpHCO-
cyaucTom (uznonornueckom remosnse paspymaercsa 10-20 % Er. OcBoOoauBniics
Hb cBs3biBacTcs ¢ OeaKOM IUIa3Mbl TalTOTIOOMHOM. Y YeJIOBEKa B ILIa3Me COJep-
xutcs 1 /1 mna3mel rantoraoduHa u 3-10 mMr remoriaoOuHa.

ITo cBoelt mpupojsie TeMOI3 MOKET OBITh OCMOTUYECKUM, TEPMUUYECKUM, XU-
MUYECKUM, OMOJIOTUYECKUM, TEMIEPATypHbIM, MEXaHUYECKUM. MexaHudecKuil re-
MOJIM3 BO3HUKAET BCJIEACTBUE MEXAaHUUYECKOIro pa3pyiueHus meMmOpan Er, Hanpumep,
npu paspymieHnn Er mpore3amu cOCyOB WM BCTPSAXWBAHHWH (IaKOHA C KPOBBIO.
OcMOTHYECKUH TeMOJU3 MPOUCXOAUT MPHU Topasio OOJIbIIEM OCMOTUYECKOM JaBJe-
HUW BHYTpH Er, yeM OCMOTHYECKOM AaBJICHUH TUTa3Mbl KpoBU. OCMOTHYECKOE /1aB-
JeHue oOyCIIOBIMBACT MEPEXO0 PACTBOPUTEINS Yepe3 MOTYMPOHUIIAEMYI0 MEMOpaHy
oT OoJiee pa30aBIICHHOTO pacTBopa K Oojiee KOHIIEHTpUpOBaHHOMY. B sToM ciydae
BOJIa 10 3aKOHAM OcMoca nocTymnaer B Er, 00bem ero Bo3pacTtaer, U B KOHEYHOM UTO-
re MpPOUCXOIUT pa3pbiB MeMOpaHbl. [IpUUMHON OCMOTHYECKOTO TeMOJIM3a MOXKET
OBITh TUOO YMEHBIIIEHUE OCMOTUYECKOTO JaBJICHHUS CpPebl, B KOTOPOM HaxoasTcs Er
(TUTIOTOHWYECKHUE PACTBOPHI), TUOO YBEIMUYCHHE OCMOTHYECKOTO JABJICHUS B CAMHX
Er. [locnennee, kak MpaBuIIo, CBSA3aHO C YBEJIMUYEHUEM KOHIEHTPAIMU MOHOB HATPUS
BHYTpH EI' B pe3ynbTaTe MOBBIIIEHUS TPOHUIIAEMOCTH UX MEMOPAHBI UM BCIICICTBHE
HapytieHus: paboTel Na-K-HacocoB. XMMUYECKHUIN T€MOJIN3 MPEICTABISIET COO0M pas-
pyleHne OeaKOBO-JIUMUIHON 000104k EIr XMMUYeCKUMHU areHTaMu U MOXKET ObITh
OKUCIIUTEBHBIM U JEeTePTeHTHBIM. OKUCIUTENbHBINA TeMOJIN3 PA3BUBACTCS BCIICICT-

BHE CBOOOHOPAJANKAIBLHOIO OKHCJICHUS JIMIUIAOB M OCJKOB IJIa3MaTUYECKOW MeM-
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Opansl Er. Pe3ynbTaToM 3TOrO SIBISIETCSA YBEIUYEHUE POHULIAEMOCTH SPUTPOLIUTAP-
HOW MeMOpaHbl, 4TO B JAJIbHEHIIEM BEAET K Peaiu3allid OCMOTUYECKOTO MEXaHNU3Ma
reMonu3a. JleTepreHTHbI IeMOJIM3 CBS3aH C PACTBOPEHUEM JIMMMAHBIX KOMIIOHEH-
TOB MeMOpaHbl Er BemecTBaMu-peTepreHTaMu. OTOT BHUJA TE€MOJIM3a BBI3BIBAIOT
KEJIYHBIE KHUCIOTHI (XOJEMUYECKUA CHHIPOM), >KAPOPACTBOPUMBIE XHMHUYECKHE
areHThl, HEKOTOPbIE TOKCHUHBI OakTepuil (JleuuTuHa3bl). TepMUUYecKHil reMoiu3 BO-
HUKAET B pe3ysbTaTe pa3pylieHus 000104ku Er kpuctainkamu jabaa U HabIrogaeT-
Csl PH 3aMOPAKUBAHUU U PA3MOPAKUBAHUMU KPOBU. bHosornyecknii reMosin3 pas3Bu-
BaeTCA M0/ BIMSHUEM UMMYHHBIX TEMOJIM3UHOB U arryIFOTUHUHOB, YKYCaxX sIJIOBUTBIX
3MEM, NepeIMBaHNN HECOBMECTUMOW KPOBU MJIM 00YCIIOBJIEH nepdopauuein memOpa-
HBI EI akTHBHBIM KOMILJIEMEHTOM (KOMILIEMEHT3aBUCUMBIN TEMOJIU3).

ITo mecty paspywieHus Er remosnns mnozapasfensroT Ha BHYTPUOPraHHBIN
(BHYTPUKIIETOUHBI ), BHYyTPUCOCYIUCTBINA U CMEIIAHHBIM.

BHyTpuKiIeTOUHBIM TeMOau3 OOYyCIOBJIEH paspyllleHneM Er B TKaHEBbIX
Makpodarax M XapaKTepU3yeTCsl IelaTo-, CIUICHOMETajauel, HEKOHBbIOIMPOBAaHHOU

rUnepomMpyoOuHeMie! U MOBBIIIEHHEM KOJUYECTBAa ypOOWJIMHA B Kajle U MO4Ye

(puc.1).
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Pucynok | - MexaHu3M BHYTPUKIETOYHOI'O T€MOJIN3a
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BryTpucocyaucTeiii reMoin3 cBs3aH ¢ pazpyuieHueM Er B cocyaucrom pycie u
MIPOSIBIISIETCS TEMOIJIOOMHEMUEH, TEMOTIOOMHYpUE, TEMOCUIEPUHYPUEH, CHUKEHU-
€M YpOBHS TanTorjo0rHa B IJIa3Me KPOBHU BIUIOTH JI0 €T0 OTCYTCTBUS, TIOBBIIIICHUEM
YpOBHSI METT€MajJb0yMHHA U METI€MOIJIO0MHA B IJIa3Me€ KPOBU, PA3BUTUEM CHUHIPO-

Ma JUCCEMUHUPOBAHHOIO BHYTpUcocynuctoro ceepreiBanus (JIBC), puc.2.

;-{f L —_—
A =
h /] =
®aronuros =
=
Hb oxucisarces B =
MetHb £
OPUTPOIUTHI '-3?" ®arouuto3 gl
[ ik Hb t"‘?’" =
o0 . o :
Temommus \J.. r Z

N anTorinoOnH
0% oyl L E :
. [ ) O ‘O Hb cBsi3bIBaeTcs . g
A I'em g
\ Q%ﬁ KaTa60nH3prW z
B IIQUYKH g
X + e AnmpOymMuH o
x r e
€MOIIEKCHH

Hb, Jucconuarys Ha\ b — §
3aJIepKaHHBIN IJI00MH ¥ TeM db =

B KaHaJIbLaX —>

I ) Hb, ) TeM CBA3BIBACTCS  arouuTo3
; BBIJICIIAEMBIN
C MOYOi1

PucyHok 2 - MexaHu3M BHYTPHUCOCYAUCTOrO FeMOJIN3a

CMenaHHbI reMOJIM3 TpeCTaBisieT co00il couyeTaHue NMPU3HAKOB BHYTPHU-
KJIETOYHOT'O ¥ BHYTPUCOCYIMCTOTO FeMOJIN3a.

OOmmit Mexanu3m nusnca Er 3axmodaercss B ae3opranuzanuu Gocoaunmi-
HOOCJIKOBON CTPYKTYphI MX MeMOpaHbl. Maciitab nmoBpexaeHuii meMOpansl Er mo-
KET KojeOaThCs B HIMPOKOM JHANa30He - OT MHUKPOPa3pbIBOB 10 JEKOMIO3HUIINH
MaKpOMOJIEKYJ U 00pa3oBaHus 1nop. B 1ByX mocieqHux ciaydasx pa3BUBaeTCs Kackaj
peakiuii: MOBBIIIEHNE IPOHUIIAEMOCTH MeMOpaH Er 1uisi HOHOB U OpraHu4ecKuX Be-
niects —yrpara Er mukpo- u Makpomonekyisipusix BemiectB (K+, ¢pocdaros, dep-
MEHTOB | JIp.) — M30BITOUHOE TOCTyILIeHHe B sputporutsl Na®, Ca®*, oprammuecknx
COEIMHEHHUI U BOABI — BBICBOOOXKACHHE B IUTO30Jb HOHOB, MUKPO- U MaKpOMOJe-
KYJISIPHBIX COCAMHEHUN, paHee HAaXOJUBIIMXCS B MUTOXOHJAPHUSX, SHJOIIIa3MaTHYE-
CKOM CeTH U JIpyrMX OPraHOMAAX — YBEJINYEHHE OCMOJISUIBHOCTH BHYTPUKIETOYHON
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KUAKOCTH (32 CYET MOHOB, METAOOIUTOB, JUIUAOB, YTIEBOA0OB, OCJIKOB U UX COEOU-
HEHUI) — MPUTOK U30BITKA KUJIKOCTU B KJIETKHU O TPATUEHTY OCMOTUYECKOTO U OH-
KOTHYECKOI0 JIaBJIeHUs] — runepruapaTtanus Er, ux Habyxanue, yrpata JUCKOUIHOM
dbopmbl, okpyriaeHue — paspyuenue Er. Haubonee rupatupoBaHHbie KIETKH TeMO-
JU3UPYIOTCS B IIPOCBETE COCYAOB (BHYTPUCOCYIUCTBIN remMoin3). MeHee rugpaTupo-
BaHHBIC, HO C MOHMKEHHOM CIOCOOHOCTBIO K JAeopMalui KIETKU pa3pyLIaloTcs B
KaNWUIApAaX TKAaHEHW, CHHYCax CEJE3€HKHU, IMEYEHH, IMOTJIONIAIOTCS WU JU3UPYIOTCS
MakpodaramMu (BHYTPUKIETOUHBIH remosn3). [Ipu 3TOM BBICBOOOXKIAIOIIUICS W3
sputpouuToB Hb Tpanchopmupyercs B OMaupyOuH, KOTOPHIA IUPKYJIUPYET B KPOBU,
IIPOHUKAET B TKAHM, a TAKK€ BBIBOJUTCA C SKCKPEMEHTAMU U MOYOW. DTO MaHUPe-
CTUPYET PAa3BUTHE I'€MOJIUTUYECKOMN JKEJITYXH CO CBOMCTBEHHBIMHU €M PacCTPONUCTBA-

MU QYHKIMA PU3NOIOTHYECKUX CUCTEM OpPraHu3Ma.

JANPOPOEPEHIHUAIBHAA TUAT'HOCTUKA I'MIIEPBUJIMPYBUHEMUNHN

bunupyOuH npencraBisieT coO0M KOHEUHBIM NpOAyKT pacnaaa rema. Okoso
80- 85 % OmmmpybunHa obpa3yercs u3 remoriaoduHa (puc. 3), octanpHbie 15-20 % -
U3 JIPyTUX reMcojiepxanux 0enko, Hanpumep nutoxpoma P450. I'emorno6un pac-
HICTUISIETCS Ha TII00MH, KeJIe30CoAepKallliii TeMOCHACPUH U HE COep KAl sKkerne3a
reMatouauH. [ ToOMH pacnagaeTcs Ha aMUHOKHUCIOTHI U CHOBA MJIET HAa MOCTPOCHUE
OenkoB opranusma. JKene3o mojBepraercsi OKMCICHHUIO U B BUJe (GeppUTHHA PEyTH-
au3upyetcs: opranu3dmMoM. ['emarouann (mopdupuHOBOE KOJBIO) MpEeBpalaeTcs ue-
pe3 craauto OwiuBepanHa B OunupyouH. [IpeobpaszoBanue rema B OUIMpyOUH Tpo-
UCXOJUT C y4aCTUEM MUKPOCOMAIBHOIO (hepMEHTa FreMOKCUI€Ha3bl, 111 pabOThl KO-
Toporo Tpebyrorces kuciopoa u HAJIDH. [TopduprnoBoe KobIo pacuiemnisercs ce-
JIEKTUBHO B 00JIacTM MeTaHOBOW rpymmbl. OOpa3yromuiics B pe3yiabTare 3TOro Jiu-
HEMHBIA TEeTpanmupposa mo cTpykrype sBisercs [X-anbpa-ounusepaunom. Jlanee on
npeobpas3yeTcsi IUTO30JbHBIM (epMEHTOM OunuBepauHpenykTa3o B IX-anbda-
OUMpyOUH, KOTOPBIA SIBISETCS KUPOPACTBOPUMBIM BELIECTBOM. PacTBOpUMOCTH B
JUMHUIAX ompenensercs ocoboi crpykrypoi IX-anbdpa-OunupyOuHa, a UMEHHO Ha-
JVYMEM IIECTU CTaOMIIBHBIX BHYTPUMOJIEKYJISIPHBIX BOJOPOIHBIX CBSI3€H. DTH CBA3U
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MO>KHO Pa3pyIIUTh CIIUPTOM B TUA30PEAKIIMU, B KOTOPO HEKOHBIOTUPOBAHHBIN (HE-
IpsIMOi) OMJIMPYOHH TpeBpaliacTcs B KOHBIOTMPOBaHHBIA (mpsiMoii). In vivo cra-
OWJIbHBIE BOJOPOJIHBIE CBSI3U OMIIMPYOMHA pa3pyllaloTcs STepudHKanueil ¢ momo-

IO TJIFOKYPOHOBOM KHCIIOTHI.

Paspyenne Muoraobun
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peaviraza ||
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Pucynok 3 — O6pa3oBanue 6mimpyOnHa U3 reMorjao0nHa 1 reMONpOTEen 0B

HexonblorupoBaHHbIil OUIMpyOUH HE PACTBOPUM B BOJE M IPOYHO CBSI3aH C
alb0yMHHOM B IJIa3M€ KpOBH. TOJBKO O4YEeHb HEOOJbINAs YacTh OMIMPYOMHA CIIO-
cOOHa MOJIBEPraThCsl TUAIN3Y, OJHAKO MO BIUSHUEM BEILIECTB, KOHKYPUPYIOIIUX C
OMIMpPYOHMHOM 3a CBSI3bIBAaHUE C AILOYMHHOM (HAIpuMep, KUPHBIX KUCIOT WU Op-
FaHUYECKUX aHUOHOB), OHA MOXKET YBEJIMUYMBATHCA. DTO UMEET Ba)XKHOE 3HAUCHUE Y
HOBOPOXXJIEHHBIX, Y KOTOPBIX A JEKapCTB (Hampumep, CyibpaHUIaMHUIbl U Callu-
UJIAaThl) MOXeET oOisierdath aud¢y3uto OmnnpyOrHa B TOJIOBHONW MO3T U TakuM o0Opa-
30M CIIOCOOCTBOBATh Pa3BUTHIO SIIEPHOM KENTYXH.

B cunycounnax neuenu OUIMpyouH OTACISIETCS OT allbOyMUHa U JuPyHANpPY-
€T Yepe3 CJIOoM BOJIbl Ha MOBEPXHOCTH remaronuTa (BhICKa3aHHBIE paHEee MpPEeJIoio-
’KCHMSI O HAJTMYUH PEIEITOPOB albOYMUHA HE MOATBEpAMINCH). IlepeHoc Onmupyou-
Ha yepe3 IJIa3MaTHYEeCKyI0 MeMOpaHy BHYTPb elaTolUTa OCYIIECTBISIETCS ¢ TTOMO-
HIbI0 TPAHCIIOPTHBIX OENKOB. 3axBaT OMIMPYOMHA MPOMCXOAUT Oarojmapsi peaxiuu

TIIIOKYPOHHUAN3AHNH, a TaAKKC BCJICACTBHUC HAJIMYHA B LIUTO30JIC CBA3BIBAIOIINX oel-
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KOB, TaKMX Kak JMTaHAWHBI (TJIyTaTHOH-8-TpaHcdepasza). Hanbonee BaxkHoe 3Haue-
HUE UMEET KOHBIOTAIMS C MIIOKYPOHOBOM KHUCIOTOM, OJTHAKO HEOOJIBIIOE KOJIUYECT-
BO OMMpyOWHA KOHBIOTHPYETCS C Cyib(aTaMu, KCHJIO30M U TIIOK030i. B peakmmm
KOHBIOTAIIMHM HEMPSAMOW OMIMPYOWH MPEeBpaIiaeTcsi B MOJSIPHOE (BOIOPACTBOPUMOE)
BEIIECTBO M MOJKET BBIACIATHCS B KeJIUb. ITa pEaklus MPOTEKAEeT C MOMOUIbI0 MUK-
pocomansHOTO (hepmenta ypuauHardocharrmokyponunTpanchepazsr (Y ADI'T),
MPEBPAIIAIOIIET0 HEKOHBIOTMPOBAHHBIN OUTUPYOUH B KOHBIOTMPOBAHHBIA MOHO- U
AUraoKyponu Ounupyouna. YJOI'T sBaseTcss ogHOW U3 HECKOJNBKUX H30(OopM
dbepMeHTa, 00eCeYNBAIOIIUX KOHBIOTAIMIO YHIOT€HHBIX METa00JIMTOB, TOPMOHOB U
HEUPOTPAHCMUTTEPOB.

VY denoBeka B Keun OUIUPYOHUH MPEACTABICH B OCHOBHOM JIUTIIFOKYPOHHIOM.
[IpeBpanienre OuMpyOrMHa B MOHOIJIFOKYPOHH/I, & TAK)K€ B JAUTITIOKYPOHU]I MPOUC-
XOJHUT B OJTHOM M TOM e MUKPOCOMAJIbHOM cUCTeMe IIIOKypoHMITpancdepassl. [lpu
neperpyske OUIupyOuHOM, HapUMep MPHU TeMOoJIu3e, 00pa3yercs NPEeuMyIeCTBEHHO
MOHOTJIIOKYPOHH/I, a NP YMEHBIIEHUH MOCTYIUICHUS! OMIIMpYyOHHA WA NPU UHIYK-
nuu (pepMeHTa BO3pacTaeT cojiepiaHue AUTIIOKYpOHUAA. JUrIIOKypoHU OUIupy-
OuHa, HAXOSUIUIICS B JKEJIYU, BOJOPACTBOPHUM, ITO3TOMY B TOHKOW KHUIIIKE HE BCACHI-
BaeTcs. B cocraBe kemdyu Mo KEeIYHOMY MPOTOKY KOHBIOTHPOBAHHBINA OWUIHMPYyOUH
MOCTYyNaeT B TOHKUI KUIIEYHUK, TAe MO/ AeiicTBHEM (EepPMEHTOB MUKPOOPTaHU3MOB
npeBpaiaercs B Me300mianHored. Hebopias 4acTh ME300MIMHOTEHA BCAChIBACTCS
B KPOBB U 110 CUCTEME BOPOTHOM BEHBI BO3BpAILAE€TCsl B MEUYEHD, T/I€ PaCIIEIUIIeTCs
MOJTHOCTBIO (710 TUMHUPPOJIOB), a OOJIbIIIAsi YacTh OCTAaETCS B KUIIEYHUKE. B kuiey-
HUKE ME300MJIMHOTEeH MOJBEPraeTcsl Tuapoiu3y [B-TIOKypoHHAa3aMu OakTepuil c
oOpa3oBaHHEeM ypOOUIMHOTEHOB. Y pOOUIMHOTEH, UMESI HETIOJISIPHYIO MOJIEKYTTY, XO-
pOILIO BCAChIBAETCS B TOHKOM KWIIKE WU B MUHUMAJILHOM KOJHMYECTBE - B TOJICTOM.
Hebomnpiioe konmuecTBO ypoOMIMHOT€Ha B HOPME BCACHIBAETCSI M BHOBH IKCKPETH-
pyeTCsl MIEYCHBIO M MOYKaMU (DHTEPOrenaTHIecKas MUPKYISIns). DTOT YPOOHIUHO-
reH, peabcopOoupysich, YaCTUYHO BO3BPAIAETCS B MEYEHb, @ YACTUYHO BBIJICTSETCS C
MOUO#l B BUAe ypoOmnuHa. [pyras gacte npsMoro OminnpyOuHa, MOMABIIErO B KH-

IICYHUK, TTOJABEPTaeTcs NajbHEHIIeMy BO3ACHCTBUIO KUIIEYHOU MHUKPOQIIOpPHI, Mpe-
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Bpallasch B CTEPKOOMIMHOTEH. B HIKHUX OTAeNIax TOJCTON KUIIKA HEKOTOpasi 4acTh
CTEpKOOMJIMHOTEHA Yepe3 CUCTEMY IeMOPPOMUIANBbHBIX BEH BCACHIBAETCS B OOIIMIA
KpPOBOTOK, a 3aTE€M BBIBOJUTCS C MOUOI B BUE ypOOUIMHOTeHA. Y POOUIUHOTEH MO-
YM Ha BO3/YXE OKHUCIISIETCS U TpeBpalaercs B ypoOuinuH. [pyras yactb cTrepkoOu-

JIMHOI'CHA BBIBOAUTCA C KaJIOM, OKUCJEIACH HAa BO3AYXC N0 CTepKO6I/IJ'II/IHa.

P HEYEHE 2equs [ KHIIEYHHK
: O IApPYOHH- i _Fﬁm'urp‘_l.ﬁm{-
l INCIOKYpoHET | AHT THKYPOHHI
OHIAPYOHH 1 OnIEpyYOHH
—i{ =+ DRIHPYOHH |
Me3 D0 HIADYOHH
KPOEE l’
mInpyoHH }‘puﬁu.‘mnulren =1 “—— ypoimimHores
2
ATLOYMHEH KPOBE :
AH-, TPHNEPPOILL CTEPKODHINHOT €H
\ y \ | g

1

l :r ITOYKH T ] CTeproOH.INH

v ¥

ypodmine CTepPKODIINH

Pucynox 4 - Dtansl MeTabonm3ma OUTupyOrnHa B OpraHU3ME

Ha xonnenTpanuio OunupyOnHa B KPOBM MOTYT OKa3bIBaTh BIMSHUE MHOTHE
(akTOophl: MpUEM NMUILK (KOHIIEHTpalusa ouminpyouHa nocie 48-4acoBoro rojojaHus
MOJKET MOBBICUTHCSA B 2 pa3sa, mociie eabl — cHrkaercs Ha 20-25%), ¢usnonornye-
CKHe CyTOYHbIe KoJieOanust (MoryT mocturath 15-30%), dusuueckas Harpyska (Mo-
KET MPUBOJUTH K TMOBBIIICHUIO KOHIICHTpauu Omnpyorna va 30%), npuem opaiib-
HBIX KOHTpAILENTUBOB (CHIMDKAET KOHIEHTpaluio OwmmpyouHa Ha 15%), pacoBbie
paznuuus (KOHUEHTpalus OuipyorHa B KpoBU Ha 33% HUKE y JIMI] MY>KCKOTO T10J1a
adpo-amMepuKaHCKOM packl W Ha 15% HKe y Wi JKEHCKOTro mosia adpo-
aMEPUKAHCKOW pachl), OEPEeMEHHOCTh (KOHIIEHTpAIUs OMIMPYOMHA CHIKACTCS KO

BTOpOMY TpuMecTpy Ha 33%). Hapymienre oOMeHa )KEITYHbIX TUTMEHTOB COIPOBOXK-
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JaeTcs runepomupyonHeMueit u xkentyxou (tadu. 1). BeiaenstoT HECKOIBKO MaTo-

TCHCTHUYCCKHUX MCXaHHU3MOB 3THX HaPYIHeHHﬁi

- TIOBBIIICHHE HArPY3KH OMIMPYOMHOM Ha TeMaToOUTHI (TeMOIIN3);

- HapyllIeHHE 3axBaTa U IepeHoca OmIMpyOnHa B rematonuT (MOBPEXKIACHUE MapeH-

XUMBI TI€YEHU JTFO00M STHOJIOTHH);

- HapylIeHHe PKCKpEIU OMIMpyOrHa B JKeT4b UYepe3 KaHAJbIEBYI0 MEMOpaHy WIH

B Pe3yJIbTaTe 00TYpalu KEIYHBIX XOJI0B MM JKETYHOTO MPOTOKA,

- HapylIeHUE Mpolecca KOHBIOTAUHU (BpOKIEHHBIE (HACIEACTBEHHbIE) U MPHOOpe-

TEHHBIC Ne(PEKTHl 0OMEHa KEITUHBIX TUTMEHTOB).

Tabnuua 1 — [laTorenernueckas kiaaccupuKais TUnepoOnIupyonHeMui

[TpuumHbI Knunudeckue cocTossHUS
[M'unepOunupyOruHEeMus 3a CUET HEMPSMOTO OMITHPYyOrHA
N30bITOuHOE o
I'emonu3 (BHYTpH- U BHECOCYAUCTHIN)
oOpa3oBaHme .
HeadbdextuHbIif 3puTpOI1ions
omnmpyouna
CHUXEHHBIN

3axBaT OWJIHU-
pyOuHa B me-
YeHU

JlnmitensHOE rojojanue
Cencuc

Hapymenune | HacnencTBeHHast HEAOCTaTOUHOCTh TIIIOKypOHMITpaHcdepassl: cuHpoM Kuiaboe-
KOHBIOTAllMK | pa, cunapoM Kpurnepa-Haiispa I u II Tuna
OnnmpyOrHa | dusnonoruueckas xKeaTyXa HOBOPOXKICHHBIX

[IpuobpeTeHHas HeJOCTATOYHOCTD TIIIOKYPOHHITPaHC(epasbl

[ToparkeHne MapeHXUMBbI eUYeHU (TeaTUThI, IIUPPO3)

I'unepOunupyOouHemMus 3a c4E€T IPSAMOro OMIMpyOHHa

Hapymenune | HacnencrBeHHble HapymieHus: cuaapom Jyouna-/lxoncona, cuaapom Portopa,
AKCKpELHH JTOOpPOKAaYECTBEHHBIN PEIMANBUPYIOMINA BHYTPUTICUEHOUHBIN X0JIeCTa3
ounupyouna | IlpuoOpereHHBIC HAPYIICHUS: TOPAKEHUE TAPEHXUMBI IeueHH (MHPEKIIMOHHBIC HITH
B JKEI4b TOKCHUYECKHUE I'elaTUThl, LUPPO3 MEYEHHN ), TPUEM JIEKAPCTBEHHBIX Mpenaparos (Ie-

pOopabHbIE KOHTPALENTUBBI, aHAPOTEHBI), CETICUC, TOCIEONEPALIMOHHBIN NTEPHOL,

HapeHTepalIbHOE MUTAHNE, OWIINAPHBIM UPPO3 NTEYEHU
O6ctpykuus | OOTypanuus: X0Jae10X0JUTHA3, IOPOKH PA3BUTHS XKETUHBIX MMyTeH (CTPUKTYpBI, aT-
BHENEUEHOY- | PE3UH, KUCTHI JKEITYHBIX TPOTOKOB), FEIbBMUHTO3BI, 3JI0Ka4YeCTBEHHBIE HOBOOOPa30-
HBIX JKeJT4- BaHMsI (XOJIAHTHOKAPIIMHOMA, pakK ¢aTepoBa cocka), reMoOusus (TpaBma, OImyXxoJiin),
HBIX [IPOTO- | IEPBUYHBIN CKJIEPO3UPYIOLIUI XOIaHTUT
KOB CrhaBiMBaHue: 3JI0Ka4e€CTBEHHbIE HOBOOOPa30BaHUs (paK IMOIKEITYI0UHOM Kee3bl,

auMdOMBI, MeTacTas3bl B TUMGATHYECKHUE Y3IIbI BOPOT MEUYCHH ), JOOPOKAYECTBEH-
HbIe 00BEMHBIC 00pa30BaHUs TAHKPEATOAYOICHATBHOM 001acTH (KUCTHI, aJICHOMBI),
MaHKPEaTHT
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Hapyimenne oomeHa OunupyOuHa KIMHUYECKU COMPOBOXKIAAETCS CHUHAPOMOM
KENTYXH (3KeNTasi OKpacka KOXH, CIM3UCTBIX 000JI0UYEK U CKIIEp, U3MEHEHHUE OKPACKH
CEKPETOB U IKCKPETOB). Pactipenenenre OmmupyOrHa B TKAHIX IPU JKEITYyXE 3aBUCUT
oT MHOruX (aktopoB. L{upkynupytomuii OUIMpyOrH, CBA3aHHBINA ¢ OCJIKOM, C TpY-
JIOM MPOHUKAET B TKAHEBBIE KUJIKOCTH C HU3KUM cojiepkaHueM Oenka. Ecnu komnu-
YeCcTBO OeJIka B HUX YBEJIMYUBACTCS, JKEITyXa CTAHOBHUTCS Oojiee BhIpakeHHOM. [1o-
ATOMY 3KCCYAAThl OOBIYHO O0JIee OKpalleHbl, Y4eM TPAHCCYaThl. Y HOBOPOXKIEHHBIX
MO’KET HaOJIIOJIaThCS KENTYIIHOE MPOKpalliBaHue 0a3albHBIX TAHTIIMEB TOJIOBHOTO
Mo3ra (sJIepHas KelTyxa), 00yCIOBIEHHOE BBICOKUM YPOBHEM HEKOHBIOTHPOBAHHO-
ro omiMpyOuHa B KPOBHU, UMEIOIIETO CPOJACTBO K HEPBHOM TKaHU. [Ipu BeIpaxeHHOM
KENTyXe BHYTPUTIIA3HAS KUIKOCTh MOXKET OKPAITUBATHCS B JKENTHIN I[BET, 4YeM 00b-
SCHSIETCS] UPE3BBIUAMHO PENIKMI CUMITOM - KCaHTOICcHs (OOJIbHBIE BUJIAT OKPYKaro-
[IMe NpeIMEThl B KENTOM 1BeTe). IIpu BBIpaKEHHOW JKENTyXe KEIMYHBI MUTMEHT
MOSIBJISIETCSA B MOYE, MOTE, CEMEHHOM KUJKOCTH, MOJIOKe. bunupyOuH siBnsieTcst HOp-
MaJIbHbIM KOMIIOHEHTOM CHHOBHUAJILHOM XKMAKOCTH. BUIMpyOUH JIETKO CBA3BIBACTCS C
aracTudeckoi TkaHbto. OHa B OOJIBLIOM KOJMYECTBE COACPKHUTCS B KOXKE, CKIIEpax,
CTEHKE KPOBEHOCHBIX COCYAOB, MMO3TOMY 3TH OOpA30BaHMS JIETKO CTAHOBSTCS KEJ-
TYIIHBIMUA. DTUM K€ 0OBSICHIETCS HECOOTBETCTBUE BHIPAKECHHOCTHU JKEITYXU U YPOB-
Hs OMHpyOrHA B CHIBOPOTKE B TIEPHO/IE BBI3IOPOBIICHUS IIPU TEMaTUTE U XOJIECTas3e.

Pa3znnuaioT HECKOJIbKO BUIOB THUNEPOMIUPYOMHEMHUU U CBSI3aHHBIX C ITUM
CHUHJIPOMOB JKEITYX: T€MOJUTHUYECKYIO, TAPEHXMMATO3HYI0 U 00TypannoHHyto. [la-
peHXUMaTo3Has (IIeYEHOUHAs) JKeJTyXa 00yCIIOBJIE€HA HU3KON CIIOCOOHOCTHIO KIIETOK
NeYeH MeTabO0IU3UPOBATH CUHTE3UPYEMBI B HOPMAJIbHBIX KOJIMYECTBAX OWIHMPY-
OMH, B OCHOBE JISKUT MOBPEKICHUE renarouuToB. [Ipu 3ToM Hapymiaetrcst 1enocT-
HOCTb KJIETOYHBIX MEMOpPaH, MOBBIIIAETCS MPOHUIAEMOCTh KalWUIPOB, B KPOBH IO-
BBINIACTCS] YPOBEHb OMIMPYOMHA U aKTHBHOCTH CHIBOPOTOYHBIX TpaHcamMuHas. B kpo-
BU TOBBIIIAETCS COJEPXKAHUE KaK CBOOOJHOIO, TaK W CBSI3aHHOTO OmiIMpyOMHa 3a
c4€T ero oopaTHOU nuPdy3un W3 KETYHBIX KAMWLIIPOB B KPOBEHOCHBIE MPU JHUC-
TpodHH U HEKPOOMO03€e IMEUCHOUHBIX KIIeTOK. [Ipy qMTebHOM TeueHUH 3a00J1eBaHus

BO3MOXHO CHM)KEHUE YpOBHA ajJbOyMHHA B ChIBOpOTKe. [lapenxumaTto3Has sxenryxa
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Pa3BUBAETCS MPU OCTPBIX U XpOHUYECKUX AU Py3HBIX 3200JI€BaHUSX TIEYEHH WH-
(EKIIMOHHOTO TeHe3a, MEPBUYHOM METACTaTHUYEeCKOM pakKe INe4YeHH, NEPBUYHOM OU-
JUAPHOM IUPPO3€ TEUYCHH, TOKCHYECKOM IMOBPEKICHUN TEUYEeHU (YEeThIPEXXIIOpH-
CTBIM BOJIOPOJIOM, XJIOPO(GOPMOM, TPUXIIOPITUICHOM, (PTOPOTAHOM, AJIKOTOJIeM, Je-
KapCTBEHHBIMU TpernaparaMu (mapareTamost, H30HHa3ua, pudaMnuiuH, Xiopopoma-
3WH), OKHCIUTENSIMU HA OCHOBE a30THOW KUCIIOTHI, THIPA3UHOM H €0 MPOU3BOIHbI-
MU, XJIOPITAHOM, ITHUJICHIJIMKOJIEM, TOKCHHOM MYXOMOpPOB aib(a-amanuTuHOM). K
OTJIEIFHOMY BUJy MapeHXHWMATO3HBIX TUIEPOUTUPYOHMHEMUN OTHOCATCS (PyHKLIHO-
HaJbHbIE TUNEPOMITHMPYOUMHEMUYECKUE CUHIPOMBI, 00YCIIOBIIEHHbIE SH3UMATHUYECKU-
Mu aedextamu (cusapomsl Kuanoepa, Jlyouna-J[>xoncona, Kpurnepa-Haitsipa, Po-
TOpa, Ipyrue HapyuieHus oOOMeHa BellecTB - Oosie3Hb BuiibcoHa, ramakro3emusi, Je-
bunuT anbda-l-aHTUTPUTICHHA, THPOZUHEMUS).

