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Pe3ome. HacnenctBennsiit mMukpocheporurosd (uau 6onesHr Munkockoro - Ioddapa) —
3a0oJIeBaHNe, XapaKTepU3yoleecs: MOABICHHEM B Ma3ke nepudeprueckoil KpoBU YeloBeKa OOJIBIIOro
KOJINYECTBA IPUTPOLMUTOB ceprueckoil (GopMbl — cHepolUTOB, UMEIOMIMUX pa3Mepbl MEHee 7 MKM.
Bosie3Hb HOCUT HAcIeICTBEHHBIN XapakTep U MOJHOCTBIO YCTPAHUTh T€HETHUECKUH Ne(eKT, JIexaluii B
OocHOBe 3a0oyieBaHUs, HAa JaHHBIH MOMEHT, HEBO3MOXXHO. B paboTe mpuBereHa HCTOPHS OTKPBITHS
HACJIE/ICTBEHHOTO C(epoLunTo3a, THUIIBI HACIEAOBAaHHUS ITaHHOTO 3a00JeBaHMSA, PACHPOCTPAHEHHOCTh
MHUKpOC(EpOIHMTO3a B MHUPE, OMUCAHBI OCOOEHHOCTH JPUTPOIMTONO33a B KPAaCHOM KOCTHOM MO3Te,
MOpGh O] YHKIIMOHANBHBIE OCOOCHHOCTH 3PUTPOLUTOB KPOBH YEJIOBEKA, COCTAB IIA3MOJIEMMBI KJIETOK,
U3MEHEeHHe (OPMBI SPHUTPOLUTOB, pa3pylIeHHEe NePEeKTHBIX JPUTPOLUTOB B cele3éHKe, (HaKTOpHI,
YCUJIMBAIOILUE MPOSBICHUS 3a00I€BaHMUS.

KawueBble caoBa: MHKpOCHEpOLUTO3, COHEPOLUUT, OPUTPOLMT, PETUKYIOLUTHI, OCIKU
IIUTOCKEJIETA.

Resume. Hereditary microspherocytosis (or Minkowski-Shoffar disease) is a disease characterized
by the appearance in a smear of human peripheral blood of a large number of spherical red blood cells —
spherocytes measuring less than 7 microns. The disease is hereditary in nature and it is currently impossible
to completely eliminate the genetic defect underlying the disease. The paper presents the history of the
discovery of hereditary spherocytosis, the types of occurrence of this disease, the prevalence of
microspherocytosis in the world, describes the features of erythrocytopoiesis in red bone marrow,
morphofunctional features of human red blood cells, the composition of the plasmolemma of cells, changes
in the shape of red blood cells, the destruction of defective red blood cells in the spleen, factors that enhance
the manifestations of the disease.

Keywords: microspherocytosis, spherocyte, erythrocyte, reticulocytes, cytoskeletal proteins.

AKTyaJbHOCThb. B HacTosiee BpeMst 6one3us MunkoBckoro — [loddapa siBisiercs
Ja7IeKO HE CaMbIM PacCIpOCTPAaHEHHBIM 3a00JIEBAHUEM CPENId CIABSHCKOTO HAaCEIEHUs,
BcTpevaercs B 2,2% cayuaeB Ha 10 000 Hacenenusa. bosie3Hb HOCHT HACIEACTBEHHBIN
XapakTep W TMOJHOCTBIO YCTPAHUTh TEHETUYECKHl AedeKT, Jexaluii B OCHOBE
3a007€BaHMs, HA JAHHBI MOMEHT, HEBO3MOKHO. [[03TOMy, HECOMHEHHO, TpeOyeTcsl Kak
MOXHO CKOpeillliasi IOCTaHOBKA IUAarHO3a U OMpPeIeNICHHUE MOIEPKUBAIOIIEH Tepanuu, TaK
KaK OT ATOTO 3aBUCHUT TSKECThb MPOTEKaHUs 3a00JIEBaHUS U CTENEHb OJIArONMPUSTHOCTU
nporuoza. 3aboneBaHue  HeoOxonumo  auddepeHuupoBaTh € ayTOUMMYHHOU
reMOJIMTUYECKON aHeMHuei, JETCKUM MUKHOITUTO30M u BPOXKJICHHOMN
nucapuTponodtuueckoit anemueid Il tuma. Coueranue HacleICTBEHHOIO cheponurosa ¢
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6one3nbto XKunsoepa npuxonurcs guddepenuponats ¢ cuaapomom Kpurnepa — Haitsipa
II Tuma.

