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IF'EMOJIUTUYECKASA AHEMUSA

Annomayusn: I'emorumuueckas anemusi - 3mMo KIACC AHeMUl, KOMOPbLU
8bI36AH PA3PYUEHUEM dPUMPOYUNOE, NOBLIUUEHHBIM KAMabOIUZMOM 2eMO2TN00UHA,
CHUDICEHUEM YPOBHS 2eMO02NI00UHA U 2unepakmusayuell Kpacho2o KOCMHO20 MO32d.
B oannoti cmamve paccmampuaromest oyeHKka u ieyeHue 2emMoIumuieckol anemuu
U NOOYEPKUBAEMCSL POTIb MHOCONPOGDHECCUOHATLHOU KOMAHObL 8 OYeHKe U JleueHUU
nAyueHmo8 ¢ OAHHOL NAMoJ02Uell.

3aoayqu:

1) Paccmompems munvt 4 npuduHbl 2eMOJUMUYECKOU AHEeMUU

2) Onucamo munuynvle 2UCMONI02UYECKUE HAXOOKU 8 MA3Ke KPOBU, KOMOopble

Mocym nomous 6 OUACHOCIUKE 2eMOIUMUYECKOL AHEeMUL.
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3) Onucamo 8ApPUAHNbL J1€HeHU OJ151 HECKONbKUX U008 2eMOIUMUYECKUX
aHeMul.

4) Obvschumb 8aHCHOCMb MUAMENbHOU OYEHKU MHO2ONPODeCcCUOHATbHOU
KOMAHOOU OJis YiayduleHus OUACHOCMUKU U TeYeHUS 2eMOJIUMUYECKUX AHEMUL.

Knrouesvie cnoea: [emonumuueckas aHemMuA, 2€M02ﬂ06uH, pumpouyum,
2eM02ﬂ06uH0namuu, qbepMeHmonamuu, M€M6paH0namuu, maJjiaccemu.

Annotation: Hemolytic anemia is a class of anemia that is caused by the
destruction of red blood cells, increased hemoglobin catabolism, decreased levels
of hemoglobin, and an increase in efforts of bone marrow to regenerate products.
This activity reviews the evaluation and treatment of hemolytic anemia and
highlights the role of an interprofessional team in evaluating and treating patients
with this condition.

Obijectives:

1) Review the types and causes of hemolytic anemia

2) Describe the typical histological findings on blood smear that can aid in
diagnosis of the type of hemolytic anemia.

3) Outline the management options available for several categories of
hemolytic anemia.

4) Explain the importance of a thorough evaluation by the interprofessional
team to improve the diagnosis and treatment of hemolytic anemias.

Key words: Hemolytic anemia, hemoglobin, red blood cells,

hemoglobinopathies, enzymtopathies, membranopathies, thalassemia.

Beenenue

AHeMusl - 3TO CHIDKEHHE YPOBHS T€MOTJIO0WHA TI0 CPABHEHUIO C UCXOTHBIM
YPOBHEM; OJIHAKO JIJIsi TIOCTAHOBKM JIMAarHO3a YacCTO HCTOJB3YIOTCS peepeHCHbBIC
IPAaHUIIBI, 3aBUCSIINE OT MOJIa U Pachl, YTO HAXOJAUT MPUMEHEHHUE B Cydae, ecliv

UCXOJIHBIN YpOBEHBb TemMorjoOrnHa HensBecTeH. CoriiacHo kputepusm BcemupHoit
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opranuzanuu 31paBooxpaHeHusi (BO3), anemus y MyX4MH CTaBUTCA NIpU
reMornioonne Menee 13 r/mm, a y keHmuH - MeHee 12 r/mi. CymiecTByIOT
NEPECMOTPEHHbIE KPUTEPUN AHEMUU Y MYKUMH M KEHILUH C OCJIOKHEHUSMHU Ha
dboHE XUMHOTEpaNnu, a TaKKe C YIETOM BO3pacTa W pachl. Takxke i "0coObIX
KaTeropuil", Takux Kak CHOPTCMEHBI, KYPHUJIBIINKH, [TOKUIIbIE WU JIFOU, KUBYILIHE
Ha OOJBIION BBICOTE HAJl YPOBHEM MODSI, IPEATIOKEHBI pa3InuHble peepeHCHbIE
3HAYCHHUS.

Bakneimmm BompocoM IpH OLeHKe J1t000i (OpMbl aHEMHHU SIBIISIETCSI paHHEE
BBISIBJICHHE TPUYWH, BBI3BABIIMX JaHHOE 3a0ojeBaHHEe. OJTO OYEHb BaXHO,
MIOCKOJIbKY TeMOTJIOOMH - Oorarblii jKeine30M O€loK, KOTOpOoH oOecrneynBaeT
TPAHCIIOPT KHUCJIOPOJAa OT JIETKMUX KO BCEM OpraHaM M CHCTEMaM OpraHu3Ma.
JIBosikoBOTHYTass ¢GopMa camMHuX OSPUTPOIUTOBHI IO3BOJSET WM OOECIEYMBATH
ONTUMAaJbHBIN JbIXaTeNbHbIN 0OMeH. Eciin opranusm He B COCTOSIHUM 00€CTIEUUTh
OpPraHM3M JIOCTaTOYHBIM KOJMYECTBOM KHUCJIOPOJa, TO MOTYT BO3HUKHYTH
CHUMIITOMBI CJIa0OCTH, BSUIOCTH, TOJOBOKPYXKEHUS, TOJTOBHOW OOJIM, OABIIIKK WU
apUTMUMU.

