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HACJIEACTBEHHASI MUKPOC®EPOIIUTAPHAS TEMOJIMTUYECKASI AHEMUS
(BOJIE3Hb MUHKOBCKOT' O — MIO®MAPA)

Pysuee 3.M. https://orcid.org/0009-0009-3541-4725

Byxapckuii rocynapcTBEHHBINH MEIUIIMHCKUN HHCTUTYT nMeHN A0y Anu oH CuHbl, Y30ekucTaH,
byxapa 1., ynuna I'mxayBanu. 23. Tenedpon: +998 (65) 223-00-50 Email: info@bsmi.uz

v’ Pestome

Hacneocmeennaa muxpocepoyumapnan 2emoaumuieckan anemus 0viia énepevle ONUCAHA
bonee eexa nazad nemeukum epauom Ockapom MuHKO8CKUM U (BPAHUYICKUM MEPANEGHIOM
Anamons Hlogghapom, komopele evldenunu 3a601e8anue u3z ZPynnvl 2EMOIUMULECKUX CUHOPOMOS,
Kak ocoby10 nozonozuto. /lannoe 3aboneganue He ymepano cé0i0 akKmyaibHOCHb U 6 HAWU OHU, MAK
OHO 00 CUX NOp AGNAEMCA WUPOKO PACHPOCHIPAHEHHON 0071€3HbI0 HACIE0CHEEHHO20 MUNA C
yacmomoii ecmpeuaemocmu 1:5000 porrcoennvix rcugvimu oemeii 060e20 nona, 6KI0OYAA 1e2Kue u
cyoxnunuueckue gopmot — 1:2000 porrcoennvix yncugvimu oemeii 060ezo nona. I'emonumuueckasn
anemusn Munkoeckozo-Illoghghapa ecmpeuaemca oocmamouno wacmo é npakmuueckoii papome
eépaua-neouampa, nOIMOMy OCHOBHble NPUEMBI OUAZHOCMUKU OAHHO20 3A001€8aHUA, OKA3AHUE
noMowu O0emsam 6 COCHOAHUN 2eMONUMUYECKO20 KPU3A, A MAKXHCe PeKOMEHOAuuu 6 nepuooe
pemuccuu 00aHCHBL OblMb XOPOUWLO U3BECHMHBL NEOuampy Ha aI000M YuUacmkKe NPAKMUYECKOU
paoombut.

Knioueevle cnosa: nacneocmeenHulii  MuKpocghepouyumos, 2emoaumuueckas daHemus,
KAUHUYECKUIL cyuail.

HEREDITARY MICROSPHEROCYTIC HEMOLYTIC ANEMIA (MINKOWSKI-
SHOFFAR DISEASE)

Ruziyev Z.M. https://orcid.org/0009-0009-3541-4725

Bukhara State Medical Institute named after Abu Ali ibn Sina, Uzbekistan, Bukhara, A. Gijduvani
st., 23 Tel: +998 (65) 223-00-50. e-mail: info@bsmi.uz

v" Resume

The German physician Oskar Minkowski and the French therapist Anatole Chauffard, who
singled out the disease from the group of hemolytic syndromes as a special nosology, first described
hereditary microspherocytic hemolytic anemia over a century ago. This disease has not lost its
relevance even today, as it is still a widespread disease of the hereditary type with an incidence rate
of 1:5000 live-born children of both sexes, including mild and subclinical forms - 1:2000 live-born
children of both sexes. Minkowski-Shauffard hemolytic anemia is encountered quite often in the
practical work of a pediatrician, therefore the main methods of diagnosing this disease, assisting
children in a state of hemolytic crisis, as well as recommendations during the remission period should
be well known to a pediatrician in any area of practical work.

Key words: hereditary microspherocytosis, hemolytic anemia, clinical case.

IRSIY MIKROSFEROTSIT GEMOLITIK ANEMIYA (MINKOVSKI-SHOFARD
KASALLIGI)

Ruziyev Z.M. https://orcid.org/0009-0009-3541-4725

Abu Ali ibn Sino nomidagi Buxoro Davlat tibbiyot instituti, O‘zbekiston, Buxoro, A. G‘ijduvoniy
ko‘chasi, 23 Tel: +998 (65) 223-00-50. elektron pochta: info@bsmi.uz
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v' Rezyume

Irsiy mikrosferotsitar gemolitik anemiya birinchi marta bir asrdan ko'prog vaqt oldin nemis
shifokori Oskar Minkovski va fransuz shifokori Anatole Shoffard tomonidan tavsiflangan va
gemolitik sindromlar guruhidan kasallikni maxsus nozologiya sifatida ajratilgan. Ushbu kasallik
bugungi kunda ham o'z ahamiyatini yo'qotmagan, chunki u hali ham irsiy turdagi keng targalgan
kasallik bo'lib, har ikki jinsda tirik tug'ilgan 1:5000 bolalarda, shu jumladan yengil va subklinik
shakllar ham har ikki jinsda tirik tug'ilgan 1:2000 bolalarda uchraydi. Minkovskiy Shoffardning
gemolitik anemiyasi pediatrning amaliy faoliyatida juda tez-tez uchraydi, shuning uchun ushbu
kasallikni tashxislash, gemolitik ingiroz holatida bo'lgan bolalarga yordam berish, shuningdek,
remissiya davridagi tavsiyalar yaxshi shifokorga ma'lum bo’lishi kerak.