Hean: onupasch Ha JUTEpATypHbIE AaHHBIE, U3Y4UTh MOPGHODYHKIMOHATLHBIE
0COOEHHOCTH MUKPOC(HEPOIIUTOB U UX POJIb B OPraHU3ME YEJIOBEKA.

3agaum:

1. IIpoBecTH CpaBHUTENbHBIA aHAIU3 JHUTEPATYPHBIX JTAHHBIX OTEYECTBEHHBIX M
3apyOexKHBIX HCCIeI0BaTeNel M0 U3y4aeMoi TeMe.

2. U3yunTh OCOOEHHOCTU MPOUCXOXKACHUS, CTPOCHUS, JIOKAIU3allMid B OpraHU3Me
YeJI0BEKa.

MarepuaJjbl 1 MeTOAbI. AHATTU3 COBPEMEHHBIX JIUTEPATYPHBIX TAHHBIX.

Pe3yabTaTthl u nx 00cy:xaenne. HacineactBeHHbslid MUkpocpepounTos (Uiu 60J1e3Hb
MunkoBckoro - [loddapa) — 3abonieBanue, xapakTepusyromnieecs MOsIBICHUEM B MasKe
nepudeprueckoil KpoBU YeIOBEKa OOJIBIIOTO KOJWYECTBA SPUTPOLUTOB cepuuecKon
(dbopMbI — chepolIUTOB, UMEIOIIHUX Pa3MEPbI MEHEE 7 MKM [5].

KaptuHa kpoBu: mpu BpOXKIAECHHOW T'E€MOJUTHYECKOW KENTyXe KapTHUHA KPOBHU
XapakTepu3yeTcsi  MaTOJIOTMYECKOW  TPUAIOoMl CO  CTOPOHBI  APUTPOLUTOB: 1)
MUKPOC(HEPOIUTO30M, 2) PETUKYJOUUTO30M U 3) TIOHMKEHHOW OCMOTHUYECKOU
pe3ucTeHTHOCThI0. CdepouuTsl UMEIOT BUJl IIAPOOOPa3HBIX, TOJCTHIX U HUHTEHCUBHO
OKpalIEHHBIX APUTPOLUTOB 0O€3 IEHTPAIbHOTO MNpocBeTyieHUs. [lpu TremMoIUTHYECKUX
COCTOSIHUSIX SPUTPOIUTHI CTPEMSITCSI YMEHBIITUTH CBOIO (hOpMY (B BHJIE 3allIUTHOMN peaKkIluu,
TaKk Kak cdepa MMeeT HAUMEHBIIYI0 MOBEPXHOCTH). YBEIMUYEHUE TOJIIMHBI 3PUTPOIUTA
MIPUBOJIUT K YMEHBIIICHUIO €T0 AnameTpa u popmupoBanuio Mukpocheporuton. Chepouur
MOXET ObITh MUKPO, HOPMO- U MakpoluTapHbiM. Yaiie mukpouut ¢ noeiimeHueM MCHC
u ymenbiienueM MCV. MCV (Mean corpuscular volume) — cpeanuit 00beM 3pUTpoIuTa.
B nHopme on coctaBmsier 80-95 mxm3. MukpochepouThl UMEIOT TUAMETP MEHBIIIE HOPMBI,
B TO BpeMs KaK CpeJHUN 00BheM UX yarie ocTaeTcsi B HopMe.C KIMHUYECKOM TOYKU 3PEHUs
cpeaHul 00BEM IPUTPOLIUTA — BaXKHBIN Moka3arenb. OH yBenaudeH (> 95 MkM3) npu Makpo-
U MerajoluuTapHo aHemusix M ymeHblleH (<80 MkM3) mpu MHUKPOIIUTAPHON aHEMUHU.
MCHC (Mean corpuscular hemoglobin concentration) — cpeaHsii KOHIIEHTpaIus
reMOTJIOOMHA B OTJEIBLHOM 3pUTpoIuTe, B HopMe coctasisieT 30-38 r/100 ma kpoBu (unu
30-38 1 %) [3].