OOTtypaunonHas (MexaHu4ecKas, MOANEUEHOUHas) JKEeNTyXa BO3HUKAET NpU
HapyILIEHUU OTTOKA KETYM B ABEHAIATUIEPCTHYIO KHUILKY U MOCTYIUICHUS] KOHBIO-
TMPOBAHHOTO OMIIMPYOMHA B KUILIEYHUK BCIEACTBUE 3aKYMOPKU WM Clla3ma OOIIero
KEJIYHOTO MPOTOKa. B 0011eM keTYHOM MPOTOKE MOBBILIACTCS TaBJICHUE KEITUH, YTO
MPUBOAUT K MPOHUKHOBEHMIO KEIYM B KaMWUIAPHL. B HUpKyIupyroei KpoBu Mo-
BBIIIACTCS KOJMYECTBO KOHBIOTUPOBAHHOTO OMIIMPYOWHA, YTO COTPOBOXKAACTCS OH-
anpyounypuei. B chIBOpOTKE KPOBH YBETUUMBACTCA aKTUBHOCTD NMEUEHOUHOU (pak-
My 1enouyHor ¢docdaraspl, ramMma-TIIOTaMUAITPAHCIICTITHIAa3bl, YPOBEHb OOIIETO
XOJIECTEPUHA ¥ KOHBIOTUPOBAHHBIX KETYHBIX KUCIOT Kanm CTaHOBUTCS axOJIMYHBIM,
TaK Kak >KeJlyb M3-32 MEXaHUYECKOU Mperpajpl He momnajgaeT B kumeuHuk. [Ipoda Ha
CTEpKOOUIIMH oTpuuaTenbHas. [IpuunHbl 00TypanMoOHHOW runepOUIMpyOuHEMUN
MOTYT OBITh BHYTpHUIICUEHOUYHBIC (MEPBUYHBIN W BTOPUYHBIN OMIHMAPHBINA UPPO3 Tie-
YeHH, CKJIEPO3UPYIOIIMI XOJAHTUT, HOBOOOPa30BaHUS NMEYEHH) W BHENEUYCHOUHBIE
(xemuHOKaMeHHAas 00JIe3Hb, HOBOOOPA30BaHHMS TOKEIYJOYHOM JKeJe3bl, TelIbMUH-
TO3bI).

I'emonuTuyeckas (HaameueHOYHas) KeNTyxa 00yCIIOBJI€HAa YCKOPEHHBIM 00pa-
30BaHUEM OMIMpYyOMHA B pe3yJibTaTe YCUJICHHOTO pacnajia (reMojn3a) 3pUTPOLUTOB.
B xpoBu pe3ko Bo3pacTaeT ypoBeHb HEKOHBIOTUPOBAHHOTO OMIMpPYyOHMHA, KOTOPHI B
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NEYeHU MpeBpallaeTcsi B KOHbIOTMPOBAHHBIM OMIMPYOMH M MOCTYNaeT B COCTaBe
KEJIUU B KuleyHuK. Kaj 1 Moya oKpammBaroTcs B TEMHBIHN I[BET K3-3a MOBBIILIEHHO-
ro CoJiepKaHusl CTEPKOOMINHA (B KUIIEYHUKE) W ypoOuiuHa (B MOYe). AKTUBHOCTD
CBIBOPOTOYHBIX TpaHCAaMHMHA3 W IIeJo4HON (ocdara3pl coxpaHseTcs B Ipenenax
HOPMBI, PE3KO CHUKAETCA KOJIMYECTBO TalTOrJI00MHA MPU BHYTPUCOCYIUCTOM IeMO-
mu3e. ['emonuTuyeckas >KelaTyxa BO3HUKAET MPHU BCEX BUAAX FEMOJUTHUYECKHUX aHe-
MU, B TOM YHUCJI€ MPU TEMOJIUTHYECKOW OO0JIE3HM HOBOPOXKIEHHBIX, TOKCUKO3aX U
OKorax, BUTaMHUH Bij-neduuuTHON aHeMuu, mepeirBaHUM HECOBMECTHUMBIX TPYIII
KpPOBH, OTpaBJEHUU CyJbpaHWIaMUAAMH, (PEHWITHAPAZUHOM, OOMIMPHBIX TeMaTo-
Max. ['eMonuTHYecKue KENTyXH, KaK MpaBuio, 00yCIOBIEHB HEWH(EKIMOHHBIMU
MPUYMHAMU, HO MHOT/Ia TEMOJIUTUYECKUIT KOMIIOHEHT B CMEIIAHHOM KEJNTyXe MOXKET
pa3BUBATHCA MPH JICITOCIUPO3€E, CEIICUCE, B KAYECTBE OCIOKHEHHUM MPU KpacHyXe U
KOpH.

Hns nuddepeHIMAIbHON AUATHOCTUKA TUNEPOMIMPYOMHEMUM HEO0OXO0IUMO
OLICHUBATh KOMIUIEKC KIMHUYECKUX TMPOSBICHUNA U JIaDOpaTOPHBIX IOKa3aTesei,
CpeIu KOTOpBIX BeIylllee 3HAUEHHE HMMEET HCCIIEOBAHUE MUTMEHTHOrO OOMEHa
(Tabum. 2).

Tabnuma 2 — AuddepenunanbHas TMarHOCTUKA TUIIEPOMINPYOMHEMHH T10 TTOKa3aTe-

JIIM UCCIICAOBaHUA IIMTMCHTHOI'O oOMeHa

TUTIEPOMINPYOHHEMUS
f1oxasatrein HOPMA | reMonutiue- | mapeHxuMa- | 0OTyparuoH-
cKast TO3Has Has
KOHBIOTHU-
=
z L + 11 11
2 | POBAHHBIN
2, £ | HCKOHBIO-
= | F - +
= | ruposan T i 1
\© | HpIU
0OWINH
& | crepkoOUIMH
)
= | Mme300uIMH - - ™1 +
OnnMpyOouH - - + +
5 CTEePKOOUIIUH + ™ + -
# | GunupyOuH - 1 + -
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MOHSTHUE U KJIACCUPUKALIUSA TEMOJIUTUYECKUX AHEMUIA
I'emonmutnueckumu anemusimu (I'’A) Ha3pIBarOTCS aHEMHH, OOYCJIOBJICHHBIE
MPEXKJICBPEMECHHBIM TOBBIIICHHBIM ~pacriagoM sputrpouutoB (Er). OcHoBHBIC
KJIMHUYECKHE MposiBieHUs ['A cKiaapIBalOTCA M3 aHEMHYECKOTO CHHAPOMA M
KEJITYXH - OKpAIIMBaHHUs KOXKHBIX MOKPOBOB M CKJIEP B XKEJITHIM LIBET B pe3yjbTaTe
OTJIOKEHUSI B HUX JKEIMYHBIX mUrMeHToB. JKentyxa npu ['A sBisercs pe3yabTaToM
reMOJM3a U CBsI3aHa C IOBBIIIEHUEM YPOBHS HEKOHBIOTMPOBAHHOIO (HEMPSMOIO)
OwnupyOuHa BCieNCTBUE paspylieHus Er m merabonmsma mpoTonoppupUHOB 10
OunpyOurHa.
[To MexnaynapoaHoi kinaccudukaiuu oomnesneit -10 (MKB 10) remonutnue-

CKHE aHEMHH KOJIUPYIOT Kak J[55 - J159.
KIHHHYECKAA KTACCU®HKAITHA TEMOJTHTHYECKHX AHEMWH

1. HacnenctBenHnbie U BpoxaeHHbie ['A:

1.1. cBsazanHble ¢ gedeKTOM MeMOpaH SpUTPOIUMTOB (HapylleHHEe OEIKOBBIX
KOMITIOHEHTOB: MHKPOC(HEpPONHUTO3, AJUTUNTOIMTO3, CTOMATOIUTO3, MUPOMOUKH-
JIOLUTO3; HApYUIEHUE JUMUAHOTO OUCIOS: AKAHTOIUTO3, AEPUIIUT AKTUBHOCTH
ALETUIIXOJMHACTEPA3HI)

1.2. cBs3aHHBIC C HAPYIICHHEM aKTUBHOCTU (DEPMEHTOB SPUTPOIUTOB - (ep-
MEHTONATHU (HapylIeHHE aKTUBHOCTH (DEPMEHTOB MeHT030(oc(haTHOTO IHKIIA,
IJIMKOJIN3a, 00MEHa TJII0TaTHOHA, HYKJICOTUIOB U JIp.)

1.3. cBs3aHHBIE ¢ IePeKkTaMu CTPYKTYPhI WIIM CHHTE3a 'eéMOIJIO0UHA - TEMOTJIO-
OWHOMaTUH («KAa4eCTBECHHBIC» TEMOTJIOONHOTIATHH - CEPITOBUIHOKICTOYHBIC AaHEMHUH,
HECTaOWJIbHBIC TeMOTJIOOMHBI, M-TeMOTJIOONHEMUU U ApP. U «KOJHMYECCTBCHHBIC» Te-
MOTJIOOMHOIIATHH - TAJIACCEMHH )

2. [TIpuob6petennnie ['A:

2.1. HeummyHHBIE:

2.1.1.cBsA3aHHBIC ¢ MEXaHMYECKHM IOBPEKICHHEM JPUTPOIUTOB (Mapiie-
Basi TEMOTJIOOMHYpUSI, pa3pyIICHUE dSPUTPOLIUTOB MPOTE3aMHU KJIATIAHOB CEpAIla U

COCYJIOB, CHHJIPOM IOJUArTIIOTHHAOCILHOCTH 3PUTPOILIUTOB)
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2.1.2. cBs3aHHbBIE C HApPYIIEHUEM CTPYKTYpbl MeMOpaHbl SPUTPOLUTOB B
pe3yabTaTe cCOMaTHYECKHX MyTanui (mapokcu3MaibHas HOYHAs FeMOTJIOOUHY-
pust)

2.1.3. cBsS3aHHBIC C TOKCHYECKUM MOBPEKJICHUEM DPHUTPOIUTOB (BCICICT-
BHUE BO3JICHCTBHS F'€MOJMTUYECKHX 0B (YKYChl 3M€H, HACEKOMBIX), BO3JIEHCTBHSI
XUMUYECKUX areHTOB (COJIM TSIKENbIX METAJUIOB, MeaukaMeHtsl), npu JIBC-
CUHApPOME, HapYUIEHUSX OOMEHHBIX MPOLECCOB MpU OOJE3HAX MEUEHHU, TUIepCIie-
HU3ME, nepunure BuTaMuHa E, HHQEKIIMOHHO-BOCTIAUTENBHBIX TPOIIeccax U T.I1.)

2.1.4. cBsi3aHHBIE C pa3pyUICHUEM SPUTPOLIMTOB BHYTPUKICTOUHBIMU Iapa-
3UTaMu

2.2. Ummynubie ['A

2.2.1. TpancuMMyHHBIE

2.2.2. N3ouMMmyHHBIe (TeMonuTHYeCKas OO0JIe3Hb HOBOPOXKICHHBIX, IO-
cTTpaHcdy3UOHHbIE, TOCTTPAHCILIAIIUOHHBIE)

2.2.3. 'eTepouMMYyHHBIE

2.2.4. AytroummyHHble ['A (C HEMOJHBIMU TEMJIOBBIMU arrjJlOTUHUHAMU, C
MOJHBIMU XOJOJOBBIMU arrjJl0OTUHUHAMHU, C ABYX(a3HbIMU T€eMOJIU3UHAMHU, C TEIl-

JJOBBIMHU W KHCJIOTHBIMH FeMOJII/ISI/IHaMI/I)

HACJIEACTBEHHBIE 'TEMOJIUTUHYECKHUE AHEMHUH

IF'EMOJJIUTUYECKUE AHEMUU,
CBS3AHHBIE C JE®@EKTOM MEMBPAH PUTPOLIUTOB
Hacneocmeennvit  cpepoyumos (HC) - memOpaHomatus, cemcitHas
remonmTuyeckas aHemusi MunkoBckoro-llloddapa, mukpocdepormranas anemus.
Orto I'A, Bo3HUKarOLIas BCeACTBUE paspylueHus Er B pesynbrare gedexra ux Mem-
Opanbl. 3a00JieBaHWE HACTEAYETCS M0 ayTOCOMHO - JOMHUHAHTHOMY TUMy (B 75 — 85
%), ayTOCOMHO - perieccuBHOMY TUIy (B 25 %), OJJHAKO BCTPEYAIOTCS U CIIOHTAHHBIC
ciiy4au, oObsiCHsieMble criopaandeckumu myrtauusmu. Cpenu cnasiH HC Bctpevaer-

cs B 2,2 cnyyaes Ha 10000 HaceneHus.
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Omuonamoeenes. B ocHOBe 3a00JIeBaHNs JIGKUT TEHETHUECKUA O0YCIIOBJICHHAS
aHoOMaJus CTPYKTypbl MeMOpaHbl Er, B yacTHOCTH, AeDUIUT CTPYKTYPHBIX OEIKOB
MeMOpaHbI aHKHPHUHA, a TakxKe alibga- u 6era — ciekTpuna (puc.5).

Manoes 3 FmukodhopuH

Huru cnekTpuKHa
Pucynok 5 - CTpyKkTypa 3puTpOoLUUTapHON MEMOpaHbI (CTpeIKaMu MOKa3aHbl
BO3MO>KHas Jokanu3auus nedexros npu HC)

Takoit nedekT MpUBOAUT K HAPYIICHUIO MPOHUIIAEMOCTH 3SPUTPOLMTAPHON
MeMOpaHbl U MPOHUKHOBEHHUIO B KJIETKY MOHOB HATpUs, BOJbI U MOTEPE aCHO3UH-
tpudocdara (ATD). Takue Er B cuiny moHNKEHHOW OCMOTHYECKON U MEXaHUIECKOI
PE3UCTEHTHOCTH MOJIBEPTaloTCs YCUICHHOMY Pa3pyLICHUIO B KaMMIIISIpax CeIe3eHKU
(BHYTPHKIIETOUHBIN T€MOJIN3), PE3YJIBTATOM YETO SBJIAECTCA AaHEMUS, TEMOJUTUYECKAs
KENTyXa M THUMepIUIa3usl Cele3eHKU. 3a00JieBaHUE MOXKET MPOSBISATHCA B JIIOOOM
BO3pacTe, ¢ OJMHAKOBOW YAaCTOTOM y Malb4MKOB M JIEBOUEK, HAUMHAs C Mepuoja
HOBOPOXKJCHHOCTH (UeM paHbllle O00Jie3Hb  MPOSBIAETCA, TEM TsDKEJee OHa
MPOTEKAECT).

Knunuueckaa xapmuna. Ins HC xapaxrtepusl obmume mis ['A npusnaku:
xenrtyxa (0e3 obeciiBeunBaHMs Kana), aHeMHUsl, TenaTo-, CINIEHOMETalNs, IPH KpH3e -
c1a00CTh, YTOMIIIEMOCTD, YYBCTBO TSXKECTH B JIEBOM Nojpedepbe. [lanmenTsl Takxke
MOTYT UMETh XapaKTEpHbIA BHEUIHWI BHJI, CBSI3AHHBIA C HAaJIMYHEM IPU3HAKOB JU-
339MOpuoreHe3a: OallleHHBIM yepern, MUPOKas CIUHKA HOCa, BHICOKOE HE0O, y3KHe
3yOHbBIE TyTH U Jp). TsKecTh TEUeHUs 3aBUCUT OT CTEMCHHM HapyIICHHS OOIIero
COCTOSIHUSI, TEMIIOB CHIDKCHHSI T€MOTJIO0MHA, CTeTeHu runepOounupyonnemuun. [pu

BBIDQXKEHHOW  aHeMHMHM  BO3MOXKHA  3aJiepkKka  (PU3MYecKoro  pa3BUTHS,
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runoreHuTann3M. KinmHuueckue nposBiieHUs: Ype3BbIUaiiHO pa3HOOOpPa3Hbl, B CBA3U C
4YeM BBIIEIAIOT pa3iauuHble popMmbl TeueHuss HC: TunnuHas, 6eccuMnToMHas, Jerkast
U TSDKENasl.

beccumntomHass opma BbISABISIETCS ciydaiiHO. KimMHuueckue nmpusHaku re-
MOJIM3a OTCYTCTBYIOT. Bepudukanus nuarHoza OCHOBBIBAECTCS HA POJOCIOBHON U
7a00paTOPHBIX KPUTEPHSIX (M3MEHEHHE MOP(OJOTUH, Pa3MEPOB U CHUKEHHE OCMO-
TUYECKOU PE3UCTEHTHOCTH SPUTPOLIUTOB).

Tunnunslidi HC nposiBiasiercs Tpuagod KIMHUYECKHX CUMITOMOB IE€MOJINA3A:
AHEMUYECKUHA CUHAPOM, axOJlypHuecKas )KEITyXa, CIICHOMETaIus U IIPOTEKAaeT B
BHJIE Tpex GhopMm.

Jlerkast popma HC npeanonaraer HaMyue reMosin3a TOJIbKO BO BpeMs UH(]EK-
MK (0COOEHHO MapBOBUPYCHOM), MHTEHCUBHOW (pU3MUYECKOW Harpy3ke u T.n. Bue
KpH3a NpU3HAKU FE€MOJIN3a OTCYTCTBYIOT.

Cpennersixenas ¢opma HC mposBisercs TUNMYHBIMM KIMHUYECKUMHU CHH-
IpPOMaMHU C TIEPUOJUYECKUM YCYTyOJICHHEM B BHJI€ T€MOJMTHYECKUX KPU30B, KOTO-
pble BO3HUKAIOT, KaK MPaBUjIo, Ha poHe NHPEKIIMOHHO-BOCTAIUTENbHBIX MTPOLIECCOB.

Tsxenas popma HC xapakTepusyercst 4acTbIMU Kpu3amMH (T€MOJTUTHYECKUMU
U allaCTUYE€CKMMHM), KOCTHBIMH Je(popMalUsiMu, CIJICHOMErajuel, OTCTaBaHHUEM
pebeHka B (U3MUECKOM MU TICHXOMOTOPHOM pa3BUTHU. bonbHBIE TpaHC(]Y3HOHHO -
3aBUCUMBIE, UTO HEPENIKO 3aTpyAHSET Bepu(UKAIMIO TMarHO3a U KOPPEKIHUI0 reMo-
an3a. OcoOOEHHO 3TO KacaeTcsi HOBOPOXKACHHBIX, MOCKOJIbKY OTCYTCTBYIOT Kilaccuye-
CKHE€ MPU3HAKU T€MOJIN3a: CIIEHOMETAJIMU €lIe HET, PETUKYJIOLUTO3 HE3HAUNTEIIEH,
TECT OCMOTHYECKOU PE3UCTEHTHOCTU SPUTPOLUTOB HE U3MEHEH B pe3yibTaTe OO0JIb-
HI0H YCTONYHUBOCTH (PETAIBHBIX SPUTPOLIUTOB K TUIIOTOHUYECKOMY CTPECCY.

Tabmuna 3 - Kmaccudukanus crenenu tsoxkectu HC

CreneHnp TSOKECTH
[Tapamerp

beccumnromuas | Jlerkas | Cpengnerspkenas | Tspokenas
Konuerpamus Hb, r/n HOpMa 110-150 80-120 menee 80
Komiaectso Rt, %0 HOpMa HOpMa 6-10 6ostee 10
ConepxaHue HENpsIMO-
ro OunupyouHa, MmeHee 17 17-34 34-50 6osee 50
MKMOJIB/JI
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Juacnocmuxa. Bepudukauus auarHo3a OCHOBBIBACTCS Ha KIMHHUYECKOM
KapTUHE, BKIIOYAIONICH KJIACCUYECKYI0 TpHaay (TeMOJUTHYECKash aHEMUs, JKENTyXa,
CIUIGHOMETaJMs), U pe3ysibTaTax JabopaTopHOTO HccieAoBaHus KpoBHu. B mepude-
pHUYECKOH KPOBHM OTMEUAETCsl CHIDKEHUE KOHIeHTparuu Hb, MukpocdeporuTos (60-
aee 10 % >puTponMTOB), AaHU30LIMTO3 B CTOPOHY MHUKpouuToB, yBenuuenne MCH
(cpennero conepxkanust Hb B Er), petukynonuros, CHUXEHHE OCMOTHUYCCKOU PE3H-
CTEHTHOCTH (CTOWKOCTH) 3PUTPOLUTOB C YCHJICHUEM T'e€MOJIM3a TOCIe CyTOYHOW WH-
KyOaIuu SpUTPOIUTOB TIpH Temreparype 37 °C. B GHOXMMHYECKOM aHATH3E KPOBH
yBEJIMYEHUE YPOBHS 00Iero OMiaupyOrHa 3a cueT HenpsiMon ero (pakiuu (HEKOHb-
IOTUPOBAHHOTO). DiekTpodope3 6ekoB MeMOpaHbl Er B mojiMakpuiaMuIHOM Telie B
pacTBope AOJEII Ccyib(aTa B COUETAaHUU C KOJMUYECTBEHHBIM OIpeaesicHueM Oell-
KOB ITO3BOJISIIOT OKOHYATEJIBHO U JJOCTOBEPHO MocTaBUTh nuarHo3 HC.

HHuggepenyuanvuoiii ouacnoz HC cnemyer mpoBOauTh ¢ 3a00JI€BAHUSIMU, CO-
npoBokaaroumMucs cpepountozom B I1K: ayroummynnsimu I'A, ABO- u Rh- Heco-
BMECTHUMOCTBIO Y HOBOPOXACHHBIX, IPYIrUMU HacneAcTBeHHbIMU ['A (dhepmeHTona-
TUSMH, TEMOTIIOOMHOTIATUSIMH ).

IIpoenos npu IpaBUIILHOM U CBOEBPEMEHHOM JICYEHUU OJIarONpUATHBIN.

Jlpyrue HaciencTBeHHble MeMOpaHolaTuu (OBaJOLMTO3, CTOMATOIMTO3,
aKaHTOI[UTO3), pa3an4asich MOp(HOJIOTHYECKH, UMEIOT CXOJIHBIE C
MUKPOC(HEPOIMTO30M KIMHUYECKUE MPOSBICHUS, TUArHOCTUUYECKUI U JieueOHBIH
MTOJIXO/IBI.

Hacneocmeennstii sniunmoyumo3 (08anoyumo3) Hacieayercs ayToCOMHO
- PELIECCUBHO, y T€TEPO3UTOTHBIX (POPM OTCYTCTBYIOT KIMHUYECKUE MpOsiBIeHUsS. B
OCHOBE JICKUT TEHETUYECKas aHOMAJMs JPUTPOIMTOB, CBA3aHHAS C HapyIICHUEM
OEJIKOBBIX KOMIIOHEHTOB IPUTPOIMTAPHBIX MeMOpaH: epekT oOpa3oBaHUs AUMEPOB
CIEKTPUHA, HAPYIICHUE CBSI3HM CIEKTPUHA C APYTUMH MEMOpPAaHHBIMU TPOTCUHAMH,
CTPYKTYpHBbIN nedekT Oenka monockl 4.1 win rimukopopuna C. YkazaHHbIE U3MEHE-
HUS TIPUBOAAT K HAPYHICHUIO CTPYKTYpbl MEMOpaHbBI, BbI3bIBas €€ IMOBBHIIICHHYIO
MIPOHUITAEMOCTh M BHYTPHUKJIETOUHBIN TemMosin3 (MPEeUMYIIECTBEHHO B Makpodarax

CEJIE3E€HKH), CHIDKEHHE MPOJOJIKUTEIBHOCTH XKU3HU Er. DnmunronuTo3 xapakrepu-
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3yeTcsi HOPMOXPOMHOM HOPMOLIMTAPHOUN TUIIEPEreHepaTOPHON aHEMUEHN C HATUYUEM
oBasionuToB 6oJee 10 % kieTok (Kak MpaBUIIO, KOJIUYECTBO OBAJIOIUTOB B MepHde-
puueckoil kpoBu oT 10 10 45 % 1mpu reTepo3UroTHOM HOCUTENBCTBE U 10 95% mnpu
MOJIHOM HOCUTEIHCTBE aHOMAJIbHBIX F'€HOB), KIIMHUYECKUE U JTaOOpaTOpHbIE MPU3HA-
KH COOTBETCTBYIOT KJIACCHYECKUM MEOPaHOTIATHSIM.

Hacneocmeennolii cmomamoyumo3 MMEET ayTOCOMHO-PELIECCUBHBINA THII
Hacje10BaHusl, 00yClIOBIIeH AepuuuTOM MportenHa-1 B memOpane Er, uro nexur B
OCHOBE 3HAYUTEIHLHOTO HApYIIEHNs MPOHHUIIAEMOCTH MeMOpaHbl Er a1 nosos Na' 1,
B MeHbIuel crernend, K'. DTo NPUBOAUT K YBEIMYEHUIO BHYTPUIPUTPOLUTAPHOM
KOHLIEHTpaluu 00OMX KaTHOHOB, HAPYIIEHHI0 OCMOTHYECKOW pe3ucteHTHOCTH EI,
M30BITOYHOMY TIOCTYIUICHHIO B HHUX BOJIbI, HAOYXaHWIO W YMEHBIICHUIO WX
criocobHocTH AedopmupoBaTbes. Mopdosiorudeckoid 0COOEHHOCThIO ATOM Hacle-
ctBeHHOW ['A  sBisiroress ctomaromuthl (Er ¢ HammumemM B IEHTpPE KICTKH
HEOKpAIIIEHHOT'O y4acTKa B BHJI€ BBITSHYTOW CBETJIOW MOJIOCHI MJIM OKPYTJoi (op-
MbI), KIMHHYECKUE U JIAOOPATOPHBIC XaPAKTCPUCTHKK TUITMYHBI JIJIT MEOpaHOIATHH,
YacThIM MPHU3HAKOM CIY>)KUT TIOBBIIICHHE COAECPKAHUS HEKOHBIOTHPOBAHHOTO

OmMpyOrHA B CBIBOPOTKE KPOBH.

b

Pucynok 6 - OBanouuTsl B Ma3ke Pucynok 7 - CtoMaTouuTsl B Ma3Ke
nepudepudeckoit KpoOBU nepudepudeckoit KpoBU

Hacneocmeennwlit akanmoyun o3 AIMEET ayTOCOMHO - PELIECCUBHBIN TUIT HACIENO-
BaHUS, K TUITMYHBIM KIMHUYECKUM U Ja0OPATOPHBIM MPOSBICHUSIM MEMOpaHOTIATHI
MIPUCOCIUHSIOTCSI CUMIITOMBI HAPYIIICHUS 0OMEHA JINTTHUIOB (CHIDKEHHE COIEPIKAHMSI
XOJIECTEPUHA, TPUTIULIEPUAOB, POCHOTUTTHIOB B CHIBOPOTKE MTUTMEHTHBIA PETUHUT,
HUCTarM, TPEMOP PYK, aTakcuueckas rnoxojaka). Crnernuduueckas mopdosorus Er
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(3yOuaThIii KOHTYp, IOXOXKUH HA JIMCThS aKaHTa) 00YCIIOBJICHA HAPYIICHUEM JIMITH/I-
HOTO COCTaBa 3PUTPOIUTAPHBIX MEMOpaH (CHIKEHHUE COACPKaHU IEUTHHA, (oc-
baTUINIXONMHA U TTOBBIICHUE KOJInYecTBa chuHromuenia). OcMoTHYecKast CTOM-
KOCTb EI, B OTIIM4HE OT Apyrux MeMOpaHOIaTUi, CHUKEHA HE3HAYUTEIHHO UITH MO-
XKET ObITh HOpMaJIbHAsI.

PucyHnok 8 - AKaHTOUUTHI B Ma3ke nepudepruieckoi KpoBu

HacnencTBeHHBINM aKaHTOLMTO3 MOJKET CYILIECTBOBATh B BHUJE HECKOJIBKHUX Ba-
PHAHTOB: MPU HACIEACTBEHHON a0eTaTMNONPOTUEHEMUH, MIPU ceMEHON rumodera-
munonporenHemMuu. HacnencrBennass aGetanumnonporennemus (cuHiapom beccena-
KopHuBeiira) Hacieayercsi ayTOCOMHO-PELIECCUBHO U XapaKTEpU3yeTCsl HapyIIeHUEM
MeTabonmu3Ma (Kak BCaChIBaHUS, TAK W TPAHCIIOPTA) JIUITUAOB, TEMOJTHTUICCKON aHe-
MUEH, ereHEpaTUBHBIMA U3MEHEHHMSIMU CETYATKHU IJ1a3 U HEBPOJIIOTMYECKOW CUMIITO-
matukoil. Pa3zButne ['A mpu HacneAacTBEHHON a0eTaIMIONPOTEMHEMHH CBSI3aHO CO
CHIDKEHUUM COZIEpKaHMsl [3-TMIONPOTENHOB (JIMITONPOTEUHBI HU3KOW IJIOTHOCTH) U
doconunumoB B maazMe KpOBU, YTO MPUBOJUT K HAPYIICHUIO COOTHOIICHUS CPUH-
TOMEJIMHOB U JIEHUTHHOB B MeMOpaHe Er. B pesynbrate sputponurapHas memOpaHa
IPUOOPETAET KECTKOCTh, TEPSIET CHOCOOHOCTh K JAe(hOpMallud U U3MEHEHSET CBOIO
¢dopMy. OCHOBHBIE KIMHHUUYECKHUE MPOSIBICHUS 3a00JI€BaHMs OTMEYAIOTCS YK€ B He-
OHATaJIbHBIN NIEPUOJ U XapPaKTEPU3YIOTCA PBOTOM, AMapeeii, runotpodueid, creatope-
i1, HepBHO-MBIIICYHBIMHU HAPYIICHUSMHU (CHIXKEHHUE CYXOXKHIIbHBIX Pe(IeKCOB C MO-
CJICAYIOUIMM ITOJIHBIM WX HCYE3HOBEHUEM 110 MEPE MPOTPECCUPOBAHUS 3a00JICBAHNS),
B MOCIIEAYIOIIEM HapyLICHUEM ITOXOKH, KOOPAUHALIMU, TPEMOPOM IAJIBLEB PYK, Ha-
pYLIEHUEM PeUH, MPOTrPECCUPYIONIEH MBIIIEYHOUN CIa00CThIO, TPU3HAKAMU 3aIEPIKKH

IICUXOMOTOPHOT'O Pa3BUTHS, YXYJIIEHUEM 3pEHHUS (B CBSI3U C JIET€HEPATUBHBIMU U3-
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MEHEHUSIMM CETYaTKH 00OUX TIJIa3), FeMOpPParn4ecKuM CHHIPOMOM BCIEACTBHE -
¢unura Butamuna K. JlabopatopHele npusHaku ['A npu HacineacTBEHHON aberasnu-
HONPOTENHEMUH YKa3bIBAIOT HA CHUKEHHE COJEPYKAHUS B KPOBU [3-JIMIONPOTEUA0B
(BIJIOTH 1O MOJHOTO OTCYTCTBHS) U XOJIECTEPUHA, HATMYME HOPMOXPOMHOM aHEMHH
C MOSIBJICHUEM B KPOBH OOJIBIIIOTO KOJMYECTBA aKAHTOIUTOB U peTuKynonuToB (Rt).

Knunuko-naboparopHble NpPOSIBICHUSI HACIEACTBEHHOI'O AaKaHTOLIUTO3a IpHU
CEeMEMHON TunoOeTanunonpoOTeNHEMUH BapraOeIbHbl M 3aBUCIT OT T'€HETUYECKOU
¢opmMbl. IIpu roMO3UroTHOM BapuaHTE HAPYIIEHUS JUIUIHOTO 0OMEHA CX0XHU C Ta-
KOBBIMH Tipu abetanumnonpoTenHemud. [Ipu rerepo3urotHoit popme B miazme CHU-
KEHO COAEpkKaHUE TPUIVIMLEPHUIOB U [-TUIONPOTEUHOB, a XKUPHBIX KUCIOT — HOP-
MajbHOE, U CHHApPOMa MajbabcopOuuu xupa HeT. Teuenue 3aboneBanus Onaronpu-
ATHOE, BBIPAKEHHBIX HEBPOJIOTMYECKUX HAPYUIEHUM U KIMHUKU OCTPOrO I'eéMOJH3a
HeT. OCHOBHBIMM JMAarHOCTUYECKUMM IPU3HAKAMU OOJIE3HU SBISIOTCS CHU)KEHHE
COJIepKaHus B KPOBU [3-JIMIONPOTENHOB U AKAHTOLIUTO3.

Hacneocmeennaa I'A, ceazannaa ¢ napywenuem memabonuma gocghamu-
OUIX0IUHA HACIEAYETCS] AyTOCOMHO-JIOMUHAHTHO U XapaKTEpU3yeTcsl U3MEHEHUEM
cooTHomienus ¢ochonunuaos B MemOpane Er: yBennuenuem coaepxanusi pocdaru-
JIWIXOJMHA M YMEHbLICHHEM - GochaTtuauisTaHoIaMUHa. YKa3aHHBIA JedeKT Mmpu-
BOJMT K YBEIMYEHUIO NPOHUIAeMOCTH MeMOpanbl Er s katmonos Na'™ u K'. Kiu-
HUYECKHE U JTaOpaTOpHbIE MPOSBICHUS HE BBIPAXKEHBI U XapaKTEPU3YIOTCS CUHAPO-
MOM BHYTPHUKJIETOYHOI'O reMoyin3a (KENTyxa, aHEMUsl, HEeKOHBIOTUPOBaHHAsl TUIIEp-
OMIIMpyOMHEMMUSI, CIUIEHOMETallnsl), CHUKEHUEM OCMOTHUYECKON CTOMKOCTH 3PHUTPO-
[IUTOB, HAJMYMEM MOP(OIUTUIECKUX aHoManuii Er (aHWM30mMTO3, MOWKHIIOIHTO3,

¢IMHUYHBIC C(HEPOLIUTHI, CTOMATOIUTHI).

