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ANroput™M KNnHMKo-nabopaTopHO
ANArHOCTUKWM Tanaccemum

Algorithm for clinical and laboratory diagnosis thalassemia

Peslome

Mpepnaraetca anropuTm AMarHOCTUKK 1 anddepeHLnanbHON SUarHOCTUKM Tanaccemuin ¢ gpy-
rIMU TNOXPOMHbBIMU aHEMUAMM.
KntoueBble cnioBa: TanacceMuu, rMnoxXpoMHble aHEMUW, anropPUTM ANarHOCTUKM TanacceMuii.

Resume

The algorithm for diagnosis and differential diagnosis of thalassemia with other hypochromic

anemia is proposed.

Keywords: thalassemia, hypochromic anemia, diagnostic algorithm for thalassemia.
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B BBEJAEHWE

CBOeBpeMeHHas AnarHoCTrKa Tanaccemuin n anddepeHuranbHas guar-
HOCTVKa C ApYrMM FTMMOXPOMHbBIMY aHEMUAMM — aKTyaNbHasA npobnema ans
60NbWMHCTBA CTPaH Tponuueckon Appuknu, Asnm n KOxxHol AmepuKy, rae
TAXenon ¢opmor reMornobnHONaTUIA CTpagaeT OKono 2 MIpA Yenosek [21].
B oTcyTcTBME AMArHOCTMKM 1 neyeHna 3Ton Gopmbl Natonormm 60nbLInH-
CTBO MaLNEHTOB yMMPAET OT aHEMIM UM UHGEKLIIA B NEPBbIE FOAbl XKN3HW.
BoBpems HauaTas TpaHcoy3MoOHHasA Tepanusa — Cpa3y Nnocie NoCTaHOBKY
AmnarHo3sa (06bl4HO B BO3pacTe 6 MeC.) MOXeT NpefoTBPaTUTb Pa3BUTUE OC-
noxkHeHun [8, 16,18, 201.