AHEMHUIO YacTO MOAPA3ACISAIOT Ha MHUKPOIMTAPHYI0, HOPMOIIMTAPHYIO H
MaKpOIIMTAPHYI0, OCHOBBIBasACh Ha cpenHeMm o0bEMe spurporutoB (MCV).
[TockonbKy CYIIECTBYET MHOXECTBO TUIIOB aHEMHUM, ITOT JIAOOPATOPHBINA TapamMeTp
MO3BOJIACT KIMHUIUCTaM CGHOPMYyIUPOBAaTh MPAKTUYECKUI JAHATHOCTUYECKUIN
HOJIXO/I.

I'emonuTHyeckas aHemus Kiiaccupuuupyercs kak HopmoruTtapHas ¢ MCV ot
80 nmo 100 ¢n. Jannas ¢opma aHEeMHUH XapaKTepU3yeTCs pa3pylICeHUEM
SPUTPOLIUTOB, MOBBIIICHHBIM KaTa0OJU3MOM Te€MOTJIOOMHA, CHUKEHHEM YpPOBHS
reMOTrJIOOWHA U TIOBBIIIEHHBIM T€MOTIO330M.

['emonuTHYECKHE aHEMHUH MOXHO JOTOJHUTENBHO Pa3AeIUTh Ha BHI3BAHHbBIC

BHYTPEHHHMU U BHEIIHUMU nipuunHamu| 1][2].
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ITHOJIOTUSA

Cy1ecTByeT MHOKECTBO PUYMH FE€MOJIUTUYECKON aHEMUU, KOTOPBIE UMEIOT
HECKOJIbKO BapUAHTOB Pa3BUTHUS, UX MOXHO PA3JEIUTh HA OCTPbIE U XPOHHUYECKUE
3a00JIeBaHUsl,  UMMYHHBIE U  HEUMMYHHbIE,  BHYTPUCOCYIWUCTBIE  WJIU
BHECOCYAMCTHIE, HACIEACTBEHHbIE WM NPUOOPETEHHBIE, BHYTPUKOPITYCKYJISIPHBIE
WJIN BHEKOPIYCKYJISIPHBIE.

BHyTpUKOpIYCKYJISIpHBIE TMPUYMUHBI CBSI3aHBl C AHOMAIMSMH B CaMOM
APUTPOLUTE. DPUTPOLUT MOKET OBITh BHYTPEHHE MOBPEXKIECH IMPU HU3MEHEHUH
pPacTBOPUMOCTU Te€MOIVIOOMHA (FeMOrJoOMHONATUSA), HM3MEHEHUU CTPYKTYpPbI
MeMOpaHbl WM  IUTOCKeneTa (MeMOpaHOMaTWs) WM  CHWKEHUM  €ro
MEeTa0O0JINYECKUX CIIOCOOHOCTEM (pepmenTonatus). [Tpumepamu
reMOrJIOONMHONATU  SBJSIIOTCS  ceproBUiHO-KieTouHas aHemus (CKA) wu
tanaccemusa. CKA BbI3bIBaeTCs MyTalueil reHa Oera-rioOuHa, NpUBOJAIIAs K
NOJIMMEPU3ALMK  TeMOTJI00MHA-S, CIUIAHUI0 U, CJIEA0BATEIbHO, TIE€MOJIU3Y.
Tanaccemus siBisieTcss HauboJee pacnpOCTPAaHEHHOW MPUUYMHOW HACIEICTBEHHOU
reMOJIMTUYECKOM aHEMHHM M BbI3BaHA YACTHMYHBIM WJIM TOJHBIM OTCYTCTBHUEM
CHUHTE3a OJHOM M3 OCHOBHBIX ajb(a- uim OeTa-TTOOMHOBBIX IENel TeMorio0nHa
A.[3].

MeMOpaHonatui  BKJIIOYAKOT —HacieacTBeHHbIH cepountod (HC) wu
HaciencTBeHHb Aumnronuro3d (HI). HC 4acToO SABJIETCS ayTOCOMHO-
JOMUHAHTHBIM  3a00JIEBAHMEM, OJHAKO BCTPEYAIOTCS HEJOMHUHAHTHBIE U
PELECCUBHBIE TUIIBI. JTa MATOJIOTUS BCTPEYAETCS BO BCEX pacoBeIx rpynnax. HC
ObLT 33JJTOKYMEHTHUPOBAH KakK pejkoe 3a00JieBaHNe, OJHAKO M3-3a OTPAHUYEHHOCTH
3HAHMM, MOCKOJIbKY HA4ajio U TSKECTh 3a00JIeBaHUsl 3HAUUTEIIbHO BAPbUPYIOTCS, a
TaK)Ke M3-32 OTCYTCTBUS CIIEU(PUIECKUX JTAOOPATOPHBIX TECTOB, ITO 3a00JIEBaHNE
TpyAHO u3yuuTh. HD - 3T0 rereporenHoe HapyiieHne MeMOpaHbl SPUTPOLIUTOB, IPU
KOTOPOM ayTOCOMHO-JIOMUHAHTHOE HACJIEIOBAHUE MOXET MPUBECTU K CHEKTPY

