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AHHOTanMs. B cTaTtbe paccMOTpEHBI JaHHBIE O TEMOJMTHYECKOW AHEMUU —
6osiesnn Munkosckoro-Illoddapa: mpudynHbl, NaTOreHe3, KIMHUYECKUE MPU3HAKH,
CTCIICHU TAXKCCTHU, 0COOEHHOCTH AUATrHOCTHUKHA U JICUCHHA.

Annotation. The article deals data on hemolytic anemia — Minkowski-Shoffar
disease: causes, pathogenesis, clinical signs, severity, features of diagnosis and
treatment.
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Bsenenne

B namie BpeMs aHeMus SIBJISIETCS OYEHb PACIPOCTPAHEHHBIM 3a00JE€BaHUEM BO
BCEM MHpE, Yalle BCEro UM CTPaJaroT JI€TH JOLIKOJbHOTO BO3pacTa U OepeMEeHHbIE
*KeHIMHbL. OHO U3 3HAYMMBIX MECT 3aHMMAIOT F'€HETUYECKUE aHEMHUU, TAKUE KaK
HACJIEJACTBEHHBI MHUKpPOC(HEpPOLMTO3, KOTOpPbI O00yCIOBIEH MyTanued Oenka
MeMOpaHbl SPUTPOLIUTOB.

Heas wucciaegoBaHusi — H3YyYUTh M MPOAHAIM3UPOBATH HH(POPMALMIO O
MaToreHese, KIMHUYECKOW KapTUHE U JICYEHUH MUKPOC(eporuTo3a y J1eTeu.

MatepuaJibl M1 METOAbI HCCJIEIOBAHUS

CpaBHeHMe, aHAJIM3 U CUHTE3 HH()OPMAILUK Ha OCHOBE HAYYHOMU JINTEPaTyphl 110
TeMeE.

Pe3yabTarsl Hcc/Ie10BaAaHUSA U UX 00CYKAEHHE
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['emonuTHYeCcKMe aHeMHUH — Tpymna 3a00JieBaHUM, IPU KOTOPBHIX MPOUCXOIUT
YCKOPEHHOE Pa3pylLICHUE SPUTPOLUTOB M BBHICBOOOXKJIEHUE OOJBIIOIO KOJIUYECTBA
omnnpyOuHa. Paznuuaror  BpOXKIECHHBIE U puoOpETCHHBIC dhopmBbl,
MUKpocepolMTapHas aHeMHsl OTHOCUTCA K TnepBoil rpynme. Bce dopmbl
reMOJIMTUYECKUX aHEeMHUH HMMEIOT 3 OCHOBHBIX IE€PUOJIa: TE€MOJUTUYECKUUA KpU3,
cyOKOMIeHcalus TeMOJIN3a U KOMITEHCALIHUs TeMOJIN3a — PEMUCCHS.

HacnenctBennsiii Mukpochepounto3 (6one3np Munkosckoro-llloddapa) —
reMOJIUTHYECKas aHeMHsI, B €€ OCHOBE JIeXKaT CTPYKTypHbIE WM (YHKIIMOHAIHHBIC
HapylIeHUss MEeMOpaHHBIX OenKoB. 3a00JieBaHME PACHPOCTPAHEHO MOBCEMECTHO, B
6onbieit crenenu B CeBepHoit EBporie, a B MeHblIeH cTeneHn — B AQpuKe, 4acToTa
BcTpeuaemoctu coctapisieT 1: 5000 B momymsimu [1].

3a0osieBaHNE HACJIEIyeTCsl MO ayTOCOMHO-JIOMUHAHTHOMY THITy C HEMOJHOMU
NEHETPAHTHOCTBIO, Yallle BCEro BCTpeyaeTcsi rerepo3urotHas ¢gopma. Ecnu OGonen
OJIUH M3 POJIUTENIEH, TO C BEPOSITHOCThIO 0KOJI0 50% Oyaer GoneH u pebeHok. ['en
JIOKQJIN30BaH B KOPOTKOM IuIeue 8-i XpOMOCOMBI, OJTHAKO 25 % ciyyaeB 3a00s1eBaHMs
BO3HMKAIOT BCJIEJCTBUE MyTal1H.