IF'EMOJIUTUYECKUE AHEMUU, OBYCJIOBJIEHHBIE JE®EKTOM
PUTPOLUUTAPHBIX ®PEPMEHTOB (QH3UMOIIATHUN)
DT0 reTeporeHHasl Tpymnma BpOXKJICHHBIX U HACIEACTBEHHBIX ['A, 00yClIOBICH-

HBIX U3MEHEHUEM AKTUBHOCTH SPUTPOLMUTAPHBIX (EPMEHTOB. DPUTPOLUTHI UMEIOT

OTHOCHUTCIIbHO HpOCTOﬁ BAapUAHT BHYTPHKIICTOYHOI'O MeTa00aM3Ma: OCHOBHBIM HC-
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TOYHHUKOM DHEPIHH SIBIISETCS TIIOKO3a, KoTopas nuddyHANpPYeT B SPUTPOLIUT, TAC
npeBpaiiaercs B riwoko30-6-docdar. Oxono 90 % riaroko30-6-pocdarta yTunuzupy-
€TCsl B X0J/Ie aHA’POOHOTO TNUKoIM3a, a octaabHbie 10 % ¢ moMoribio neHTo30¢oc-
¢datHoTrO mIyHTa. Hapymenne merabonusma Er, cBsSi3aHHOE C TAaTOJIOTHEH BHYTPHUKJIC-
TOYHBIX (DEPMEHTOB, MPUBOAUT K MX TEMOJHM3Y 3a CUET CHWKEHHs criocobHoctu Er
MPOTUBOCTOSATH BO3JICHCTBUIO OKUcTUTeNel. B Hacrosiee Bpems usBectHo Oosee 30
dbepMeHTOB, nedUIUT KOTOPHIX MPUBOAUT K paspyiieHuto Er. B 3aBucuMocTn ot Ba-
puanTa (hepMEHTATUBHOTO Ie(eKTa Bce IH3IMMONATHU MOKHO KJIAaCCU(PHUITUPOBATH T10
BUJIAM:

1. HacnenctBennnie ['A, 00ycliOBICHHBIE H3MEHEHUSIMI aKTUBHOCTH (pepMeH-
TOB EI rMUKOTUTHYECKOTrO HUKIA U NeHTO30(ochaTHOro IIyHTa: aubaoja3a, ITeKco-
KMHa3a, riatoko3odocharuzomepasa, dochodpykro3okrnnaza, tpuozodocdarruzome-
pasa, ¢ocdorauneparkuHaza, 23HOJA3a, TIOK00-6-pochar-meruaporenasa (I'-6-
®/1I'), nupyBaTkuHa3a (Pe3yIbTaTOM 3TOrO JIe(eKTa SBISIETCS HEJIOCTATOK BHIPAOOT-
k1 AT® uimu rayraTHoHa).

2. HacnenctBennsie ['A, 00ycI0BIICHHBIE N3MEHEHUSIMU aKTUBHOCTH (hepMEH-
TOB, YYaCTBYIOIIHUX B MeTa0OJM3Me HYKICOTHIIOB: aJeHUIATKHHA3a, aJICHO3HUH]Ie3a-
MUHa3a, MUPUMUIUH-5'-HyKIIeoTra3a (B pe3ysibTaTe BOSHUKACT HApYIICHUE 00pa3o-
Barnss AT® u dynxumonnposanns K-, Na*- u Ca®*- HacocoB mpoTuB rpamuenta
KOHIEHTpAIlMY, HAPYIIEHUE IUIACTUYHOCTH W (YHKIIMOHATIBHOTO COCTOSHUS MEM-
OpaHBI SPUTPOLIUTOB, KaTaOOIM3Ma TITFOKO3bI U MPEKIEBPEMEHHAsI THOEIh KIIETOK).

3. Hacnencrennsie I'A, 00ycnoBneHHbIE U3MEHEHUSIMU aKTUBHOCTH (PEpPMEH-
TOB ITyTaTHOHOBOTO IMKJIA: TIIyTAMUJIIIUCTEHHCUHTETA3a, TIyTaATHOHCUHTETA3a, TIIy-
TATHOHPEYKTa3a, MIyTaTHOH-S-TpaHcdepasa (BciaeacTBue 3Toro nedexra pa3BuBa-
eTCs HEIOCTATOK BBIPAOOTKH IIyTaTHOHA).

I'A, obycnoenennasn oepuuyumom 2n10K030-6-gpochamoecudpozensot SBISCT-
Csl caMoM pacpocTpaHEHHOM U3 BceX epMeHTOnaThii u camoid yactor I'A Ha 3emuie
(400 muH. HOCHTenel reHa). B mupe onucano okosio 300 BapHaHTOB Pa3IMYHbBIX MY-
TaHTHBIX (opm nedunuta ['-6-OJII°, B CHI' - 23 BapuanTa. bone3Hs mupoko pac-
npocTtpadeHa B ctpanax CpeauzemHoMopbs (B I'penun — y 35% Myx’cCKoro Hacele-

24



HUs), pexke — B Jlatunckoit Amepuke, Adpuke, Azuun u B HOXHBIX pecnyOmMKax
CHI'. B Pb BcTpeuaercst kpaiiHe peliko.

I'-6-dAI" coctout u3 515 aMUHOKUCIOTHBIX CyOBEAMHHUI, aKTUBALUS HEaK-
TUBHBIX MOHOMEPOB B KATaJIUTHUYECKH AKTHUBHBIE IUMEPHI TpeOyeT MPHUCYTCTBUS
HAZ®, xotopsiii cBsi3piBaetcs ¢ [-6-D/II'. B spupornure I'-6-OJII" yuactByeT B Me-
Ta0OJIM3ME TITIOKO3BI B TEKC030-M00(hochaTHOM MIyHTE, B MPOIIECCe KOTOPOro obpa-
syercss HAJI®-H, perynupyromas npeBpailleHUe OKHCIEHHOIO IyTaThOHa B BOC-

CTaHOBJICHHBIN TI0J] ICWCTBHEM TITyTaTHOHPEyKTa3sl (puc.9).

[JIyTaMHUHOBAsI KUCIIOTA CHHTE3
+ UCTEUH
TJII0KO3a
Y-2YMAMUTYUCTIEUH- l
cunmemasa I-6-or°
TIIYTAMIJIITACTEHUH TII0K030-6 hochaT—— G-hocdormokoHar
TIMIUH | 21YMAamuoH- m
cunmemasa HAJI® HAJI®-H
TJIyTaTHOH BOCCTAHOBJICHHBIN < TIIyTaTHOH OKUCIICHHBIH
2NIYMAMUOHpeoyKmasa

IMPOAYKTBI OKHUCJICHH B KIICTKC

Pucynox 9 - Yuactue I'-6-®/I[" B MeTabonm3Me TIIFOKO3BI B QPUTPOITUTE

Imuonamozene3. CTPYKTYpPHBIM T'€H U TE€H-PETYISATOP, KOAUPYIOIIUN CHUHTE3
[-6-®/II" pacnosiokeH B TEJIOMEPUUECKOM YacTH UIMHHOTO Ijieda X-XpPOMOCOMBI
(X0g28). Takum obOpazom, akTUBHOCTh ['-6-DJII" y My)4uH - HOCUTEseH nedekTa co-
craBiger Hmwke 10 % OT HOPMBI, y XKEHIIUH C TOMO3UTOTHBIM HOCHUTEIHCTBOM
OTCYTCTBYET, Yy JKEHILIHUH C TE€T€PO3UTOTHBIM HOCHUTEJIBCTBOM COXPAHSETCS OKOJIO
50%. Unentudunuposansl 6osee 300 amieneit, KOTOpbI€ CBSI3aHbI C TOYCUHBIMH MY-
tanusamu B THeHe [-6-DJII". Henocrarounocts aktuBHOCTH [-6-DJIIT HacnemyeTcs

KaK HEIOJIHbIN I[OMI/IHaHTHHﬁ CHCHHGHHBIﬁ C I10JIOM IIpHU3HAK. boine3np IIPOABIIACTCA
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y T€TEPO3UTOTHBIX MY>KUMH, (YHACIEIOBAaBUIMX JTAHHYIO MATOJIOTHI0 OT MAaTEPH C €e
X-XpOMOCOMOI), Y TOMO3UTOTHBIX >KEHIIUH (YHAcJIeJIOBaBIINX 00JIE3Hb OT 00OUX
poauTeneit), M 'y 4aCTH TeTepPO3UTOTHBIX JKEHIIUH (YHACIEeI0BaBIINX 3a00JIeBaHUE OT
OJIHOTO U3 POJAUTENIEH C BBIPA)KEHHBIM MYTAHTHBIM (DEHOTHUIIOM).

Omnwucansl oxoso 400 BapmantoB nedunura [-6-O/I, pazmuuarouiyecs mo
ANIEKTPOPOPETHUECKUM U KUHETHUYEeCKUM mnapamerpam. COriiacHO KpUTEpUsSM CTaH-
naptusanuu BapuantoB no BO3 aedunut I'-6-OJII" moapaszaensercs Ha KIacchl:

- pedpumut ['-6-OJII°, BhI3bIBaIOMIMNA XpOHUYECKYI0 HecepouutapHyo ['A
BHE 3aBHCHUMOCTH OT akTuBHOCTH (hepmeHnta B Er (sapuammwur Alhambra, Andalus,
lowa, Loma, Linda, Wayne)

- BbIpakeHHBINH AehuuT aktuBHOCTH [-6-DJI" (10 10 % OT HOpMBI), TIpOTE-
KaeT C OCTpbIM remoiu3oM (sapuanmer Gaohe, Greece, Kaiping, Mediterrenean,
Taiwan-Hakka)

- yMepeHHoe cHmkeHue akTuBHOCTH [-6-OJII" B Er (10-60 % oT HOpMBI),
BO3MOXHBI TEMOJIMTUYCCKHE KPU3bI HA MTPHEM JIEKAPCTBEHHBIX NpenaparoB (sapuan-
mor Chatman, Mahidol, Montalbono, Ube)

- aktuBHOCTh I'-6-DJII" Gonee 60 % ot HOopMmbl (sapuanmer I-6-DII A,
Malta 1)

- BbIcOKas akTUBHOCTD ['-6-D/II" (sapuanm Hektoen)

CooTBEeTCTBEHHO pa3nuuusiM B MyTauuuax reHa [-6-OJI" pasnuuaior He-
CKOJIbKO TUMOB AedunuTta ['-6-OJII

Tall A - appukaHckuil TUT (TIPEUMYIIECTBEHHO Y HOCHUTENEH a(prUKaHCKOTO
NPOUCXOXKICHU), XapakTepHa 3ameHa ogHoi AK (Asnl126 —Asp) B depMmenTte
BCJIEJICTBHE 3aMEHBI OHOTO HYKTEOTH/a B reHe epMeHTa; A* ObicTpas 21eKTpodo-
peTrueckas moaBWKHOCTh [-6-OJII" 1 HOpManbHasi aKTUBHOCTh, A ObICTpasi dJeK-
TpodopeTrndeckas moaBMxKHOCTh ['-6-DJI" u H13Kas aKTUBHOCTb.

tan B - cpenuseMHOMOpCKUil TN (4acTO BCTPEYAETCS B AITHUYCCKHUX TPYIIITax
CpenuzeMHOMODBS1), OUeHb TeTEPOTeHEH, Yallle BCEro Me(MUIINT aKTUBHOCTHU CBSI3aH C

3ameHor aMmuHokuciaoT C— T B HykJeoTuae 568 rena hepMeHTa.
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VYuuteiBas noaumopdHocts aehunuta ['-6-OI" B Er, MoXHO BBIIEIUTH U HE-
CKOJIBKO KIJIMHUKO-T€MATOJIOTMUECKUX BapuaHTOB ['A, 00ycrnoBiIeHHOU ne@uIuToM
I-6-®/II™

- 0ecCUMIITOMHOE TeUEHHUE

- B BHJIE OCTPOr0 reMOJIUTUYCEKOr0 KpH3a

- B BUJE XpoHHueckon I'A

- B BHUJIC )KEITYXH HOBOPOKICHHBIX

CHwxkenue aktuBHOCTH [-6-DJII" B Er camo 1o ceGe He MpOBOIUPYET TeMo-
JIU3, JUISL €TO 3aITyCKa HYKHBI BHEITHUE (DaKTOPBI:

e ynotpeOieHue B MUILy KOHCKUX 0000B min 0000BbIX ((hacoib, ropox, yeye-
BHUIIA U JIp.), HENEPEHOCUMOCTb ATHX MPOYKTOB HOCTH Ha3BaHHE (PaBU3M,

* AHTUICHHOE BO3JICHCTBUEC: BUPYCHbIEC (BUPYCHBIN TenaTUT, WH()EKIIMOHHBIHN
MOHOHYKJIC03), OaKkTepuaibHble (THEBMOHHUH, KUIICYHbIE HH(EKIINU, CETICUC), TPHO-
KOBbIE€ MH(DEKINH, AJTIEPTUs, MTPOPUIAKTUIECKHUE TPUBUBKHY;

e MUAa0ETUUYECKUN KETOAIN/I03,

* ypemus;

* JIEKAPCTBEHHBIC TMpemnapaThl (Bcero okojo 60): MNpoTHBOMANISIPUWHbBIE
cpeactBa  (XMHUH,  XJIOPOXWH,  JICJIArHII, PUMaxHH), HECTEPOUTHBIE
POTHBOBOCIIAJIMTEIbHBIC CPEACTBA (ALCTHICATUIIMIOBAS KHUCIIOTa, (DEHAICTHH),
aHTHOaKTepUaIbHBIC CcpeacTBa (CynbhaHWwIaMuabl, HUTPOPYPAHOBBIC COCIMHEHUS,
HAJMJAUKCOBAsA KUCJIOTA, HUTPOKCOIMH, XJIOpaM(PEHUKOI, METPOHUIA30]1, TETPALIUK-
JUHBI, AMIWIWUIMH), UTOCTATHKH (IOKCOPYOHIIMH), MPOTUBOTYOEPKYIC3HEIC
npenapatel  ([TACK, pudammunmn, TyOa3um, ¢GTUBA3HI), aHTHAPUTMUYCCKHEC
cpeAcTBa (XMHUIMH, HOBOKAMHAMU/), TPOTHBOTCIbMUHTHBIC (HUPHIA30JI, SKCTPAKT
My»ckoro nanopotHuka), 'OMK, Bukaco, Butamun C, anuiak. Kpome Toro, Heko-
TOpBIC TIpernapaThl B OOJIBIIUX J103aX W JJIUTEIBHOM MPUMEHEHUH MOTYT BBI3BIBATH
TeMOJIMTUYECKUE KPU3bI, & B MaJLIX MOTYT OBITH MCIIOJB30BaHbI U Tpu Jeduimre
dbepMeHTa (Hampumep, acCUpUH, XJI0paMPEHUKOII, apTaH, TPOTUBOANAOETHUECKHUE U

cynbhaHuIaMUIHbIC TpenapaThl), Tad1.4.

27



Tabmuua 4 - IlepedyeHp JIeKapCTBEHHBIX MPENAPATOB, HHAYIUPYIOMIUX TeMOTUTHYE-
ckue Kpu3bl ipu nedunure I'-6-OJAT°

HCKapCTBeHHble npenaparbl, HA3BHAYCHNUEC KOTOPLIX ITPOTUBOIIOKA3aHO

Ayemanuoun, npumMaxum, XuHuH, Xu- Jloxcopyouyun, cynvghanunamuowl,
HAKpUH myb6a3zuo, ¢pmusaszuo, ITACK
Humpodgypanvi, memunerosuwlii cu- Denuneudpasut, HaIMUOUKCO8As Ku-
HU cioma

JlexapcTBEHHBIE NPENAPAThI, KOTOPBIE CIAEAYET HA3HAYATh C OCTOPOKHOCTBIO

AnetomuHOEH deHaneTuH AcnupuH

XJIOPOXUH Komxumnma benanpun
dennndyTazoH denuronH benemun

N3onnasun AHTO30/11MH AckopOrHOBas KUCIOTa
[TponecTni L-noga MenadTon

AHTUNIUPUH Japanpum Tpumeronpum
P-amuaOGEH301HAS KHCTOTA Buramun K

[Ipu Bo3xmeiicTBUM 3TUX (HakTOpoB, Ha (QoHEe AepunUTa PepMeHTa WU He-
CKOJIbKMX (DEpMEHTOB B 3pUTPOILMTE, Hapyliaercs BocctaHoBinenue HAJI®. 'mrora-
THOH KaK OCHOBHOU JbIXaTENbHBIA (PEPMEHT MPHU ITOM HE MOXKET MPOTUBOCTOSTH
OKHUCJIUTEIHHOMY JCUCTBHIO OOBIUHBIX JI03 JIEKApCTBEHHBIX NpenaparoB. Karamusu-
pyeTcsi OKHCIIUTENbHAs JeHATypalus TeMOriioOnHa, ¢ IPEeUUIIUTAIMe B BUIE TeJell
I'efintia. Makpodaru B cene3eHke, NMpu NPOXOXKJICHUU TaKUX SPUTPOIUTOB «dpar-
MeHTHPYIOT» Er, «oTKychIBas» yactb MeMOpanbl Er BMecte ¢ Tenbuamu ['eitnia. Otu
nedextHsle Er morubaroT, npuyem, pa3pylieHue UX MPOUCXOIUT MPEUMYIIECTBEHHO
B COCYIMCTOM pyciie (BHYTPUCOCYAUCThIM reMonu3). B pesynbTaTe 3TOr0 B Iiazmy
nocrtymnaer OoJblnoe KoiamdecTBO cBobomHoro Hb. «IllodeuHslit mopor» s Hero
(mpubnuzurensHo 100 mMr %) mpeononeBaeTcss W pa3BUBAETCS TEMOIVIOOMHYpPHS
(uepHbIH nw Oypseid mBeT Moun). Coxepxanre Hb B kpoBu mpu 3TOM pe3ko cHUKa-
ercs. B panpHeiilieM npu mporpeccMpoBaHUM CHHIPOMA IEMOJIM3a MOYKET pa3BH-
BaThCs JIBC-cunapom u octpas noyeunas HegoctatouHocts (OITH).

Knunuueckasa xkapmuna 3aBUCUT OT KIMHUKO-T€MAaTOJIOTMYECKOTO BapHaHTa.
beccumnmomnas ¢opma oepuyuma 1-6-@J[I" MoxeT OBITH JUATHOCTHPOBAHA
TOJIBKO TIpH omnpeneneHun aktuBHocTH [-6-OJII" B Er, xnuHnueckas cumnromaruka

OTCYTCTBYET.
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Xponuueckasn eemorumudeckas anemus nipu aepunure I'-6-OI" nposBaseTcs
Hes)pKUMH cuMiitomamu ['A (5kenTyxa, HEKOHBIOTUPOBaHHAs TUIIEPOUIIMPYOUHEMHUS,
HOPMOLIUTApHAasi THUIIEPEreHEPAaTOPHAsl AaHEMUsA), KOTOPbIE YBEIMYUBAIOTCS MOA
BJIMSIHUEM MPOBOLIMPYIOUTUX (PaKTOPOB.

Ocmpoii 6Hympucocyoucmslii 2emMonu3 BO3HUKAET OOBIYHO 4epe3 3-4 1HA
1ocJie JEUCTBUSA MPOBOLMPYIOUIETO areHTa, XapaKTepU3yeTcs BBICOKOM TeMIepary-
poil Tena, CUIBHBIMU TOJIOBHBIMU OOJSIMH, MHOTOKPATHOW PBOTOM C MPUMECHIO
KEJTYM B PBOTHBIX MAccax, MHTEHCUBHO OKPAIIEHHBIM KHJIKUM CTYJIOM, BBIPAXKEHHOM
KENTYXOW (MHTEHCUBHBIN JIMMOHHO-KEJTHIM LIBET), OTCYTCTBUEM CILJIECHOMETaluH,
3HAYUTEIBHBIM CHIKeHHEM HD u Rt, MHTEHCMBHBIM TEMHBIM I[BETOM MOYH, PE3KUM
MOBBILICHUEM HEKOHBIOTHpOBaHHOTO Ominpy6una, cunapomom JIBC. Ilpu Tsxenom
IPOJIOJKUTEILHOM TEYEHNH KpHU3a BO3MOkKHO pazButue OITH.

JKenmyxa noeopoosicoennvix BOSHUKAET MPU BbIpaXEHHOM feduiute pepMeHTa
B Er u nposiBiisiercst kak reMonuTUyeckas 00Je3Hb HOBOPOXKJIEHHOTO, HE CBSI3aHHAS
C UMMYHOJIOTHYECKUM KOH(PIMKTOM. OHa MOXET MPOTEKaTh TaK K€ TAKEN0, KaK U
I'A, cBsi3aHHas ¢ PE3yCHECOBMECTUMOCTBIO MaTepu U pedeHKa, criocoOHas BBI3BAThH
SIIEPHYIO JKENTYXY C TSDKEJIEUIIEe HEBPOJIOTMYECKOM CUMITOMAaTUKOW. HHorma
TPYJAHO BBIACHHTH, HACTYNAOT 3TH KPU3bl CIOHTAHHO WJIM NPUYMHA KPU30B KPOETCA
B YHOTPEOJECHUH ONpECIIEHHBIX aHTUCENTUUECKUX CPEJICTB MPU 00pabOTKe MyHOBH-
HbI peOCHKA M ¢ IPUEMOM KOPMSIIEH MaTepbl0 HEKOTOPBIX JIEKAPCTEHHBIX IMpernapa-
TOB.

B kinuHWYecKOW MpakTUKE OTAEIbHO BBIACISIOT (OpMy, CBSI3aHHYIO C
yHnoTpeOJIeHUEM B MUILY KOHCKMX 0000OB WM BIBIXaHWEM UX I[BETOYHOW MbUIbLIBI —
gasusm. OHa MOKET BO3HHMKATh MPHU MEPBOM YMOTPEOIEHUH KOHCKUX O00O0B, HO
MOXXET TMPOSIBUTbCSI BIEPBbIE TOCIE HEOJAHOKPATHOTO WX  yMNOTpeOJIeHHUs.
Knunnueckas kapTuHa BaprabesnbHa OT CUMITOMOB JIETKOTO TeMoJIn3a (OCTPOTo WU
XPOHMYECKOTO) C HEWHTCHCUBHOW KEITYyXOM W aHEeMHEeW N0  TSKEJbIX
FEMOJIMTUYECKUX KPHU30B C T'€NaTo-, CINICHOMETAIMEN, TUCIIETICHYECKUMHU PACCTPON-

ctBamu JIBC u OITH.
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Kpome toro, reuenne I'A 3aBucut ot tuna aepunuta ['-6-OJII". [Ipu BapuanTe
A (adpukanckuit) HaOJIIOAAETCSI CAMOOTPAHUYEHUE TEMOJIN3a, TO €CTh FeMOJIUTUYE-
CKHIl KpU3 OOpBIBACTCS, HECMOTPS Ha TO, YTO BO3JCUCTBHUE MPOBOIUPYIOMIETO (hak-
Topa mpoaoikaeTcss. CnocoOHOCTh K CAaMOOTPaHUYEHHUIO TEMOJIN3a CBsi3aHa C aKTHB-
HOCTBIO (hepmenTa [-6-DJI" B Rt y nwiy HerponHOM packl: OHA MOBBIIIACTCS TOYTH
70 HOpMajbHBIX 3HaueHwid. [Ipu BapmanTe B (cpemn3eMHOMOpCKHI) aKTUBHOCTH
¢depmenTa B Rt 3HaUMTENBHO CHM)KEHA M CAMOOTPaHUYECHHE T'eMOJIM3a HE MPOUCXO-
mut. [lpu TsokenoMm TedeHnu 3a00J€BaHUS MOBBIIACTCS TEMIIEpaTypa Tela, MOsBIs-
€TCsl pe3Kasi roJIoBHasi 00Jib, 00JIM B KOHEUHOCTSX, MHOTJA JIUCIIETICHYECKHE pac-
cTpoiicTBa. Bo3Hukaer onpimka, cHuxkaerca AJl, 4yacto oTMedaercsi yBeJIMUYEHUE ce-
JIE3EHKH, PEXKE — IICUCHMU.

/Jluacnocmuxa OCHOBBIBAETCA Ha KIMHUYECKOW KapTUHE, BKIIOYAKOLIEH Kiac-
CHUYECKYIO Tpuaay (TeMOJIMTHUYECKas aHEMHUs, KENATyXa), U pe3ysbTaTax jJadoparop-
HOTO McclieoBaHus KpoBU. B OleM aHanv3e KpoBM HOPMOXPOMHAs TUIIEppereHepa-
TOpPHasi aHEMUS, SPUTPOLUTHI C TeapluaMmu [ 'elHna-Opauxa, JErMauuThl, B MEPHOJ
KpH3a BO3MOKEH JICUKOIIMTO3 CO CBUTOM JICHKOIUTAapHOU (OpMyJIsl BiIeBO. B Moue
COJIEPKUTCMSL YPOOWJIMH, BO BpEMsI T€MOJIMTHUYECKOTO KpHU3a MOTYT MOSBIATHCS
0eJIoOK, THAIMHOBBIC NMWIMHAPHI U Er, remornoOunypus. buoxummudeckuii aHamms
KPOBU XapaKTEPU3YETCsl IOBBIINICHUEM HEKOHBIOTHMPOBAHHOTO Ounupyouna, JIJIT,
P, cBoboaHOr0 Hb, CBIBOpOTOUHOrO *Keie3a, CHIKeHneM rantorioouHa. ITo gaH-
HBIM MHEJIOrpaMMBbl - BbIpaK€HHas TUIEPIUIa3usi SPUTPOUAHOrO pocTka. OCHOBHM
JIMarHOCTUYECKUM TTapaMeTpPOM CIIY>KUT CHIKeHue akTuBHocTu [-6-D/II B ET.

Jugppepenyuanvroviti ouaeros. IlpoBoauTcs ¢ ApyrumMu HechepoIUTapHbIMU
I'A o o6napy:xenuto nepunuta pepmenta ['-6-OJI" B Er.

Ilpocno3 OTHOCUTENBHO XU3HU OsaronpusTHbIA. [Ipu coOmronenuu mnpodu-
JAKTUYECKUX MEPONPUSATUNA KIMHUYECKHUE MPOSIBICHUS T'€MOJIM3a PEJIKU U HEBbIpa-
eHbl. OTHAKO MPHU TSKEIOM OCTPOM FEMOIUTHYECKOM KpPHU3€E, KOTJa HE paclio3HaHa
U HE YCTpaHEHa NMpUYMHA KpU3a, MIPOTHO3 MOXKET OBITh BEChbMa CEPbE3EH U 3aBUCUT

OT CKOPOCTH YCTPaHEHHS MTPOBOIMPYIOIIETO Kpr3 (pakTopa, Bo3pacTa marueHTa (4em
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MITaJIlIe MalMeHT, TeM TshKellee UCXO 00JIe3HM) U KOMIIEHCATOPHBIX BO3ZMOYXHOCTEH
opraHusma pedeHKa.

I'A, obycnoenennasn oepuyumom nupyeamikunazvl, BCTpeyaeTcs ¢ yactoto 1 Ha
20 000 HOBOPOXAEHHBIX, HACIEAYETCA ayTOCOMHO-PELIECCUBHO, KIIMHUYECKUE U Te-
MaTOJIOTHYECKUE MPOSIBICHUSI UMEIOTCS TOJIBKO Y TOMO3UIOT M HE CBA3aHBI C Paco-
BOI MPHUHAJICKHOCTHIO U TIoJioM. CytecTByIOT 4 n3odepmMenTa nupyBaTKuHa3sl: L-
Tun (MeyeHouHbIl), R-tun (3purporurapusiii): Ry (mpeodnagaer B Mooasix Er) u R,
(mpeobmamaet B crapeix Er), M;-Tum (MBIIIIBL, TOTOBHONW MO3T), M,-THIT (TTOYKH, KH-
poBasi TKaHb, Jierkue, L, Tr). Tunsl L u R HaxoasTcs o1 KOHTPOJIEM JIBYX MPOMOTE-
poB reda PKLR (mmunHoe miaedo xpomocombl 1 (1921), 1 nmeduIUT aKTHBHOCTH
ATUX U30epMeHTOB B EI conmpoBoxkmaeTcs nepumToM ux akTUBHOCTHU B MTEUEHHU.

Jedbuuut nupyBaTKUHA3bl HApYLIAET MPOILECCHl TJIIMKOJIM3a W 00pa3oBaHUs
AT®, cnencTBreM 4ero SBISAETCS HAPyLIEHUE TPAHCIIOPTA KATHOHOB U IOTEPS PUT-
POLIMTAMU KaJlvs, BOJIbI, YBEJIMUEHUE COJIEPKaHMs Kalbliusi. Bee 3To BelleT K CHU»kKe-
HUIO CIIOcOOHOCTH Er meHaTs cBoro dopmy, neruapatanuu Er u remonusy. Knunu-
YECKM TOMO3UTOTHBIN AehUIUT MUPyBAaTKUHA3KI B EI TIposiBisieTCs, KaK MpaBujo, B
NepBble OBl JKU3HM CHUMIOTOMaMH XpoHudeckod ['A ¢ BBIpaXXEHHBIM
PETHKYJIOLMTO30M, THUIepOMIUpyOMHEMHUEH 3a CYET  HEKOHBIOTHPOBAHHOTO
OunupyOuHa, cruieHoMmeranueid. B oOmem ananmu3e KpOBHM MHUKPOLIUTO3 €
noMKWwIONUTO30M, (pparmMeHTanus Er, mukpocdepouurtosa u Tener; ['eiHiia Her.
Ocmotuyeckasi cToiikocth Er He HapymieHa. /lnarno3 Bepuuuupyercss Ha OCHOBa-
HUU ONpeJIeTICHUs] CHUKEHHOW aKTUBHOCTH MUPYBAaTKUHA3bI B Er.

I'A, oobycnhoenennasa oOegpuyumom 2eKCOKUHA3bl, HACIEAYETCA AYTOCOMHO-
peueccuBHO. ['eH, KOJUPYIOIIMI CHHTE3 F€KCOKHHA3BI, JJoKam3yercs B 10 xpomoco-
Me (10p11.2). @epmeHT cymiecTByeT B BUAE 4-X U30()epPMEHTOB, MAKCUMAJIILHOE €T0
conepkanue B moJoabix Qopmax Er. Ilpm HemoctaTke aKTMBHOCTH TE€KCOKMHA3BI
CHUKAETCSl CKOPOCTh IIIMKon3a U oopazoanre AT®D, yTo NPUBOAUT K HAPYLIECHUIO
AKTUBHOI'O TPaHCIIOPTa WOHOB, CHMXEHHUIO nedopmadenbHOCcTH Er M ykopoueHuUro
IPOIOIKUTEIPHOCTH HX SKM3HH (Iepuox momyxmsuu Er mo *°Cr cocramser 15
nuen). Knuandecku AeUUIUT reKCOKMHA3BI Y TETEPO3UrOT MPOTEKAET O€CCUMITTOM-
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HO. [Ipu romo3urotHoit Gopme MpOSBISETCS TUIEPXPOMHON THIEpereHepaTOPHOM
aHeMuel, HEKOHBIOTUPOBaHHOU runepounupyounemueit. Kpussl pa3BuBaroTCs, Kak
paBmIIo, Ha (hoHE NHPEKITUH.

I'A, oobycnhoenennaa  Oepuyumom  2nwKo3opochamuzomepasvl, 'y
reTepo3UroT NPOTEKAaeT OECCUMITOMHO. Y TOMO3UIOT aKTUBHOCTH (hepMeHTa
cHmwkena 110 15-30 %, uro mposiBisieTcss cuMnTtoMamMu Xpouudeckoit I'A (runeperen-
paTopHas aHEMus, TUIEePOMIUPYOUHEMHsI), MBIIIEYHON CIab0CThIO, 3aJIePKKON
YMCTBEHHOI'O Pa3BUTHs. ['€H, KOHTPOJUPYIOIIUA CHHTE3 M aKTUBHOCTH IJIFOKO30-
docdatuzomepasbl, pacnoiaraercs Ha 19 xpomocome, a (epMEHT ydacTByeT B
aHa’poOHOM TiMKosm3e, BMecte ¢ [-6-OJII'. Bepudukarus nuartoza ocyiiecTBis-
€TCsl 110 OIPEACTICHUIO aKTUBHOCTH TIt0K030(]ochaTtuzomepassl B Er.

I'A, obycnoenennan oepuuumom 2iymamuonHpeOyKmasvl, Kak HaCJI€ACTBECH-
Hasi (QOpMBI BCTpeYaeTcss pEeNKo, uyalle NpuoOpeTeHHble BapuaHThl 3ToN ['A,
oOycnoBieHHble AeduruToM B nuie pudodnaBuHa. [lpu gedunmre riyraTuoHpe-
IyKTa3bl HapyllaeTcsi CUHTE3 TiyTathoHa B Er, yTo BieueT 3a coOOM CHIKEHHE
CIIOCOOHOCTH IPOTHUBOCTOSITH MOBPEXKAAIOIIEMY ACHCTBUIO CBOOOAHOPAIUKAIBHBIX U
NEPEKUCHBIX COeANMHEHUH. ['eMOoM3 HACTymaeT CIOHTAaHHO, PEeXEe MPOBOLUPYETCS
MIPUEMOM JIEKAPCTBEHHBIX MpernaparoB. [IposBisgercs B BUIEe HOPMOXPOMHOI rurep-
pereHepaTopHoil aHeMuu c enbllaMu [eliHiia B Er, xKenaTyxol ¢ MOBBIIICHHEM B
KpOBU HEKOHBIOTMPOBAHHOTO OMIMPYOMHA M CHUKEHUEM TanTorjio0uHa, THIepIiia-
3M€l APUTPOMAHOIO POCTKA B KOCTHOM MO3r€, CHHKEHHUEM cojJepKaHus B Er

BOCCTAHOBJICHHOI'O I''TyTaTHOHA.