MPOSIBJIICHUH OT OECCUMIITOMHBIX JI0 YTPOKarOIMuX Ku3HU.[4][5].
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Heckonmbko  (epmeHTOnaTH  BBI3BIBAIOT  IPEKIECBPEMEHHYIO THOENb
SPUTPOIUTOB U BHI3BIBAIOT Hec(eporuTapHbie TeMoauTnaeckue anemun.[2] K atoi
kateropun otHocsATcs aebunutr '6DJ um aedunmur nupyBaTkuHaszbi(I11K). TTK
ABIeTCsl PepMEHTOM, 00ECIIEYMBAIOIIUM TTPOU3BOICTBO PHEPTUU B IPUTPOIUTAX,
torna kak ['6D]] yyacTByeT B MeTabOoIM3Me YIIEBOAOB U UTPAET 3AIIUTHYIO POJIb
OT aKTUBHBIX ¢GopM Kuciopoaa B spurpouutax.[6] Hedbumur I'6DJ - sto X-
CLIEIUICHHOE HACJIEICTBEHHOE 3a00JIEBaHUE, BCTPEYAIOLIEECS MPAKTUYECKU TOJIBKO
Yy MYKUYHH, KOTOPOE BBI3bIBAET TI'EMOJIM3 YacTO IpPU IPUEME ONPEAECICHHBIX
JIEKapCTB WM NPOAYKTOB MUTAHMSI, HAIpUMEpP, 0000BBIE U acCIUPHH.[3].

DKCTPAKOPIYCKYJSIPHBIE K€ MPUYUHBI OTHOCITCS K JAepeKTaM, K KOTOPhIM
MPUBEIN BHEIIHUE (DAKTOPHI, BKIIOYAsT MEXaHUYECKHE, UMMYHOOIIOCPEI0BAHHbIE
unu uHeknronueie. [lepenrBannue >pUTPOLIMTOB MOXKET BBI3BIBATH KaK OCTpHIE,
TaK W OTCPOYCHHBIE TE€MOJIMTHUYECKHME peakuuu. MexaHndeckas TpaBMa
APUTPOIUTOB MPOSIBISAETCS MUKPOTpOMOamMu u obpazoBanueM pubdpuna. M3BecTHo,
YTO MATOrEHbI, TAKUE KaK Majspus U 0a0e3no3, pa3pylialoT SPUTPOLIUTHI, a TAKUE
mpenaparbl, KaK JIaliCoH, UCIOJIb3yeMbIe IS JICUCHUS ITUX 3a00JIEBaAHUM, TaKkKe
OKa3bIBAIOT MMaryoHOE€ BO3JEHCTBUE, IMOCKOJIbKY OO0JaJal0T OKHUCIUTEIbHBIMU

CBOMCTBaMH.

ONMUAEeMHUOJIOTUSA

Cy1iecTBYIOT JiBe 0a3bl JJaHHBIX, KOTOPbIE 00ECIEeUUBAIOT CUCTEMAaTHYECKOE
VCKJIFOUEHHE U3 MOMYJISIIUY JII0JIeH, KOTOpbIEe HE SBIISAIOTCS "HOpMalbHbIMU'': 0a3a
nanabpix NHANES-III (Tpetbe HammonansHoe 00Cae0BaHNE 3J0POBhS U ITUTAHUS
CIIIA) u 6a3a nannsix Cxpurnrica-Kaiizepa.

bnarogaps sTum 6a3am JaHHBIX MOKHO YBU/IETh, YTO HET HUKAKOW Pa3HULIbI
B 3HAYEHMSIX TeMoriioOuHa y Mmyx4uH ot 20 1o 59 net umn xenmuH ot 20 1o 49
JeT. DTO MOMOraeT B M3YYECHHM MOMYJALMA MallMeHTOB, YbHM IOKA3aTEIH HE

COOTBCTCTBYIOT HOPMC B 9TUX JIHAITA30HAX.
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YcranoBieHo, 4TO y appoaMepUKAHIIEB KOHIIEHTPAIHS TeMOTJIO0NHA HUXKE
TPAHMIIBI HOPMBI, HACBHIIICHHE CHIBOPOTKH TpaHCPEpPPUHOM HUKE, YPOBEHB
deppuTrHa B CBHIBOPOTKE BBINIE, YPOBEHb OWIMPYOMHA HMXKE, a KOJHUYECTBO
JeHKOIUTOB HIKe. CYUTAETCS, UTO ATO CBSI3aHO ¢ 00JIee BHICOKOM 9acTOTOH anb(da-
TajacceMuu U AedunmMTa  TIIHOK030-6-pocharneruaporenazpl(l6DJ y
YepHOKOXeEro HaceneHus. M3sectHo, uto nedummrom I'6D]] cTpagaroT MUIIIIHMOHBI
monieit Bo BceM mupe.[7][8][9].

XOTsl HACNECTBEHHBIN chepoIuTo3 BCTpeUaeTcs Mo BCEMY MHPY, OH Yallle
BCEr0 HAOJIIOJAeTCA B SHJAECMHUYHBIX MO MaliIpyuu perruoHax 3anagHoit Adpuku.[S]
B aTux permonax BcTpedaeTcsi HECKOJIBbKO (hOpM aHEMUH, TaK KaK YaCTO CUUTAETCH,
YTO OHA 3aIUIIAET OT MAISPUH.

B memomM reMomuTHYECKME AHEMHHM OXBATBIBAIOT IIUPOKHH  CIEKTP
BO3PACTHBIX TPYIII, pac U 00OUX IMOJIOB, TAKKE OHU MOTYT ObITh TPUOOPETEHHBIMHU

nJIK HAaCJICACTBCHHBIMMU.