KonnuecTBeHHbIE U3MEHEHUS B OKPACKE SPUTPOLIMTOB: B TATOJIOTUYECKUX YCIOBUAX
MOT'YT HACTYIUTh KOJMYECTBEHHBIE U3BMEHEHUS B OKPACKE IPUTPOLIMTOB, OHA MOXKET CTaTh
MEHEE HWHTEHCHBHON (THIIOXPOMHBIE SPUTPOLUTHI, TUIIOXPOMHUSI — BBIIIEYKA3aHHOE
COOTHOIIIEHHE U3MEHSETCA B CTOPOHY YBEIUYECHUS LICHTPATLHOTO NpOoCcBeTIeHus — 2:1 unu
3:1) wim Oosiee HHTEHCUBHOW (THIEPXPOMHBIE SPUTPOIUTHI, THUIEPXPOMHUs). ITO
ontudeckue 3PGeKTrl, 3aBUCSIINE OT U3MEHEHHs JIMOO TOJIIUHBI, JTUOO KOHIIEHTpAIUU
reMoryiioouHa B 3purporutax. [‘unepxpomuss 00yCIOBIEHA YBEIUYECHUEM TOJIIHUHbI
SPUTPOLUTOB (JENTOIUTHI). [MMEpXpOMHBIMU OBIBAIOT 4Yallle BCETO METaJOIUTH U
MHUKpOCcheporuTh [3].

Uctopus OTKpBITHS HACIEICTBEHHOTO C(QepoluTo3a: BIEpPBbIE 3a00JIeBaHUE
onucanu Vanlair 1 Masius B 1871r., onHako Oosiee MHMPOKYIO M3BECTHOCTH IMOIYYHIIO
aHAJIOTUYHOE HAOI0JCHUE HEMEIKO-MoIbCcKoro TepaneBTa (Ockapa MUHKOBCKOTO,
onybOnukoBanHoe B 1900 r. [leranbHOoe onucaHue BPOKJIECHHOW MeMOJIUTUYECKON aHEMUU
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MpeACTaBUII B cBOMX pabotax ¢paniysckuid Bpau Anaronbs [lloddap. Ilpu stom o0a
BBIJJAIOIIMXCSI YYEHBIX HE OOpaTWiIM BHUMaHHS Ha MOpPQOJIOTHUIO SPUTPOIUTOB. B
pe3yiibTaTe HEKOTOpOe BpeMs TepMUHOM «Oone3Hb MunkoBckoro — Iloddapa»
0003HaYaIM BCE HACJIEACTBEHHbIE TEMOJUTUYECKIE aHEMUH, JIUITh BIOCIEICTBUU OH CTall
aCCOLIMUPOBATHCS C HACIEACTBEHHBIM CHEepOIIUTO30M [4].

PacnpoctpaneHHOCTh MUKpPOC(hEpOIIUTO3a: BCTPEYAETC BO BCEM MHUpPE, HO OOJbIIe
BCEro pacnpocTpaHeH y xxuteneit CeBepHoil EBpomnbl (peke BCero BCTpedaeTcsi B CTpaHax
Adpuku roxaee Caxapbl, y OONBIIMHCTBA 3THUYECKUX TPYHI U MOXKET MPOSBUTHCS B
mo0oM Bo3pacTe, Jerkue (GopMbl YacTO JIUATHOCTUPYIOTCS Yy B3POCIBIX JIIOACH).
PacnpoctpanenHocTs 3a00aeBaHus nmopsiaka 1 Ha 5 ThIC. HACENIEHUS, HO €CTh MHEHHE, YTO
npu ydere Oosee jerkux Gopm O0JE3HU MOXKET Bo3pacTaTh 10 1 Ha 2 Teic. Malbuuku u
JI€BOYKH 0O0JICIOT OJMHAKOBO YacTo [6].