Ucmopus omxpeimus. Briepsbie 60iie3Hb Obl1a ontucana I'. Munkosckum B 1900
roqy, Ha ceccun OOwmiectBa Bpauel B ['epmMaHuM, OH JNOJOXKWI O & clyyasx
3a0oneBanusi ¢ oauHakoBbIMU cumnTomamu. B 1907 romy A. Iloddap cmor
ONPENEIUTh HACIEACTBEHHBIM XapakTep TIeMaTOJOTHUYECKOrO0 pPAacCTpOMCTBA, MpHU
KOTOPOM Pa3BUBAETCS MUKPOCHEPOLUTO3 IPUTPOLIUTOB.

l'enemuueckue mexanusmovl. MyTauum B TE€HAaX, CUHTE3UPYIOUIUMX OEJIOK H
CO3JAI0LIMX LUTOCKEJET 3PUTPOLIMTOB — AaHKUPUH U crnekTpuH. ['eH ambda nenu
CIIEKTpHHA pacmoyio’keH B 1 xpomocome — jiokyc Iq21, ren B-uenu — B 14 xpomocome
— JIOKyC (22-q23, a TeéH aHKMpUHA HaxoAuTcd B 8 xpomocome — Jokyc 8p 11.2.
HepocraTouyHOCTh O-1I€MM CIEKTpPUHA MPOTEKAeT JIErko, a HEAOCTaTOYHOCTh [3-
IIETIH CTICKTPUHA — B 00JIee TSKEIoU Gopme.

Ilamozcenes. HacnenctBeHHbI MHMKPOCHEPOLIUTO3 BO3HUKAET BCIIEACTBHE
aHoManuu Oejka MeMOpaHbl SPUTPOLIUTA: MOBBIIIAETCA €€ MPOHUIAEMOCTh NpHU
IPOHUKHOBEHUU HOHOB Na, 3TO yCHIIMBAeT UHTEHCUBHOCTD IJIMKOJIN3a U METa00IU3Ma
JUTIUIOB, QPUTPOIIMTHI HA0OYXalOT, U hopmupyercs chepouut. [Ipu sTomM cokparaeTcs
MIPOJOJDKUTENBHOCTh MX KWU3HHM, KOTOpas B HopMme coctaBisier 120 nHeu, a mpu
3a0oneBanun yMenblaerca B 10 pasz. MecTo rubenu 3puTpoOLUTOB — CEIE3€HKa, JIs
MomnajaHusl B Hee cPepolurTaM HE XBAaTaeT 3JACTUYHOCTHU, U OHU 3aCTPEBAIOT B
cuHycougax (BEHO3HBIE COCY/bl, KOTOpbIe OOpa3ylT OOJBIIYI0 YacTh KpPAacHOU
MyJbIbl), € UM HE XBaTaeT IJIIOKO3bl U XOJECTEPUHA. DTO MPUBOAUT K OOJIBIIEMY
MOBPEXICHUIO UX MEMOpPaHbl U popMUpoBaHuto Mukpochepouutos. [Ipu cnegyroniem
MPOXOXKJIEHUH HUX Yepe3 CHUHYCOMJbl CEJE3€HKH MPOUCXOAUT CEKBECTpalus
MeMOpaHbl, U JIPUTPOLUTHI Pa3pyIIAIOTCS, MOTJOMIASACH (arouTaMH CEJIE3EHKH.
@arouuTapHas aKTUBHOCTb CEJIE3€HKHU BBI3bIBAET THIIEPILIA3UI0 OPTraHa.

Pezynomamer _nabopamopneix uccnedosanuii. BplsiBIeHNE CHUKEHHOTO
COJIEp)KaHUsI DJPUTPOLMTOB B mepupepruueckoil KpoBU, MHUKpPOCHEpOIUTO3a U
MOJIUXPOMA3UU SPUTPOIIUTOB, MAJIOTO IMAMETPA SPUTPOLIUTOB — MUKPOIUTHI (<4 MKM)

1452




VI Mesicoynapoonas (76 Beepoccutickas) HayuHO-npakmuieckas KOH@epeHyus.
«AxmyanvHbie 60NPOCHL COBPEMEHHOU MEOUYUHCKOU HAYKU U 30PAB0OXPAHEHUS)

U OOJBIIOTO — MAkpouUThl (> 9 MkM). Kpome TOro, oOHapyXMBaeTcCsl YBEIMUCHHE
KOJIMYECTBA PETUKYJIOLMTOB, MOBBIIICHUE COAEp>KaHHWE CBOOOIHOTO OmIMpyOMHA U
xenesa, 1euuuT QOoaueBON KUCIOTH U OEIKOB MeMOpaHbl 3pUTPOLIUTOB, CHUXKEHUE
OCMOTHUYECKOM PE3UCTEHTHOCTU IPUTPOILIMTOB MO OTHOLIEHUIO K THMIOTOHUYECKUM
pactBopam NaCl [2].