MaTopusunonorus

['emonuTHYeCKass aHEMHUS - ATO pa3pyLIEHUE SPUTPOLIUTOB, IPUBOAIINE K
CHIDKEHHUIO TeMOrI00MHa HIKE WHIANBUAYAIbHBIX peepeHCHbIX rpaHull. B Hopme
MIPOIOJDKUTEIBHOCTD KU3HU SPUTPOLUTOB cocTaBisieT 120 mHen. DTOT mponecc
MOJKET OBITh KaK XpOHHUUYECKUM, IPOUCXOISIINM B TEUEHUE JJIUTEIIbHOTO BPEMEHH,
TaK M OCTPBIM, YIPOXAIOMIMM JKHU3HH. ['€MONU3 MOXHO TakKe pa3ieiuTh B
3aBHCUMOCTH OT MeECTa, TJ€ OH NPOUCXOAUT - BHYTPUCOCYIUCTBHIA U
BHECOCYUCTBIN.

Korna sputponut He MOXXeT M3MEHHUTH (OpMYy TMPH MPOXOXKIACHUU Uepe3
CEJIE3EHKY, OH CEKBECTPUPYETCS U MPOUCXOIUT (HaromuTos. ITO HAOIIOAACTCS TIPH
reMOrJIOONHONATHSIX, HAIPUMED, TPU CEPIIOBUIHO-KIETOUHON aHEMHUU.

Paspymienne MoXeT Takke MPOUCXOAUTHh MPH HACIEACTBEHHOM neduunte

OenkoB  MeMOpaH dJpHUTPOIIMTOB (MeMOpaHONaTWHM, T.€. HACIEICTBEHHOM
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cheporuTo’e M IIUIMITOLMTO3€), (PparMeHTalUd [MUKPOAHTHONATUUYECKHUE
TeMOJUTHYECKUE aHEMHH, T.€. TPOMOOTHYECKasi TPOMOOIIMTONIEHNYECKasi MypIypa
(TTII), nmuccemuHUpoBaHHOE BHyTpucocyaucroe cBepTtoiBanue (IBC) |,
MOBBIIICHHOM OKHCJIMTEIbHOM CTPECCe WM CHUXCHHHM BBIPAOOTKHA SHEPIUU
(bepmentonatum, T.€. nepuuut ['6DJI), cBA3BIBAaHWE AHTUTEN C IPUTPOIUTAMH,
npuBojsiiee K ¢arouuto’y (MMMYHOOIIOCPEIOBAHHBIN), TeMOJIM3, BBI3BAHHBIN

JeKapCTBaMU, MHPEKIMSIMH WIH psiMoit TpaBmoit [10].

IHaTomopdoaorus

Mas3ok nepudeprudeckoit KpoBH ClieAyeT MPOBECTH, €CIU €CTh OMACEHU IO
noBoay remosn3a. HeoOXoauMo HCKaTh aHOMAabHBIE SPUTPOLIMTHI, TaKUE Kak
[IM30IUTHI, CHEePOIUTHI WU parMeHTUpoBaHHbIe KiIeTKHU[ 10].

dopma 3pUTPOLUTOB MMEET pELIAIOIIEEe 3HAYEHUE B AuarHoctuke. [[ns
JIMarHOCTUKH OJTHOTO U3 BUJIOB T€MOJIUTUUECKON aHEMUH MOKET OBITh IOCTAaTOYHO
Ja’Ke XapaKTepHOTO Ma3Ka KpOBU. DTO MOXKHO HAOJIOJATh B TAKUX CIIydasX, KaK
HACJIEICTBEHHBIN DJUIAIITONUTO3 WK oBajionnTo3 FOro-BocTounoi Azun.

OnHako Apyrue reMOJIMTHYECKUE aHEMUHM MOTYT UMETh CXOKHE MPU3HAKU,
Takhue Kak (parMeHTalusi DJPUTPOLIMTOB,  ATO MOXKET HAOMIOAAThCS TpU
MUKPOAHTHOMATHYECKON remonutuueckoil anemuun (MAI'A) u MexaHudeckou
reMOJIMTUYECKON aHEMUU M3-3a HAPYIICHHs pabOThl TPOTE3UPOBAHHBIX KJIATAHOB.

[Ipy mOBpeXAECHUM OKUCIUTEIIMH OO0pa3yloTcsi CHeUUu(PUYECKUE THIIbI
SPUTPOLIUTOB, YTO TOMOTAET MOCTABUTH IMATHO3 IO Ma3Ky KpoBU. KepaTonuTel uiu
KJIeTKH "yKyca" (IerMaIuThl) TOJDKHBI OBITh MU dEepeHITMPOBaHbI OT CHEPOIIUTOB,

MOCKOJIBKY OT 3TOTr'0 3aBUCHUT AUArHo3[9].
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AHaMHe3 U QU3HKaIbHOE 00C/Iel0BaHNe

AHemHs y TalMeHTa MOXET TPOSIBIATHCS OMBIIMIKOH, CIabOCThIO,
yCTaJOCTbl0, AapUTMHUEH, HampuMmep, TaxuKapaued, HIX MOXET MPOTeKaTh
0ecCHUMIITOMHO. Y MallMeHTOB C aHEMUEH, BBI3BAaHHOW pa3pylLIeHUEM KIIETOK WU
IeMOJIN30M, MOXKET TaK)Ke HaOII0IaThCs )KENTyXa WU reMatypusi. Eciiu cuMnToMBl
COXPaHAIOTCS B TEUEHHWE JUIMTEIBHOTO BpPEMEHH, MOTYT HaOII0JaThCs
nuMpaneHonaTus, TenaToCIIEHOMETalus, X0JIecTas.