I'EMOJIMTUYECKHME AHEMUU, OBYCJIOBJIEHHBIE TE®EKTAMU
CTPYKTYPbI WJIM CUHTE3A TEMOI'JIOBUHA

I'emornoOnHonaTuu - HacieacTBeHHbIe ['A, CBsi3aHHBIE C BPOXKIECHHBIMHM WJIN
HACJIEICTBEHHBIMU M3MEHEHUSIMU CTPYKTYpbl MJIU CHHTEe3a Lemnel rmobuHa. Ilo cBo-
eMy reHe3y reMOTJIOOMHONATHUU TMOAPA3JCNAI0T Ha KAUeCTBEHHBIE M KOJIMYECTBEH-

Hele. KauecTBEHHBIC TeMOTII00MHONIATHH O6YCJ'IOBJ'ICHBI 3aME€HOM aMHUHOKHCJIOT B IIO-

32



JUNENnTUAHBIX Lensx. Boobmie B mupe usBectHo 6osiee 300 aHOMAaNbHBIX T€MOIJIO-
OMHOB, HO HE BCE 3T AHOMAIUU MPOSIBISIIOTCA KIMHUYECKH. OTKpBIThIE TEpBbIC
aHOMAaJIbHBIC TEMOTJIOOMHBI Ha3bIBAIMCH OykBamu jmaTtuHckoro andasura (M, C, 1, S
U Jp.), HO, TaK KaK C TEYEHUEM BPEMEHHM AaHOMAJIbHBIX I'€MOTJIOOMHOB YCTaHOBJIECHO
OOJBITIOE KOJTMYECTBO, X HA3BAHUS CTAJM BKIIOYATh MecTa OTKphITUs (Boston, Mo-
ckBa, Bosra u fip.) win Ha3BaHus rocnutaiiei. KonmyecTBeHHbIE reMOTrII00UHOMATHI
CBS3aHBI C HAPYIIEHHUEM CKOPOCTH CHHTE3a O- WK B-MOMUNENTUAHBIX LIEeTel TI00u-
Ha, HAITpUMED, TATACCEMUN U HACIIEJCTBEHHBIN CUHApOM niepcuctupoBanus HbF, ko-
TOPBIA XapakTepu3yeTcs MOBBIMIEHBIM oOpazoBanremM HbLF Ha Bcem mnpoTsmkeHHM
KU3HU.

Cepnosuonoknemounsie anemuu (reMOTTIOOMHONIATHS S) — BPOKICHHBIC Te-
MOJIUTHYECKUEC AaHEMHH, OOYCIIOBJICHHBIC HOCHTEIBCTBOM matojormueckoro Hb S.
Briepsoie ceprioBunHokiietounast anemusi (CKA) 6pi1a onmcana B 1910 r. amepukan-
ckuM JokTopoM J.B. Herrick, KoTopsliii 00HapYyXWJI y CTyJ€HTa HETPOUIHOM pachl,
cTpajaroliero aneMuent, ocooyro gopmy Er — cepnoBunnyro. B 1949r. Jlaitnyc Ilo-
JUHT J0Ka3al HapylUIeHHE aMUHOKHCIOTHOW MOCIEN0BATEIbHOCTA KaK MNPUYHUHY
CKA.

HocurensctBo HbS pacnpoctpaneno Bo BceX pernoHax MHpa, MaKCUMAaJIbHO
cpeau HaponoB IokHOM Amepuku, Adpuxu, Uuauu, CpenuzemHomopss, Cpenneit
Aszum, I'penun, Cunmianu, Apasuiickoro noiayoctposa. HbS nenmaer Er menpuemiu-
MBIMH JUTS KU3HU TUIa3MoAuK, Hocutean HDOS He GoserorT Manspuel, 4To myTeM ec-
TECTBEHHOT'0 0TOOpA MPUBEJIO K PACIIPOCTPAHEHUIO ITOM reMOTJIOOMHONATUH B CTpa-
HaX «MajsipuitHoro mosicay. Hocutensamu stoit aHoManmuu Hb seastorest 100 mutH.
KUTEJIed 3eMHOr0 IIapa, B OCHOBHOM IPOKMBAOIIKME B adpo-a3uaTCKOM pPErroHe.
Cpenu aMepUKaHIIEB HEIPOUIHOW packl 0koJio 8 % muil, retepo3uroTHeix mo HOS, a
y kaxjaoro u3z 200-500 noBopoxaéuueix BcTpevaercss CKA, mostomy B CIIA mpo-
BOJST CKPUHUHT HOBOPOXIEHHBIX Ha Hannune CKA. Bcerpewarorcss komMOMHAMu

HBS ¢ Tanaccemueii, pepmenronatusimu Er, u I'A ¢ aHOMaJIbHBIMU T€MOTJI00MHAMU

C, D, E.
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Omuonamoeenez CKA cBsizan ¢ popmupoBanneM aHoMajibHoro HbS, xorto-

pBIﬁ CUHTC3UPYCTCA IIPpU 3aMCIICHUU BaJIMHOM FJIYTaMHHOBOP'I KHCJIOTHI B 6 MOJI0XKeE-

HUM P-aunonporenaHon 1enu roouHa (puc.10). ['eHbl, KOHTPOJUPYIOIIHE CHHTE3

noJimnenTUaHbIX eneit Hb, pacnonararorcst Ha 11 u 16 XxpomMocomax, HaCJIeyrOTCS

ayTOCOMHO, KOOAOMHWHAHTHO HJIM PCIICCCUBHO.

Normal Cells
CAA GTA AAC ATA GGA CTT CTT DNA

GUU CAU UUG UAU CCU GAA GAA mRBNA
{val Nhis WiSUMThr fpro M glul{qlufem Protein

Sickle Cells
CAA GTA AAC ATA GGA CAT CTT DNA

GUU CAU UUG UAU CCU GUA GAA mRNA

MG e

HbA

HbS

Pucynox 10 - MosnekymsipHasi OCHOBa CEpIIOBUIHOKICTOYHON aHEMHH

3ameHa TuapOoUIBLHON TITyTaMUHOBOW KUCJIOTHI Ha THAPO(POOHYI0O aMUHOKHC-

JIOTY BaJiIUH B 6-i MO3UIIMU TJIOOMHOBOM LIETIOYKU MPUBOIUT K MPOCTPAHCTBEHHOMY

U3MEHEHHUIO KOHPHUTyparmu MoJeKyiIsl Hb u 00pa3oBaHHi0 MOJEKYIISIPHBIX MTOJIMME-

POB, KOTOpbIE (POPMUPYIOT arperarbl ¢ KPpUCTALIONOJOOHBIMUA PUTHAHBIMU KOJIbYa-

TBIMH 00pa3oBaHusaMu (puc. 11).

1 L

aezokcuHbA neazokcuHbS

1T1111°

Monumepusaumna gesokcuHbS

Pucynok 11 - ®opmupoBanue
arperatoB je3okcu HbS

[Momumepsl HOS npuiieraroT Kk BHyTpeHHEMY CIIOI0 MeMOpaHbI Er, mpoBonupys

M3MEHEHHE €€ CTPYKTYpPhl, CHUYKEHHUE DJIaCTUYHOCTH, CLIOCOOHOCTU K JedopMaluu u
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NOBBILIEHUE TPOHULIAEMOCTH 11 MOHOB. B uTore Mmopdosnoruuecku B nepudepuye-
CKO# KpoBU 00pa3yrorcs Er B ¢opme cepra (apemaHoiuTsl). MexaHH3M reMoJin3a
npu CKA cBsi3an co cBoiictBoM HDS B ycrioBHSX MOHMKEHHOTO MAapIMAIbHOTO J1aB-
JIEHUsI KUCIIOpOAAa B COCyJax BbINAAaTh B OCAJOK B BUJAE BEPETEHOOOPA3HBIX KpH-
CTaJJIOB, MPOHU3BIBAIOIINX MeMOpaHy Er, mpuBois K 3aKkynopke MpocBeTa Karuyuis-
poB (puc.12). O6pasyrorcs MUKpOHMH(DAPKTHI B OpraHax M TKaHSAX C COOTBETCTBYIO-
IMMH KJIMHUYECKUMU TposiBaeHUsIMU. Kpome Toro, B cocyaax npu CHUKEHHUH Iap-

MUAJIBHOTO OAaBJICHUS KHUCJIOPOJd Pa3BUBACTCA MaCCHUBHBIM I'eMOJIU3.

Pucynok 12 - Dputpouutsl B cOCyIMuCTOM pycie: A — HopManibHbIe KIeTKH B — cep-
MOBHUIHOKJIETOYHBIE SPUTPOILIUTHI

[laTorene3 ocHOBHBIX KiIMHMYECKUX mposiBieHuit npu CKA cBs3an ¢ anemuu-
el 1 TpoM003aMHu COCYZIOB, KOTOPBIE Pa3BUBAIOTCS B CBS3U ¢ KpucTayumzanueid Hb B
ycaoBusix runokcun (puc.13). Kpucrammsr Hb B Buae cepnoB 3aKynopuBarOT Karmi-
JSpbl ¢ 00pazoBaHueM TPOoMOOB U (OpMHUpPOBaHHMEM HH(PAPKTOB BCIEACTBHE Hapy-
meHus nepdy3ur. AHEeMHYECKUH CUHAPOM OOYCIOBJIEH HECTaOMJIBHOCTHIO aHO-
MalbHBIX EI 1 X yCHUJIEHHBIM pa3pyllIeHHEM B yCIOBHUSX TMIOKCHH. [ MIOKcHs mpH
CKA omacHa a1 )KU3HH, TOCKOJIBKY SIBJISIETCS] TyCKOBBIM MOMEHTOM BHYTPUCOCY/IH-
CTOM cepnoBHUIHON Aedopmanuu Er u 3akynopku UMM COCYZI0B, YTO IPUBOJIUT K UH-

(dapkTaM BHYTPEHHUX OPraHOB (TOJOBHOTO MO3ra, JIETKUX, TOYEK, TEYCHU U Ip.).
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CepnoBugHas anIMa IPUTPOLMTOB l

BeiCTpas rMBen CeproBHaHLIX Hakannusanue cepnosnaHbIx

KneTok CKnewBaKue KNETOK U HapyweHKe e ]
l LMPKYNAUMH KPOBK
Axemua
[lokankHble HapyWweHA KpoBooBpaLLEHNA
YepeamepHan aKTg- Pacwmpenpe cepaua | I
HOCTb KOCTHOrO MO3ra Nopaxenue Nopakexue MNopaxeHue KenygoyHo-
| cep/edHon ML 1 KULLEYHOTO TPaKTa
YBenuuexue konuye- MbILIRE! n bytiasos
CTBA KOCTHOTO MO3ra OpaXekie Mopaxetue MopaneHue
nerkux
| TONOBHOTO MO3ra 110Yex
CnabocTs 1 uyBCTBO Mnoxoe
yeranocti t3myeckoe MMesMoHMA Mapnnay MoveuHan
pasBuTHe HeOCTaTO4HOCT
Y
Hapywenue YBenuenue,a
. i Cepneyxan Bonu 3aTem (ubpo3
“BalueHHbIn yepen” JACTEMHHOH W PeBmarusm b
[IeATENLHOCTH HEOOCTaTONHOCTL B XHBOTE CeneseHku

Pucynok 13 - [1aTorenes KIMHUYECKUX MPOSBICHUHN TIPU CEPIIOBUIHOKICTOYHOM
aHEeMUU

CornacHo kraccughuxayuu BeIIEIAIOT Heckolbko popm CKA:
- romo3urotHas ¢opma (SS)
- rerepo3uroTHas popma (AS)
- JIBOWMHBIC T'e€TEPO3UTOTHBIC CEPIOBUAHOKICTOUYHBIC paccTpoiictBa: ¢ HbC, HbD,

HbE

- JIpyTrHU€ CeprOBUAHOKIETOUYHbIC HAPYIICHUS

Knunuueckasn kapmuna romo3urotHoit popmel CKA nomumopdHa U nposiBiis-
€TCsl BIIEPBBIE TOCTe 6 MECSIeB )KU3HU PeOCHKAa B BUJEC TEMOJIUTHYCCKON aHEMHUH U
TpOMOO030B. Y HOBOPOXIEHHBIX KIMHUYECKHE NPOSBICHUS OOJE3HU OTCYTCTBYIOT,
Tak Kak y HUX UMeeTcs OoJibioe koiaudectBo (eraapHoro Hb (HbF). Oxkimro3us co-
CYIIOB Y JIETeH BO3SHHKACT BO BTOPOM IOJIYTOJIUU XKHU3HH, Koraa u3 kpoBu HOF (B Hem
HET MaToJIoTHuYecKoi B-1ienu) u ero mecto 3aHumaetr HBS. Bekope nmocne poxxaeHus
pa3BuBaeTCs PyHKIIMOHAIBHBIN aCTUICHNU3M, TIPH KOTOPOM B Ma3Ke KPOBH TOSIBIISIFOT-
ca tenbua ['oBemna-Kosnyu. OyHKIMOHAIBHBIA ACIUIEHU3M MOKET MPUBECTH K Jie-

TaJIbHOCTH B IPY/JHOM M paHHEM JETCKOM Bo3pacTe BcienctBue nHpexuuid. [Ipodu-
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JAKTUYECKOe Ha3HAYEHUE aHTUOMOTUKOB Ha MEPBOM IOy KU3HH CYIIECTBEHHO CHU-
KaeT JIETAIbHOCTh, NO3TOMY sl paHHel nuarHoctuku CKA u CBOEBpEMEHHOTO Ha-
3HaYEHUs] AaHTUOMOTHUKOB B HEKOTOPHIX CTPAaHaX MPOBOJSAT CKPUHUHT HOBOPOXKIEH-
HBIX.

JleGrotupys ¢ 6-8mecsia xxu3nu pedenka, CKA B nanpHeileM xapKTepusyeT-
Csl CHHAPOMAaMH MOPaKEHUSI KOCTHO - CYCTaBHOW CHUCTEMBI, TPOMOOTHUYECKUX U HH-
(EKIIMOHHBIX OCIIO)KHEHHH, OTCTaBaHUsI B (PU3UUECKOM U ICUXOMOTOPHOM Pa3BUTHH,
réMOCUIEPO3a OpPraHOB, a TAK)KE aHEMHYECKHM. [lalMeHThl MMEIT XapKTEepHBIN
BHEILIHUHN BUJ: YJIMHEHHBIM HIDKHUI CErMEHT Tela (3aMeJIeHHe MPOIEeCCOB OKOCTE-
HEHUs1), AOpCalbHbIi KU(DO3 U JTIOMOANTBHBIA JIOP/IO3, «TOTUYECKOE» HEOO, BBICTY-
naroumii 100 u «OameHHsliy yepern. [lepruoandeckn BOZHUKAIOT OJEAHOCTh U K-
TYIIHOCTh KOXH U CIU3UCTBIX 000JI0UEK, PELUIUBUPYIOIINE OCCAITUU U apTPaITUH,
abOMUHANTBHBIN OoJieBOW CHUHIPOM (OOYCIIOBIEH TPOMOO30M ME3€HTEpHAaTbHBIX
COCYJIOB), OCTpBI HEBPOJOTMYCCKHI CHHAPOM, OCTpas MOTEepPs 3PCHHUS, OCTPHIH
TIOYCYHBIA CHHAPOM, OBICTPOE YBEIIMUYCHHE CEIC3CHKH (MPH CEKBECTPAIIMOHHOM KpH-
3€) ¢ UHTEHCUBHBIMH OOJSIMH B JIEBOM ToJpeOephe, 3HAUUTENbHBIM majieHuemM AJl,
taxukapaued, renaromeranus (y 60 %). bosieBoi cuHIpoM 00yclIaBIuBalOT TPOMOO-
BACKYJISIPHbIE HAPYLIEHUS, KOTOPHIE BO3HUKAIOT B PE3YJIbTaTE TMIOKCUU U IPUBOJIST
K WH(pApKTaM Pa3IMYHBIX OPTaHOB M CUCTeM (JIETKUX, TICUEHH, CEJIC3CHKH, MOYCK,
MHUOKap/a), IepeOpaIbHbIM HAPYIICHUSM, KPOBOUBIIMSHUSM B CETYATKy I1a3a, oopa-
30BaHUIO0 TPOPHUUECKUX $3B, ACENTHUUYECKOTO HEKPO3a TOJOBOK IUICYEBBIX U OelpeH-
HbIX Koctei. JIyst romo3urotHot opmbl CKA xapakTepHbl HECKOJBKO BUJIOB KpH-
30B: KIIMHHYECKUE (00JIeBbIC, BA30OKKIIFO3MOHHBIC, PEBMATOUIHBIC, a0 JOMUHAIILHBIC)
U rematosiorndeckie (reMOJUTHYCCKUH, CEKBECTPAIMOHHBIN, alljlacCTHYeCKUH, Mera-
J001aCTHBIH).

I'ereposurotHas dopma CKA sBusercss HOocutenbcTBoM mnpuszHaka CKA. B
spuTpourTax mpucyrcTByoT omaHoBpemMeHHo HDA u HbS (30 - 50%), mostomy B
(U3MOIOTUYECKHUX YCIIOBUSIX OTCYTCBYIOT CepIioBUIHbIE EI U, cienoBarensHO, CUM-
NTOMBI HAPYILIEHUsI KPOBOTOKA B cocyAaX. ENMHCTBEHHBIM MPOSIBICHUEM MOTYT OBIThH

HCTIPOAOJDKUTCIIBHBIC OITNU30/bl TEMATYypPHUH, CBA3aAHHBIC C HATUMIYHUEM MCIIKUX I/IH(i)apK-
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TOB U TPOoMOO30M COCYJIOB Mouek. TedeHue 3a0oJieBaHMs TOOPOKAUYECTBEHHOE, HO
clielyeT M30eraTth TMIOKCHYCCKHX COCTOSHUM ((u3nveckue Harpy3kd, ITHEBMOHUSI,
MIO/IBOJIHOE IIJIaBaHWE, aBUANEPEIIEThI, ANbIIMHU3M, HApKO3 U 1p.). IIpn nmocraHoBke
nurnoza CKA crnenyeT mOMHUTH O BO3MOKHOCTU COYETaHUS T€TEPO3UTOTHON (POPMBI
CKA c apyrumu remorio6uHonatusiMu u pepMmenTonatusaMu. s mogo0HOM KOM-
OMHALMK XapaKTepHA 3HAYUTENbHAs CINIEHOMETaJHsI, aHU30I[UTO3 SPUTPOLIUTOB, TO-
BhIIIcHHE KoamuecTBa HOF, HO TpoMOoTHYECKIE OCTI0KHEHUS BCTPEUAOTCS TOPa3I0
pexe, yem npu uzoaupoBanHoi CKA.

Juacnocmuxa CKA OCHOBBIBa€TCS Ha KIMHUYECKON KapTUHE, BKIIOYAIOIIEH
aHEMUYECKUM, 0O0JIEBOM, TPOMOOTHUECKUI CUHAPOMBI, U PE3yJbTaTax JabopaTopHO-
ro uccienoBanus kposu. B mepudepuueckoit kpou mis CKA xaparepHa HOpMO-
WIM TUIIEPXPOMHAsi aHEMHUsI, CEpIIOBUIHbIE EI, MEHUCKOUUTHI, HOPMOOJIACTHI, MOIH-
XpoMasusi, 6a30(huabHas MyHKTAIMsI, MOTYT BCTpedyaThcsi MutieHeBuaHbie Er. Komu-
YECTBO CEPIIOBUIHOKIETOUHBIX Er pe3ko Bo3pacTaeT pu NpoBeACHUN THIIOKCUYECKUX
po0: ¢ MeTadUCyIL(MUTOM HATpUs UM HAJOKEHHUE JKI'yTa Ha Majiell nepes 3a0opomM
KpPOBH (CO3/IaHUE TUIOKCHH JUIsi MHIYLIHUPOBAaHUS OOpa30BaHUS CEPHOBHIHBIX Er).
Ocmotuueckas ctoiikocTh Er mpu CKA HopmanbHas wiM moBbillieHa. B mMoue BO
BpeMSl  IE€MOJIMTUYECKOrO0  Kpu3a - TeMOINIOOMHYpHUs, TE€MOCHIECPUHYPHUS,
MPOTCUHYPHS, ypOOWIMHYpHsS. DHOXMMHUYECKHW  aHaau3 KPOBH  TOKaXET
runepommpyoutemuto, mnosbimieHue axktuBHocth AJIT, ACT, coamepxanus 7-
riooymuaoB, CXK u CO. Dnexkrpodopes Hb Oymer pasHuThbes B 0a3BUCHMOCTH OT
dopmbr CKA: ipu romo3urotHoit ¢hopme ooHapyxuBaercsa 10 80-85 % HbS, okomo
10 % HbF wu nopmanmbHoe xkonuyectBo HbA2, HbA orcyrcTByer; mnpu
rerepo3urotTHot gopme HbS u HbA. [lo ganHbIM uenorpaMmbl - BbIpaKEHHAas
TUINEPIUIa3us SPUTPOUTHOTO pocTKa. PeHTreHorpadus KocTei mokakeT paciiupeHue
KOCTHOMO3IOBOTO CJIOSl, MCTOHYEHHE KOPTHUKAIBHOTO CJIOS, OCTEOnopo3. YacTel
OCTECOMUEIUTHI, ACENTUYECKUE HEKPO3bl TOJIOBOK OCIPEHHON WJIW TJIEYEBOM KOCTEH,
MIOPAKEHHUE IO3BOHKOB y JETel (0CTeonopo3, CIABJIECHHWE TEd ITO3BOHKOB), YTO
OPUBOIUT K Je(opMarivy MO3BOHOYHOTO ¢T0s10a (KH(OCKOINO03, JIOPI03 U T.I1.). Bo
BpEMsI BA30OKKITIO3MOHHOTO KPH3a TEMOCTa3uorpaMMa XapaKTepHU3yeTcsl MpU3HAKaMH
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TUIEPKOArYJISIIIUU ¢ TPOMOOOOPa30BaHUEM: COKpAIEHUE aKTUBUPOBAHHOTO YaCTUY-
HOTO TPOMOOIJIACTUHOBOTO BPEMEHH, IMOBBIIIEHUE YPOBHS PAaCTBOPUMBIX (HUOpHUH-
MOHOMEPHBIX KOMIUIEKCOB, D-11MepoB, IpoAyKTOB Aerpaganuu GuOpuHa, AeQUIuT
AHTUTPOMOWHA, BhIpa)KEHHAs aKTUBAIMS U arperanus TPOMOOIUTOB.

[Ipu cooTBETCTBYIOIIEM aaMHE3€ NTPEHATAIbHAS TUATHOCTUKA TPOBOJIUTHCS HA
paHHHX cpokax rectammu (7-10 Hemenst) ais onpeneneHus 3apoxapimeoi JTHK u3
AMHUOTHYECKOM JKUJKOCTU MM XOPUOHAIBHBIX BOPCUHOK.

Juggepenyuanvruoii ouacnoz CKA ot apyrux I'’A OTHOCHUTENHHO HETPYHACH,
YUUTBHIBas MPOCTOTY MPOOBI HA OMpenesieHne ceprnoBUAHBIX Er B KpoBM OOJBHBIX U
UX POJICTBEHHUKOB.

Ilpoenos npu romosurotHoit opme CKA BecbMa cepbhe3eH: OOJBITUHCTBO
OOJIBHBIX MOTH0aOT B paHHEM BO3pPACTE, OJHAKO, HEKOTOPHIE JOKUBAIOT U JO CO-
BEepUIEHHOJIETUA. B cBs3u ¢ 3TuM, y AeByluek, crpagaromux CKA, B kaxa0oM WHIU-
BUyaJIbHOM CJy4yae JOJKEH PelaThCs BOMPOC O BO3MOXKHOCTU OepemeHHOCTH. be-
PEMEHHOCTh YXY/IIAeT COCTOSTHUE TAaKUX MallMEHTOB, MATEPUHCKAs JETAIBHOCTh MPU
CKA cocrasmsieT B cpeqaeM 6 %, a neTanbHOCTh 1101a 0Kojio 16 %.

Tanaccemuu — nacnencrseHubie I'A, oOycClIOBIE€HHbIE HapyIIEHUEM CHUHTE3a
MOJIMTIETUIHBIX Lenell rJIo0uHa BCIEICTBUE JENEIUN T'€HOB, KOJUPYIOLUIUX CHUHTE3
remorjoouHa. [Ipu 3TomM TIOOMHOBAs IEMb, KOTOpas OKAa3bIBACTCS B M30BITOYHOM
KOJIMYECTBE, arperupyeT U OTKIAJBIBAECTCS B APUTPOKAPUOIIUTAX KOCTHOTO MO3Ta.
OPUTPOKAPUOLUTHI ¢ U30BITKOM TJIOOMHOBBIX IEMEH YTUIM3UPYIOTCS KOCTHOMO3IO-
BBIMH Mapodaramu, a Er ¢ atum nedektom GarupyroTcs B celie3EHKeE.

Tanaccemun pacrnpocTpaHeHbl B OCHOBHOM B CTpaHax TPONUYECKOTO U CyO-
TPONMYECKOr0 TosiCa, B CTpaHaX YMEPEHHOIO KJIMMAaTa - 3HAYUTEIBHO pEXe.
HaunbGonee yacto BcTpeuaroTcst cpeau xutened modepexbs Cpeau3eMHOro Mops,
LentpansHoii 1 Boctounoit Adpuku, bmwknero u Cpeanero Bocrtoka, FHOxHoM
Azun, CeBepnoro KaBkaza, 3akaBkasbsi, AzepOaiiipkana, y ahpoaMepruKaHIICB.

Omuonamozene3 TANACCEMHUI CBSI3aH C TEHETUYECKUM JI€(PEKTOM B BHUJE Jelie-
MY T€HOB, KOHTPOJUPYIOIMIUX CHUHTE3 Ierneil rmobunHa, win B Buae anomannun PHK
(nepumur MPHK). CunTtes o-nienu rio0nHa KOAUPYIOT 4 TeHa, pacloIoKECHHBIC Ha
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xpomocome 16 B mo3uruu pl3.3. 3a cunTe3 B-1ienu rio0MHA OTBEYAIOT JIBa TCHA B
no3uiuu pl5.5 Ha xpomocome 11. B pesynbrare reHeTHUECKUX ASPEKTOB MOKET Ha-
PYIIAThCS CUHTE3 JIFOOOW TOJIUTICTITUIHON 1enu rio0uHa: o, 3, v, 0. OIHOBpEMEHHO
C PE3KUM CHIDKEHHWEM WJIM TOJHBIM OTCYTCTBHEM OOpa30BaHMs OHOUN TTOOWHOBOM
IETH, APYTUE LEMU CHHTE3UPYIOTCS B N30BITKE U MOABEPTAIOTCS arperaiiy B THaIO-
11a3Me 3PUTPOUIHBIX KIETOK. DTOT MAaTOJOTHYECKHI MPOLIECC COMPOBOXKIAETCS 00-
pa30BaHUEM arpeCcCUBHBIX CBOOOJTHBIX KHCIOPOJHBIX PaINKajioB M aKTUBalMEH Iie-
PEKHCHOTO OKHUCJICHHS JTUMUA0B MeMOpanbl Er, 4TO MPUBOAUT K MOBHITIICHHMY JIM3U-
Cy PUTPOKAPUOITUTOB B KOCTHOM Mo3re, a Rt u Er B cenesénke. B 3aBucumoctu ot
BUJIa TCHETHYECKON aHOMAJIMU M, COOTBETCTBEHHO, HAPYIICHHS CHHTE3a OINpEIeIieH-
HOI TTTOOMHOBOM TIENU TAJIACCEMHH TTOPA3CISIIOTCS HAa HECKOIBKO BUIOB.
Knaccugpurxayus manaccemuii:

1. a-Tamaccemun

1.1. manas o-tajgaccemus (tu 1):

o’ -TaJacceMus TeTepPO3UIOTHAS: [[BA F'eHA yTPadeHsl B Cis-yuactke (- /o)
o' -TamacceMus FOMO3MIOTHAS: /IBA TeHA yTpaueHkl B trans-yuactke (-o/-ol)

1.2. o* -ranaccemus rereposurotHas (tun I): nenerus ognoro rena (-a/oo)

1.3. remornio6nro3 H (yTpadeHs! Tpu reHa, B pesyibraTe yero oopasyercs HbH,

SIBIIIOIIUICS TETpaMepoM [B-1ieTH - [34)

1.4. cunapom Hb Bart (nemenmst Bcex 4-x TeHOB ri100uHa 1 oOpasoBanue Hb Bart,

KOTOPBIA CONEPIKHT 4 Y-TIOJTUICIITHIHBIX TICTIH)
2. B-tanaccemuu

2.1. B° -Tanaccemus romo3urotHas, win 6onesns Kymu, thalassemia major (Myra-

WS WK JeNenus B 000MX TeHax -TIOOMHOBBIX IIETNel ¢ TTOJTHON OJIOKMPOBKOM MX

cunresa), B/B° umm B°/P° umm B/p°

2.2. B -TamacceMus MpOMEXyTouHas (coueTaHue 3°- u p-MyTallud B 000MX T'eHax),

B*/B" wm B°/B"

2.3. B -TamaccemMusi TeTEpO3UTOTHAS, HITM Majasi TalacceMusl (ToYeuHast p-MyTaIus

B OJIHOM U3 T€HOB 1 YMEHBIIICHUE CHHTE3a B-TI100MHOBRIX 1ierieit), B+/B wm fo/P
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2.4. 5-B —tanaccemust (HapymaeTcsi CHHTE3 -1 O-1[EMOYeK)
2.5. remorno6unonatust Lepore (mpoayKT ruOpUIHOTO TeHa BCIIEACTBUE HEPABHO-
MEPHOTO TEePEKPENTUBAHUS B HEM O- U -JIOKYCOB, COJACPIKUT JIBE OL-TICTIH U JIBE O-

B- merm)

XpomocomHan napa
Monekyna remornobuHa

MedexThbiit Ee"' HopmanbHaa HopmaneHas
Koaupylowmi 6eta- anbda-uens anbda-uerb

Luenb remornobuHa. - C XD C D
CywecteyeT yeTolpe

BO3MOXHBIX KOMBUHALMN @ m 25% Hb
/ AHomanbHasA HopmanbHaa
beta-uensb l beTta-yensb

HopmanbHas ¥ HopmanbHas
anbda-uens ansda-uens

m @ 25% Hb

HopmanbHas AHOManbHas
feta-uenb 1 fera-uens

HopmaneHana HopmanbHasa
ansda-uens anbga-uens

C OO C oD

AHOMmanbHanA AHOomanbHaA
Bera-uens 1 bera-ueno

HopmansHaa ¥ HopmanbHas
ansboa-uenb anbba-uens
25% Hb

co OO

HopmankHas HopmaneHan
beta-uensb GeTa-uens

Pucynok 14 - Xapaktep myTanuii cuatesa 3- nemnei rinmoouHa
Knunuueckue npusnaxu TtamacceMuu 3aBHCAT OT e€ Buaa. OOIMMH KIMHHYECKHM

MIPOSIBIICHUSIMU OOJIC3HU SIBJISIIOTCS aHEMUs, JKENTyXa, 3a7epKKa (DU3UYECKOTO H

IMICUXHUYCCKOT'0 PA3BUTHSA, CINICHO- U I'CIIaTOMCTAJINA, TCMOCHACPO3 OPTAHOB.
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neUIUT CHHTe3a Henel B-riiodnHa

yYBeJIMYEHME Y-Lenen OTHOCHMTE/IbHOE YBeJIMYEeHH e o-Lenen
g

NpenunuTanus o -menei

HbF ¥ ¥
“‘ CeKBECTPAIMA B KJIETKAX usMeHeHue meradonusma JIHK|
nopakeHue MeMOpaH 3a/iepaKKa cospeBanus Er
1 Er ¢ HbF
|/ Y
remoans N piTponoss
7 cpoacrBa k O, ¥ _JpuTp
{ Y
aHeMus
1 cunre3a EPO ¥
¥ reMorpancdysuu
Hed(p(peKTUBHBINI
3PUTPOIOI3 reMOXpoMaTo3
MOpaKeHHe COCY/I0B

Y

nopakeHue ckejiera, ypeandenue adcopouuu Fe B )KKT

Pucynox 15 - [1aTorenes KIMHUYECKUX MPOSBICHUN TipH feexTe cuHTe3a 1enei 3-
rJ00nHa

BapraHThl KITMHUYECKOTO TEYEHUS:

['oMmo3uroTHast B-tanaccemMusi KIMHUYECKU MPOSIBISETCS TAXKEIOW TEeMOJIUTHU-
YECKOM aHEMHEN K KOHIy IIEpBOrO WJIM B Hayaje BTOPOro roja XXW3HU. B KiMHUKe
KOHCTaTUPYIOTCS BCE BBILICIIEPEUNCICHHBIE TMarHOCTUYECKUE IPU3HAKH B BbIpa-
KEHHOM cTeneHu. BpIensoT Tpu KIMHUYECKHE (OpPMbI TOMO3UTOTHOW [3-
TaJacCeMUU: TshKellasd, MpHU KOTOPOHM JleTh morumdaroT Ha 1-2 rogy >KW3HHU, cpeaHei
CTETICHH TSKECTH, IPU KOTOPOU T0KUBAIOT A0 8 - 12 jeT, Jerkoi CTeNeHu TKECTH,
MO3BOJIAIONIYI0 pEOCHKY JOXKUTh 0 B3pOC]Oro Bo3pacta. He 3aBucumo ot dopMmsl
rOMO3UTOTHOM [-TajacceMuu KIMHUYECKUE MPOsIBICHUs 00JIe3HH (KeNITyXa, aHEMHUS,
OTCTaBaHUE B pocTe, GU3MUECKOM U MOJOBOM Pa3BUTHH, AehopMallus yepena, remna-
TO-, CIVIEHOMETaJMs1) BCErJa 3HAUMTEbHO BbIpa)xeHsbl. [Ipu mpoaoinKuTeasHOM Te-
YeHHH 3a00JIeBaHUs pa3BHBaeTCs kenuHokaMmeHHas Ooinesnb (JKKB), Tpoduueckue

A3Bbl TOJICHH, 3HAUYUTEJIbHOE HApYIICHHE KPOBOOOpPAILECHMS BCIEACTBUE TSHKENOM
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MUOKapAHUOIUCTPOPHH, TEMOCHUIEPO3 KOKU U BHYTPEHHUX OPraHOB HA (POHE YACTHIX
reMoTpaHcdy3uil.