Knunuueckasa xapmuna. AHemMuss HOCUT HOPMOXPOMHBIA M HOPMOIUTAPHBIN
XapakTep C OBICTPO HapacTaromied cIadoCThI0 W TUIOXOW aJanTalued Jake K
YMEPEHHOMY  CHIDKEHHI0 remoriiobuna. [lposiBisiercs  kenryxa, KOTopas
XapaKTepPU3yeTCs KEITHIM OKpPAIIMBAHUEM CKJIEP, CIIM3UCTON 000JI0YKH MOJIOCTH PTa,
KOXXH, B MOY€ OTCYTCTBYET JKCIUHBIM MHUTMEHT (aXOJypHYHOCTh), HO BO3HUKACT
ypoOunuHypus. OgHON HUX XapaKTEPHBIX OCOOCHHOCTEH SABISIETCSA CILUICHOMETaus
(yBenmuueHHas cele3eHKa), MPU Majballii OHA IJIOTHAsA U OoJie3HEHHAs. Y OOJbHBIX
HaOmonaercss ONeAHOCTh KOXKM W CIM3UCTBIX, CHUHIAKTWIWA, TMOJIUIAKTUINS,
reTepOXpOMUS Py KHOU 000J0UKH, OAIIEHHBIN Yeperl, TOTHYeCKoe He0Oo, UPOKOE
Heb6o. M3-3a yBenuueHus cuHTe3a OwnupyOuHa (wamie Bcero y jereil 4-5 ner)
MOSIBJISIFOTCSI KAMHU B KETYHOM ITy3bIpe. Takke MOXKET HapylIaThCsl TICUXHYECKOe
pazButue [4].

CmeneHu MukpocgepouumapHoi aHemuu.

1. Jlerkas  ¢opma  mOpeacTaBiieHa  HE3HAUYUTEIBHBIM  T€MOJHU30M,
CIUICHOMETAJIMEH M CHUXXCHHUEM YPOBHS TEMOIVIOOMHA, WHOT/Aa BO3HHUKAIOIIUMU
reMOJIMTUYECKUMH KPU3aMH, 00I1Iee COCTOssHHE cTabmibHOe; reMoraooun 90-110 r/n
KpPOBH.

2. CpenHeTspkenasi aHEMHUS COMPOBOXKIACTCS TEMOJIM30M, BBIPAKECHHOU
CIJICHOMETaIuel, MOMEHTaMU MOSIBIISETCS KelTyxa; remorsioous 90-70 /1.

3. Tsxenas ¢opma 3a001eBaHUsI MPOSIBISIETCS BBIPAKEHHOM aHEMUEH,
3aJIepKKOM poCcTa, YMCTBEHHOM HEIOPA3BUTOCTHIO, TUIIOTEHUTAIIM3MOM; T€MOTJIOONH
<70 r/n.

VY Oonbmiet yacTu nered umeeTcs Jierkas ¢dopma MUKpOochepoIruTapHO
aHeMHH, KIMHUYecKH y 50 % mposBIseTCs yKe B HEOHaTaIbHOM niepuoe [3].

Huaenocmuka HACNe0CMBEHH020 MUKpocgepoyumosa. [IpoBoasT
MUKPOCKOIIMYECKOE HCCIEAOBAaHUE Ma3ka KpPOBHU JUIsl OMNPECIICHHs] CHUKEHHOTO
KOJTMYECTBA DPUTPOIMTOB W HHU3KOTO YpOBHS TremorioOuHa. [Ipn Onoxmmmdeckom
aHaJIM3e¢ KPOBH OOHAPYKMBAIOT MHUKPOC(HEPOIHTHI, BBICOKYIO KOHIICHTPAITUIO
OnmupyOrHa, TTOBBIIIEHHOE COJEPKAHUE XOJIECTEPHUHA, MOYEBOI KHUCTIOTHI, TITFOKO3HI,
9TO MOXET CBUICTCIBCTBOBATh O TOPAXCHUU BHYTPEHHHX OpraHoB. Mouda
npuoOperaeT OoJjiee TEMHBIM I[BET TMpPU TMOBBIILIEHHOM YPOBHE OWIHpyOHHA.
[TposiBisieTcst monoxuTenpHas npobda KymoOca (aHanu3 KpoBH Ha HAJTUYHME HEIOIHBIX
AHTUPPUTPOIMTAPHBIX aHTHUTEN). JKanoObl Ha XapaKTEPHBIE CHMIITOMBI JaHHOTO
3a0071€BaHUs: TOJIOBOKPYKEHHE, KENTyXa, O0IH B AMUTacTPAIHHOM 00JIaCTH, a TAKKE
0OJIe3HEHHBIE OIIYIICHHS MPU MaJbIAIMU U TIEpKyccud [5, 6].