KonkpeTHsie pe3ynbTaThl (PU3UKAITBHOTO OOCIETOBAHUS MOTYT HATOJIKHYTh
Bpayda Ha MPEeNOI0KUTENbHBIN nuarHo3. Ecnu y manuenTta HaOmrogaeTcs tuapes u
IEeMOJIMTUYECKAs aHEMHsl, MOXKHO MPEANOIOKUTh TIE€MOJUTHKO-YPEMHUUECKUN
CHHIpOM. ['eMaTypusi B COYETaHWU C JAHHBIMHU aHAJIM30B, MOJTBEPKIAIOLTIMHU
IEeMOJIMTUYECKYI0 aHEMHUIO, MOXKET OBbITh MPU3HAKOM IMAapOKCU3MalIbHONM HOYHOM
remorioounypuu (ITHI)[10].

HeoOxoaumo THIaTENbHO C€OOpaTh aHamMHE3 M MPOBECTH (PU3UKAIBHOE
oOceoBaHNEe, MTOCKOJIbKY MOJYYEHHbIE JAHHBIE J1aTh LIEHHYI0 MH()OPMALIUIO JUIs

ITIOCTAaHOBKH AHWATrHO34a.

JAnarnocruka

XOTd MalUeHT MOXET HMETb BHEIIHWE IPU3HAKUA, KOTOPBIE MOTYT
HATOJKHYTh Bpadya Ha MBICIb O JUArHO3€ NeMOJUTHYECKON aHEMHH, KIIFOUEBYIO
poOJIb BCE K€ MIparoT JIabopaTopHble Mapkepbl. Pe3ynbTarbl, KOTOpbIE MOMOTYT
MIOATBEPAUTL TE€MOJIM3, - OTO I[OBBIIICHHOE KOJUYECTBO PETUKYIOLUTOB,
MOBbIIIIEHHas JIakTataeruaporedasa (JIJII), moBbIIIEHHBI HEKOHBIOTHPOBAHHBIN
OUITUPYOHH U MOHMKEHHBIN TanTOTI00UH.

JlakraTaernaporeHaza HaXOAUTCS BHYTPUKIIETOYHO, IIOATOMY IIPU pa3pbIBe
SPUTPOIMTOB ATOT TMOKa3zaTeab yBeIUW4MBaeTcs. [anTornoOuH  CBS3bIBAET

cBOOOHBIN reMorsiobuH. [1oaToMy, KOT/Ia ATOT OEIOK MOJTHOCTHIO CBS3BIBACTCS C
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reMOTJIOOMHOM - 3TO TMPUBOJAUT K CHUKEHHUIO OOIIEro YpPOBHS TanmTOrJIOoOWHA.
HekonbrorupoBaHHbIi OMIIMPYOUH MOBBIIIAETCS, TAK KAK OPTaHU3M HE B COCTOSTHUU
BBIBECTHU €0 TaK OBICTPO, KaK OH 00pasyeTcs MU pa3pyIlIeHUH SPUTPOLIUTOB.

TerioBele M XOJOAOBBIE AITIFOTUHUHBI MOTYT JIOMOJHHUTEIBHO IOMOYb B
npoBeneHnd  AUGGEpUHIMATBEHOTO  JIMarHo3a,  SBJSIETCS  JIM  MpUYMHA
UMMYHOOIIOCPEIOBAaHHOM. [[711 WX BBISABICHUS HEOOXOJUMO MPOBECTH MPSMOMN
aHTUTII0O0YIMHOBBIN TecT 10].

KoHuentpanuss reMoriioOMHa, WM CTENEHb AaHEMUHU, MOXKET OBITh
WCIIOJB30BaHa KakK II0KAa3aTellb CTEIEHW T'eMOJIM3a, KOTOPBIM MNPOUCXOAUT IpHU
CEpIOBHUIHO-KJIETOUHON aHeMuu. OOpaTHasi KOpPENSLHs HU3KOM KOHILIEHTpaluu
reMorjo0MHa C BBICOKOM CTENEHBIO TEeMOJHM3a TMOATBEPKIACTCS JTaHHBIMU
KIIMHUYECKUX TOKa3zarenen, Takux Kak JIJ[I', KOJIMYeCTBO PETHUKYJIOIMTOB H

HernpsaMon ounupyoun[11].

Jleuenue / Begenue

B 3aBucuMOCTH OT TsDKECTH 3a00JIeBaHUS M OT MPHYUHBI TEMOJIUTUICCKOM
aHEeMHUU MOXET TOoTpeOOBaThCs HEMEMJICHHOE BMEIIATENbCTBO, BKIIOYAs
nepesiMBaHue KpoBH, 1iiazmadepes.

[lepenviBanue KpOBHM BCErla SIBISICTCS OCHOBHBIM METOJIOM JICYCHUS IPH
TSDKETIOW aHeMUH, 0COOEHHO NMPU aKTUBHOM KPOBOTE€YeHHMHU. ECIM M3BECTHO, YTO
NPUYMHA aHEMHUH - TeMOJIU3, WM €CIIU HEe TPeOYeTCs] CPOYHOrO0 BMEIIATEIILCTRA,
MO>KHO pUOErHYTh K OoJiee cenupruyeckum Metoaam jedeHus. Jleduenue Bcerna
OyZeT 3aBUCETh OT ITHOJIOTHUH.

Ecnmu nmpuumHa W3HAYaIbHO  HESACHA, MOXHO TIPOBECTH  MPSIMOM
aHTUTIIOOYMHOBBI TecT (mpoba Kymbca), 4TOOBI OTAMYUTHP WMMYHHYIO H
HEMMMYHHYIO TIPUYHHY T€MOJIH3a.