['ereposurornas B-TasaccemMusi MPOTEKAET 3HAYUTENIBHO JIerye, 4YeM T'OMO3HU-
rotHas -ranaccemMus. MoryT BctpeyaThesi GopMbl ¢ OecCUMITOMHBIM TedeHueM. Ho
y OOJBIIMHCTBA OOBHBIX 3a00JI€BaHNE MPOSBISECTCA TEMOJIUTUUYECKON aHeMuUeH Jier-
KOW WJIM CPEIHEN CTENEHM TSKECTU: YMEPEHHO BBIPAKECHHBIE AHEMMs, JKENTyXa,
cruieHoMeranusi. Kak npaBuiio, yCiIeHHe reMoJid3a MPOUCXOIUT Ha (QoHE pasznud-
HBIX MHPEKINOHHO-BOCTIATUTENIBHBIX MPOIIECCOB.

[Ipu BapuaHTE O-TaJIACCEMUU C MOJHBIM TOMO3UTOTHBIM HAPYLIEHUEM CUHTE3a
o-1enu TJI00MHA, y TUIoJa HE CHUHTEe3upyeTcs (eTajabHbI reMOryioOnH, BHYTPUYT-
poOHO pa3BHUBAeTCs BOASHKA, IE€TH MOTHOAIOT BHYTPUYTPOOHO WIIM Cpa3y MoOcCie po-
xkaeHust. OTMeuaeTcsi BOJAsSHKA (OTEYHOCTH) IUI0/AA, OJETHOCTh, METEXUU Ha KOXKE,
acCUUT, IIEBPUT, IEPUKAPJINUT, TE€NATO-, CIUICHOMETAIINS, PE3KOE CHUKEHHE KOHIICH-
Tpaluu reMorioOrHa B nepuQepruyeckor KpoBH, aHU30- U MOWKUIIOLUTO3, YBEIUYe-
HUE KOJIMYECTBA HOPMOOJIACTOB, HAKOILJIEHUE TEMOCUAEPUHA BO BCEX OpraHax U TKa-
HAX.

[Ipy HEe3HAUUTENBPHOM HApYIIEHUHM CHUHTE3a OL-LEMH KIMHUKA ITOBTOPSET TAaKO-
BYIO IIPU TeTepo3UroTHou B-ranaccemun. OHAKO, B OTIMYME OT B-TanacceMuu, mpu
o-TanacceMun He yBenmumBaeTcst konmdectBo HbF u HbA, IlepBrrit Tun rereposu-
TOTHOW OL-TAJaCCEMUHU MPOSIBIAETCS YMEPEHHO BBIPAKEHHOM TMIIOXPOMHON THIIEppE-
TEHEPATOPHOW AaHEMHUEW C aHU30- U MOUKUIOLUTO30M, JIETKOW KEJITYXOW U HE3HAUYHU-
TEJIbHOU CIUICHOMErajauend. BTOpon THIl TeTepO3UIOTHOM O-TajJaCCeMUM HE MMEET
KJIMHAYECKON U reMaTOJIOTUYECKOM CUMIITOMATUKOMN («HEeMas» o.-TajlacCeMMUs).

I'emornobunonatust H, kak OAMH W3 BapUaHTOB O-TAJJACCEMHH, IMPOTEKAET
CPaBHUTEIIBHO HETSKEIIO, MPOSBIAETCA IenaTo-, CINICHOMETAIIMEN, KENTYX0N U aHe-
MHEN JIETKOU CTEIICHU TAKECTH.

BS-T&H&CCCMI/I}I TAKKC CPABHUTCIIbHO HCTSXKCIIasA, KIMHUYCCKHU ITIOBTOPSA IIPC-

JBITYITYIO.
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['emornoOuHomaTust JEPOre KIMHWYECKHM HEOTIMYMMa OT TOMO3HMTOTHOU [3-
TaJacceMuH.

HacneactBennoe mnepcuctutupoBanne HOF (10 100%) npu romMo3uroTHoOMH
(dhopMe KIMHUYECKU TIOUTH HE TIPOSBIIICTCS, JICUCHUS HE TpeOyeT.

Huaenocmuxa tanaccemuii 0a3upyercsi Ha pe3yJsibTaTax JlabopaTOpHOTO HCClie-
JOBaHUSl KpOBU. XapaKTEPHBIMU OCOOCHHOCTSMU TE€MOTPAMMBbl SIBISIOTCS THUIIO-
XpOMHasi TUTIEppereHepaTopHasl aHEMUsS ¢ HaIuuueM (PparMEeHTUPOBAHHBIX TOWKU-
JIOITUTOB, MUIIIEHEBUAHBIX Er, 6a3oduiibHOM 3epHUCTOCTH Er, OBaNOMTOBR.

B oOmem anann3e Moun OOHapy>KMBaeTcs YpOOWJIMH, BO BpeMsi 00OCTpEHUS
3a00J1eBaHUST BOBMOXKHA TIPOTEUHYPHSI.

buoxumuyeckuii aHanu3 KPOBU XapaKTEPU3YET rUnepormiupyOuHeMHus 3a CUeT
MPEUMYIIECTBEHHOTO TIOBBIIICHNUS HEKOHBIOTUPOBAHHOTO OWIMPYOWHA, BBICOKAS
koHueHTpamusa CXK u CD, noseiieHHoe coaepsxanue JIAI.

B muenorpamMMe rumnepriiazusi KpaCHOTO KPOBETBOPHOI'O POCTKA, 3HAUMUTEIb-
HOE€ yBEJIMUYEHUE KoJIMYecTBa 6a30(MIbHBIX SPUTPOOTIACTOB U HOPMOOJIACTOB.

O0s13aTeIbHBIM METOJIOM HUCCJIEIOBAHUS MPU TaJacCCEeMUSX SIBISETCS PEHTre-
Horpadus kocteil. Ha peHTreHOrpamMmmax KOCTEH deperna yd4acTKu THIepTpopuu Ko-
CTHOM TKaHM COYETAIOTCSI C MEIKUMHU YYaCTKaMU OCTEOIMOp03a (CUMIITOM «IIETKH»
WM «SKHKa») U TUIIEPOCTO30M cBojia ueperna (puc.16). PeHTreHorpaMMbl TpyOYaThIX
KOCTEH XapaKTepU3YIOTCSI HCTOHYCHHEM KOPTHUKAIBLHOTO CIIOSI, KHCTO3HBIMH M3MEHE-
HUMHU B MeTadu3ax u snuduzax. Meradusbsl KOCTEH pacHIMPEHbl, TPYAUHHBIE KOHIIBI
pebep CIUTIONIEHBI B BUJIE JIOMIATOYEK, PE3KO YBEIHMYECHBI KOCTHOMO3TOBBIE MTOJIOCTH,
HaJIMYKMe 30H ocTeonoposa (puc.17). DTu KOCTHbIE U3MEHEHHUsT 00YCIOBICHBI THUIIEP-
M1a3ueil KOCTHOTO MO3ra, Koraa Mpoirdepupyromre 3puTpoOIacTsl B BUAE TKEH,
MEePIEHANKYJISIPHBIX BHYTPEHHEH KOCTHOW IJIACTUHKE B KOCTSIX 4Yeperna, MPOHUKAIOT
B KOCTHYIO TKaHb M Pa3pyllIaloT €e.

[To nanubiM Y3M opraHoB OproIIHON MOJIOCTH 3HAYUTENIBHOE YBEJIMUYEHHUE Ce-
JIC3CHKU U TeTaTOMETaIHsl.

Anaims snektodopesa Hb Ha areraTie/nirono3Hol MICHKE U B APYTUX Cpeaax
C TOCTIEAYIONIMM KOJIMYECTBEHHBIM OMPEICTICHUEM TeMOTIO0MHOBBIX (Dpakmuii He-
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06x0UM U151 ompeneneHust GopMbl TamacceMun. JUist TOMO3HIOTHO# BU-TamaccemMun
xapakTepHo orcyrctue HbA (HbA;), npu B’-Tanaccemun - pe3koe CHUKEHUE €ro
YPOBHSI, TIPH 3TOM BBISBJISIFOTCSI BBICOKHE ypoBHH HbF 1 HEekoTopoe yBenndeHue co-
nepxanusi HbA, Ilpu romosurortHoii df-tamaccemuun ompenensiercss Tonbko HDF.
N3yuenne ckOpoCTH CHHTE3a IeTNel TeMOTrI00MHA TI0 BKITIOYEHUI0 MEUEHBIX aMUHO-

KHCIIOT - BBIABIIICT HAPYIICHUE CUHTE3a [3-MOMUNEeNTUAHON ENH rI100uHa.

=

Pucynok 17 - Pentrenorpammsl TpyOUaThiX KOCTEH MpH B -TalacCeMUH.
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Jugppepenyuanvuvii ouacnoz NpoBOIUTCA ¢ ApyrumMu ['’A — c HacJeACTBEH-
HbIM c(eporutozom, pepmentonatusmu Er, CKA, ummynnasivu T'A.
Ilpoenos 3aBucutr ot ¢opmbl 3aboseBaHus. I[Ipy roMo3UroTHeIx o u -

TaJIacCeMUU IPOTHO3 JIsl )KU3HU HEOJIaronpusiTHBIN.

IMPUOBPETEHHBIE 'TEMOJIMTUYECKHUE AHEMHUU

[TpuoOpeTeHHbIe TEMOTUTHYECKHNE aHEMHH - TeTeporeHHas rpynna ['A, Bo3Hu-
KalolKX TOJ BJIMSHUEM IEJIOro psaa (pakTopoB, oOJagaloMMX CIIOCOOHOCTBIO IMO-
BPEKJATh SPUTPOLIUTHI U BBI3BIBATH UX MPEKIECBPEMEHHOE pa3pyILICHUE.

ITonstTune mpuoOpereHHo I'A  BKIIOYAET HECKOIBKO IMATOJOTHYECKUX
CUMIITOMOKOMIUIEKCOB ~ C  Pa3IMYHBIMM  KJIMHUYECKUMH  TPOSBICHUSIMU U
HEOJIHOPOJHOM 3THOJOTHEH W maroreHe3oM. Bo3nukHoBeHue mpuodpereHHbIX ['A
CBSI3aHO C  BO3jJeHCTBHEM  (UBMYECKUX, XUMHYECKHX, MEIUKAMEHTO3HBIX,
OaKkTepUalbHbIX, MHQPEKIIMOHHO - TOKCHYECKHMX, TMapa3uTapHbIX (PaKTOpoB.
bonpmmaCcTBO TpHoOpeTeHHBIX ['A HOCAT MMMyHHBINM Xapaktep. [log BiusHHEM
BHEIIHUX (DaKTOPOB B pe3yjbTaTe HMMYHHU3AIlMd OpraHu3Ma BbIPaOATHIBAIOTCS
anTudputporTapueie anturena (AT) wim ceHCHOMMM3UPYIOTCS JTUMQOLUTHI, YTO
MPUBOJNT K YCUJIEHHOMY paspyiieHuto Er. SIBrneHus remonmsa ycyryOmstoTcs
BTOPUYHBIM YCUJICHHUEM 3pUTPO(DAronuTapHON aKTUBHOCTU Makpo(daroB CEle3eHKH.
[IpuurHBI MOSBICHUS AHTHUTEN TeTEPOreHHBI (MH(EKIIMOHHBIC areHTHI, aJIJICPTeHbI,
nekapcTBa u np.) [log aeiicTBreM paziuyHbIX (HaKTOPOB M3MEHSETCS aHTUTEHHOCTH
MeMOpanbl Er u ¢dopmupyercs HWMMYHHBIH OTBET. YCTaHOBJICHO HaJU4HE
AHTUTEHHOT'O CPOJCTBA MEXKIY MUKPOOPTaHM3MaMH M KOMIIOHEHTaMH 3PUTPOIUTAP-
HOIl MemOpanbl. Kpome TOro, HeKOTOpble MUKPOOPTAaHU3MBI BBIAEISAIOT (DEPMEHTHI,
TpaHnchopmupytonme MemOpany Er, cmocoOCTBys TOSIBICHHIO TaK Ha3bIBAEMBIX
MOJINATTIIIOTUHAOEBHBIX aHTUT€HOB, KOTOphIE pa3pyliatoTcs ectecTBeHHbIMU AT B
ma3Me KpoBH 4denoBeka. OObIdHO spuTponmTapiibie ayToAT HampaBlieHBI TTPOTUB
HOpMaJbHBIX AHTUTEHOB TIpymnn KpoBu, ydame cucreM l/i, Rh u P. B perynsauuun
obpaszoBanust ayToAT urparoT poJib Kak Bocnanuteabubie TUTOKHHBI (TNF-a, I1L-6),

TaKk 1 UHTUOUTOpHBIE (TpaHchopMupyrouuil pakrop pocta, uarepdeponsl, 1L-4, IL-
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6). BcrnenctBue B3aUMOJICHCTBHS AHTUTCH-QHTUTENO MPOUCXOIAT KauyeCTBEHHBIC
M3MEHeHHsT Oenka mojockl 3, mpoTemHa 4.1 u nporenHa 4.2. In vivo OwuIO
YCTAaHOBJICHO, YTO TPH 3TOM Yy OOJIBHBIX MPOWCXOAUT yBenuueHue B 2—3 pasa
nporiecca pochopuianu OeIKa Mojaockl 3, U aHTUTCH, 00Pa3yIOIIMICS BCIICICTBUE
Jerpaialyy 3Toro 0enka, CrocoOCTBYET CTapeHUIO U MPEKIeBpeMEeHHOM rudenu Er.
Jlumunel TAMKOPOPUHOB A yMeHbIIAIOT AedopMadbenbHOoCTh Er myreM n3mMeHeHHs
(GYHKIMU [UTOCKENETHBIX 0enKkoB. MH(EKIIMOHHBIE areHThl MOTYT TaK)Ke€ IPUBOJIUTD
K TIOJMWKJIOHAIBHON akTuBaIuu B-mumdoruToB ¢ mocnenyronmm oOpa3oBaHUEM
antudpuTporuTapHeix AT (ADAT). V nauuentroB ¢ uMmyHHbIMU ['A B 3 - 4 paza
yBenuueHa nomnyssinus gumdonutros CDSVCDI19T. Hanuune uMMyHO1ePUITUTHOTO
cocrosiaus (aedunut T-mumMdorMTOB CynpeccopoB, ayTOpeaKkTHBHAs aKTHUBAIUS
TUM(}OIUTOB) CIIOCOOCTBYET HE TOJBKO MOSIBICHHUIO aHTU3pUTpouuTapHbeix AT, HO U
Pa3BUTHIO JICKO- U TPOMOOITUTOTICHUH.

CumnroMaruyeckue (BTopuuHsbie) I'A, nMeromme cMenIaHHbli UMMYHO — pe-
aKTUBHBIM TEHE3 MOTYT BCTPEUaThCA TIPH OCTPBHIX JIEHKO3aX, XPOHHYECKUX
mumpornposudepaTUBHBIX 3a00JIeBaHUSAX (XpoHUYECKUI UM OIEHKO3,
aumdocapkomMa, MHUeIOMHass 0o0Jie3Hb, MakporjooyauHemus: BanpaeHcTpema),
3JI0KaYe€CTBEHHBIX HOBOOOPA30BaHUSIX, CUCTEMHBIX 3a00JICBAaHUSIX COCTUHUTEIHHOM
TKaHW, HeCHeNU(PUIECKOM SI3BEHHOM KOJHUTE, aHTH(POCHOIMIUIHOM CHHAPOME,
aKTHBHBIX TeIMaTUTaX, MH(PEKIIMOHHO-BOCIAIUTEIBHBIX 3a00JIeBaHUSAX (BHUPYCHBIX,
OaKTepHaTbHBIX )

Knaccudukamms npuoopereHHbIx ['A

Heummynnwvie I'A:
1. 00ycnoBIEHHBIE MEXaHUYECKUM MOBPEKICHUEM ET':
MapIieBasi FeMOTJI00uHypHUs
I'A mpu naTosnoruu cepana U KpynHbIX COCYI0B
CUHIPOM MOJIUATTIIIOTHHAOEIbHOCTH Er

MHKpoaHruomnatuyeckue ['A
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2. OOyCJOBJIEHHAs HapyIIEHHEM CTPYKTypbl MeMOpaHbI Er B pesynbrare
COMATHYECKUX MYTAalMi: MapOKCU3MallbHas HOYHAs TemMorioOuHypusi (00Je3Hb
Mapxkuadasi-Mukkerne)
3. 00yCJIOBJICHHbIE XUMUYECKUM MOBpEXIeHneM Er:
COJISIMH TSDKEJTBIX METAJLTOB
TeMOJIMTUYECKUMH SIJTaMU
MeIMKaMEHTaMU
4. 00yCNOBJICHHBIC HEJJOCTATKOM BUTaMuHa E
5. 00ycJOBIIEHHbIE pa3pylIeHueM EI BHyTpUKIIETOUHBIMU MUKPOOPTaHU3MaMuU
Hmmynnovie I'A:
1. AyTrouMMyHHBbIE:
a) 'A ¢ HENoOJIHBIMU TEIUIOBBIMU arTJIIOTUHUHAMHU
0) 'A ¢ MOIHBIMU XOJIOAOBBIMH aITIIOTHHUHAMH
B) ['A ¢ n1ByX(}a3HbIMHU T€MOJIU3UHAMHU
r) ['A ¢ TemioBbIMU U KUCTOTHBIMU TE€MOJIM3UHAMU
2. I'eTepouMMyHHBIE
3. U30uMMyHHBIE:!
reMOJIMTUYECKast 00JIe3HbL HOBOPOKICHHBIX
MOCTTpaHC(Py3MOHHBIE U TIOCTTPAHCIIaHTaIIMOHHBIE [ A

4. TpaHCUMMYHHBIE

HEMMMYHHBIE TEMOJIMTUYECKHE AHEMHNHU

I'A, obycnoenennvie mexanuueckum nOEPeI}cOeHUeM IPUMpOUUmMOE Pa3Bu-
BAIOTCS IPU HAJIMYMHU KOHTAKTHO TPAaBMHUPYIOLIErO SPUTPOLIUT areHTa.

MapueBasi reMOrJIOOMHYPHSl XapaKTEPU3yCHTCSI BHYTPUCOCYIUCTBIM T€MO-
JU30M C TPAH3UTOPHOU IeMOIrNIOOMHEMUEN U TeMOTJIoOMHypuel B pe3yibTaTe TpaB-
mupoBanus Er B kanwuisipax cron. IlaToreHe3 mMapiieBoil reMoriioOMHypun He OIl-
peneneH. [Ipeanonaraercs, 4To reMoJin3 BbI3bIBAET TpaBMHUpOBaHHUe Er B kanuiuisipax
CTOII [IPH JJUTENBbHON X0Ap0€ 1iu 6ere BCIeACTBHE HEOOBIYHOTO PACIIONIOKEHUS CO-
CYJOB CTOIl, @ UMEHHO OOJIBIION OJIM30CTH KallWJUIAPHOW CETH K IOBEPXHOCTHU CTO-
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nbl. [IpusHaku Oose3HU MOSBIAIOTCS, KaK MPABUIIO, Y MOJIOJIBIX JIIOJEH (cropTcme-
HOB, BOGHHBIX) MOCJIE JJIUTEILHOTO Oera nin XoAs0bl 10 TBEPIOM MOUBE, OCOOCHHO B
HeynoOHOUW 00yBHu. MHOT/Ia OTMEUYaeTcs y CIIOPTCMEHOB, 3aHMMAIONTUXCSI 00pHOOii.
KnrHnuecku nposBiisieTcsi pe3KO BhIPAXKEHHBIM 0O0JIEBBIM CHHIPOMOM (B MATKaX, UK-
POHOXKHBIX MBIIIIAX, PEXKE B MOSICHUIIE), AaHEMHUUECKUM CHHIPOM C HKEITYITHOCTHIO
KOXH U CITU3UCTHIX. JIabopaTOpHO BBHISBISIETCS TUIIEpPEreHepaToOpHas TUIIEPXPOMHas
HOpPMOLIMUTAapHasi aHeMHus, ymMepeHHoe noBbiieHue COD, runepomnupyOuHemMus 3a
cUeT HempsMoi (pakimu, moBbIIIeHHe cBoOoHOTO HbD mta3smel, reMorioOuHypwHs.
KnnHuueckoe TeueHne xapakTepusyercs AByMsl BapHaHTaAMH: T€MOJIMTUYECKUI Kpu3
U peMHCCHSL.

I'A npu narTo/jioruM cepana M KPYIHBIX COCYIOB pa3BUBAeTCS y JIHII,
MMEIOIIHNX COOTBECTBYIOIIME 3a00JIEBAHMS UM MEPEHECIINX COOTBETCTBYIOIIEE Olle-
paTUBHOE BMeHIaTenbCcTBO. K OCHOBHBIM MaTOreHETUYECKUM (paKTOpaM, BBI3bIBAIO-
MM paspyuieHue Er npu matosioruu cepaua M KpymHbIX COCYAOB OTHOCSITCS MeXa-
HUYECKOE MoBpexaeHue Er matepuaniomM, U3 KOTOPOro U3roTOBJIEH MPOTE3, KaK Ipa-
BUJIO, HA ()OHE YMEHBIIECHUSI CKOPOCTH KPOBOTOKA B 00JAacTH MpOTE3a, TpaBMaTH3a-
uus Er Bo BpeMs 3aKpbITHs KJIAMAHOB, TypOYJIEHTHBINA MOTOK KPOBU B 00JIACTH TPO-
Te3a, oTiokeHue GpubpuHa B obnactu ¢pukcupoBanus kianaHos. [Ipu nmporesupona-
HUU COCYJIOB U KJIAlaHOB Cep/Ila FeMOJIU3 MOXKET Pa3BUTHCA B Pa3IUUHbBIC ITEPUOIBI
MOCJI€ OIepalyu: OT HECKOJbKUX YacoB JI0 HECKOJbKHX Henenb. K KimHuyeckum
npusHakaM 3Toi ¢popmel ['A oTHOcUTCs 60s€BOM (TIeUeHOUHAs: U MOYeYHass KOJIHKH,
MUAJITUH, KapAUAITUU U Jp.) 1 aHEMUYECKUI CUHIPOMBI, MOSBJIEHUE TEMHOTO OKpa-
IIMBaHUSI MOYM M UKTEPUYHOCTH CKJIep M Koxku. llpu mabopaTtopHo - WHCTpyMEH-
TaJbHBIX MCCIEAOBAHUAX 00apyKUBaeTCs TUIEppEereHepaTopHas aHEeMUs C aHU30-,
MOMKUJIOLIMTO30M U HaJTMYMEM IIM30LIMTOB, MOBBIIICHHE YPOBHS OMIMPYyOHHA 32 CUET
HenpsiMoit ppakiuu, aktuBHocty JIJII', cBoGoaHOoro HD 1muia3mel, cHIKEHUE KOJTHYe-
CTBa ranTorjioonHa, reMOTJIOOUHYPHUSL.

Mukpoanruonaruyeckne I'A SBISIOTCS MAaTOJOTMYECKUMHU COCTOSHUSIMH,
IpU KOTOPBIX reMosin3 U (parmeHTarusi Er o0ycioBnens koMmnoHeHTaMu GudprHa
WIA TIGPBUYHBIM TIOBPEXKICHUEM COCYJI0OB MUKPOIMPKYJIATOPHOTO pycia (Hampumep,
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BCJICJICTBHE TSDKEJIOW TUIIEPTEH3UU M Ba30KOHCTPUKIUK). IToT Bu ['A Habmonaetcs
py WHPEKITUOHHBIX 3a00JICBaHNX, UMMYHOKOMITJICKCHBIX 3a00JeBaHMsIX (CHCTEMHAs
KpacHasi BOJTYAHKA, OCTPBIM TJIOMEPYJIOHEPPUT, y3€IKOBBIN MEPHAPTEPUUT, CKIIEPO-
nepmusi), cuagpome IBC, reMOIUTHKO-ypEMUUYECKOM CHUHIPOME, TPOMOOTHYECKOM
TPOMOOITUTOTICHUYECKOU mypirype (00sie3Hh MOIITKOBHIT), 37I0KAY€CTBEHHON apTepH-
aQIbHOM TUIEPTEH3MM, T€MAHTHOMAX W NEMAHTMOAHIOTEINOMAX, KapLUMHOMAax, Ipo-
BEJICHUU XUMHOTepanuu (0COOEHHO C WCIOJIb30BAHUEM IUCIUIATHHBI M OJICOMHUIIHU-
HA).

I'A, 00ycnoenennvie xumuuecum nogpesHcOeHUEeM IPUMpPOYUmMoO8, BOSHUKAIOT
B OTBET Ha BO3JICHCTBUE areHTa, KOTOPHIM MOKET CIYKUTh KaKON-INOO TOKCHH, COIH
TSDKEJBIX METAJUIOB, JIEKApCTBEHHBIE CPEACTBa, okucnuTenu. Hanbonee yacteiM Ba-
pUaHTOM 3TOM Tpynibl ['A sSBIseTCSI MEAMKAMEHTO3HO — UHAYLIMPOBAHHBIE AHEMUHU.
IIpu sToM B rene3e I'A mpociexuBaeTcs HECKOJbKO BAapUAHTOB BO3IEHCTBUS OT
MPSIMOr0 XMMHUYECKOTO 10 UMMYHHOTO. B OCHOBE HMMYHO - aJJIEPIrUYECKOrO JEKAp-
CTBEHHOI'O T€MOJIM3a JIEKAT CIEAYIOLIIME MEXaHW3Mbl. Bo-mepBbIX, MOCHE mpuema
MeJMKaMEHTa B OpraHu3Me 00pa3yloTCs HMMMYHOKOMILJIEKCHl aHTUJIEKApPCTBEHHBIX
AT, xoTopble ajcOpOMpPYIOTCS Ha MOBEPXHOCTU SPUTpOLUTApHOW MeMmOpaHbl. OHU
4acTo OTHOCATCA K Kiaccy IgM u mpuBOJsAT K BHYTPUCOCYAUCTOMY reMoiu3y. Bo-
BTOPBIX, IPY NOMAJaHUHA B KPOBb, HEKOTOPBIE JIEKAPCTBEHHBIE CPEACTBA (IIEHULINJI-
JIMH, aMIUIWUIMH, 1e(aloCTIOpUHbI) CIIOCOOHBI (PUKCHpoBaThCs Ha MemOpaHe Er
kak ranteH. HoBele mnu mpexae obpazoBanHbie AT Bo3zaeiicTByIoT Ha Er nmumb B
IIPUCYTCTBUH COOTBETCTBYIOIIETO MEIWKAMEHTA, IPUBOAS K BHYTPHU- WM BHECOCY-
JUCTOMY TeMOJIU3y. B-TpeTbux, MOXKET MPOUCXOAUTh UHAYKIIMS 00pa30BaHUs aHTH-
IeHOB Ha TMOBEPXHOCTH EI, KOTOpbIE CTUMYIUPYIOT OJHOBPEMEHHOE OOpa3oBaHME
ayToAT u MeAMKaMEeHTO3HO-3aBUCUMBIX AT.

HenocpeactBennbiii remonu3 Er Moxer ObIThb BBI3BaH  CIEAYIOIUMU
XUMHUYECKUMH BEIIECTBAMM:

- HEOpraHhYecKHe XMMUYECKHE BEIIecTBa: cepeOpo, CBUHEI], XJIOpaT U CYJb-

dar menu;
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- OpraHMYecKHe XMMHUYECKHE BEIECTBA: alleTHIPEHWITUAPA3uH U PEHUITU/I-
pa3uH, Ha(TaJIUH, aHWUJIUH, OCH30JI, YETHIPEXXJIOPUCTBIN YTIIEepoJ, THaypoBas Ku-
CJI0Ta, AUCYIb(GUIBI, TUAPOKCHIAMHH, WUHCEKTUIUAbI, HUTPOOEH30J, Mapaguxyiop-
0eH301, (HEHOJIBI, TPHHUTPOTOIYOJ, IIMHK-ITHIICH-ONCTHOKapOamar;

- BEILECTBAa PACTUTEIHLHOTO MPOUCXOXKICHUS: MY>KCKOW MaroOpOTHUK U TPUOBI,
JYKOBBIN COK, XUHUH, KOHCKHE 000bI, royOuKa, Y4epHHUKa, TOPOLIEK MOJIEBOM.

- SJIBI: YKYChl HEKOTOPBIX MAYKOB, MUEIMHBINA, SMEHUHBIN SIJTHI,

- MEIWKAMEHTBI: TPOTUBOMAJISIPUIHBIC (TJIA3MOXHWH, IMMaMaXWH, NPUMaxUH,
XJIODOXUH, XWHWH, XWHAKPUH, XWHTaMUH), CyibhaHuiaMuisl (CynbhaHuIaMusl,
cylnbdanupuivH, cyiabdaanasut, cyiabhaauMuH, TUMETUIOCH30MWI-CYyIb(haHUIaMuU/]
(upradan), cynbpaMeTOKCUTUPUAA3ZUH, CATUINUIA30CYIbGanTupUInH (CaTa30MupuH)
U T.1.), aHTUOMOTUKH (MEHUIWILIUH, aMmpoTepuiinH-B, xmopambennkon (JieBoMuiie-
THUH), HOBOOMOILIMH, OKCUTETPALMKIINH, CTPENITOMUIIMH, 11e(alIOCTIOPUHBI, TETpaIlUK-
7uH, pudamMuIH, HOBAOUOIIMH HATpHEBask COJIb), MIPOTUBOIIUCTHHIE ((PEHOTHA3MH,
oeta-Hadron, cruboden (dyanun), xapornoHmwkaroniue (penaneru (anerodeHeTu-
JIUH), alleTaHWIN, KpUOreHUH ((heHusceMrukap0as3um), aleTUICATUIUIOBAs KHCIIO-
Ta, aHTUTIMPUH, AllETaHWUJINI), MPOTUBOTYOEpKyIe3Hbie, BuTaMuH K 1 ero cuHTeTH-
YeCKHe aHaJoTu (CMHKABUT), aHTUTUCTAMHUHHBIC TpernapaThl, 0apOuTypaThl, acKop-

OuHOBas KHCIIOTa, HUTpO(DypaHbl (HATUAMKCUHOBAS KUCIOTa, HEOAUMUHN (TpOMOO-
nuM), HUTpodypantouH (dypanantun), HUTpodypazoH, ¢yparuH, (ypa3oyiuIoH,
dbypangonus, ¢hpypa3zosaunH).

I'enes I'A, 0OyCIOBICHHBIX JICHCTBUEM OKHCIHUTENCH, CBSA3aH C OKHCIUTEIIb-
HOM neHarypareii HD. BerecTBa MOryT BBICTYNAaTh KaK CaMOCTOSTEIbHBIA OKHCIIH-
Tenb (METHIICHOBBINM ro1y0O0#, reMaTrH, aHHJIMH, Pe30pLKH, GEHOJIbI, CYIb(OHBI, ca-
JTUIUIIATBI, HUTPOQYPAHTOWH, KPe30J1, Jn30J1, HadTaneH, heHunceMmukapoasun, de-
HUJITHAPA3UH, HUTPUTHI, XJIOPAThl, THAPOKCWIAMUH) WA B3aUMOJCHCTBOBATh C KHU-
CJIOPOJIOM C 00pa3oBaHWEM CBOOOJHBIX PAIUKAJIOB M MEPEKHUCEH, TEHATYPHUPYIOITUX
reMoryioonH (CBUHEI, TPUMEJUTMTUKOBBIN aHTUAPHUI, MEb, apCUH, Me(eHa3nH, TIIH-
[EpOJI, MUPOTAIIOBAsT KHUCJIOTA, CTUOWH, MPOMWITHOYPAIWI, ITHHK-ITHIICH-OUC-
autruokapoamar). Ilpu s3Tom nedekT KOMIIOHEHTOB IIIOTATHOH-3aBUCUMOM 3aIIUTHOM
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cucTeMbl B Er cnocoOCTByeT pa3BUTHIO T€MOJIN3a M0/ BIUSHUEM OKHCIUTENEH.

I'A, 00yClIOBIEHHBIE siIaMU NTAYKOB U 3MEH, XapaKTepU3yIOTCsl OCTPbIM BHYT-
pucocyaucTeiM reMonun3oM. ['ene3 atux ['A 3aBuCHT OT BUaa TOKCHHA. I 'emonns pas-
BUBAETCS B PE3yJbTAaTe KaK MPSMOTO JI3UPYIOLIET0 BO3IEHCTBUS 41a Ha Er, Tak u ak-
THBAllMA KOMIIOHEHTOB CHCTEMBI KOMIUIEMEHTAa M Pa3BUTHs JUCCEMUHUPOBAHHOIO
BHYTPUCOCYAUCTOTO CBEPTHIBaHMS KPOBHU. ['eMonuTMyecKass aKTUBHOCTb 3MEMHOTO
a1a o0yCIIOBJIEHa, KaK IpaBuilo, (poconnmnazoil u Oa3UCHBIM MIPOTEUHOM, KOTOPBIii
ABIIICTCS TPSIMBIM JIUTHYECKUM (pakTopoM. ['emonuTHueckuil CHHAPOM TIpU YKycCe
4eJI HEPEAKO CBSA3aH C Pa3BUTHEM BBIPAXXEHHOTO CHUHAPOMA JUCCEMUHUPOBAHHOU
BHYTPHUCOCYAMCTON KOAryJIsLUH.

I'A, obycnoenennwvie pazpywenuem Er enympurknemounvimu mukpoopza-
Hu3zmamu, HaOJIIOAIOTCS NIPU MaJIpUu, OapTOHEIIe3€e, KIOCTPUANAILHOM CEIICUCE,
XO0JIepe,  TOKCOIUIa3MO3€,  BHUCLECPAIBHOM  JIEHIIMAHUO3€, TPENaHOCOMMA3E,
MUWJIMAPHOM TyOepKyJe3e Jerkux. ['eMoau3 3puTpouTOB B 3TOM ClIydyae UMEET LIMK-

JJMYHOCTD B CBA3M C IUKJIOM Pa3BUTHUSA MUKPOOPraHmnu3ma.