Jleuenue muxpocgepouumosa. Ilpu Tsxenoir gopme 3aboneBaHus Hambosee
4acThIM U 3(P(HEKTHUBHBIM JICUEHUEM MHUKPOC(EpOIuTo3a SBISETCS CIUICHIKTOMHUS —
yAaJICHHE CeNIE3eHKH — K OTOMY crmoco0y mpuberawT, Korja OJPUTPOIMTHI B

1453




VI Mesicoynapoonas (76 Beepoccutickas) HayuHO-npakmuieckas KOH@epeHyus.
«AxmyanvHbie 60NPOCHL COBPEMEHHOU MEOUYUHCKOU HAYKU U 30PAB0OXPAHEHUS)

3HAUUTENIbHBIX KOJMYECTBaX M OYEHb OBICTPO HAYMHAIOT pa3pyllaThCs, IpU
3HAYUTEJIBHOM CHWKEHUU reMorioouHa. [Ipy Hanuumm skea4HbIX KaMHEH MalueHTaM
IIPOBOJAT XOJICLUCTIKTOMHUIO — YJAJIEHUE KEIYHOTO Iy3bIps. Takke IpU TAKEIOM
TEYEHUH 3a00JICBAHUS IOJIB3YIOTCSI METOJIOM IEPENIMBAHUS SPUTPOLUTAPHON MaCCHI.
OHHUM U3 METOJIOB JIEUEHUS!, KOTOPBIN PUMEHSIOT IIPH JIETKOU (popme 3aboneBaHus —
npueM (ponreBoi KUcioTel (BuTaMuH B9), koTopas cTUMYIHpYET SpUTPOIIOI3.
Ocnoocnenus. Tlocie nepeHeCeHHON MUKPOC(HEpOIUTapHON aHEMUU MOKET
BO3HHMKHYTh aHEMUYECKasl KOMa M3-3a HEAOCTAaTKa HEOOXOJUMOT0 OCTYIIIICHUS
KHCJIOPOJA K TOJJIOBHOMY MO3Ty. Takke y NallueHTOB HaOJIF0Iat0TCs 4acThIe
uH(pEKIMOHHBIC 3200JIeBaHNUS U MPU HAIMYUH COMYTCTBYIOIINX XPOHUUECKUX
3a00JIeBaHUN MOKET YXY/IIAThCS COCTOSIHUE BHYTPEHHUX OPraHOB, TAKUX KaK
cepaue, MoYKu. Y JeTel NPOUCXOAUT 3aMEIJICHUE POCTa.
ITocne npoBeacHUs CINIEHOKTOMHUH MOTYT BOSHUKHYTh KPOBOTEUEHUS,
UMMYHOJE(PUILUTHBIE COCTOSIHUS, TPOMOO3BI.
BuiBoabI
B coBpemennom mupe 601e3ap Munkosckoro-Illoddapa sBisercs
pacrnpocTpaHEHHBIM 3a00JIEBaHUEM, UMEIOILIUM XapaKTEepPHbIEC KIMHUUECKHUE
IIPOSIBJIICHUS], OCHOBHBIMU U3 KOTOPBIX SIBJISIFOTCS KENTyXa U CINIEHOMET AJIN.
3aboseBaHue MOAAETCA JUArHOCTUKE, XOPOIIO U3YUYEH €ro NaTOreHe3, YTO JAeT
BO3MO’KHOCTH TIOJTHOLIEHHOTO JIEYEHUS U BbI30opoBieHus. [Ipu nerkoit popme
Ha3HA4aloT npueM (poaueBoil KUcaoThl M BUTaMuHa B12, a npu Tspxenoi yacto
MPOBOJIAT CIUIEHIKTOMMUIO. Y J1eTel 00Jie3Hb, KaK MPaBHIIO, MPOXOAUT B OoJiee
JIErKO# (popMe, HO TaK)KE€ MOYKET HETATUBHO CKa3aThCA Ha YMCTBEHHOM,
MICUXUYECKOM U (PU3UYECKOM Pa3BUTHH.
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