JIns maureHToB ¢ CEPIIOBUAHO-KIETOYHOW aHEMUEH MMOKA3aHO MEPEIUBAHUE

KpPOBH, TUAPOKCHUMOYEBHUHA, MPENApaTbl, CTUMYJHUPYIOLIME SPUTPOIIOI3, U
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TPaHCIUTAHTAIIHS KOCTHOTO MO3Ta, KOTOPBIE SBJISIFOTCS BOBMOXXHBIMHU BapHAHTAMH C
noka3aHHbIM ¢ dexrom[11].

Ma3ok KpOBHW JOJKEH OBITh BBINOJHEH, OCOOEHHO KOTJa HCKIIHOYaeTCs
nepumutr ['6DJ], Tak Kak OH MOXKET OBITh BBHITIOJHEH OBICTpEE, YeM OIICHKA
aKTUBHOCTH dbepMeHTa. Kpome TOTO, CYILIECTBYET BO3MOKHOCTh
JIO’)KHOOTPHUIIATEIILHOIO aHalM3a, B TO BpeMs KaK Ma30K BCE €Ie yKa3bIBaeT Ha
nepunut '6D/1.[9] Kak Toibpko auarHo3 W3BECTEH, MAlMEeHTHI JOHKHBI U30eraTh
JIEKApCTB U IIPOJIYKTOB, KOTOPBIE YCYTyOJISIFOT OKUCIUTEIIBHBIA CTpecC.

ITockonbky HanOosee OMacCHBIM OCJIOKHEHUEM MapOKCU3MaJIbHOW HOYHOMU
FeMOIJIOOMHYPUU  ABJISIETCS TPOMOOAMOOJIMS, BCIEJACTBUE YEro, HEKOTOPHIC
PEKOMEHYIOT HadaTh MPO(PUIAKTUUESCKYIO aHTUKOATYJISAIIUIO; OJTHAKO HEOOXOMMO
MPOBECTU JOMOJHUTEIbHBIC UCCIEAOBAHUS, YTOOBI COCTABUTh MPABUIbHYIO CXEMY
JICYCHUS, a TAK)KE OMPEACIUTh, KOMY 3Ta aHTHKOATYJIAIHS IPUHECET HAaUOOJIbIIYIO
noJas3y|[3].

CIUIEHIKTOMUSI, KOPTHUKOCTEPOUbl, MOHOKJIOHAJbHbIE aHTUTENa WU
MMMYHO/JICTIPECCAHThl HMCIOJIB3YIOTCSI B KAaueCTBE IMO3AHUX BAPUAHTOB JICUCHUS

HCKOTOPBIX 32160J'I€B3HPII>1, TaKHX KaK ayTOMMMYHHBIC TCMOJIUMTHYCCKNC aHCMHUU U

CKB[10][12].

JAudpepeHunanbHbIA TUATHO3

OgHuM U3 OCHOBHBIX JIAOOPATOPHBIX TOKAa3aTelie, IMMOMOTarouMX B
JMAarHOCTUKE TEMOJINTUYECKOM AaHEMHH, SBIIAETCS IOBBILIEHHOE KOJIMYECTBO
PETUKYJIOLMTOB, IMOCKOJIBKY KOCTHBIM MO3I IIBITA€TCS ITPOU3BECTH ITOBBIIICHHOE
KOJIMYECTBO IPUTPOLUTOB. DTO MOXKET HAOIIOJATHCA U MPHU JPYTUX 3a00J€BaHUSX,
TaKUX KaK aHEMUS MPH KPOBOIIOTEPE, MO3TOMY HEOOXOAUMO THIATEILHO COOUPATH
aHaMHe3, a TaK)Ke OLIEHUBAThH JPYyTue JabOpaTOpHbIE NMOKA3aTeIN, KOTOPBIE TaKkKe

JOJKHBI ObITh U3MEHEHbI, BKItouas JIJII', rantoriioOuH u HenpsaMon OMinupyOuH.
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'emonu3 MokeT HaOMIOAATBCA NMPU MHOTUX PEIKUX 3a00JIeBaHUAX, OT
NapOKCU3MAIbHOM HOYHOW TeMOTJOOMHYpUH JO TEpeTuBaHUS KPOBH WIIU
MEXaHUYECKON MOIEPKKH KPOBOOOpAIIEHUS; TOITOMY HEOOXOIUMO HCKIIOYHUTD
MIMPOKUH criekTp auddepeHInanbHpiX npu3HakoB.[3] OnHako, 4TOOb MOMOYb B
BBISIBIICHUH 3TOTO Pa3NIMuus, CYIIECTBYIOT OTUYETHI O CIy4asiX, KOTOPbIE TOMOTAOT
OTJIMYUTh  BHYTPUCOCYAMUCTHIH TIeMONM3 OT Takux 3aboyeBaHuii, Kak
napoKCHU3MallbHasi HOYHAs TEeMOTJIOOWMHYpHS, OT HapylIeHWH, CBA3AHHBIX C
CepACYHBIMU KJIAlIAHAMH C MEXaHHYECKUMH MPOTE3aMH, IMMOCKOJIbKY B MOCIIEIHEM
cllyyae MOBpeXJIeHHE MTOYEeK HAOII0AaeTCs pekKe, €CIIM HET OCHOBHOTO 3a00JI€BaHUS

noyek.[13]

IIporuos

B menom pa3BuTHe aHEMHM TMOBBIIIAET PUCK CMEPTHOCTU MPU MHOTHUX
KIIMHUYECKUX 3a00JIEBaHUSAX, TAKUX KaK XpOHUYECKas OOJIe3Hb MOYEK, CepleyHas
HEJI0OCTAaTOYHOCTh U 3JI0KAYECTBEHHBIC OMYXOJIU. DTO BUJIHO U3 MyOJIUKAIIUN TaKUX
3HakoBbIX uccaenoBanui, kak TRICC, TRISS u TRACS, nockonbKy HX LENbIO
OBLJIO BBISICHUTH, KAKOW CaMblil HU3KUH YPOBEHb aHEMUU MOKET OBITh JOITYCTUM 0€3
YBEIMYECHHS] CMEPTHOCTH.