CornacHo npviBeaeHHbIM B foknage CeKkpeTapraTta UCMOMHUTENbHOIO
komuTeTa BO3 Ha ceccumn 118/5 4 maa 2006 r. cBeeHMAM reMornobuHona-
TUK, B OCHOBHOM TaflacCeMUA U CEPNOBUAHOKIIETOYHAA aHeMUA, ABNAITCA
HaCneACTBEHHbIMY paccTpoincTBamn. B HacTosee Bpemsa okono 5% Ha-
cefleHVA MMpa — HOCUTENM MOTEHUMANbHO MATONIOrMYecKoro remornoom-
HOBOrO reHa (T.e. 3TO 340POBbIE JIIOAWN, KOTOPble MONYUYUAN OT PoauTenei
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NINWb OJVH MYTaHTHbIN reH). [leTn ¢ Tanaccemuelt 3a4acTyto 300poBbl Npu  Exeroaro s mvipe
POXKAEHUM, OfHAKO CTAaHOBATCA aHEMUYHbIMK B BO3pacTe MexAay LecTblo poxaaetca 300 000
MecALamMn 1 ABYMA rofamu. AeTeil C CUHapOMamMm
Tanaccemun — rpynna BPOXKAEHHbIX 3a00/1€BaHNI, NPU KOTOPbIX CHWU-  Tanaccemny (30%).
YKaeTca UNn NpeKpaLlaeTcs CUHTE3 OTAENbHbIX Lienei, COCTaBAALWMX re-
MOFNo6UH, YTo 00yCNaBNMBaET UX TMMOXPOMHbIN XxapakTep. B cBA3M € 3Tum
TanacceMmm o6beanHATCA OOLMM MPU3HAKOM — CHUMKEHHbBIM LIBETOBbLIM
nokasartenem (runoxpomuent). B pesynbtate HapyLleHUA CUHTE3a reMoro-
6UHA, OCHOBHOTO XXene3ocofepallero 6enka opraH1Msama, U notepy npwu
npeunnuTaLny reMrHOBbIX FPYNMNUPOBOK B OpraHun3me GOMbHbIX Tanacce-
MUel BO3HMKaeT HapyLleHe obMeHa Xefie3a 1 ero HakornseHre B SpuTpo-
NOHbIX KNeTKax, a No Mmepe pa3BMTMA 3a60neBaHNA — U B APYrux opraHax
1 TKaHAX. Pa3BrBaoOWMIACA NPU 3TOM reMOXPOMATO3 UrpaeT BaXkHYO pPonb
B NnaTtoreHe3e 3abosieBaHus, BIUSAET HAa KAYeCTBO XIM3HY GObHbIX 1 MPOrHO3
3aboneBaHus [12, 13, 24].
B cBA3M C Tem, UTO FMMOXPOMHbBIN XapakTep MOryT UMeTb aHemMuu
N OPYroro reHesa, yCTaHOBJIEHME BEPHOro AuarHo3a vmeeT 6osbluoe
npakTuyeckoe 3HauyeHume, NOCKONIbKY onpefendeT afeKkBaTHylo neyeb-
HYI0 TaKTUKY.
O6bIYHO pa3nMyaeTcs cTeneHb BblpaXkeHHOCTU aHeMuu. Mpu Tanaccemumn
YPOBEHb reMOorfioUHA MOXET CHUXKATbCA A0 30 /N 1 HXKeE, SPUTPOLUTDI MPU
3TOM TMMOXPOMHbBIE, MUKPOLIMTAPHbIE, YPOBEHb PETUKYOLUTOB MOBBILLEH.
Mpn Tanaccemmmn xapakTepHas 0COOEHHOCTb SPUTPOLINTOB — OAHOPOAHbIN
MUKPOLMTO3. B 0Tinume ot kenesogeduumTa nHaekc aHusountosa RDW (Red
cell Distribution Width - pacnpegeneHve 3puTpoUNTOB NO BENMYMHE), KaK
npasuno, B Hopme. OfHaKO Haninuyme MOBbILEHHOTO YMCa PETUKYNOLUTOB
1 MeranobnacTyeckme YepTbl FeMOMo33a NPy BTOPUYHON HeJOCTaTOYHOCTY
bonneBolt KNCNOTbI MOTYT MPUBOANUTD K 3HAUMTESIbHOMY aHU30LMTO3Y, Ma-
CKMpys 3TOT Npur3Hak. Hepeako BbiABnAoTcA 6a3odunbHas NyHKTyaLuua spu-
TPOLMTOB 1 MULLEHEBUAHbIE KNETKY, ALPOCOAEPKALLME SpUTPOLUTLI. MuLue-
HeBUAHbIe SPUTPOLUTBI MOTYT MPUCYTCTBOBATb B 3HAUNTENIbHOM KONNYeCTBe.
OpHaKo MULLEHEBUAHOCTb SPUTPOLINTOB He ABAAETCA NAaTOrHOMOTUYHBIM AN
Tasaccemmm NPU3HaKoM, MOCKOJbKY B HEOOJbLLIOM KONMUYECTBE SpUTPOLINTOB
noao6Hble U3MEeHEHUst MOTYT HabnoaaTbCa 1 Npu »Kene3oaedprunTHON aHe-
MUK, U NPU aHEMUM CBMHLOBOW MHTOKCUKALMW. YNCIO NeNKOLUTOB 1 TPOM-
60LMTOB HOPMAJIbHOE UM HECKONIbKO MOBbIWEHHOE [5, 14, 15].
CopepaHuie »enesa B CbIBOPOTKE U B feno (oLeHMBaeMoe Mo YpoBHIO
beppuTUHa, KONNYECTBY C1AepPOobIacToB B KOCTHOM MO3re U aechepanoBomy
TeCTy) NOBbILIEHO MPU CHVXXEHHOM LIBETOBOM MoKa3saTese 1 Apyrux napamert-
pax, OTPaXKakoLLMX CTEMNEHb HACbILLEHWUS SPUTPOLUTOB remorniobrHom [19, 23].