Pucynox 18 - Equanunsie (1) 1 MHOKeCTBeHHBIE (2) MHBa3UU SPUTPOIIMTOB
Plasmodium falciparum

I'A, obycnoenennsvie oepuyumom eumamuna E, BcTpedaroTcs, Kak MpaBuio,
y HEIOHOIICHHbIX Jnered. [lpu HH3KOM cojaepaHuU TOKO(Eepoaa pa3BUBACTCS
Ne(UIUT TPOOKCHUIAHTOB U TIPOUCXOUT CHUKCHUE CTAOUILHOCTH IPUTPOIIUTAPHOM
MeMOpaHbl K BO3/JCHCTBUIO okcuchuTenen. Yacto npu aedunure Butamuda E remo-

JIU3 MIPOBOLIMPYET MPUEM NIPENAPATOB KEJE3a.
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MMAPOKCU3MAJIBHASA HOYHAS TEMOIJIOBUHYPUS

I[Iapokcu3maabHasi HoYHasi reMorjaooumnypusi (0onesHr Mapkuadanbl-
Muxkkene) xapaktepusyercs ['A, oOycnoBnenHoit nedexkrom memOpanbl Er,
BHYTPUCOCYAUCTBIM ~ KOMILJIEMEHT3aBUCUMBIM ~ T€MOJIM30M, TpomOodumuen u
MUEIOCYyTpeccueil. ITo KIIOHOBOE 3a00JiIeBaHUE C BHYTPEHHUM Je(EKTOM MeMOpaHbI
Er, BcrmenctBue dero Er CTaHOBUTCS THUMEPUYYBCTBUTEIBHBIM K JIU3UCY TPHU
aKTHUBAIIMM CUCTeMbl KoMmIuieMeHTa. Kimunuecku OosiesHs Mapkuadassl - Mukkene
MPOSIBJISIETCS.  BHYTPHUCOCYAMCTBIM  T'E€MOJIM30M, aHEMHEH, TpomMOO30M  BEH,
MHUEJIOCYIIPECCHUEH C ITUTONEHUEH W BHICOKUM PHCKOM TpaHC(popmariuu B OCTPHIN
JICUKO3 WJIM alyIaCTUYECKYI0 aHEMUI0. MOJIEKYJISIpHOM OCHOBOW 3TOM MATOJIOTUU SIB-
asiercst myTanus X-cBsazanHoro reHa PIG-A (Phosphatidyl Inositol Glycan comple-
metation group A) B cTBOJIOBOI KpoBeTBOpHOI KieTke. [1o cBoel mpupoae MyTaiun
reHa PIG-A odenp rereporeHHbl (OONBIIME W Majble JEICIUU, IYIUTAKAINH,
3aMEIEeHUs U T.[.), UX PE3yJbTaTOM CIIYXHUT IMOJIHbII WJIM YaCTUYHBIA Je(ULIUT CO-
OTBETCTBYIOIIETO T'€HHOI'O MPOayKTa — riauko3uidocharuami-uno3utoa (GPI) - ces-
3aHHBIX OEJIKOB, KOTOPHIC YUaCTBYIOT B MPUKPEIUICHUN OCIKOB K TMTOBEPXHOCTHU KJie-
TOYHOM MemOpanbl (puc. 17). Ilpu 3TOM BO3MOXKEH JAe(DEKT Cleayromux MeMOpaH-
HBIX O€JIKOB:

- 0eJikH, 3alUIIA0NIUE KIETKY OT MOBPEKIAIOIIETO AeHCTBUS KOMIUIEMEHTA!
CD55 (DAF-Decay Accelerating Factor), CD59 (MIRL-Membrane Ingibitor of Reac-
tive Lysis), C8bp

- ¢epmento: AXD Er, II® rpanynouuTos, 5’ -3X0OHyKJI€0TH1a3a TUM(OIIMTOB
(CD73),

- peuentopsl 15 FclgG: Feylll u CD16 na rpanynomutax u NK, CD14 (nns
OaKkTepHaIbHBIX JIHIONONKUCcaxapuaoB) Ha mMononurtax, LFA3 (CD58) u CD48 nHa
aumdormrtax, CDwS2

- npyrue 6enku: CD24 na B-nmumdornurax, rpanynonurax, CD66 u CD67 na
IPaHyJIOLNUTAX.

[lepBUYHBIM 3BEHOM TATOTEHE3a MAPOKCU3MAIBLHOM HOYHOW reMOTIIOONHYPUHU

(ITHT'Y) cnyxut comarnueckas myTanus B CKK pig-A —reHa, B pe3yibTaTe KOTOPOH
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pa3BUBaeTCA HapylIeHWE CHHTe3a TIMKo3mwidochaTuauarnaosutonoBoro (GPI)
SAKOPS, KOTOPBIN dukcupyer MOJICKYJTBI KJIETOYHBIX MeMOpaH
(CD55,CD59,CD14,CD16,CD58 m np). DTo BeAeT K HHU3KOW DKCIPECCHH WU
orcyrctBuio GPl - cBs3aHHBIX OETKOB Ha TOBEPXHOCTH KJIETOK, YacTh KOTOPBIX
WHaKTUBUPYET KOMIUIEMEHT, afcOpOMpOBaHHBIA KiIeTKaMu. B utore dopmupyercs
nebekr  MemOpanslt  Er,  TpomOOnuToB,  JEHKOUMUTOB W  TOSBISCTCS
THIEPYYBCTBUTEIBHOCTh KIETOK KPOBH M KOCTHOTO MO3ra K BO3JICHCTBHUIO
HOPMAJIbHBIX KOMITOHCHTOB TUTa3Mbl, B TIEpBYIO ouepenb K C3-KOMIOHEHTY CUCTEMBI
KoMmIuieMeHTa. [lpu 3TOM akTHBamusi KOMIUIEMEHTa IPOBOILMPYETCS alUio30M H
THIEepKaIHUEH, BEIPXEHHOCTh KOTOPBIX HapacTaeT BO BpEeMs CHA, MO3TOMY T'eMOJIN3

pPa3BUBACTCA HOYBIO.
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Pucynok 19 — MonekynsipHas OCHOBa MapoOKCU3MaIbHONW HOYHOM FeMOTIIOOMHYPHUH

Kmuandecku ITHI'Y mposiBiisieTcs: TpomMOboreMopparuueckuM CUHIPOMOM (00-
JU B ’KUBOTE, MKPOHOKHBIX MBIIIIAX, TPOMOO3BI COCYJIOB, B TIEPBYIO OYepeib, MOP-
TaJbHOM M MEYEHOYHON BEH), )KEJITYIIHOCTHIO KOXKHU U CIU3UCTHIX 000J0UEK, aHEMU-

YCCKHMM CHHAPOMOM (CJIa6OCTB, BAJIOCTb, HCIOMOTAHHUC, TOJIOBOKPYKCHHC U I[p.),
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TEMHBIM OKpalIMBAaHUEM MOYH, PEAKO CIUIEHOMETalIMeW M 4acThIMU MH(EKLIHNOHHO-
BOCTIAJIMTENIBHBIMHU TIPOLIECCAMHU B CBA3M C HapyleHUEM (arouuTapHod (QyHKLHMH
aeikonuToB. ['eMonuTHueckne Kpu3bl ¢ OOISIMH B KUBOTE U MOSICHUYHOM 00JacTH U
BBIJIEJIEHUEM MOYH YEPHOTO LIBETA MPOSBSUIIOTCS IPEUMYLIECTBEHHO HOUBIO.
Jlaboparonass muarnoctuka I[IHI'Y 6asupyercs Ha oOHapyxenun ['A c
PETUKYJIOLIUTO30M, HEKOHBIOTUPOBAHHOM rUnepouIupyonHeMHe 0e3
CIUICHOMETaJauM (PEIKO YBEIMUYEHHUE CEJIE3€HKU B CBSI3U C TPOMOO30M B CHCTEME
CEJIE3eHOYHON U MOPTAIBHOM BEH), HAIMYUHU TeMOTJIO0OMHYPUH U TEMOCHIECPUHYPUU
(reMOrnoOMHYpHUsl BO BpeMsi KpU30B, T€MOCUIEPUHYPHUS - TIOCTOSIHHO), TOBBIIIEHUN
cBoOoaHOr0 Hb 11a3mbl, NpUCOeIMHEHNN TAHIIMTONICHUN B COYETAHUH C TEMOJIA30M
IpU HOPMAJIBHON KJIETOYHOCTH WJIM TUIEPIUIA3UHd KOCTHOTO MO3ra (IpH TSHKEIOM
TEYEHUM BO3MOXKHA THUIIOIUIA3MSI), IOJIOKUTEIbHBIX KHUCIOTHOM TecTe Xema MU
caxapo3Hoi npobe ['aptmana, mamenenun 3xcnpeccun CD59 (FITC) knerkamu xo-
CTHOI'0O Mo3ra U KpoBH (T.K. popmupoBanue ITHI'Y CBA3HO ¢ MHOXKECTBOM BO3MOX-
HBIX MYTalU{, MOKET CYLIECTBOBATh HECKOJBKO AHOMAJBHBIX KJIOHOB, HalpHUMED,
[THI'Y-nono6ubie sputpouutsl MoryT wumerh ¢enorun CD55-CDS9+, wnm
CD55+CD59-, wmmm CD55-CD59-). Kucmotnas mnpoba Xema oOCHOBaHa Ha
noBbIIEHHON vyBcTBUTENbHOCTH Er mpu IIHI'Y k kucnoit cpene. K cbiBopoTke
JIOHOpa, COIMOCTAaBUMOW C CHIBOPOTKOW OosibHOTO mo ABO-cucteme aHTUTEHOB,
nobasystror 0,2 HopMaibHbI pacTBop HCI (cooTHOIIEHHE CHIBOPOTKH M KHCJOTHI
9:1), 3areM necsaTb OOBEMOB IOAKHCICHHONH CBIBOPOTKH CMEIIMBAIOT C OJHHUM
oobeMoM 50% cycnensun otMbIThix Er. [lpu IMHI'Y nactynmaer remonus Er, B To
BpeMsl KaKk HOpMasbHble Er B 3TWX ycioBusX He remonusupyrorcs. Caxapos3Has
npoba ['apTMana ocHOBaHa Ha TOBBIIIEHHON 4yBcTBUTENbHOCTH Er mpu ITHIY k
KOMIUIEMEHTY B IpPHUCYTCTBUHM caxaposbl: K Er manueHTa n00aBIsIOT CBEXKYIO
CBIBOPOTKY JOHOPA, UACHTUYHYIO MO IPyHIe KPOBH M PACTBOP Caxapo3bl B KHUCIOM

oydepe, npu I[THI'Y Er remonusupyrorcs
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NMMYHHBIE TEMOJUTUYECKUE AHTEMUHU

NmmynHBIe ['A CylIecTBYIOT B BUJE YEThIPEX BAPUAHTOB!

Tpancummynusie I'A 00ycnoBieHHBI paspyiieHueM Er antusputrpountapHbIMu
AT, monaBmIMMU B KpPOBb peOEHKa TPAHCIUIALEHTAPHO OT MaTepH, CTpajaroliei
ayTouMMyHHOM ['A.

Hzoummynnvie T'A  cBsfi3aHbl ¢ (OPMUPOBAHHEM HM30AHTUTEN MPOTHUB
rpynnoBeIX ¢akTopoB Er. DTOT BapuaHT aHemMuu pa3BuBaercs Tornaa, korga AT k Er
MOMAAl0T B OpraHU3M IUI0Ja M3 KPOBH MaTepu (reMosiutudeckas 0oje3Hb IUI0jAa
WJIM HOBOPOXKIEHHOT0), & TaKXKe MPU NepeTuBaHuu Er, HECOBMECTUMBIX MO CUCTEME
ABO unu pesyc (B 3ToMm ciaydae Er qoHopa pazpyiiaroTcsi aHTUTEIaMU PELIUITUEHTA).

T'emepoummynnusie (ranrenoBbie) ['A 00yclIOBIICHBI U3MEHEHUEM AHTUTEHHOMN
CTPYKTYypbl MeMmOpanwsl Er B pesyinbrate BO3IEUCTBUA Kakoro-inbo dakropa:
BHUPYCOB, OAaKTepuil, JIEKAPCTBEHHBIX BEUIECTB. DPUTPOLUT B ATOM CIydae SIBISIETCS
KJIETKOW-MHUIIEHBI0, HA KOTOPO MPOUCXOJUT PEaKIUsl ranTeH-aHTUTENO (OpraHu3M
BbIpa0aThIBaE€T aHTUTENA MPOTUB «UYKUX» AaHTUIEeHOB). B kauecTBe ramnreHa mMoryt
BBICTYTIATh TaKHWE JICKAPCTBA, KaK NMEHUIMIUIUHBI, 11e(QaJOCTIOPUHBI, TETPAIIUKINHBI,
¢denauerun, cynbpanmnamunsl, [TACK, uzonuasua, rugpoxiopTuazujl, XMHUH, XU-
HUJWH, adb(ha-MeTUJII0Ma, JIEBOAOIA, MpoKanHaMu I, noynpoden, nukinodenax, Tuo-
pu3uanH, aaba-uHTepdepoH, nedanotud u ap. [Ipu 3ToMm aelicTBUe TeKapCTBEHHBIX
MpenapaToB Ha SPUTPOLIMTAPHYI0 MEMOpPAHY MOXKET pPeaM30BbIBATHCS MO PA3HBIM
MexaHu3MaM. B omHuxX chnydasx mociie (UKCHpOBaHHUS BemiecTBa (Hampumep,
MIEHUITUJUIMHBI, 11e()aIOCTIOPUHBI) HAa TTOBEPXHOCTH EIr, 00pa3yroTcs aHTUTEa Kiacca
IgG K JexkapCTBEHHOMY BEUIIECTBY, KOTOpbIE Jlajie€ B3aMMOJECHUCTBYIOT C
JIEKapCTBEHHBIM IPernapaToM, U MPU 3TOM MPOUCXOAUT BHECOCYIUCTHIN reMon3 6e3
ydyacTusi KoMiuieMeHTa. B gpyrux ciydasx (Hanpumep, ¢enanetuH, I[IACK,
cynb(aHmIaMHUIBIB, XJIOPIPOMAa3nuH) 00pa3zyroTcs anturtena kmacca IgG mmm IgM,
nanee  (GoOpMUPYIOTCS  IUPKYJUPYIOIIME HMMYHHbIE KOMIUIEKCHI, KOTOpBIE
cBs3biBatoTCa ¢ Fe-penienropamu Er ¥ BBI3BIBAIOT MX TeMONU3 MoOcie (DUKcAInu

KoMIieMeHTa. [lpu gnurensHOM mnpuUeMe Oo-METWUJAONBI  (JOMEeTruT) MOXKYT
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OPOUCXOUTh MOJM(MUKAIMS AHTUTEHHOTO COCTaBa KIJIETOYHOW MemOpanbl Er u
oOpazoBanue anTUdpUTporUTapHbix AT ¢ mocneayromum paspyiienuem Er.

Aymoummynnsvie I'A (AUT'A) xapaktepu3yroTcsi BbIpaOOTKON B OpraHu3Me
o6onpHOTO AT, HampaBlEeHHBIX MPOTUB COOCTBEHHBIX HEM3MEHEHHBIX aHTUIEHOB ET.
B 3aBHCHMOCTH OT KJIETOYHOW HaIpaBiI€HHOCTH aHTuTEN, BhIACIsIOT AUT'A ¢ AT k
aHTUTEHY 3PUTPOKapHOLUTOB KocTHOTO Mo3ra u AUT'A k antureny Er nepudepuye-
ckoil kpoBu. AUI'A, conpoBoxaaronire OCHOBHOM NMAaTOJIOTHYECKUIN MPOILECC — JIUM-
¢donponudeparuBHble 3a00neBaHus (TUMPOMY, XPOHUUYECKUN TUMQPOIEIKO3), CHC-
TE€MHbIE 3a00JIEBaHUSI COCIMHUTENLHON TKaHU (CUCTEMHYIO KpPACHYIO BOJYaHKY, all-
TUHODOMUIUAHBIA CUHAPOM) WM UMMYHOACHUIUTHBIE COCTOSIHUS, paccMaTpHUBa-
FOTCSI B KAYECTBE BTOPUYHBIX MJIM CUMIITOMATUYECKUX. Ecim nmpuUunHy BO3HHKHOBE-
Hus AUT'A ycTaHOBUTH HE yAAI0Ch, TOBOPAT 00 uanonaruyeckoi AVIA.

AUT'A c antutenamu Kk antureHam Er mepudepudeckoid KpoBH Ha OCHOBAHHUH
CEpOJIOTMYECKON XapaKTEPUCTUKN aHTUTEII MOAPA3IEIIAIOT Ha!

- T'A ¢ TerI0BbIMH aHTHTENAMHU (TEMOJIM3UHAMU U arTJIIOTHHUHAMH);
- T'A ¢ moJHBIMM XOJIOAOBBIMH arTJIIOTUHUHAMY,
- T'A ¢ aByx(pa3HbIMU T€MOJTU3UHAMH.

[Tatorene3 AUT'A cnexyer paccMaTpuBaTh Kak CBO€OOPA3HBIE COCTOSHUS JIHC-
pEryJald UMMYHHON CHCTEMBI, CBSI3aHHbIE C 1e(DULIUTOM TUMYC-IPOU3BOIHOM TO-
MYJSIMAA KJIETOK-CYIIPECCOPOB, HAPYLMIEHUEM KOONEpaluuu KJIETOK B MPOLIECCE M-
MYHHOTO OTBETa U TOSBJIEHHEM KJIOHA ayTOarpecCHUBHBIX KIETOK (Mpoiudepanus
MMMYHOJIOTHYE€CKH KOMIIETEHTHBIX KJIETOK, YTPATUBIIKUX CIIOCOOHOCTh PAacCIO3HABATh
cOOCTBEHHbIE aHTUTeHbI). OTCYTCTBHE PETYIUPYIOLIEro BIUsHUS T-KiIeTOK 00ycliaB-
JIMBAET IMOBBIIICHHBIA U OECKOHTPOJIbHBIA B-KI€TOYHBI MMMYHHBI OTBET, C 4YEM
CBSI3aHO TOBBIIICHHWE YPOBHS UMMYHOIJIOOYJIMHOB B CHIBOPOTKE KpoBH. OOHapyxe-
HUE HA TMOBEPXHOCTU KJIETOK-MUIICHEH HWMMYHOIJIOOYJIMHOB MPOIU(PEPUPYIOIIETO
KJIOHA CBUJIETENILCTBYET 00 ayTOarpecCMBHOM XapakTepe 3abosieBanus. B peanuza-
MM ayTOMMMYHHOW arpeccHM Y4YacTBYIOT U JIpyTM€ MEXaHW3Mbl HAPYIICHHS KJiie-
TOYHOTO ¥ TYMOPAJIbHOIO UMMYHHTETA, O YEM CBUAETEILCTBYET MOBBILIEHUE JTUM(DO-
TOKCHUYECKOM U CHUKECHUE KOMIUUIEMEHTAPHOM aKTUBHOCTHU CHIBOPOTKH KpOBHU. B 3a-
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BUCUMOCTH OT 3 dekra ayToAT in vitro BBIAEISIOT T€MOJIM3UHBI (T€MOIU3 MPOUCXO-
JMT B IPUCYTCTBUM KOMIUIEMEHTA) ¥ arrJIFOTHHUHBI (arriotuHamms Er).

TennoBeie ayToAT aktuBHBI ipu 37°C. OOb14HO 3TH AT OTHOCATCA K KIIAcCy
IgG (pexe k IgA), oHM MOJIMKIIOHANIbHBIE, HE (DUKCUpYIOIIHE KOMIUIEMEHT. CTeleHb
BBIPXEHHOCTH remMoiu3a omnpenensercs noakiaccamu lgG, cpenn koropeix 1gG3
SBJISIFOTCSL HanOoJiee TOKCUYHBIMUA. MuteHsimu i1 5tux AT ciaykat oObIYHO aHTH-
TeHbl CUCTEMbl RN MM aHTUTEHBI, Ha3bIBAEMbIC OOLIMMH SPUTPOIUTAPHBIMHU, AHTH-
renbl cucteM Kell, Kidd nimm anTurensi, HaOmrojaeMbple MOYTH Y BCEX JIIOJICH BHE 3a-
BUCUMOCTH OT ¢eHOTHIIa Er u Ha3zpiBaeMmble yHUBEpcalbHbIMU. Pa3pyiienue Er ay-
TOAT 1gG ¢ HepuKCHUPOBAHHBIM KOMIUJIEMEHTOM, MPOUCXOJUT MyTEM 3pUTpOdaronu-
TO3a MakpodaraJlbHBIMA KJIETKAMH, B OCHOBHOM B ceJie3eHKe myTeM ¢ukcarmu Fc
IgG na peneniropax makpodaros. Penko nadmonaercss AUT'A, ceszannas ¢ ayToAT,
HaIpaBJICHHBIMU MPOTUB aHTUTreHoB Gerbich, koTopeie oTHOCATCA K Kiaccam IgA +
19G.

Xononossie ayTOAT MPOSBIAIOT CBOIO aKTUBHOCTH Mpu Temreparype 4 — 18
°C, 0610 310 AT Tuma IgM. Ot AT nmpakTHYecKu TOJMKIOHATBHBIC, SBISTFOTCS
XOJIOZIOBBIMU arrIFOTHHUHAMH, IN VItr0 00J1a1at0T TeMOM3UPYIONIEH aKTHBHOCTBIO.
OOBIYHO WX aKTHBHOCTH MPOBOIMPYETCs BHpycHOW wmH(Dekumed wmam Mycoplasma
pneumoniae. Ilog ux BIHMSHUEM HA XOJOZAE MPOMCXOAUT AKTHBAIMS KOMIIOHEHTOB
KOMILJIEMEHTA, BHYTPHUCOCYIHMCTBIH TE€MOJHM3, MHUKPOIMPKYJIATOPHBIC HapYIICHUS.
[Tpu sToM mpoucxoauT uHakTHBaNKsA C3d, 4TO MpensATCTBYET MalbHEHIIel aKTHBa-
U1 KOMIUIEMEHTA. ITO, CBOETo poja, mpodunakTuka 6iokaasl C3 Ha meMOpane Er.
CremneHb BBIPAXKEHHOCTH TeMOJIN3a KoppenupyeT ¢ TUTpoM AT B CBIBOPOTKE KPOBH,
HO OCHOBHYIO POJIb WTpaeT TePMHUUYECKAs aMIUTUTYJa. | TaBHBIMU MUIIEHSIMHU STUX
AT sBisitorest o01ue aHTureHsl Er, pacnpocTpaHeHHbIE B MOMYJISLIUM JIFOAeH. DTUM
oOBsicHseTCs HEI(D(PEKTUBHOCTD TEMOTPAHC]Y3UIA.

JByxdaszubie AT (anturena onara-Jlanmgmreiinepa) otnocstes k 1gG. Ilpu
oxyaxaeHuu 3t AT cBs3pIBatoTCS ¢ MeMOpaHHOUM Er, HO OHM HE MPOBOIUPYIOT Te-
MOJIN3, KaK 3T0 Habmoaaercs npu TerioBbix ayToAT. Ot AT duxcupyroT koMmiiie-
MEHT, nostTomy peakiusi KymoOca komriementapHoro tuna. Mumensto s 3tux AT
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sBISIIOTCS o01He sputpouutapubie AT (P — anturen Er). CesspiBanue AByX(a3HbIX
AT ¢ Er nporcxoaut npu Temmeparype ot 0 1o + 15°C (xonozmoBast pasa), HO remo-
JU3 TIPOSIBISIETCS TOJBKO Tpu Temmepatype +37°C, xorma oOpa3oBaBIIUIICS KOM-
IUIEKC aHTUIEH - aHTUTENO PpuKcupyet kKoMrieMeHT. [Ipu Hanuuuu AT remonus Mo-
KeT ObITh BHYTPU- M BHECOCYAMCThbIM. OmmcaHa reMorioOMHypHs npu cuduiuce,
BUPYCHBIX MH(peKuusx, a Takke AT k TNF, nabmogaemble npu HHYEKITMOHHOM MO-
HOHYKJIE3€, PU PEaKTUBALIMU UH(PEKIIMH, BBI3BAHHOW BUpycoM DmiuTteiHa-bapp.

Knunuueckue nposenenuss AUI'A napsny ¢ oOmmumu xapaktepuctukamu ['A
(runeppereHepatopHas aHEeMUsI, TUIEPOMIIUPYOUHEMHS) UMEIOT CBOM OCOOEHHOCTH,
MOCKOJIbKY KJIMHUYECKas peanu3alus BO3JACUCTBUS aHTUApUTporuTapHbix AT 3aBu-
CUT OT UX BUJA:

npu BiausiHuu ayToAT IgG, He ¢pukcupoBaHHBIX KOMIUIEMEHTOM Ha Er, remo-
JIU3 MIPOUCXOAUT SKCTPABACKYJIIPHO, B OCHOBHOM B CEJIE3CHKE;

npu Hamuuuu ayToAT IgG u IgM, dukcupyronme KOMIUIEMEHT Ha 3PUTPOIIHU-
TapHOM MeMmOpaHe, reMOJM3 MPOUCXOAUT U BHYTPUCOCYAUCTO (Uepe3 aKTUBALIUIO
KOMJIEMEHTa Ha MTOBEPXHOCTU SPUTPOLIUTOB), U BHECOCYUCTO MTyTEM SPUTPOQaromnu-
TO33;

npu opmupoBanuu ayToAT TemnoBbIX, (GUKCHUPYIOMIMX KOMIUIEMEHT Ha Er,
HAOJI0IAeTCs TSDKEIbIA BHYTPUCOCYIUCTBIA T€MOJIH3; OJIHAKO OOJBIIMHCTBO TEIIO-
BbIX AT He QUKCUPYIOT KOMIUIEMEHT;

IPpU BO3JICUCTBUU XOJOJOBBIX U IBYyX(a3Hbix AT, onTUMyM UX IEUCTBUS OT-
MEYaeTcsl MIPU HU3KOM Temmeparype Tena, T.e. MPU OXJIAXIACHUU OpraHu3Ma Mpouc-
xoauT ¢ukcaius AT, akTUBaIMs KOMIUIEMEHTA U Pa3BUBACTCS TSHKEIbIM BIyTPUCO-
CYAUCTBIA T€MOJIN3;

Ipy MEUICHHOW peaKIMU CBSI3bIBAHUS KOMIUIEMEHTa Ha moBepxuoctu Er orm-
penensitorcss HTUOUTOPHI KomIuieMenTa (CDSS, CDS59), na Er ¢ukcupyrorcs npo-
MEXYTOYHBIE MPOIYKTHI PACHICTUICHUsS] KOMIUIEMEHTa, U OHU 3aXBaThIBAIOTCS KJIET-
KaMH CHCTEMbl MOHOHYKJIEAPHBIX (harolMTOB, UMEIOIIMMHU PELENTOPhI A (hpaKiuii

KOMIIJIEMEHTA;
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IpU OTCYTCTBUM aKTHUBALMU KOMIUIEMEHTa EI oncoHusnpyroTcs U 3axBaThbiBa-
I0TCSl MakpogaraMy CeJIe3eHKH IyTeM HX aAre3uu K Makpodaram, UMEIOIIUM pelen-
topsl Kk pparmenty Fc (IgGl, 19G3, IgA), u dharomurupyrorcs.

Knnanueckue nposisnenuss AUI'A ¢ mennosvimu anmumenamu OJUHAKOBBI
KaK JJIsl MANONATHYECKON, TaK U JAJis1 cuMnToMatndeckoit popmsl. [1o kmmHnueckomy
TEUECHHUIO OHM JEATCA Ha ABe rpynnsl. Ilepsas rpynna npencraBieHa OCTpbIM TPaH-
3UTOPHBIM TUIIOM aHEMMHM, KOTOpasi MPEUMYILECTBEHHO BCTPEUYaeTCs y ACTEU paHHe-
ro BO3pacTa U 4acTO MOSIBISETCS Mociie MHPEKINH, KaK MpaBjio, PeCUpaTOPHOro
TpakTa. KimHudecku sToil (hopme npucyIiy NpU3HAKU BHYTPUCOCYAUCTOTO IeMOJIU-
3a. Hauasno 3a00s1eBaHus OCTpOE, CONIPOBOXKAAECTCS JTMXOPAIKOH, pBOTOM, €1a00CThIO,
rOJIOBOKPY>KEHUEM, OJIETHOCTBIO KOXXKHBIX TOKPOBOB, MKTEPHUUYHOCTHIO, OOJSIMU B
KUBOTE U IOSICHULIE, TeMOITI00MHYpHUE. Y 3TOM rpyImiibl OONBHBIX KaKUX-IMOO OC-
HOBHBIX CHUCTEMHBIX 3a0ojeBaHHil He HaOmogaeTcs. XapakTepHBIMU YEpTaMU IS
octpoii popmbl AUT'A SBIAIOTCS MOJOXKUTENBHBII OTBET HA KOPTUKOCTEPOUIHYIO
TEpanuIo, HU3Kas JICTAIBHOCTh U IIOJIHOE BBI3JIOPOBICHHE B T€UEHHUE 2-3 MECALCB
nociie Havana 3aboneBanus. Jta popma AUI'A oOycrnoBieHa TenJOBbIMH FeMOJIN-
3uHaMu. [Ipyu BTOpOM TuIe HaO/IIOAAETCS JUINTEIBHOE XPOHUYECKOE TEUEHHE C Be-
JOYIIAM KJIMHAYECKUM CHHIAPOMOM JKEINTYyXH U cruieHoMeranuu. [IpusHaku remoinsa
COXPAHSIOTCS Ha NPOTSHKEHUU MHOTHX MECALIEB U AaXe JIET. XPOHUYECKOE TEUCHUE
3a00JIeBaHuUs PEPHIBACTCS FEMOJUTHUECKUMU KPU3aMHU PA3HOU CTENIEHU TSAKECTH OT
pa3INyYHBIX TpUYUH. YacTo BBISBISETCS CHIKEHUE KOJUYECTBA APYTUX (POPMEHHBIX
2JIEMEHTOB KpOBU. OTBET Ha KOPTUKOCTEPOUIHYIO TEPAIIMIO BBIPAXKEH B PA3JINYHOU
cTeneHu u HeoOs3aTeneH. JletanbHocTh cocTaBneT 10 % u yacTo cBsizaHa ¢ TEUEHUEM
OCHOBHOTO CHUCTeMHOro 3aboseBanus. Jta gopma AUI'A cBs3aHa ¢ TenjoBbIMH
arrJIlOTHHUHAMM.

Jluaenoz  ycraHaBIMBAaeTCs ~ HAa  OCHOBAaHMM  AHAMHE3a,  KIWMHUKO-
reMaToJI0rMuecKON KapTUHBl M PE3yJbTaTOB JabopaTopHOro obcnepoBaHus. [l
AUNI'A ¢ TEIUIOBBIMHA aHTUTENAMU XAPAKTEPHA TSXKENAS aHEMHS C IPU3HAKAMH TOK-
KWJIoIuTo3a. YacTel apereHepaTopHbIe KPHU3bl, JIGUKOIIMTO3 CO CABUTOM HEUTPOQU-
JIOB 10 MUEJIOIIUTOB, PEXKE BBISIBIISCTCA JIEHKOIEHUS. Y POBEHb ralTOrI00MHA CHUXKAa-
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€TCsl, MPU BBIPAXKEHHOM BHYTPHUCOCYAMCTOM KOMIIOHEHTE T'€MOJIM3a MOBBIIIAETCA
ypoBenb HbD maa3mel. PesynbraTel npssmoit mpoosr Kymoca AUT'A ¢ TemioBbIMH arr-
motuanHamu vaiie (B 70-80% cmydaeB) nonoxkutenbabl. Ho mpo6a Kym6ca mipu re-
MoM3uHOBBIX (popmax AUI'A Hepenko ObIBaeT OTPUIIATENBHOM, YTO CBSI3aHO C Ma-
JIBIM KOJIMYECTBOM AHTHTEIN Ha MOBEPXHOCTH EI Kak mpu «MsIrkom» TedeHUH 00Jie3-
HU, TaK ¥ TPHU PE3KOM 0OOCTPEHUH, KOT/Ia TTOCJIe TEMOJMTUYECKOTO Kpr3a OKa3bIBa-
I0TCSI pa3pylIeHHBIMU MHOTHE Er. B 3TOM citydae mpuMeHstoTcs 1100 METOJ arpera-
TarTIOTUHAIIMY, TU00 UMMYHO(EPMEHTHBIN, JIMOO PAaTMOMMMYHHBIHN, TTO3BOJISIIONITUE
KOJIMYECTBEHHO OMPENEIUTh aHTUAIPUTPOIUTapHbie ayTOAT. DT METObI TOMOTaIOT
B nuarHoctuke Kymoc-orpunarensusix popm AUTA.