Kalit so'zlar: irsiy mikrosferotsitoz, gemolitik anemiya, klinik holat.

AKTyaJbHOCTb

B pOXAeHHas MUKpoc(heponuTapHas TEeMOJHTHYECKAas aHEeMHUs IPENCTaBIsieT coOoi cemeitHoe

3a0oneBaHue, HacleayeMoe 110 ayTOCOMHO-IOMIHAHTHOMY THITy. B oCcHOBe 3a001€BaHHS JIEKUT
reHeTHUecKuii aedext Oenka MeMOpaHBI SPUTPOLMTOB, B pe3ylbTaTe Yero IOBBIIIACTCS ee
NPOHHUIAEMOCTh JJIsl MOHOB HATPHA, YTO MPHBOAUT K HAOyXaHHWIO SPHUTPOLMTOB, HAPYIICHUIO
CIIOCOOHOCTH JPHUTPOLUTOB N1e(hOPMUPOBATHCS, OTIICIUICHHIO B CENe3€HKE YacTH WX IMOBEPXHOCTH,
YKOPOYEHHUIO MPOAOJKUTEIIFHOCTH MX KM3HU W pa3pylIeHUI0 Makpodaramu ceneseHku. [laTonorus
SPUTPOLUTOB MPOSIBISAETCS MOP(POIOTUIECKON aHOMAITUEH — MHKPOCHEPOIIUTO30M.

LeHTpanbHOE MECTO B KIMHUYECKOHM KapTUHE MPUHAMJICKUT TEMOJIUTHYECKOMY CHHAPOMY,
KOTOPBIN MPOSIBISIETCS TPEMS KapAUHAJIbHBIMU IPU3HAKAMHU: JKEITYXOH, CIUICHOMETalIueld 1 aHEMHEH.
MoryT HaOmoIaThCsl MPU3HAKK 3aMEAJICHHOTO Pa3BUTHS, a TAaKKe HapyIICHHE JIMICBOTO CKeJeTa B
BUJIe «OAIlIEeHHOTO Yeperiay, CEIOBHIHOTO HOCA, BRICOKOTO CTOSIHUS He0a, HapYIIIEHHE PacIOIOKEHHUS
3y0OB, y3KWX TJIa3HHII. BBIpaKEHHOCTh aHEMH- YECKOTO CHHApOMa pasnnyHa. Yacto Habmomaercs
YMEPEHHOE CHIKEHHE TeMOTTIO0NHA. Y HEKOTOPBIX OOJIBHBIX aHeMHsl Boobuie oTcyTcTByeT. Hanbonee
pe3kasi aHeMu3alusl HaONIOJaeTcss B IEPHOJA TeMOJIMTHYECKOro Kpu3a. MukpocdepouuTapHas
TEMOJINTUYECKAsl AHEMUSI UMEET XPOHHUYECKOE TEUCHHUE U COITPOBOKAACTCS IEPUOANYECCKUMU KPU3aMHU
U peMHUCCHsMHU. ['eMoIMTHYecKHii KpU3 BO3HHMKAET IOJA BIUSHHEM MPOBOLUPYIONIHX (aKTOPOB
(nH(DeKkus, nepeoxiaKICHUE, NepeyTOMICHHE, OEpeMEHHOCTh M JPYTHe) W TPOSBISETCS PE3KUM
yCUJIEHHEM CHMIITOMOB Ha (OHE HENpephIBHO TEKyIero remonn3a. lIpm 3ToM TOBBIIIaeTCs
TEMIIEpaTypa B CBSI3U C MACCOBBIM PaclajoM 3PUTPOLUTOB, YBEIUUUBAETCS HHTEHCUBHOCTD XKENTYXH,
BhIpOKEHA TelaToMeraius, ceje3eHKa IUIOTHAas M IajKas, Hepeako OoJIe3HEHHass B pe3yibTare
HaANPSDKEHUS KaTCyJbl TIPYU KPOBEHATIOMHEHUH WIIH TIepUCIUIeHnTe. [ eMonuTryeckas 00JIe3Hb HEPEIKO
OCIIOKHSIETCS TPUCTYNAaMH TIEYEHOYHOW KOJIMKH, BCIEICTBHE OOpa30BaHWS MUTMEHTHBHIX KaMHEH B
JKETYHOM ITy3bIp€ U B JKEIYHBIX MPOTOKax. B CBS3M ¢ mpuCTynaMy MEYEHOYHOH KOJIMKHU M 3aCTOEM
JKEITYH B TIEYCHU Y OOJIBHBIX MOTYT HAOIIOIAThCS CUMIITOMBI aHTHOXOJICIICTUTA U TAPEHXUMATO3HOTO
renaTura ¢ MOsSBICHHEM NpsMoro OwnnpyOwHa B kposw. [Ipm oboctpenmn Oone3nu Habmromaercs
HAKJIOHHOCTh K HOCOBBIM KpOBOTeUeHHUSM. HecMOTps Ha BpOXIEHHBIN XapakTep, OOJIe3Hb JIUIIL B
PEIKUX CIy4asx MPOSBISIETCS B MEPBbIe JHH IOCIE POXKACHHS, OOBIYHO CHMIITOMBI MPOSIBIISIOTCS B
JeTckoM, vamie B 3-10 neT, uiu 3penomM Bo3pacTe.