AnddepeHumnanbHas AUArHOCTUKA FMMNOXPOMHbIX aHeMUIA

B otnnume oT Apyruix rMnoxXpoMHbIX aHEMUIA MPY TanacceMUm YacTo Ha-
6nioAaloTCA KNMHUKO-NIAabopaTopHble MPU3HaKM remMosv3a: NoBblLLeHVEe KO-
yecTBa PETVKYNIOLMTOB B KPOBW, MOBbILIEHWE YPOBHS HEMPAMOro Gunnpyou-
Ha, yBenmueHve ceneseHkn. Mopdosnornueckas 0co6eHHOCTb SPUTPOLIUTOB
— Hanuyre PasnNYHOro KOIMYeCTBa MALLIEHEBUAHbIX SPUTPOLIMTOB.

BakHOe 3HaueHvie MOTyT UMETb:

YKa3aHue Ha ceMeiHble cyyaur 3aboneBaHus;
B HKX3KWI LBETOBOW Nokasatenb (L);
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[Mpwn nocTaHoske
nmarHo3a B-Tanaccemum
00bIYHO JOCTATOYHO
OUIOXMMUYECKIX
aHanv3os,

B TO Bpems

KaK npw OCHOBOW
NINArHOCTNKe
a-Tanaccemmu
TpebytoTca
MOSIeKyNAPHO-
6rionoruyeckme
mvetoabl [17,22].

Hanmume 6a3oduNIbHON NYHKTyaLMm SpUTPOLINTOB;

Hanumne NOBbILEHHOrO KONIMYECTBA PETUKYNOLUTOB;

HaJsimume B KOCTHOM Mo3re craepodaros 1 craepob1acToB, NOBbILLEHUE

KonmuyecTBa Henpsamoro 6unupy6uHa [1,3,7,4, 15,17, 23].

OCHOBHble KpUTEPUW AMAFHOCTUKM Tanaccemmun: H13Kkmui LI, runoxpo-
mMua sputpounToB. CofepkaHune xenesa B CbIBOPOTKE HOpPMasibHOE Wn
pexe nosbleHHoe. O6Lana 1 naTeHTHaA »Kele30CBA3bIBaloLLaA Cnocob-
HocTb cbiBOpoTKY (OPKCC n JIXKCC) B npegenax pepepeHTHbIX MHTEPBANIOB.
3anacol Xenesa no KonmuecTsy peppuTrHA B CbIBOPOTKE HOPMasbHble UiN
NoBblILlWEeHHble. B KOCTHOM MoO3re KonmuyecTBo cupgepodaros u cugepobna-
CTOB B HOpPMe U MNOBbIWeHO. KonnuecTBo peTnKynoumToB, Kak npaBuiio,
MOBbILEHO, MOBbIWEH YPOBEHb Hemnpamoro 6unupybuna [21, 24]. Andde-
peHumnanbHaa AMarHOCTMKa MNOXPOMHbIX coctoaHun [5, 6, 11, 14, 17, 25]
npepcTaBneHa B Tabnuue.

[nAa gruarHoCTUKKM Tanaccemnii, KPOMe BblllenepeyrciieHHbIX Kputepu-
€B, BaXKHbl HalIMuMe MULLEHEeBUAHbIX SPUTPOLMTOB U HaNIMyme B 3pUTPOLU-
Tax 6a30dunbHON NyHKTYyaLUuu, yBennyeHve remornobuHa F.

OcHoBHble MeTofbl NTabopaTOPHON ANArHOCTUKN Tanaccemmu:

1) 6umoxummueckne — onpefeneHne HefloCTaTOYHO CUHTE3MPYeMOW Lenu

Hb 1 konnyectsa HbA xpomaTorpaduryeckumm n snekTpopopeTnyeckm-

MK MeTofamu;

2) MorneKynspHo-6ronoruyeckme — onpepeneHne MyTauuy, TMna Hacne-

[OBaHMA.

O6blYHO MoKa3aTesNibHbl NnabopaTopHble TecTbl 3neKTpodopeTnyecKo-
ro ¢pakUMOHNPOBaHMA remMornobmnHa U KONMYEeCTBEHHOrO onpeaeneHns
HbA2 n HbF, xoTa pe3ynbTaTbl 3TUX aHanM30B MOTyT 6biTb U B HOpMe Npu
o-BapuaHTe.