N3menennass mopdosiorus U 0ojiee KOPOTKas MPOAOIKUTEIbHOCTb JKU3HU
sputpountoB npu HC cBszana ¢ pepunurom wian auchyHKIMEH OJHOTO U3 AJIEMEHTOB
[UTOCKENeTa JPUTPOLUTA, (PYHKIHEH KOTOPBIX SBISETCA MOIJEpkKaHUE (POPMBI,
YCTOMYMBOCTh K JedopMalnii U 3JaCTUYHOCTU »puTpouuta. HemocTtaTodHOCTh WM
TucyHKIMS OJHOTO Wi Oosiee OEKOB BEPTUKAIBHOTO ITUTOCKeNeTa (OEIKOB MOJ0CH 3,
4.2, ankupuHa, anb(a- unu OeTa-CIEeKTPUHA) MPUBOJUT K OCIAOJICHUIO BEPTUKAIHLHOIO
B3aUMOJICUCTBUSL U OTPHIBY OWJIUIUJHOIO CIOS OT IIUTOCKENETa JU0O0 HapylIEHUE HUX
(YHKIIMOHATBHBIX CBOMCTB B PE3YyJIbTATE MOBBIIIACTCS TPOHUIIAEMOCTh KJIIETOYHON CTEHKHU
SPUTPOLIMTOB JJIsi HOHOB HATPHs, YTO MPUBOAUT K HAOyXaHUIO, HAKOIUICHUIO B HUX BOJIBI.
KpacHbie kpoBsiHbIE TeNblla MEHSIOT CBOIO ()OpMY C JABOSIKOBOTHYTOM Ha c(epuueckylo,
YMEHbIIIAIOTCS B pazMepax. [IpogomKuTenbHOCTh UX XKU3HU coKpamaercs 1o 8-10 queit (B
Hopme oT 90 mo 120). IToaToMy B CHIy MOHMXKEHHOM OCMOTHMYECKOW U MEXaHUYECKOU
PE3UCTEHTHOCTH, TOTEPU  DJIACTUYHOCTH UM HECHOCOOHOCTH  J1eOpMHUPOBATHCS
MOABEPraloTCsl  yCWIEHHOMY  pa3pylIeHUIO B CEJe3€HKE  (BHYTPUKJIETOUHBIN
BHECOCYIUCTBIA TeMonn3. OCHOBHBIM MMATOT€HETUYECKUM (DAKTOPOM  BPOKIECHHOU
MUKPOC(HEPOIUTAPHON TeMOJUTUYECKON OO0JE3HH SIBISETCS TOBBIIICHHBIM pacmaj
SPUTPOLIMTOB, HECOOTBETCTBYIOIINX MO (JOPME U pa3zMepam, BCIEICTBUE YETO HAPYIIAETCs
(hU3MOIOTNYECKOE PABHOBECUE MEXTY IPUTPOIIOI30M U 3pUTPpOIN30M. B HacTosmiee Bpems
HE MOJJIC)KUT COMHEHUIO, YTO T€MOJIU3 B ATUX CIIydasix sIBISETCS HE BHYTPUCOCYIUCTHIM, a
BHYTPUKJIETOUYHBIM — OH MPOUCXOAUT B OpraHax PETUKYJIOTHCTHUOIUTAPHON CHUCTEMBI,
TJIaBHBIM 00pa3oM B celie3eHKe M B MeHblel cteneHu B KymndepoBbix KieTKax MEYeHH,
KOCTHOM MO3TY U TUMQaTUyecKux y3iax. [Ipu ructonornyeckom ucciaeoBaHuU CEIE3CHKU
OTMEYAETCsl PE3KOE KPOBEHAINOJHEHUE MYJbIbl, TOTJa KaK BEHO3HbIE CHUHYCHI O€IHBI
KpoBbto. OcHOBa mynbIbl OyKBaJbHO HadapiiMpoBaHa HSPUTPOLUTAMHU, KOTOPbHIC