AHT'A, ceéazannvle ¢ X0710006bIMU GHMUmMEIAMU, BOZHUKAIOT NMPU HATUIUU
HIMONATUYECKOTO MapanpoTenHa WU KaK CJIEJCTBHE MHUKOIIA3MEHHON HH(EKIUH,
uHUIMPOBaHUS BUpPyCcOM DminTeiiHa - bapp, B ToM uwnciie npu WHPEKITMOHHOM MO-
HOHYKJIE03€, IPU IUTOMETATIOBUPYCHON MH(PEKIINU, SMHIEMUUYECKOM apOTUTE, JIUC-
Tepuose, cupuirce, CHCTEMHBIX 3a00JICBAHUSX COCTUHUTENIBION TKaHU, JUMdoMax,
cuapome Kanomm, muenome u ap. XonaoaoBbie sputpounTapasie AT akTUBUPYIOTCS
yepe3 CUCTEMY KOMIUIEMEHTa U MPOSIBIISIOT CBOE JEUCTBUE B COCYJaX KOHEUHOCTEH
(kucTH, CTOMBI), TAE TeMIepaTypa HUXKE, YEM B APYrUX yacTsax Tena. [lpm Hu3kux
TeMIIepaTypax OTMEYAEeTCsl aKpOolMaHo3 (IOCUHEHHE, a 3aTeM MoOJIeTHEHUE MaIbIICB
PYK, HOT, yIIIei, KOHYMKa HOCa), OSABIsAETCs pe3kas 007b B KOHeUHOCTsX. [Ipu 3Ha-
YUTEIBHOM IEPEOXJIAXKICHUN BO3HUKAET TUMMMYHBIA cUHApOM Peitno. Kackayn peak-
U KOMITJIEMEHTa TIpepbIBaeTcs, Koraa Er nepeMenarorcs B 6oJiee TEMIbIE 30HBI Op-
ranusma. Y 95 % 370poBBIX JIO/ICH OOHAPYKHBAIOTCS €CTECTBEHHBIE XOJIOJIOBHIC
arrmoTUHUHBI B HU3KUX TUTpax (1:1, 1:8, 1:64). Ilpu Hanmuuuu BBICOKOTO TUTPaA XO-
nonoBbix AT npu nepeoxnaxieHnu 00JIBHOTO MOTYT Pa3BUBATHCS TSXKEIBIE U30/1bI
BHYTPHCOCYAUCTOTO TEMOJIN3a C TEMOTIIOOMHYPHUEH W OKKITFO3UEH MHUKPOCOCYIUCTO-
ro pycna. [leuyenpb u cenezeHka OObIYHO HE yBEJIHMUYEHBI. [ eMoMTHYECKHE KpU3bl Ha-
omonatorcs peako. [Ipu atorr hpopme AU I'A remonn3 «camoorpaHUYeHHBINY, Jede-

HHEC CUMIITOMATHUYCCKOC.
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AHUT'A ¢ osyxgpaznvimu cemonuzunamu sisusercs peakon dopmoit I'A (okoso
2% Bcex AUT'A), npu KOTOPOM MPUCYTCTBYIOT XOJIOJ0BbIE aHTUTENA CHEIU(PUIECKO-
ro tumna (remonu3unsl Jlonata-Jlapamreitnepa), obnanaromue antu - P - cnenuduy-
HOCTBIO. AHTHTENA CBA3BIBAIOTCA ¢ Er mpu HU3KON TemiiepaType W Jal0T OCTPBIN
BHYTPUCOCYIHUCTBIN T€MOJIHN3 C TeMOTTIOOMHYpUEl U MOpaXeHHEM MOYEK BILIOTH J0
pa3zsutus OITH. Knuandecku nposiisiercs O0NsIMU B )KMBOTE, JIMXOPAIKOH, TEMHBIM
IIBETOM MO4YH (TIOCJIe CTOSHUS Ha BO3AyXe Moua yepHeeT). Bo3moxkHa TpoMOOIHTO-
neHusl MoTpeOIeH s, TO3TOMY BHavasie 3a00JI€BaHUE HEJIETKO OTIUYUTH OT Te€MOJIH-
THUKO - YPEMHUYECKOTr0 cuHApoMa. [IpoBokanueit reMoJIMTHIECKOTO KPU3a SIBIAETCS, B
OCHOBHOM, IIEPEOXJIAXKICHHUE.

Juacnocmuxa AUTI'A 6a3upyercs Ha KIMHUYECKUX JTaHHBIX (OJIETHOCTD, Ke-
Tyxa, cruieHomeranus npu AWUI'A ¢ TennoBbIMM aHTUTENIaMU, CUHAPOM PeliHO u ak-
pounano3 npu AVI'A ¢ X070J0BBIMU aHTUTENAMH) M pe3yJbTaTax J1abopaTOPHOTO
71a00pPaTOPHOTO UCCIIEOBAHUSL KPOBHU. XapaKTEPHBIMU OCOOEHHOCTSIMU T€MOTPaMMBI
ABJISIIOTCS. HOPMOXPOMHAsi HOPMOLIMTapHas THUIEppereHepaTopHasl aHeMHUsl, TUIepOu-
IUpyOMHEMHUS 3a CUET HEKOHBIOTUPOBAHHOTO OmnnpyOuHa. B muenorpamme rumep-
IJ1a3usi KPaCHOIO KPOBETBOPHOTO POCTKA, 3HAYUTENIBHOE YBEIMYECHHE KOJIMYECTBA
0230 UIBHBIX HPUTPOOIACTOB U HOPMOOJIACTOB.

OcHoBy nuarHoctuku AWI'A cocTaBistOT UMMYHOJIOTHYECKHE METOBL: peak-
uusa KymOca, kauecTBeHHasl peakiys Ha ayTOreMoJIu3, ONPEISTHIUE aHTUIPUTPOIH-
tanbix AT. Peakumst KymOca 3akimrogaeTcst B TOM, 4TO aHTUTJIOOYJIMHOBASI CHIBOPOT-
Ka, comepxaniasi AT kK UMMyHOTJIOOYJTMHAM 4YeJIoBeKa, IpH peakiuu ¢ Er, cencrudu-
JU3UPOBAHHBIMU HENOJHBIMU AT, NPUBOJUT K UX arrftoTUHaIMK. B 3aBucuMocTH OT
Toro, puxcupoBansl 11 AT Ha moBepxHocTH Er miam Haxonmsarcs B CBOOOJHOM CO-
CTOSIHMM B ILJIa3Me KPOBH, IPUMEHSIETCS MpsAMas Wi Henpsimas npoda Kymoca. Ips-
masi mpoba KymOca cTaBuTCS B Te€X ciyyasix, KOTJia €CTb OCHOBaHHUS IMPEAINoaraTh,
4yTo Hccieayembie Er in vivo moaBepriMch CeHCHMOWIM3AIMU COOTBETCTBYIONIMMHU
AT, T.e. nepBas ¢a3za peakuuu - ¢pukcanus AT Ha nmoBepxHoctu Er - mpousonuia B
OpraHu3Me M moclieayrouiee 100aBIeHUE aHTUTIIOOYIMHOBON CHIBOPOTKH BBI3BIBACT

arrJlOTUHALMIO CEHCUOMIM3UPOBAHHBIX KIETOK. C TMOMOIIBIO HENmpsiMOil TpOOsI
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Kym0ca BbIsiBisitoT HenonHble AT, MPUCYTCTBYIONIME B MCCIIEyeMOM ChIBOpOTKE. B
JAHHOM CJIy4ae peakius MpoTeKaeT B JiBa tamna. [lepBblii 3Tan - nHKyOaus tect- Er
C UCCIIEAYEMO CHIBOPOTKOM, BO BPEMSI KOTOPOH MPOUCXOAUT (UKCALUs HA SPUTPO-
nuTapHoi noeepxHoctu AT, copepskamuxcsi B McClieyeMOM 00paslie ChIBOPOTKH.
Bropoii stamn - noGaBieHre aHTUTTIO0YIMHOBOW CHIBOPOTKH. ClieAyeT MOMHUTH, YTO
B OCTpPOM Tepuoie 3a00JIeBaHUs B CBA3M C paspylleHueM Er, Ha KoTopbix (puxcupo-
BaJioch OoJibiioe KoauuecTBo AT, Mpu reMOIMTUYECKOM KpHU3e, a TakKe MPH HeJ0C-
TaTOYHOM KosimdecTBe AT Mmpu XpOHUYECKOM TEUEHUHM OOJE3HH MOXKET OTMEYaThCs
oTrpuuarenabHas npsimas npoda KymOca. B coBpeMeHHbIX J1abopaTopusix JJisi poBe-
nenust mpoosl KymOca ucnonb3yroTes refieBble TEXHOIOrMU. MeTo OCHOBaH Ha arr-
mroTuHaMK Er B arapoBom rene (cedaaekc), moMEmeHHOM B MUKPOITpOOupKH. [enb
MOXET ObITh HEUTpaNIbHBIM, JTUOO coaepxkaTh AT (monucnenudpruyeckue Uid MOHO-
cnenu(uueckre) K UMMYHOTJIOOYJIMHAM 4YeJOBeKa M KOMIIOHEHTaM CHCTEMbI KOM-
MJIEMEHTA.

Jugppepenyuanvroiii ouacno3 poBOAUTCS ¢ Apyrumu ¢popmamu I'A — Hacnen-
CTBEHHBIMU, HEUMMYHHBIMHU, TIPU 3TOM JI0Ka3aTEIbCTBOM ayTOUMMYHHOTO MEXaHU3-

Ma reMoJin3a SIBJISIETCs MOJIoKUTeNbHas npsiMas npobda Kymoca.

OCJIOKHEHUA 'EMOJIMTHYECKNX AHEMUH

['emMonmuTHYECKNE aHEMHUW HEOJHOPOIHBI MO CBOMM KIMHUYECKHUM TpPOSBIIC-
HUUSAM, KOTOPBIE onpeaessitorcs BuaoM ['A u nepuogom e€ teueHus. ['emonutuye-
CKHE€ aHEMHH MOTYT CYIIECTBOBaTh B (popMe oOoCTpeHus (Kpuza) U pemuccuu. Bui-
JCIISIOT HECKOJIBKO BHIOB KpH30B mipu ['A.

I'emonumuueckuii Kpu3 SIBISETCS KJIACCUYECKUM MPOSBICHUEM OOOCTPEHUS
['A nipu peiicTBUM TPOBOKAITMOHHBIX (PaKTOPOB, KOTOPHIMHU YacTO CITy>KaT HH(EKIU-
OHHBIC areHTHI, TOKCHHBI WM JIEKAPCTBEHHBIE Tpemnapathl. Kinanueckn u mabopa-
TOPHO XapaKTEpU3YeTCs] aHEeMHEH C COOTBETCTBYIOIIMMU CHUMMOTOMaMu (c1abocTh,
OJIeTHOCTh, TOJIOBOKPY)KCHHE, COHJIMBOCTh, TaAXUKAPAHS, TeMOAMHAMUYECKUAE HApy-

HICHUS U T.I.), TUOEPOMINPYOUHEMUEH U KENTYyXOH, THIePPETUKYIOLHUTO30M (I10-
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BbIIIEHHE KoaudecTBa Rt 10 3HaunTenbHbIX mudp - 100-25%0), MokeT ObITH remaro-
U CIUICHOMETaJHsl.

Apezenepamopnutii (annacmuueckuit) Kpu3 SBISETCS CIEACTBHEM JedeKTa
KOMITEHCATOPHO - aJalTallMOHHBIX BO3MOXKHOCTEH T€MOII033a U HAPYIICHHS pereHe-
paruu 3pUTPOUTHBIX TPEANIECTBEHHUKOB KOCTHOTO Mo3ra. Kimuanko — mabopatop-
HBIE TPOSIBJICHUHUSI COOTBETCTBYIOT T€MOJUTHYECKOMY KPH3Y, HO CO 3HAYUTEIHHBIM
cukeHueM koaudecTtBa Rt 1o monHoro ux orcyrcTBusi. Yacto BOZHUKAET IPU MHGEK-
1IUU, BbI3BAHHOW mapBoBupycom B19.

OaHUM M3 BapUAHTOB apereHepaTOPHOTO KpHU3a SIBIIACTCS Me2anodiacmHblil
Kpu3, pa3BUTHE KOTOPOro o0ycioBiieHO aedunutoM ¢osineBoi kuciaothl. [IposBuert-
Csl MEraJIoOJIaCTHBIN Kpu3 pe3kuM cHmxkeHrueMm HD u Rt, Hamuumem meranonuTor B
KpOBHU U METraJio0JIaCTHON THNEPIIa3uei SpUTPOUTHOTO POCTKA KOCTHOI'O MO3Ta.

CexsecmpayuoHHblii Kpu3 Pa3BUBACTCS B PE3yJIbTaTe BHYTPHUCOCYIAUCTOTO
remoiinza. lIpermyiecTBeHHBIM MECTOM paspylieHus Er sBisroTcsi cocynbl cene-
3€HKH, peXe — MeYeHU. B KIMHuYecKol KapTUHE Hapsiy ¢ CUMITOMamMH IeMoJini3a
(>kenTyxa, aHEeMHUECKHI CHHIPOM) MOSBIISFOTCS BHE3AHBIN 00JIEBOM CHHIPOM B 00-
JIACTH CEJIE3€HKU U MeYeHU, a0JOMUHAIbHBIE 00JIM, TOIIHOTA, CIJIEHO-, TeraToMera-
JIUs, TUTIOBOJIEMUYECKUH TIOK (B pe3ynbTrare cOpoca 00ybIoro ooreMa KpoBU B Ce-
ne3eHKy). CekBeCcTpallMOHHHBIA KPU3 OCOOCHHO OTACEH B MEPBBIC TOJIBI KU3HU, MTPU
KOTOpOM OoJiblllasg Macca KpOBU BHE3AITHO BBIKIIIOUAETCA U3 KPOBOOOpAIIEHUS, «U30-
JUPYETCs» B COCyAax ceye3eHKH Wi nedeHd. OCTpo pa3BUBAETCS THUIOBOJIEMUYE-
CKHi1 KoJUIalc ¢ pe3kuM cHmkeHneM HD B kxpoBu, a Taxxke remarto- win CruieHOMera-
JIUsl, YTO MOKET OBITh MPUYMHOM JeTaibHOCTH. [locne Brixona u3 kpusa hopmMupyer-
csl «PYHKITMOHAIBHBIN aCIUICHU3M» C MOBBIIICHHEM YyBCTBUTEILHOCTH K TaAKUM HH-
dekiusaM, Kak MTHEBMOKOKKOBAs, MEHUHTOKOKKOBAs, CaJIbMOHEJE3HAsl, IEPUXHO3-
Has u remodumtocHas. Ha ¢one 3Tux nHpeKuit BO3MOKHO Pa3BUTHE MOJTHUEHOCHO-
ro cerncuca. B nanpHeiinemM TkaHb celie3eHKH (UOpO3UpyeTcsi, OHa YMEHbIIAETCS B
pa3Mepax (ayTocruieHsKToMHUsI). Bo Bcex BO3pacTHBIX Ipymnmnax Mpu CEKBECTPALMOH-
HBIX KpHU3aX HEPEIKH TkKENbIe MH(PEKIMOHHBIE OCIOKHEHHWS. MHEBMOHHUS, OCTEO-
MUEJIUT, CETICHC.
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Bazookkniozuonnwlii Kpu3z 4acTo OTMEYAETCs NPU Kaue€CTBEHHBIX IeMOTrIo0u-
Homatusx. [IpoBonupyromumu ero pakTopamu SBJISIOTCS Aeruaparanus, HHQEeKIu,
nepeoxyiakaeHue. Kinmunueckas kapTriHa XapakTepU3yeTcsl )KEJITYyX0U, aHEMAYECKUM
u OosieBbIM cuHapoMaMu. Haunbonee xapakrepeH 00JeBOM CHHIPOM KOCTHO - MbI-
IEYHOU (OCCaITuU, MUAJIITUU, apTPAIITUK) U a0JJOMUHANBHON JIokanu3auuu. Kinunu-
YEeCKUE TMPOSBIICHUS Pa3BUBAIOTCA B PE3YJbTATE OKKIIO3UM COCYJIOB OpPBIKEHKH,
BHYTPEHHUX OPraHOB U MH(ApPKTa CEJIE3E€HKU, IEYEHHU, TUMPATUUECKUX Y3JI0B, MO3ra
U JIp., CJIEACTBHUEM YETO SBJISIETCS IbIXaTElIbHAsA, CEPACYHO — COCYIMCTasi HEIOCTa-
TOYHOCTb, CYJJOPOKHBII CHUHAPOM, HapyLIEeHHE MO3TOBOT0 KpoBooOpamieHus. B cBo-
eM TeUCHHU KPU3 MPOXOIU HECKOJBKO (ha3: miemMudeckas (CuiibHbIe 0OJM B TO3BO-
HOYHHKE, KPYITHBIX CyCTaBax, KOCTsX), MHpapkTHas (00 yCHIMBAIOTCA, JTMXOPaIKa
¥ CHUMIITOMBI BEreTO-COCYIUCTON JUCTOHHH), MUKPOIMOOIHYecKass (CUMIITOMBI 3a-
KYIIOPKH KPOBEHOCHBIX COCYIIOB). MICX00M Ba300KKIIFO3MOHHOTO KpU3a MOKET OBITh
OCTEOMMEIIUT, aCENTUYECKUN HEKPO3 TOJIOBOK KocTel (uauie OeqpeHHON U miiede-
BOI1), MH(APKTHI B MOYKAX, TOJIOBHOM MO3T€, HHCYJBTHI, TOPAKEHHE CETYATKH Tia3a
BIJIOTH JI0 CJETOTHI, KOKHBIE SI3BbI, MUAITUH, KapAuoMeranus, puodpo3 cene3éHkw,
LUPPO3 [IEYEHHU U JP.

[Ipu TspKenom TeueHun I'A Tak k€ BOBMOXHO Pa3BUTHE OCJIOKHEHUM, HE CBS-
3aHHBIX C IPOLECCOM IeMOIU3A.

Ocmpolit anemuueckuii CuHOPOM BIUIOTh 10 AHEMUUECKOU KOMbl PA3BUBACT-
cs vame Bcero npu AUWI'A. XapakTepHbIMH INPU3HAKaMU SIBISIIOTCS CIYTaHHOCTH
CO3HAHUs, TAXUKAPAMsl, THTCHCUBHAS XKEJITyXa, OJIUTYPHsl, CHIIKEHHE apTEPUAIBHOIO
JIaBJICHUs, KoJutaric. B kpoBu cHmkeHo copepikanue Er mu Hb, sHauntensHO noBkbIiie-
HO KOJIMYECTBO HEMPSMOTo OMIMpyOHHA B CBIBOPOTKE KPOBHU.

/Kenunoxamennaa 601€31b UMEET BBICOKMM PUCK Pa3BUTHS IPU JIIOOOM BHJIE
['’A 3a cyer mIUTENBHO MEpPCUCTHpYIOMIeH runepominpyounemun. Ilpu sTom
NOpPAXKEHUE IE€YEHU MOXET OBbITh JIOCTATOYHO CEPbE3HBIM BILIOTH O Pa3BUTHUSA
OWJIMapHOTO LUPPO3a, MPOTEKAOIIEr0 Yalle Bcero Ha ()OHE HACIOCHHSI BUPYCHOTO
renatuta. Y gereil 1o 10-Tu jmeTHero Bo3pacTta KOHKPEMEHTHI B JKEITYHOM ITy3bIpE

BCcTpeuaroTcs B 5% ciiydaeB, B Oosee crapiiem Bospacte B 25 — 45 %. XKemunbie
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KOHKpEMEHTHI 1pu ['A, Kak mpaBuiio, pEeHTIT€HOHETaTUBHBI, TO3TOMY JJIsl IMarHOCTH-
ku JXKKb u quHamudeckoro HaOM0ACHUUS PEKOMEHIYETCS JIBa pa3a B roJl OCYIIECTB-
1Th ¥Y3U nedeHn u xKeaqHOro My3bIpsl.

Cunopom  OucceMuHuUpoOBaAHHO20  GHYMPUCOCYOUCMO20  CEEPHMIBIEAHUSA
IpelcTaBIsieT CcoO0OM YHHBEpCAlIbHOE Hecnenu(puYeckoe HAPYIIEHUE CHUCTEMBI
reMocTa3a, XapakTepU3YIOLeecs BHYTPHUCOCYIUCTHIM CBEPTHIBAHHEM KPOBH U
o0pa3oBaHMEM B HEW MHOXKECTBA MHUKPOCTYCTKOB (MOpHHA M arperaTtoB KIETOK
KpPOBH, OCEAIONINX B KalWJUIIPaX OPraHOB U BBI3BIBAIOIIMX ATHM B HHUX TIIIyOOKHE
MUKPOILUPKYJIATOPHBIE U AUCTpOoduUecKkrue HapyieHus. OCTpblii BHYTPUCOCYIUCTHIM
reMoJIM3 MPOBOLUPYET AKTUBAIMIO CHUCTEMbI CBEPTHIBAHUS MPEUMYLIECTBEHHO IO
BHEUIHEMY MEXaHH3MY 3a CUET NOCTYIUIEHHS B KPOBOTOK OOJBIIOTO KOJUYECTBA
CTUMYJIITOPOB reMocrasa (TKaHEeBOTO TpoMOOIIaCTUHA u
TpoMmboracTHHOMOJ0OHBIX BemiecTB). Kmmandecku mepBas ¢aza JIBC mpotekaer
OuYeHb BapHabeNbHO: OT OecCUMNTOMHBIX (opM (IPU XPOHUYECKOM HEMACCHBHOM
reMoJIM3€e) J0 MPOsIBICHUNA TPOMOO30B Jt0OON JoKanu3anuu (MH(PapKThl OPraHOB,
MPEXOAIIUe HapyUIEHUs] MO3TOBOIO KpOBOOOpaIieHus, TpoMOO03bl Nepu(epruyecKux
U ME3EHTEPHUAIbHBIX COCYJIOB U T.II., B TSXKEJBIX CIy4asiX — pa3BUTHE MOJUOPTraHHOM
HEJI0CTaTOYHOCTH ).

Ocmpas noueunas He0OCMAMOUHOCHMb MOKET SIBIISITHCS CIIEICTBHEM OCTPOTO
TyOyJISIpHOTO HEKpO3a, KakK pe3yJibTaTa HapylIeHUs] PYHKIIMU TPAHCTIOPTHBIX CUCTEM
KaHanbleB. K mogqo0HOMY COCTOSIHHIO TPUBOAUT T€MOTJIOOMHYpHS, BO3HUKAIOIIAS
py BHyTpUcOCyaAucTOM remonnize. CHUKEeHHas peabcopOlusi KOMIIOHEHTOB Iep-
BUYHOI MOYH, BEJIET K HAPAaCTAHUIO UX KOHIIEHTPALMU B AUCTAIBHBIX OTAENaX Hed-
poHa (Tpexkie BCero HaTpusi), 4YTO HapsAAy ¢ HapylleHueM (yHKIMOHUPOBAHUS MPO-
TUBOTOYHO-MHOXXUTEJIbHOM CUCTEMBI MOYKH, BEAYIEH K MOBBIIMICHUIO TOTEPh BOJBI,
00yCNaBIMBAET aKTUBU3ALMIO TYOYISIPHO-KIyOOUYKOBOTO MEXaHHW3Ma OOpaTHOM CBs-
3u. CyTbh MOCJEAHEr0 3aKJI0YaeTcsd B AKTUBALIMU PEHUH — AHTMOTEH3UH - ajlbJ0CTe-
POHOBOM CHCTEMbI, KOTOpasi OJDKHA MPEelOTBPATUTh HEKOHTPOJIHUPYEMYIO MOTEPIO
AJIEKTPOJIUTOB U BOJIBI 32 CUET CHIDKCHUS (QUIBTPAIIMN U YBETUUYCHHS peadCcopOIi.
B ¢usunonornueckux ycioBusiX AaHHBIA MEXaHU3M SIBJIETCS OCHOBHBIM B MOAJEP-
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KaHUH BOJHO - 3JICKTPOJMTHOTO OajlaHca OpraHu3Ma | aJeKBaTHOW BoeMun. OHa-
KO B CJIOXKHBIIICHCSI TATOJIOTHUECKON CUTYallU €ro peajn3anus IPUBOJUT K HIIEMU-
YeCKOMY MOBPEXKIICHUIO HE(POHA, YTO B KOHEYHOM UTOTE PE3YJIbTUPYET Pa3BUTHEM
OCTpOIi MOYeYHOH HemocTarouHocTH. bonbimM, o cpaBHenuto ¢ Hb, moBpexnaro-
MM JeicTBreM oOmagaer MeTHD, BBI3BIBAIONIMIT HEKPO3 KJIETOK MPOKCUMAIILHOTO
kaHanpna. O6pazoBanue metHb w3 Hb mpu xucneix 3navenuss pH Mouu 3HAUMMO
BO3pACTaET, YTO OOBSCHSIET MOJOKUTEIbHBIE YP(EKTHI ee aNKaIu3aluy IPH BHYTPH-
COCYIUCTOM T€MOJINTHYECKOM Kpm3e. 3akymopka mMeTHD mpocBera mucTtambHBIX OT-
Ie7oB HepoHA HapylIaeT Maccak MOYH, OOyCIIaBHMBas IMOBBIIICHHYIO peabcopO-
o Hb kneTkaMu npoKCHMaNIbHBIX KaHAJIbIIEB, KOTOpask BEJIET K MEPerpy3Ke ux Jin-
30COMAJIBHOM CHCTEMBI H, B KOHEYHOM UTOTe, K HEKpo3y HedporuToB. [Tomumo 310-
r0, MPEISATCTBUE TOKY MOYHM OOYCIaBIMBAET POCT BHYTPUIIOYEYHOTO JABJICHUS, YTO

yCYryOJIsieT uieMruieckoe moBpexaeHne HedpoHa.

TEPAIIUS TEMOJIMTUYECKUX AHEMUI

B xoHcepBaTuBHON Tepanuu ['A MOYHO BBIIEIHTh HECKOJIBKO HAINPABICHUM:
PEXUM U JUeTa, MEPOIPUATHA 10 KYIIMPOBAaHUIO KpU3a, Tepanus BHE KpU3a, B TOM
YUCJIE€ IIaTOrCHETUYeCKas Tepamnwus, JEe4YeHUue OcCioXHeHur. Ilokazanusamu K
TOCHUTAIN3AIMN B CIIELMAIIM3UPOBAHHBIA CTALlMOHAP WJIA OTJAEJICHHE WHTEHCUBHOMU
TEpaNnuu SBISIOTCA: TSHKENBIM MEeMOJIMTHYECKUN KpHU3, IPYrHe BHJbI KpU30B (armia-
CTUYECKUH, BAa300KKIIFO3UOHHBIN, CEKBECTPALMOHHBIN) M Haauuue ocioxeHud ['A
(cunapom JIBC, OITH, xoneuuctut u XXKBb).

Jleuenue I'A ¢ nepuoo kpusa Bcerna MpoBOJUTCA B CTallMOHApE W HaIIpaBlie-
HO, TIPEXKJe BCEro, Ha KyMMPOBaHWE aHEMHUYECKOTO CHHJPOMaA, YCTpaHEeHHE OUIupy-
OMHOBOI MHTOKCUKALIUH, JIECYEHUE U TPO(YUIAKTUKY OCIOKHEHHI.

I[J'I?I KYIIUPOBAHUA OCTPOIro aHCMHYCCKOIO CHUHIAPOMA IMPHUMCHAIOTCA TJIFOKO-

KOPTUKOCTEPOUIHBIC MTpenapaThl, TPaHCPY3UOHHAS Teparusi U OKCUT€HOTEPATHsl.

I nrokokopmukocmepoudsl Ha3HAYAIOTCS KOPOTKUM KYpPCOM MapeHTEpajbHO.
[IpennourutenbHO Mcnosib30BaTh CoMoMeapon B CyTouHOM fo03e 30 MI/Kr (Makcu-
MaJbHO JOIMYCTUMAs 103a 2 T B CyTKU) B Bujie 30-T MUHYTHOW MH(DY3UH B T€UCHUE
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3-X aHEW WM NPEeAHU30J0H B CTAPTOBOM J103€ 2-3 MI/KI B CYTKH B TE€UeHHE 5-7
nHer. B cnydasx remonutHdeckoro kpusa mpu AWI'A MoxeT BOSHUKHYTh HEO00XO-
JTUMOCTH YBEJIMUCHUS JT03bI TPEAHN30JIOHA IO 6-8 MI/KT B CYTKH C IEJIBIO CIIePKUBA-
HUS TIpoliecca remoiin3a. B 3ToM ciydae jedeHue MpOJOJDKAIOT 0 KyHMHUPOBAHUS
KpH3a MoJ KOHTpoJieM KosinuecTBa Rt B kpoBH, mociie 4ero qo3y npeaHu3010Ha MO-
CTENIEHHO CHWXAIOT 10 MUHHUMAJbHOW MOAAEPKUBAIOLICH. [[nmuTenbHOCTs moauep-
YKUBAIONIEH TepANUU ONPEACIICTCS UHAUBUAYIBHO.

Tpancgysuonnas mepanus ipu kpuzax ['A TPOBOIUTCA WCKIIOUUTEIHHO TIO
YKU3HCHHBIM TOKA3aHUSAM. MPU HAJWYUM TSHKEIONM aHEMHUHU C HApYyIIEHUEM TeMOJu-
HaMHUKH WM aHEMUYECKOM KOMBI. ['eMoTpaHChy3MOHHBIMH CpelaMy MOTYT OBITh OT-
MBITBIC SPUTPOIUTHI WK dpuporuTapHas macca 10 mur/kr B cytku. J[ms remoTtpanc-
by3un npu AUT'A onTUMabHBIM SIBJSIETCS MCIOJIB30BAHUE OTMBITBIX SPUTPOILIMTOB
10 WHIWBHIYyAJIbHOMY MOJ00pY (HAa ocHOBaHWMM HempsimMou peakimu KymoOca). [pu
3TOM reMOTpaHC(]y3Husi OCYIIECTBISACTCS OTHOCUTEIHLHO HEOOJBIINM Pa30BbIM 00bE-
MOM Ha (POHE TITFOKOKOPTUKOCTEPOUTHOMN TEpaIuu.

Oxcueenomepanus IPOBOJIUTCS B OOBIYHOM PEXHUME MPHU TAKEIOM TEMOJIUTH-
yeckoM kpuze. [Ipu CKA nokaszana rurnepOapudeckasi OKCUT€HAIUs J1JIs TTOBBIIIICHUS
KOHIICHTPAIIUX KUCJIOPOJa B KPOBH, YTO CIOCOOCTBYET CHIDKCHHUIO CEPIIOBUIHOCTH
SPUTPOLIUTOB.

JI€3MHTOKCUKALIMOHHOE JICYCHUE OCYIICCTBILCTCA NIPUMECHCHHUEM IIPCIIapaToB

I KOHbIOTalMu OminnpyOrHa U MHPY3MOHHBIX pacTBOPOB. [ljs cBA3bIBaHMS OUITHU-
pyOMHA HCIONB3YIOT JIEKaPCTBEHHBIE CPENCTBA, WHAYLHPYIOLIUE TIIIOKYPOHUII-
TpaHcepazHyl0 CHUCTEMYy TeYeHU, U O00JaJarouuX OMIMPyOHHKOHBIOTHPYIOITUM
neiictBueM: GpernobapouTan mo 5 - 10 MI/kr B CyTKH, 3UKCOpUH 5 — 10 MI/KT B CyTKH.
WH(y3uOHHYIO Tepalnuio MPOBOASIT BHYTPUBEHHO KameslbHO 5% pacTBOpOM
riroko3bl, 0,9% pactBopom NaCl (c Buramuaamu B, u Bg, kokapOokcuia3ou, muto-
XpOMOM B TEpaneBTUYECKHUX J033aX Ha MEpUo] Kpusa 1o ero crabummsanuu) 10-15
MII/KT B CyTKH C IEJIbIO BO3MEIIECHUS! 00beMa IUPKYIHUPYIOLIe KpOBH, CBA3BIBAHUS U
HEUTpaIn3alui TOKCUYECKUX IMPOIYKTOB IeMOJIU3a, JIMKBUAALMU alii103a, HopMa-
JU3aIMUA COCYIUCTOrO TOHYCa M YIYYLICHHS PEOJIOTMYECKHX CBOWCTB KpoBu. lIpu

68



BBICOKOM CTENEHH OMWIMpYyOMHOBOW MHTOCHMKAlMM IOKa3aHo HazHaueHue 10% pac-
TBOpa anbOymuHa 10 Mi/kr B cyTKH. [t KOppeKnu MeTaboIMuecKuX HapyIIeHuH 1
npenynpexacHus o0pa3oBaHusl B MOYEYHBIX KaHANBIAX COJSHOKHUCIOTO reMaTHHA B
cocTaB MH(Y3MOHHOHN Tepanuu A00aBisitoT 4% pacTBop HaTpusi OukapOOHaTa BHYT-
puBeHHo. Ha ¢one nn¢y3noHHo# Tepanuu 00s3aTeiaeH KOHTPOIb 32 TUYPE30M.

JleyeHre OCJIOKHEHUM, OCTPO BO3HHUKIIMX M YTPOKAIOIIMX KU3HH, ipu I'A 3a-

BUCHUT OT MX BUJIA.

Tepanus 6a300KKII03UOHHO20 Kpu3d COCTOMT, MPEXKAE BCETO, B aJE€KBATHOM
obecrniedeHnr OOJLHOTO JKHUIKOCTHIO, 00€300JIeBaHNs M YCTPaHEHHUsS MPOBOIUPYIO-
mero kpu3 ¢akropa. JIErkue MpUCTYMBI, KaK MPaBWIO, YCTPAHAIOTCS MPUEMOM
aHAJIBTETUKOB, 0OOJIee THKENBIE TPEOYIOT TOCIUTANN3AIMN ¥ BHYTPUBEHHOW MH(DY3H-
OHHOH Tepanuu. OHAKO MPHU JTUTETFHOM TEUSHUH 3a00JIEBaHUS YaCTO Pa3BUBACTCS
MOpaXeHHe CepJilia, MOAITOMY cieayeT n3deratb 00bEMHOM MEPETPy3KH JKUIKOCTBIO.
YcTaHoBieHO, 4TO (PEHOMEH CEepPHOBHIHOCTH YMEHBIIASTCS MPU TEMOIUIIONUU U
CHIDKCHUW KOHIIEHTpPAIlUM TeMOTJIOONHA B dpuTponutax. [loaToMy, GONTBHBIM peKo-
MEHJIyeTCsl PHEM JIOCTATOYHOTO KOJIHYECTBA KUAKOCTU BHYTPb, & TIPU TSHKEIIOM CO-
CTOSIHUM — BHYTPUBEHHOE BBejeHUe TunotoHnueckoro pactBopa NaCl. B 6oproe ¢
00J1eBBIM CUHIPOMOM 00€300JIMBaHNE HEXKENAaTeIbHO MMPOBOAUTH MpenapaTaMu, CIo-
COOHBIMHU YCWJIHTh TUC(PYHKIHUIO JIETKHX TOCIE TPOMOOTHYECKHX OCIOXHEHUH. B
ATOM cllyyae Ha3Ha4aroT aneToMu(eH, HO MHOTAA MPUXOJUTCS MPUMEHATh KOJIEUH,
(eHOTHA3UHBI U JaXe Mpernaparbl onus. J[is yaydlieHus: peoJorHYecKUX CBOWCTB
KPOBH Ha3HAYAIOTCS HOOTPOITHJI, TPEHTAI UM KCaHTUHBI Ha (poHEe MHPY3UOHHOH Te-
panuu U KOoppekiuu anuao3a. CemaTUBHBIC CPEICTBA MPUMEHSIOTCS C OCTOPOIKHO-
CTBIO, TIOCKOJIbKY TIPH UX TEPEIO3UPOBKE CHIKACTCS NErOYHasi BEHTHIIAUS. B cBs-
3u ¢ 3TEM BceM OonbHBIM CKA, momyyarommm OOJbIIHe 103bI HAPKOTUYECKUX
AHAIBI€TUKOB, HEOOXOIUM MOHUTOPHHT KPOBOOOPAIICHHUS, JIbIXaHUS U HACBHIIICHUS
Hb xuciopogom.