Mpn  BblpakeHHOW  TanaccemMmm  (FOMO3UTOTHOM  BapuaHTe
[3-Tanaccemuun) KonmyecTso remorno6uHa A2 obbluHO KonebneTtca B nNpe-
Jenax HopmasbHOro ypoBHs, a konuyectso HbF nosbiweHo go 90%. Mpwu
Manoln (reTepo3nroTHo) Tanaccemmny yBenuyeHo cogepxaHue HbA2. B
cnyvasax a-Tanaccemun ¢ feneumeii 3 u3 4 a-rnobrMHOBbIX reHOB (Tak Ha-

[AunarHocTnyeckne KpUuTepmm runoxXpomMHbIX COCTOAHMN

MKMONb/n

OXCC, mkmonb/n

Konnuectso
PETUKYNOLMTOB

3pUTPOLUTOB
Konnuectso
cnpepobnactos

n cngepounTtos, %

DeppUTrH, MKI/n

OCHOBHbI€e NpU3HaKn

CbIBOPOTOYHOE Xefne3o,

Henpsamoi 6unnpy6uH
BasodunbHasa nyHKTyauua

B Hobme XKenesopedu- | Cupgepoaxpectn- | Xenesonepepacnpe-
P LUTHbIE yeckune AenutenbHble

11-30 Huxe 11 Bbiwwe 30 Bbiwe 13

30-80 Bbiwe 80 Huxe 30 Huxe 80

HopMa HopMma Hopma n 6onee Hopma 1 6onee

HOopMa HOpMa HopMma 1 6onee HopMma

OTCYTCTBYeT | OTCyTCTBYeT MOXeT ObITb oTCyTCTBYeT

20-40 Huxe 20 Bbiwwe 40 Bbiwe 40

10-150 Huxe 10 Bbiwe 150 Bbiwe150
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3biBaemoln 6onesHn HbH) n snektpodopese remornobrnHa onpegenaet-
ca HbH [21, 23, 24].

[narHoCcTyecknin NOVCK Tanaccemmyi MOXeT ObITb YCITOBHO NpeacTaB-
JIEH B BUIe€ HECKOJIbKIMX MOC/IeA0BATENIbHO BbIMOJIHAEMbIX TaroB.

Ha nepBom 3Tane gnarHoCTMYyeCcKoro novcka OCHOBHasA Leflb — ornpe-
[eneHre rmrnoxXpoMHOro xapakTepa aHeMuK, Tak Kak UMEHHO MMNoXpoM-
HbI XapaKTep aHeEMUUN ABMAETCA KIIOYEBbIM NMPU3HAKOM, NMO3BONAIOWNM
3anofo3putb Tanaccemuio. OCHOBHOWM MeTof UCCNefoBaHMA NpU 3TOM —
onpepfeneHve LUBeTOBOro nokasarens. [lononHUTenbHble Npr3HaKu: Mop-
donornyeckne ocob6eHHOCTN IPUTPOLMTOB — MMMOXPOMUS, aHU3OLMTO3
33 CYET MUKPOLUTOB. BaXKHbIM CTaHOBUTCA SPUTPOLUTOMETPUSA, a TaKxKe
onpepeneHne MCH (Mean Corpuscular Hemoglobin - cpepgHero copep-
XaHuA remornobuHa B sputpouunte) n MCV (Mean Corpuscular Volume -
CcpenHero KopnycKynsipHOro o6bema), BeiuMHa KOTOPbIX CHUXaeTcs.
MoaTBepPKAEHNEM TUMOXPOMMU MOXKET CIYXKUTb U CHUXKEHME reMaToKpu-
Ta (puc. 1).

Bropbim 3Tanom auarHoctuku 6yget npoBefeHvie auddepeHumnans-
HOW [MAarHOCTMKM TMMOXPOMHbIX COCTOAHUNA. [nA ee ocyullecTBneHUA
BaXXHO onpefesnieHne OCHOBHbIX KPUTEPUEB ANArHOCTUKN Pa3NnYHbIX M-
NMOXPOMHbIX aHemuit. inddepeHuranbHbIN ANarHO3 yalle BCero npuxo-
ONTCA NPOBOANTH C XenesopeduuntHor aHemuen ((KOA), NocKonbKy Kap-
TUHA KPOBM 1 TaslacCeMmu C FMMNOXPOMHBIMY SPUTPOLUTaMU MOTYT ObiTb
6NV3KUMM K TakoBbIM Mpu kenesofgedpuyntHom coctoAaHnn. OCHOBHbIe
pasnmunAa B AaHHOM CJlyyae KacaloTcA noKasaTeniein obmeHa xenesa u co-
epKaHuA »enesa B feno: CHUKeHHoro npu XA 1 NoBbILEHHOTO — NP
Tanaccemuu (puc. 2).