3aXBaTHIBAIOTCSl CeNle3eHOUYHBIMM Makpodaramu. Cpena celie3eHKH BpaxkjaeOHa s
3puTpounToB. Tam HU3KkuK pH ¥ HU3KUK YpOBEHB TIIFOKO3bl, HU3KHE KOHIEHTpauu ATO
U BBICOKHE JIOKaJlbHbIE€ KOHIEHTPAllUU TOKCHUYHBIX CBOOOJHBIX  PaJUKAJIOB,
MPOAYLHUPYEMBIX COCETHUMH (parouTaMu. ITO CIOCOOCTBYET MOBPEKICHUIO KIETOYHBIX
MeMmOpaH. B pe3ynbpTaTe MOBBIIEHHOTO T€MOJIM3a OCBOOOXKIaeTCsl, OOIBIIOE KOTUYECTBO
KEJIE30COAEPKAIIET0 MUTMEHTA — TeMOCHAEPUHA, KOTOPBIM OTKIIaJbIBAETCS B TKAHAX
(rmaBHBIM 0Opa3oOM B TOM K€ celie3eHOUHOM mynbiie) [1].
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PeTukynouuThl — Ba)XKHBIM TOKAa3aTeIb PETeHEPATUBHON CIIOCOOHOCTH KOCTHOTO
MO3ra B 4YacTH, Kacalollleicsi 3putpomnol3a. PereHepaTopHble CUMITOMBI CO CTOPOHBI
SPUTPOLIUTOB JIOCTUTAIOT HEOOBIYANHON HMHTEHCUBHOCTH B MEPUOILI TEMOIUTHYECKHUX
Kpu30B. B 3Tu mepuoasl HaOM0AaI0TCA B OOJBIIOM KOJIMYECTBE MOJIUXPOMATO(UIbHbBIC
SPUTPOLIUTHI U 1a3K€ HOPMOOJIACTHI; KOJTUYECTBO PETUKYIOLUTOB npeBbimmaet 50%. Mexny
c(heponuTO30M M PETUKYJIOIMTO30M HE HaOMIOJaeTcsl Mapajulein3Ma — HamnpoTUB, B
HavyaJgbHOM (ha3e reMOJUTUUYECKOTO Kpu3a Mo Mepe TOro, Kak OOJIBIIMHCTBO 3PUTPOIUTOB
CTAHOBUTCS C(HEpPUUYECKUM, KOJUYECTBO PETUKYJIOUUTOB B Nepudepuueckoil KpoBHU
cHmxkaercs. OO0parHasi KapTUHA UMEET MECTO B KOHEUHOH (ha3e reMOIMTHYECKOro Kpu3a: B
pe3yiibTaTe MacCUBHOIO pacnaja 3pUTPOIMTOB OTMEYAIOTCS NCUE3HOBEHUE C(hepoluTo3a U
MOBBIIIIEHNUE PETUKYJIOIMTO3a KaK OTBETHOM pEaklMM Ha MOBBLIIMIEHHBIN pachaj KpPOBHU.
PeTtukynonuTo3 sSBISIETCS BBIPAXKEHUEM XOPOIIEH pereHepaTUBHON CIIOCOOHOCTH TOJIBKO B
TOM CJIy4ae, €CJIM OH CONMPOBOXKIACTCA PETUKYIOIUTO30M U B KOCTHOM MO3T€ (MCTUHHBIN
peTukynonutos). Eciu xe HabmoaaeTcsl MOBBIIMICHUE PETUKYJIONUTOB B epudepruyecKoi
KPOBHM, @ B KOCTHOM MO3T€ COJEpKaHUE MX HOPMaJbHOE WIIU JaKe MOHUKEHHOE, 3TO
CBUJIETEIILCTBYET O OBICTPO HACTYMAIOUIEM MCTOIICHUH SPUTPONOITUYECKON (yHKIUU
KPOBETBOPHOT'O armapara. B COOTBETCTBUU C KOJUYECTBOM PETHUKYJIOIUTOB aHEMUU
JIEJSITCS Ha:

PerenepaTtopubie — coAepkKaHHE PETHKYJIOUUTOB — OT S5 10  12%eo.
['uniepperenepatopHble — PETUKYIOUTO3 — CBbIIIE 12%o. ['Umo- nnm apereHepaTopHbie —
HU3KOE COJIEpKAHUE PETUKYIOLMTOB, HEaJeKBAaTHOE CTENEHU TSHKECTH aHEMUU, WU
OTCYTCTBHUE PETUKYIOLUTOB B KpoBU. [Ipu MUKpochepo1inTo3e peTUKYIOUTO3 COCTABISET
15-30%, 4TO COOTBETCTBYET TMIIEPPETEHEPATOPHOMY PETUKYIOUUTO3Y [3].

KocTHOMO3roBoe KpOBETBOPEHHUE: IPUTPOHOPMOOIIACTHI COCTABISIOT aOCOMIOTHOE
60abUHCTBO —110 60—70% BCeX KOCTHOMO3TOBBIX KJIETOK. BhIMBbIBaHUE SPUTPOLIUTOB U3
KOCTHOT'O MO3Ta COBEPIIIAETCS B YCKOPEHHOM TeMIIe, Oarojapsi ueMy B nepudepudeckyo
KpPOBb IMOCTYIAIOT IJIaBHBIM 00pa3oM He3pelble (OpMbI SPUTPOLIMTOB— MOTUXPOMATODUIIBI
U PETUKYJIOIUTHI MEPBBIX TpyIIl. ['unepruiazus spuTpoOIacTUUECKUX JIEMEHTOB KOCTHOTO
MO3ra HaOJI0AaeTCsl HEe TOJIBKO B IMJIOCKUX KOCTSAX M AMU(U3aX JIUHHBIX KOCTEH, HO U B
muaduzax mocieaHuX. Pa3BUBaeTCs SKCTpamMeayJsSIpHBIA SPUTPONO33 B CEJIE3€HKE U B
Ipyrux opraHax. Bcreg 3a peTHKyJIOIUTapHBIM KpPU30M, Korja OoJblias 4YacTh
HOpPMOOJIACTOB TepsAET siApa W TMOCTyHmaeT B TMepudepuuecKkyr0o KpoBb B BHJIE
PETUKYJIOIUTOB, B KOCTHOM MO3Ty OOHapy>KHUBAIOTCS JUIIL POJOHAYANbHBIE (POPMBI
spuTpomnodsa — OazoduiabHble 3puUTpoOIacTel. ClaeaoBaTeNnbHO, IS  TMOIACPKAHUS
HOPMAaJIBHOTO COCTaBa KPOBU MPU TAKOM MHTEHCHUBHOM €€ pacrajie KOCTHBIM MO3T JOJIKEH
OOHOBUTH BECh KIJIETOUYHBII COCTaB KPOBH B MPEAEIbHO KOPOTKUM CPOK — B TEUYEHUE 2
Henelb [2].

BoiBoa. HacneactBennsiii cheponuTos - camas 4acTasi MpUYUHA T€MOJIUTHYECKON
anemunn B CeBepHoit EBpome. MukpocdeporuTos, Jexamuii B OCHOBE JaHHOTO
3a00J€BaHMs, MPUBOJIUT K PA3BUTHUIO ATOJIOTUI: HAPYIIAETCs bIXaTelbHas1, Tpoduueckas,
TpaHCIOpTHAasA, MeTabonuyeckas (YHKIUS SPUTPOLMTOB, CHUKAETCA CIIOCOOHOCTH K
nedbopMalny, yMEHbBIIAETCS TJIONIAlb MOBEPXHOCTU MEMOpPAH, MPOUCXOAUT YMEHBIICHUE
MPOJOIKUTEILHOCTA UX JKU3HU 33 CYET MPEKIECBPEMEHHOIO0 T'eMOJIM3a B CENE3€HKE U




VYIK [61+615.1] (06) Axmyanvuvie npobremvl cogpemeHHou meduyunsl u gapmayuu - 2025
BBK 5+52.81 BEI'MY, Munck (07.05)
A43

ISBN 978-985-21-1865-1

YMEHBIIIEHUE TPOJAOIIKUTEIHPHOCTA UX (DYHKITMOHHPOBAHUS. BOJIBIIMHCTBO JEeTEH MMEeT
nerkyto ¢popmy OONE3HH.
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