[TporHO3 NMpU TEMOTUTHIECKUX aHEMUSIX 3aBUCHT OT MPUYMHEI 3a00JICBaHMS,
a TaKXe OT TOr0, HACKOJBKO PaHO OHO OBUIO TMATHOCTHUPOBAHO M KaK MPABUIBHO
MIPOBOMIIOCH JICUEHUE.

UccnenoBanusi mokazanu, 4TO Yy MAIlMEHTOB C CEPIOBUIHO-KICTOYHOM
aHeMuel mporHo3 xyxe. B vactHocTH, ipu reMorsiobuHe MeHee § T//1J1 y HUX YaIie
BO3HHMKAIOT OCJIO)KHCHHS BO BPEMS TOCHHUTAIM3AIIMU, TAaKUE KaK HWHCYJBTBHI, U
MOBBINIACTCA CMEPTHOCTH[11].

[TanieHThl, y KOTOPBIX JMATHOCTUPOBAHA AyTOUMMYHHAsI T€MOJIUTHYECKAS

aHEMHUs C BBIpa)KCHHOﬁ aHeMuell B Hayaje 3a6OH€BaHI/IH, IMOABCPIKCHBI
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MOBBIIIEHHOMY PHUCKY MHOXECTBEHHBIX PELMAMBOB, a4 TAK)KE 4Yallle CTAHOBSITCA
pedpakTepHbIMHU K HECKOJIBKAM JTUHUSAM JeueHusI[ 12].

ITockobKy OCHOBHBIM MeTojaOM JieueHus neduiura ['6DJ] sBiseTcs
n30eraHue OKHCIUTEIBHBIX CTPECCOPOB, 3a00JIEBaHWE PEIKO NPHBOIUT K
JeTaabHOMY UcXoy. OJTHAKO 3TU MAIUEHTHI 00JIee MPEAPACTIONIONKEHBI K CETICUCY U

OCJIOKHEHUSIM HHPeKmii.[ 14]

Ocio:xxkHeHuA

['emonuTHYECKasi aHEMUS MOKET MOPaKaTh MHOKECTBO OPTaHOB U CHCTEM BO
BceM opranusme. [10CKoJIbKY 3pUTPOLUTHI pa3pyLIatoTCsl, UX MPOIYKThI BHI3BIBAIOT
[ENb Peaklnii, KOTOPbIE MPUBOIAT K JATbHEHIIINM OCIIOKHEHUSM.

[Ipy ceprnoBUAHO-KIETOYHOW AaHEMMHM XPOHUYECKUN TEMOJIU3 CHHKAET
KOJIMYECTBO JOCTAaBJISIEMOrO KHUCJIOPOAA, YTO MHPUBOJUT K TUIOKCUU TKAaHEH.
[TockonbKy TKaHH JHUIIEHBI KUCIOPO/Ia, MTAIIUEHTHI MOTYT UCIBITHIBAThH YCTAIOCTh U
MbIlIEYHbIE 001. YeM TsKkenee cTeneHb aHEMHUH, TEM XYXKe KIMHUUECKHUE UCXOIb
y TIAIIMEHTOB C CEPIIOBUAHO-KIIETOUYHOM aHeMueit.[11].

Puck umemun u TpoMOOTHUECKHX OCJOXKHEHHM MOXKET HaOMI0JaThCs MpU
Jr000M cllydyae reMoJin3a, MOCKOJIbKY B HAacToOsIlee BpeMs H3ydaeTcsi OoJibLIoe
KOJIMYECTBO OCJOXHEHHH OT TOKCHMYECKOTO BO3JEHCTBUSA LHUPKYJIUPYIOIIETO
cBOOOIHOTO TeMOTIO0MHA U JKeJe3a.

Tpombo3MOonus siBisieTcs HaubOosIee 4YacTod MNPUYMHOM CMEPTH MpuU
napokcusMalibHo HouHOW remornoounypuu (ITHIY). Ot 15% po 44% »stux
NanueHToB OyayT UMETh M0 KpailHell Mepe OAHO TpoMOo3MOoInYecKoe
OCTIOKHEHHEe B TeuyeHwe Oone3Hu. [Ipu TamaccemMun u CEeprOBUAHO-KICTOYHOU
aHeMHH HAOJIIOAAETCs TUIEPKOAryJISIIIUOHHOE COCTOSIHUE, BBI3BAHHOE aHOMAJIbHOM
acumMeTpueit GochomumuIHBIX MEMOpPaH, YTO CBSI3aHO C MTOBBIIIICHHBIM T€MOJIH30M

u TpombO030M|[3].
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N36p1TOK TeMOTIo0OMHA U KeJie3a B pe3yJbTaTe reMOJIn3a TAaK)Ke BBHI3HIBACT
OCJIOXKHEHHSI CO CTOPOHBI Mouek. OTIIOKEHUE Kejie3a U TEMOCUIEPUHA B MOYKaX
IIpY BHYTPUCOCYAUCTOM TeMoju3e, Hanpumep, nipu [THI', npuBeno K CHUKEHUIO
bynkun mouek|13].