TpeTtnii 3Tan BbigeNseTcs Ha OCHOBAHUW PE3YJbTAaTOB BbIMOSIHEHHbBIX
OUOXUMIUYECKUX U MOSIEKYSAPHO-OMONOrMYeCKNX MCCedOBaHMN, yunTbIBas
onpepneneHus npeobnagatoLiero Tuna remornobrHa unm xapakrepa morse-
KyNAPHO-TEHETNYECKMX U3MEeHeHWI, Koraa NpoBoaaT anddepeHumnanbHyio
OMarHoCTUKY Mexay pasfMyHbIMU BapuaHTamuy Tanaccemmi (puc. 3).

B 3AK/TKOYEHNE

Bonbluoe pasHoobpasne pakTopoB, nexaluyx B OCHOBE Pa3BUTUA aHe-
MUIA, 06YCNaBAMBAIOT CIOXKHOCTb AnddepeHUmanbHON ANAarHOCTUKN aHe-
MWIA, YTO TpebyeT OT Bpauell pasfnyHbIX cneyunanbHocTeln KBannduumnpo-
BAHHOIO YMEHVA 1 HaBblKOB YCTaHOBNEHNA NMPUYMHbI aHemmmn. OgHaKo dakT
HaNnMuMA rMNOXPOMHOrO XapakTepa aHemuu cam no cebe He UCKOYaeT
IPYrux naToreHeTYeCcKrx BapraHTOB aHEMUU.

YuunTtbiBaA rMnoxXpoMHbIi XapakTep Tanaccemuu, AndpdepeHumanbHbIi
[MarHo3 NpoBOAUTCA B MepBYIo ouepeb C APYrMU Hanbonee YacTo BCTpe-
YaLLMMUCA TMMOXPOMHBIMU aHEMUAMM: XKene3oaedULUTHBIMU, Cuepoax-
pecTMyeckMmMm 1 aHeMUAMM XPOHNYECKX 3aboneBaHuin. [1na 3Toro BakHO
onpejeneHne OCHOBHbIX KpUTepUeB AMArHOCTUKM Pas3fNYHbIX MMIOXPOM-
HbIX aHeMuit. JruddepeHuranbHblii AnarHo3 Yalle BCEro NpuxoauTcsa npo-
BoanTb ¢ KA, MOCKONbKY KapTriHa KPOBY 1 TafiacCeMmK C TMMOXPOMHbIMY
SpUTPOLUTAMM MOXET ObITb MOXOXa Ha enesofaeduunTHOE COCTOsHME.
OCHOBHble pa3nuuuns B JaHHOM CJlyyae KacaloTcs noKasaTtesieil obmeHa xe-
ne3a n cofepKaHuA xenesa B Aeno: CHxeHHoro npu KA 1 noBbILWEeHHOro
npwv Tanaccemmm.
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ANropuTmM ANarHOCTUKIN Tanacceil MOXKHO NpeACTaBUTb B BUAE Anarpamm

AHEMUIN

O MokasaTtenb B HOpMe . noBbllleH ‘ CHWMXeH

Puc. 1. BbigeneHne runoxpomMmHoro xapakrepa aHemmin

Cn-
nepo-

6nacTbl

O Mokasarenb B HOopme . noBbilleH . CHVKeH

Puc. 2. OnpegeneHvne Buaa runoXpoMHON aHeEMUN

MOJ'IEKyJ'IFIpHO-FeHeTI/I‘-IeCKI/Ie oGroXUMMYecKme
MeTOo bl nccnefoBaHUA

Onpepenenve TTh A2 Onpegenexve myTaumm
n HBF 1 TUMa HacnegoBaHuWA

Puc. 3. OnpepgeneHne Buaa ranaccemmin
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