Ceksecmpayuonmsiti Kpu3 TPOSBISETCS OBICTPHIM Pa3BUTHEM IIOKA, TIOITOMY
HEO0OXOMMO HEMEIJIEHHOE BOCIOJHEHHE 00beMa LHUPKYIUPYIOIIeH KPOBH U Jieue-
HUE OCTPOTO aHEeMUYECKOro cuHApoma. [ToCKOIbKY pUCK peluanBa KpHu3a U JIeTajb-
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HOCTb INPU 3TOM OCJIO)KHEHHH BBICOKHE, TOCJIE€ TEUEHUS THKEIBIX KPU30B HEPEIKO
POBOJAT CIUIEHAIKTOMUIO. [Ipu MeHee TskEnbIx Kpu3ax (JI€rkas aHemusl, CIiJIeHOMe-
rajaus, HOpMaJbHas TeMOJUaMHUKa) HCIONb3YIOT BBIKHAATEIbHYIO TaKTUKY. UTOOBI
OTCPOYUTH CIUICHIKTOMUIO, HA3HAYAIOT TTOCTOSIHHBIE MEPETMBAHUS SPUTPOLIUTOB.

Ocmpas noueunass HeOOCMAMOYHOCH TIPU BHYTPUCOCYAMCTOM T'€MOJIHU3E
JIOJDKHA TPO(UIAKTUPOBATECS MEPONPUATUSAMHU, CYTh KOTOPBIX CBOAMTCA K
aJIeKBaTHOM TUIpaTallMi TMalMeHTa W ajkaiu3auuu mMoud. MHby3uoHHas Tepamnus
g npodpmnaktuku OITH HampaBnena Ha yBenwueHue auypesa JUisi oOecredeHus
MEXaHUYECKOTO BBIMBIBAHUSI T€MOIJIO0MHA M METreMorjoOMHa U3 TPOCBETa
kaHanblieB. Ee mpoBeneHue crnocoOCTBYET CHUKEHHUIO PUCKA HUX OOTypaluH, 4YTO
MPEMSITCTBYET BO3HUKHOBEHHIO OOCTPYKTHBHOM HE(PpONaTHH C MOCIETYIOIMNUM
UIIEMUYECKUM MOBpeXaeHueM HeppoHa. [lomMuMo 3TOro, yCKOpeHHasi 3KCKpenus
MPOAYKTOB T'€MOJHM3a MPEMATCTBYET Pa3BUTHIO OCTPOrO TYOYJISIPHOTO HEKpO3a 3a
CYET CHIDKEHMS Ux peadbcopOimu. OO o0beM MH(Y3MOHHOM Tepanuu JOJKEH
KaKk MUHUMYM BJBOE IMPEBBIIATh CYTOYHYIO (U3HOJOTUYECKYIO MOTPEOHOCTh B
JKHIKOCTH C IO MOBBIIICHHS AHype3a 6otee 100 miu/m*/gac (y geteil ¢ BECOM 10
10 kr Goxee 3 mu/kr/dac) m cocrasisier 3 J/MY/cyr (y mereii ¢ Becom 10 10 kr He
meHee 200 mi/kr/cyt). OTHOcHUTenbHas IUJIOTHOCTh KOHEYHOM MOYM MPHU STOM
JOJDKHA MPUOIMKATHCS K TUIOTHOCTU nepBuYHON MouH (<1010r/1), uto mocturaercs
Ha3HayeHWeM OocMOoTHYeckux (MaHHUTOJ;, 0,5-1 T/Kr/CcyT) W/miM MeTIeBbIX (JTa3UKC;
1-2 mr/kr Ha BBeneHHE) auypeTukoB. llpenmourwrensHON WH(Y3HMOHHOW cpemon
apisiercst 0,25% NaCl u 5% rmtoko3a (B cooTHomenuu 1:1) B KoTopyto 100aBIIsSIOT
40-60 mmons NaHCOj; (uto skBuBaneHTHO 40-60 M 8,4% pactBopa NaHCO3) s
aJIKAJIM3AIMA MOYH C IIEJIBIO TOCTIKEHUS 1eneBbiX 3Hadenuii Ph (7,0-7,5). ITpu npo-
rpeccupoBanuu OITH nokazaHo npoBeeHuE reMoIMann3a.

Yenex mepanuu cunopoma /[BC 3aBUCUT OT aJleKBaTHOIO U CBOEBPEMEHHO
HAYaToro JICYEHUs! KpU3a, MOCKOJIbKY 0€3 aKTUBHOTO M paHO HA4aTOro 3THOTPOIHOIO
JICYCHUS] HEBO3MOXKHO  pAacCUUThIBATH Ha  OJIArONPUATHBIA ~ HMCXOJ  ATOTO
narosiorndyeckoro npouecca. OcHoBy naroreHermdeckoro Jyeuenus JIBC cunapoma
cocTaBJsieT MH(Y3MOHHO-TpAaHC(PY3HMOHHAS Tepanusi, BKIIOYAIONas 3aMECTUTEIbHOE
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JIEYEHUE aHTUKOATYJISIHTAMH, BOCCTAHOBJIEHUE HOPMAJbHOW PETYJISILUU IPOLECCOB
reMocTa3a U réMOJAMHAaMUKH. {751 BOCCTAHOBJIEHUSI aHTUKOATyJIIHTHON aKTUBHOCTH
KpPOBHU NPUMEHSETCS TeMapuH B OTHOCUTENbHO HM3KUX n03ax (5-10 ME/kr maccel
Tela B Yac) HENPEpPbIBHOM BHYTPUBEHHOM HMH(Y3MEW WU HU3KOMOJIEKYJISIPHBIE
refnapyuHbl MOAKOXKHO. C LeNIbI0 yeTpaHeHus 0J10Ka bl MUKPOLUPKYJISITOPHOTO pycia,
MOBBIIICHHUS] PE3UCTEHTHOCTH KalWUIAPO M BOCCTAHOBJIEHUS IMPOHULAEMOCTH
COCYAMCTOM CTEHKM HA3HA4yalOTCs CIAa3MOJUTHUKU (3y(QWIUIMH, KCaHTHHOJIA
HUKOTHHAT (KOMIUIAMHMH, TEOHHMKOJ), TEHTOKCU(UIUINH), 0-aJpeHOOIOKATOPHI
(muppokcaH, (heHTOoIaMUH, CEPMHOH), Jie3arperaHThbl (munupuaamMo,
NEeHTOKCU(DUIIIMH), TOTaMUH, aHTUONPOTEKTOPHI (AU(UHOH, TPOKCEBa3WH, aHTMHUH,
MIPEAHU30JI0H). Bo3MelieHne HenocTaTka KOMIIOHEHTOB — CBEPTHIBAKOIIECH H
AHTUKOATYJITHTHOM CHCTEM, BBEJIEHME B KPOBOTOK €CTECTBEHHBIX AHTHUIPOTEA3 U
(akTOpOB, BOCCTAHABJIMBAIOIIMX AHTHUATPETAIIMOHHYI0 AaKTHUBHOCTh KpPOBH U
TPOMOOPEZUCTEHTHOCTh SHAOTEIMS OCYLIECTBIAETCA UHPY3USAMU reapUHU3HPOBaH-
HOM CBEXe3aMOPOKEHHOM 1a3Mbl CTPYHHO OT 10-15 MII/KT B CYTKH.

[Ipu omexe 201061020 MO32a TOKa3aHa JErUMApPATAlMOHHAs TE€panus: OrpaHU-
YeHue BOJHOM HaArpysku 10 2/3 oT Bo3pacTHbIX norpedHocrteit, 10 % mannuTon 0,5
/KT Macchl Tena Kaxapie 12 dacoB, na3ukce 1-2 MI/Kr B cyTKu B 2 — 3 mipuema, Jaua-
Kap0

PazButue ocmpoii cepoeuno - cocyoucmoii HedoocmamouHocmu TpeOyeT Mpu-
MEHEHUS] OKCUTE€HOTepanuu, KapauoTpopuueckoi Tepanuu: 10 % pacTBOp IIIIOKO3bI
10 Mr/kr maccel Tena ¢ MHCYJIuHOM (lex uHcynuHa Ha 50 mul pacTBOpa ¢ NaHAHTH-
HOM W KOKapOokcwmsio3oi 20 MI/KI Macchl Tella); OrpaHUYeHHEe MH(Y3UOHHOTO U
IIUTBEBOIO PEXUMa C LEJIbI0 YCTPAaHEHUS TMIEPBOJEMHH M OTEKOB; J€3arpEraHThl
(kypaHTHI 4 - 6 MI/KT B CyTKH, IEHTOKCUPMLINH 10-15 MI/KT B CyTKH), CepcUHbIC
TJIMKO3UbI, KAPJUOTPOTEKTOPBI.

Jleuenue I'A éne kpu3a 3aBucuT OT BUAA I'A U CKIIafbIBETCA U3 OpPraHU3ALNN
ONTUMAJIBHOTO PEXUMA, MUTAHUS U MEIUKAMEHTO3HOM Tepariuu.

[Tarimentam ¢ I'A moKa3aH OXPAaHUTETBHBIN O06UCAMENbHBIU PEHCUM: 3AHITHUS
¢bu3KynbpTYpoil B cnenuanbHoi rpynmne, JIOK, orpannuenue Qpuanyeckux Harpysok,
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J0CTaTOYHOE MPeObIBAHKE HAa CBEKEM BO3/yXE C LEIbI0 MPEeyNpeKIeHUS TUIIOKCUH
TKaHEl W YCUJICHUS T'eMOJIM3a, MPOTHUBOMOKA3aHbl PE3KUE JBUKEHUS U HOIICHHUE
TSOKECTEH, IepeoxiaxacHue. He peKoMeHIyroTcs pe3KHe NepeMEHbl KIuMara,
UHCOJISIIUS, (PU3HOIIPOLIETYPHI.

Jluemuueckoe numanue npu I'’A OCyIIECTBIISIETCS COIIACHO IEYEHOYHOI'O CTO-
ga Ne 5. MHckmoudaloTcs CUJIbHBIE CTUMYJSITOPBI  CEKpELMH IKellylKa H
MO/KENTyIOYHOM  JKeJie3bl  (SKCTPAaKTHBHBIE  BEIIECTBA, MPOAYKTHI, Oorartele
3$UpPHBIMU MacjlaMH), TYTOIUIaBKUE KHUPBI, >KapeHble OJroAa, MpPOAYKThI, Oorarbie
XO0JIeCTepUHOM, mypuHamMu. [loBbilieHHOEe mOTpeOieHne oBowed U (GPYKTOB
CIOCOOCTBYET YCWJICHHIO KEITYETOHHOTO MACHCTBHSI JPYTMX MHIIEBBIX BEIIECTB,
NEePUCTATIBTUKU KUIICUHUKA, 00€CIIeYBACT MAKCUMAJIbHOE BBIBEJICHUE XOJIECTEPUHA.
[Ipu nedummre axtuBHOCTH [-6-DJ] crieayer HUCKIIOUUTH MPUEM HEKOTOPBIX
JIeKapCTBEHHBIX IpenapaToB: Cyib(haHUIaMU/IOB, JI€BOMHUILIETHHA,
AlETWICAIMIUIOBOM  KUCJIOTHI,  aCKOPOMHOBOM  KHCJIOTHI, BUTamMuHa K,
HUTPO(YpaHOB, METHIIEHOBOTO CHMHEr0. Tak € UCKIIOUUTh YHOTPEOJIeHHEe KOHCKUX
06000B, romyOuku, dyepHuku. I[Ipu CKA WHCKIIOYUTH TMOJETHI HA CaMmoJieTax,
MO/IBOJIHOE TUIABaHUE.

Meouxamenmosnas mepnus, NpOBOANMAs BHE KpU3a, HAIPABIEHA HA NPEIOT-
BpallleHuEe TeMOJIUTUYECKUX KPU30B U JICUEHUE XPOHUYECKUX OCIOKHEeHUH ["A:
- ButamuHotepanus (ButamuH E 10-20 mr/kr B cytku, Butamud A 5-10 Mr/kr B cy-
TKH, BUTaMuHbI B, Bs, Bg, B., By, B1s B mpodmmaktudecknx go3ax) kypcamu mno 14 -
20 muedi 3 - 4 pasza B rojJi Kak MEMOPaHOCTAOMIIM3UPYIOIIEE U YIyUllaloliee KIeTou-
HBII METa0OJIN3M JICUCHHE.
- TEMaToOMpPOTEKTOPHI U KeTYeroHHasi Tepanus (ypcocaH, remnaTiil, TenTpall, MUCK-
JIEPOH, XOJieCTUpaMUH, ¢uToTepanus (MeYeHOUHbI COOp) W IIETOYHBIC JeTra3upo-
BaHHbIE MUHEPAJIbHBIE BOJIbI).
- (onmenas kuciota 1-5 mr/cytku npu Hapactanuu MCV.
- necdepan 25-50 mr/ Kr B CYTKH IpH MEperpy3Ke opraHu3zMa keyie3oM (YpOBEHb

CBIBOpOTOUHOTO peppuTHHA O0Jee 1500 Hr/ mr).
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- IporpamMMHas reMOTpaHC(py3HMOHHAsl Teparnus MNPOBOAMUTCS, KakK IPaBUIIO, MpU
CKA u tanaccemusix. [Ipu CKA mnaHoBas reMoTpaHcy3UOHHAs Tepanus MoKa3aHa
JUIA YBEITUYECHUS TPAHCHOPTHOM (YHKIMM KpPOBU 0O€3 BBIPAKEHHOTO CHUKECHUS
ypoBHs HbS u nipu TsxenoM 6071€BOM Kpu3e, MOATOTOBKE K MOJIOCTHOM olepaiuu,
TpoM0Oo03ax, apTepuaIbHOM THIOKCeMHUH, pedpakTtepHoM mnpuanuszMme. [locTosHHbIe
MEPEIUBAHUSL SPUPOLIUTOB MPOBOJAT JJIsl YMEHBIICHHUS MPOMOPLUUHA CEPIIOBUAHBIX
KJIETOK y mMalueHTa. OTU TeMOoTpaHC(y3Uuh MOTrYT OBITh MPOCTBIE C IIEJIBIO
YMEHBIIICHUE KOJIMYECTBAa KIETOK, coaepxkamux HbS, menee 35 % (B cpemnem
KaXble 3-4 HeJenn) U 3aMeHHbIe (0OMEHHBIC) ¢ [eIbI0 HopManu3anus ypoBas HbA
u Ht. 3amennble reMmoTpaHcdy3un 3pUTPOLUTOB OBICTPO HOpMaATHU3YIOT Ht 1 ypoBeHb
HbS, wux mpoBomaT 1O JKH3HEHHBIM ToOKazaHusM.Tak ke mporpaMMHas
reMoTpaHc(py3MoHHas Teparus MPOBOAMUTCS MNPU TaJaCCEMUU ISl TOIJEP KAHMS
HOPMAJIbHOIO aKTUBHOTO 00Opa3a >KU3HU OOJIbHOTO, aJ€KBaTHOTO PAa3BUTHUS U POCTa
pebeHKa, TOJaBJIIEHUS  COOCTBEHHOTO  MATOJIOTMYECKOTO  3PUTPOIOd3a W,
COOTBETCTBEHHO, YMEHBILIEHUSI MPOTrPECCUPYIOIIEH TUIEPIUIa3ud KOCTHOTO MO3ra,
IIPH BOJISIIIECH K BOSHUKHOBCHHUIO BBIPAXKECHHOH CINICHOMETaIMU U Je(DEKTOB KOCTHOM
TKaHH.

- Moaudukamms Mojekys naronorudeckoro HbS ocymectisiercs npu CKA mpu-
MEHEHHEM IraHaTa HaTpusi BHYTpb 10-25 MI/KT B CYTKH C 1IEJIbI0 KapOOMETHIIMPOBA-
HUS BaJlMHA C pa3pbIBOM Trupo(oOHbIX ero cBs3ei win actimpuna 0,5-1 Mr/kr B cy-
TKH C 1eJbi0 arieTrnpoBanus HDS, ymenbienns o6pasoBanus ruapoGoOHbBIX CBs-
3eit u npenunurtauu HLS.

- (¢apmakosornyeckoe HHAyuupoBanue cuHTe3a HDOF npu remoriioOMHONATHIX
UMEET CBOEU IENIbI0 CMSTYCHHE KIMHUYECKUX MPOSBICHHUN 3a00JIeBaHMS, TaK Kak
npu CKA yposens HbF > 10 % oOecneunBaer 3amurty ot uHcynbtoB, HbF > 20 %
MPEMSITCTBYET Pa3BUTHIO OOJIEBBIX KPU30B U OClIOKHEHUH. [lpu TamacceMusix BbICO-
kuil ypoBenb HbF ynydmaer remorno6unuzanuio Er 3a cuer oOpazoBanus terpame-
POB, HE MOABEPralOIIUXCs MOJUMEPU3AIMY U HE BBI3BIBAIOIINX 00pa3oBaHKE MUIIE-
HEBHJIHBIX KJIETOK. C 3TOM IUIbIO0 B HACTOSILEE BPEMS MCIOJIB3YETCS TMAPOKCHUMOYE-
BHUHA, KOTOpasi IEUCTBYET B S-(a3zy KIETOYHOTO IUKJIA, UHTUOMPYET BBIPAOOTKY pH-
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oonykieo3uapochoHaTpe1yKTas3bl, YTO CHHXKAET CIIOCOOHOCTh KJIETOK K JICJICHUIO.
I'mapokcuMoUeBrHA Ha3HAYaeTCS B CTAPTOBOM J103€ 15 MI/KI B CYyTKH C JajJbHEH-
[ITUM TIOCTETICHHBIM yBenndeHueM 10 30-35 MI/Kr B CyTKH MOJI KOHTPOJIEM IOKa3aTe-
Jei obiiero aHaiau3a KpBU 1 pa3 B 2 Hemenu u dnnekTpodopeza Hb 2 pasa B mecs.
[Toka3zaHuMu K Ha3HaA4YEHHIO THApOKcMMOoYeBUHBI pu CKA sBIsleTcs yacToTa Bazo-
OKKJIIO3MOHHBIX KpHU30B Oojiee 3-X B roji, MOpakeHHE COCYIOB TOJIOBHOTO MO3ra ¢
AJUTIOMMMYHU3alKUEN, PEUUAUBUPYIOIIMN OCTPBHIM TOPAKaJIbHBIM CUHAPOM, XPOHUYE-
CKue Tpo(UyecKue S3Bbl, MOBTOPHBIE SMU30/bI IPHANN3Ma, A0COIIOTHOE KOJIUYECTBO
petukysonutoB 6osee 150 %o.

- TJIIOKOKOPTUKOCTEPOUbI Kak TuiaHOBas Teparusi npumenstorcs npu AUILA, nHa-
3HAYAETCS MPEJHU3O0IOH 2-5 MI/KT B CYTKH 70 HOpManu3aimu ypoBHs HD, Rt u Ou-
nupyOuHa, HO He MeHee Mecsta. DhdeKT npospiseTcs Tojabko yepes 7-10 queit. Ec-
nu conepxanue Hb HopManu3yercs, peTUKYJIOMUTO3 OCTACTCSl BBICOKHM IIPH MOJIO-
xKuTeNnbHOU npobe KymOca, To ToBopsAT 0 KOMIIEHCHUpOBAaHHOM remonuse. [lomHbiM
OTBETOM CUYHUTAETCS HOpMayM3anusi KoHeHtpamuu HD u konuuectBa Rt, a mosmHoi
pemMuccuen cuuTaeTcs emie U orpunarenbHas mpoda KymoOca. Tlocme Hopmanuzarum
Hb u Rt, coxpansromuxcst 2 Heenu, MOKHO HAYMHATH CHIDKCHHE JI03bI TIPEIHHU30-
nona. Jlo 25-35 Mr/cyTKu 103y CHIKAIOT OBICTPO - 110 5 Mr B 3 s 10 15 Mmr, 3atem
2,5 Mr B HEZIeIIO MO KOHTPOJIEM 0011lero aHaian3a KpoBu. Ecinu B TeueHue 2-x mecs-
LIEB JICUECHUS NPEIHU30JI0HOM B J103€ 2 MI/KI HE JOCTUTHYTO HOPMAJIM3ALMU YPOBHS
Hb u Rt wiam ecnu pemuccus 3a00j1€BaHUs 3aBUCHT OT HEIOMYCTHMO BBICOKHX JI03
IPEIHU30JI0HA, HEOOXOIUMO PACCMOTPETh BOMPOC 00 aIbTEPHATUBHOM JICYEHHUH, KO-
TOPOE COCTABJISIOT UMMYHOCYIIPECCAHThI (LIUKJIOCIIOPUH A Y LIMTOCTATUKH), BHYTPH-
BEHHBIM KIMMYHOTJIOOYJIMH, pUTYKCHUMAO.

- anprepHaTuBHas Tepanus AWIA: mukinocrnopun A (caHAUMMYH, Heopai) B Ha-
YaJIbHOM J103€ 5 MI/KT B CYTKH C KOPPEKIMEHl 103bl B 3aBUCUMOCTH OT YPOBHS LMK~
JIOCTIOPMHA B CBIBOPOTKE KPOBH; IIMTOCTATHYCCKHE WMMYHOJEHpPECcCaHThl (a3aTHO-
npuH, nukiopochamua, Tuaryanut, 6-MP, xigopamOy1iui, BUHKPUCTUH, HUKIOhOC-
(damu); BHYTPUBEHHBI MMMYHOTJIOOYIMH B 03¢ 3-5 T/Kr 3QdexTuBeH y nereid
PaHHETo BO3pacTa ¢ MOCTUH(EKIIMOHHOM, mocTBakimHanbHo AVI'A ¢ HemoJHbIMU
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TEIJIOBBIMM arrfifoOTHHUHAMU, puTyKcuMad (MalTtepa) — MOHOKJIOHAJIbHBIE aHTUTENA
K perenropy CD 20 - npumensiercs nipu HeadpexkruBHocTH Jieuenuss AUT'A riroko-
KOPTUKOUJAMU, IIUTOCTaTUKaMu W uHTepdepoHoMm. Kypc Tepammm puTykcumMadom
COCTOMT U3 4-X BBEJICHUH B pa3oBou n03e 375 mr/ M2 1 pa3 B Henenmo. [lapamnensHo
C KypcoM pHUTYKCMMaba PEKOMEHIIETCS MPUMEHATH TIFOKOKOPTHUKOUIBI, ITUKIO(POC-
(haMu1, BEICOKHE 1036l UMMYHOTJIOOYJIHA BHYTPUBEHHO.

Xupypruueckue meroabl Tepanud I'A mpencTaBieHbl CIUICHIKTOMHUEH U
TpPaHCIUIaHTAIIMEN TeMONI03THYECKUX CTBOJOBBIX KIETOK (TT'CK).

CIUIEHPKTOMUS IMPOKO NPUMEHSETCS MPU JedeHuu ['A npu CMEelaHHOu JIo-
KaJIM3alMy TeMOJIN3a WM MPEUMYIIECTBEHHO BHYTPHKIIETOYHOM reMojiu3e (rmokasa-
HUSIMU SIBJISIFOTCSI YaCThI€ TSKEIIbIE TEMOJIMTUYECKUE KPU3bl, PA3BUTUE TUIEPCILIe-
Hu3Mma). [Ipu ['A, nmpoTekaromux ¢ BHyTPUCOCYAUCTHIM TeMOJIM30M (Hampumep, dep-
MEHTOTIATHH), CIUICHAKTOMHSI HEdPPEKTHUBHA. DTO OCHOBHOW METOJl TEparuu TPH
HC, nocne crieH?KTOMUM pe3KOo yIIydIllaeTcs TeueHre 3a001eBaHusl, YTO MPOSBISAET-
Csl OTCYTCTBHEM KiIMHUYecKuX npossieHuit HC, xoTs cdeponntos u CHMKEHUE Oc-
MOTHYECKON pe3ucTeHTHOCTH Er coxpanstorcsa. Crutenskromuro npu HC cienyer
MIPOBOAUTH B IUIAHOBOM MOPSAJKE U B MEPUOJ KOMIIEHCAMU remoins3a. OnTuMals-
HBIM cuMTaeTcsi Bo3pact 5-10 neT, oJHaKo, M0 MOKA3aHUSIM MPU TAKEIOM IeMOJIUTHU-
YECKOM IPOIIECCE CTUICHIKTOMHMSI MOYKET BBITIOJIHATHCS B JTIOOOM Bo3pacTe. B cBsizu ¢
BBICOKMM PHUCKOM Pa3BUTUSI MH(EKIIMOHHBIX OCJIOKHEHUN Mepe]l onepalyei mpoBo-
AT AMMYHHU3ALMIO MMOJMBAJIEHTHOW MHEBMOKOKKOBOM BaKIIMHOW, MEHUHTOKOKKOBOM
1 reMO(UITIOCHOM, a TIOCJIe Ollepaliy B TE€YEHUE JIBYX JIET Ha3HA4YaeTcsl OMIUILINHO-
npo@uiiakTuka (OMUUIUIMH 5 - exXeMecsyHO). AOCOIIOTHBIMU MOKa3aHUSIMH K CILJie-
HokToMuu 1ipu HC sSBAsIIOTCS yacThle, TSKENble TEMOJIUTUYECKUE KPU3bl UJIN Tepe-
HECEHHBIN arylacTU4ecKuil Kpu3, pazsutue KKb, BelpakeHHBI TOCTOSTHHBIN AaHEMU-
YECKHUI CUHIPOM U CUHAPOM TUIIEPCILICHU3MA.

[Ipnu CKA mnoka3zaHusiMH K CIUIEHDKTOMMH CIIYXaT ITOBTOPHBIE CEKBECTpaLU-
OHHBIC KPU3bI WM TUIEPCIIEHU3M, MIPU TAJIACCEMUSIX - MMPOTPECCUPYIOIIee yBEIuYe-
HUE pa3MepoB celie3eHKH (8 cMm u Ooree n3-moj pedbepHoil AyTu) C pa3BUTUEM THUIIEP-
CIUJIEHM3Ma, YBEJIWYUBAIOIIAsACSI MOTPEOHOCTh B reMoTpaHcy3usx Oosiee yem Ha S50
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% OT nepBOHAYAILHOTO YPOBHS B TeUeHUE 6 MecsleB (MOTpeOHOCTh B TeMoTpaHcdy-
3usix B 00beMe Oosiee 250 MII/KT B T€YEHHE TOJ]a MOKET CBUAECTEILCTBOBATh O TUIIEP-
CIUICHU3ME U OBITh APTYMEHTOM B TOJIB3Y CIUICHIKTOMHU).

[Ipu AUT'A ¢ TenjaoBbIMH aHTUTEIAMU CIUIEHIKTOMHMS MMOKa3aHa B CIy4yae OT-
cyrctBust 3pdexra oT amurenbHOU (Oosee 8 MecsIeB) TITFOKOKOPTHKOCTEPOHTHOU
Tepanuu. DKCTPEHHBIMH MOKA3aHUSMHU K CIUIEHAKTOMUM Npu AMI'A City)XKUT TsixKe-
JIbIA HEKYIIUPYEMBbIM T€MOJIMTUYECKUNA KPU3 C YIPO30W JUIS KWU3HU nauueHra. [lpu
AUNT'A ¢ X05I010BBIMH aHTUTENAMHU CIUICHIKTOMHUS Hedd(deKTUBHA, Tak Kak Er smu-
MUHHUPYIOTCSI B OCHOBHOM B II€YEHHU, a HE B CEJIE3EHKE.

Kak anbpTepHaTuBa CIUIEHPKTOMHUHU, OCOOEHHO JETSIM paHHEW BO3PACTHOM
IPyINIbl PEKOMEHIYTCSI PEHTIE€HOHI0BACKYJISIPHAS OKKJIFO3USI COCYJIOB CEJIE3EHKH.

AJnioreHHasi TpaHCIUIAHTAlUSI TEMONIO3TUYECKUX CTBOJIOBBIX KJIETOK SIBISIETCS
METOJIOM PaJuKaJIbHOU Tepanuu npu Tajaccemusx. [1o manupiM nurepatypsl 3¢ dek-
tuBHOCTH ajuioreHHo TT'CK mipu Tanaccemun nocturaet 90 % u Haubosee ycneniHa
y MALUKUEHTOB J0 3-X JIET, HE MOJy4YaBIIMX MACCUBHYIO TPAHC(PY3MOHHYIO TEPANUIO U
HE UMEIOIIUX BRIPAXKEHHBIX ocioxHeHul 3a0oneBanus. [Ipu CKA amnorennas TI'CK
MOXXET MPHUBECTH K CTAOMJIM3AI[MM COCTOSIHUS TMAalMEHTa, MOKAa3aHUAMM IJISI 3TOrO
METO/Ia TEepaluu CIIyKaT BO3pacT A0 16 JeT, MHCYIbT, pEeUUIUBUPYIOUIUI OCTPBIH
TOpaKaJbHBIA CUHAPOM, OulaTepaibHas npoiaudepaTiBHas PETUHONATHS, OCTEOHEK-
PO3 HECKOJIbKUX CYCTaBOB, XPOHMUYECKHI MpUANU3M, NOTPEOHOCTh B MOCTOSIHHBIX

reMoTpaHcy3usx.

JAUCITAHCEPHOE HABJIIOJIEHUE
IHNPU TEMOJUTUYECKUX AHEMUSAX
JucnancepHoe HaOIOICHHUE 3a IEThbMU C HACJIEICTBEHHBIMU ['A oCyIecTBIIs-
€TCsl TEMATOJIOTOM M TIeANaTpoM 10 18 —neTHero Bo3pacta, ¢ mpuoopeTeHHbIMH ['A -
reMarojoroM H TeAUaTpoM B TEUEHHE S5 JIeT MO0 JOCTWXKEHHH KJIMHUKO-
reMarojoruueckoi pemuccuu. Ilocne crieHIKTOMUN peOSHOK CHUMAETCs ¢ AUCIaH-

CEpPHOTO ydeTa y reMaroJjora uepes 2 roja.
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KPATHOCTbh KOHTPOJISI OCHOBHBIX KJIMHUKO — JIABOPATOPHBIX IIOKA3ATEJIEN

Cpoxku Ha- reMo- | obm. aHanu3 | b/x ananu3 | Koncynpranuu ys3- Z(?IZI 6;?}%{1211:
GmomeHus | I'pamMma MO4HU KpOBH KHX CHCLHATUCTOB | o’ o o
Becsp nepuo 1 paz B 6 me-
pHOI 1 pa3 B 3 mecsna P
HaOJII0IEHUS CAILIEB

remMorpamMma (C OmpenesieHneM KOJIMYEeCTBa PETUKYIOIHUTOB, MOP(OIOTHUECKON
XapaKTePUCTUKU SPUTPOIIUTOB);

OmoxuMHUYeCKuii aHanu3 KpoBu (Ounmupyoun u ero ¢paxuum, JIAL, AJIT, ACT,
I®, yI'T, rantornobun, obmuit 6emok, mporenHorpamma, CD);

Y31 opraHoB OpIOIIHON IMOJOCTH C MCCJIEIOBAaHUEM COKPATUTEIBHON (DYHKIIHUU
KETYHOTO ITy3bIpPS;

CEpOJIOTUYECKOE HCCIICIOBAHUE HA BUPYCHI I'E€PIEC TPYIIbI, BUPYCHl T'€NATUTOB,
reJIbMUHTBI BECh Nepuo/1 HaOmtoaeHus 1 pas B rog;

KOHCYJIBTAIIMH Y3KUX CIECIHUAIMCTOB (TaCTPOIHTEPOJIOTa, MHPEKIIMOHUCTA, HEBPO-
Jora, OTOJIAPUHTOJI0Ta, OPTATHMOJIOTA, SHIOKPUHOJIOTA U JIp.) MHANBUIYAITHEHO B
3aBUCUMOCTH OT HAJIMYHUS COMYTCTBYIOIIMX 3a00JICBAHUN U OCIIOKHEHUH;

CaHaIMs 09aroB XpOHUYECKON MH(EKIIHH;

Tepanus U NpoQUiIaKTHKaA OCI0KHEHHI;

KYPCBI )KEJITYETOHHOM TEpanuu;

MIPOTUBOIIOKA3aHbI TPOPMITAKTUIECKUE MPUBUBKH TP UMMYHHBIX ['A U B miepuon
710 3-X MecsIIeB MOCJe Kpu3a MpH HACIEeICTBEHHBIX ['A;

MIPU TaJTACCEMUU JOTOTHUTEIBHO 00s3aTeIbHAS KOHCYIbTAIMS OTOJAPUHTOJIOTA C
POBEJICHUEM ayJuoMeTpuu U odranbpmosiora 1 pa3 B roji, peHTreHorpadus opra-
HOB TPYJHOM ToyiocTu 1 pa3 B roji, KOHTPOJIb YPOBHS MOJIOBBIX TOPOMOHOB B ChI-
BOpOTKe KpoBH 1 pa3 B 2 roga aetsam crapiie 10 jgeT, mpu HeoOXOIUMOCTH — KOH-
CyJIbTAIUs SHJIOKPUHOJIOTA, JIJIsi MPOGUIAKTUKH OCTEONOpO3a Ha3HAYEHUE TMperna-
paToB Kaiblus ¢ BATAaMUHOM D;

MPOBEJICHUE MEAUKO-TEHETUYECKOT0 KOHCYJIBTUPOBAHUS MO BOMPOCAM ILIAHUPO-
BaHUS CEMbU U MpPEHATAIbHON JUATHOCTUKHU TSKEIbIX (JOPM HACEeACTBEHHBIX ['A

B paHHUE CPOKH OEPEMEHHOCTH.
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