[Tpu 60one3nn Buiabcona MoryT HabI0AaThCs KakK 3a00JIeBaHUS TIEUEHU, TaK
1 HEBPOJIOTMUECKHE HAPYIICHHUS, €ClIi 00JIe3Hb HE JUArHOCTHUPOBAHA U HE JICUUTCS
Ha paHHeW ctaaud. ['eMonm3 SBISICTCS OOHUM M3 Hau0O0JIee BaXXHBIX COCTOSHUH,
MPOSIBIIIONIMXCS Yy peOeHKa MIIM MOJIOJIOTO B3pociioro ¢ 6ose3Hnbio Buibcona.[15]

MHOIruUM JOJISIM C HACJI€ACTBEHHBIM CPEPOIIMTO30M JUArHO3 HE CTABUTCS 10
3peJIoro BO3pacTa, KOT/la Y HUX HAYMHAKOTCS OCJIOKHEHHUS. Y TaKUX MalMEHTOB
4acTO MOXHO HaOII0JaTh PEHUINMBHPYIONIYIO >KEITYHOKAaMEHHYI0 OOJie3Hb, a B

HanOoJIee TSKENBIX CIydasX UM TpeOyeTcsl peryysipHOe MeperuBaHue KpoBu|[S].

KoncyabTupoBanue

XOTsd TepBOHAYaIbHBIC aHaIM3bl M O0OCIEIOBAaHHE Ha TEeMOJUTUYECKYIO
AHEMHUIO  MOXET TMPOBOJUTH Bpady IMEPBUYHOIO 3B€HA, INPU  BHOBH
JMarHOCTUPOBAHHOM TE€MOJIM3€ CJeAyeT OOpaTHThCAd K TremMarojory. Takue
MalMEeHThI CKJIOHHBI K OCTPOM JIEKOMIICHCAIIMU U MOTYT IOTpeOOoBaTh CPOUYHOIO
BMEIIATENILCTBA C KOOPAWHALMEN JIEMCTBUM HECKOJBKUX KOMAHJ IO NPUEMY

JIEKapCTB U UHDY3HIA.

O0y4yeHue MalMEeHTOB

I'eMonuTHUeckass aHeMUsT UMEET MHOYKECTBO MMOArPYNI B PaMKax CBOETO
3aboneBanus. IlammenTam wacto TpeOyeTcs 1ieasi KOMaHAa METUITMHCKHUX
PaOOTHUKOB M CICIUAIUCTOB JUIS JICYCHHS CBOETO Kjacca I'eMOJIUTHYCCKON
aHemuu. B To Bpemsi Kak Ipu MHOTHUX U3 HUX MOKHO MPUHUMATh JICKAPCTBA WJIU

MIPOCTO BO3JIEPKUBATHCS OT MPOBOLUPYIOMINX (HAaKTOPOB, YTOOBI N30€KATh KAKHX-
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1100 OCHOX(HCHHﬁ, APYyruc Moryr MMCETb CCPLC3HLIC ITOCJICICTBHA. HaI_II/IeHTLI
JOJIXKHBI OBITH OCBCAOMIICHBI O CUMIITOMAX YXYAIUICHUA KIIMHUYCCKOTO COCTOSAHUA

NI BOZHUKHOBCHUA HH(I)GKHHI?I, KOTOPBIC MOT'YT IIPUBCCTHU K OCIIOKHCHUAM.

Yiay4diieHue pe3yabTaToB padoThl KOMAHIbI MeIMIMHCKUX PA0OTHUKOB 1

3aKJII04YCHHC

X0Ts nepBOHavYaJIbHOE 00CIIEI0BAaHUE ITPU TEMOJIMTUYECKON aHEMUHU MOKET
HayaTh Bpad OOIIEH MpPAaKTUKU B HECPOYHOW CHUTyallUd WJIM JaXe Bpad CKOpPOM
MOMOILH, THIATENbHAs JUArHOCTHKA U JalbHEMIIIee JIeUeHNEe MOTYT ObITh TPYIHBIMU
U CIOXHBIMH. MHoOromnpoduiapHasi KOMaHJa, BKJIIOYAONas reMaToJiora, 4acTo
UMeeT pemaroniee 3HaueHue. Ilocne monydeHus W aHanu3a crenuuueckux
7a00paTOPHBIX MOKa3aTeled M Ma3KoB KPOBHM MOXKHO OINPEAEIUTh MNPUUYHHY
reMOJIMTUYECKOM aHemuu. Korja manveHT mocTyIaeTr B OTHAEJIEHUE HEOTIIOKHON
MOMOILIM B TSKEJIOM M JIEKOMIIEHCUPOBAHHOM COCTOSTHUHM, MOXET MOTPeO0OBaTHCA
IIepeJINBaHUE KPOBH, €CIIM NMPpUYMHA Hen3BecTHA. OJIHAKO, €CIIN YAAETCs IPOBECTU
TUIATENbHOE OOCJEe0BaHKME, KpalHE BaXHO CHUCTEMATHYECKH IMATHOCTHUPOBATH
IPUYHMHY TEMOJIMTHYECKON aHEMUU, ITOCKOJIBKY JICYEHUE OJHON KaTErOpUU MOXKET
ObITh BpeIHBIM AJis Apyroil. Kpome Toro, mockoiyibKy JiedeHHE IeMOJUTHUYECKUX

aHEMMH pa3IMyYHO, 3a00JIEBAEMOCTh U CMEPTHOCTD TAK)KE Pa3IMYHBI.
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