HeoOxoumble MeTO/bI JIEYEHHS MOJOUPAIOTCS WHAUBHUAYATIBbHO, OMPENENSIOTCS TSKECThIO TEUSHHS
3a00eBaHMs, BO3PACTOM MaleHTa, HATMYNEM aHOMAIMI Pa3BUTHS U UX BBIPAXKEHHOCTH

B xauecTBe mpumepa Mbl TPUBOIUM KAUHUYECKULL CTy4all HACTIECTBEHHBIN MUKpOCchepouTapHbIi
TEMOJIUTHYECKAST aHEMHUS, TMarHOCTUPOBAHHOM y pederka 21 rog.

W3 anamHe3a KM3HM H3BECTHO, 4TO peOCeHOK JeBouka poxieH oT Il OepemenHoctH, 2 pebeHOK
MpOoTeKaBIIeH Ha (OHE XPOHUICCKON Kee301eDUIMTHON aHEMUH CpeTHel CTeNneHn TshKkecTH. Macca mpu
poxaenun —3200 r., ;urHa Tena — 44 oM.

Marp nanmueHTKn pacckaszana, 9to B 2010 roay ee 04b 00OpaTHiach B MEIUIMHCKOE O00BEINHEHHE TI0
MECTY JKUTENILCTBA M3-3a KAI00 JKeNTyXa, MOBTOPSIONIASACS BPEMsI OT BPEMEHH Ha KOXKe M CKIIepax Tiias.
TOJIOBOKPYKEHHUE, 00111as cabocTh. Jleunnack B cTalmoHape ¢ JMarHo30M renartut, (JopMy KOTOPOTo OHa HEe
noMHHUT. [ocrie neueHus sxenTyxa Ha KOKe U CKIIepaX YMEHbIIUIACh, HO IEPUOJUYECKUE TPU3HAKH KENTYXU
coxpansuch. B teuenne 2011 u 2019 rogoB HECKONBKO pa3 JEUMIACH C AUATHO30M TETATHT B OT/ACICHUN
uH(EKIMOHHBIX Oone3neil. Bo Bpems ocMoTpa ob1iiee cocTosiHue CpeHel TSKECTH, B CO3HAHUH, CITN3UCTHIE
KOXH JKENTOTO IBeTa, nepudepudeckre TMMQPAaTHUECKHe Y3Jbl HE MAIBIIUPYIOTCSA, OTEKOB HOT HET.
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BesuxynsapHoe mpixanue B Jerkux. ToHBI cepana npuraymensl. [lymsc putMmuunsii, 88 B 1 mMuHyTY.
Aptepuansaoe aasnexue 120/80 mum prt. cT. B ipaBoi pyke u 120/70 MM pT. cT. B IeBOH pyke. JKUBOT MSTKHUHA,
Oe30one3nennbiil. [leuens He manpmupyetcs. Cenesenka +2,5 cm. Cumnrom [lactepHalkoro JBycTOpOHHE
orpuuarensHeli. Juapes u auypes peryinspasie. OAK: Temorno6un — 105 r/n, Dpurpoumts! — 3.9%10%%/n,
[/ — 0.81; Petukymomutsl — 131%o, TpoMbonutel — 378*10%1, neiikomutsr — 9,9%10%m, Jletikodopmymna:
najnouka saepHsie — 1%, cermeHTo saepHsie — 69 %, mumorutsl — 22%, MOHOIUTHI — 6%, MOHOIHUTHI - 2%,
CO3 - 4 wmwm/gac. Mopdomoruss sputpormroB: Mukpochepouutsl 40-45 %, mopmommtel 100:4.
broxumuaeckuit amamus kposu: AJIT — 23 U/L, ACT — 42 U/L, O6umit 6mwmpyoun — 65,7 MKMOIIB/I,
[Ipsimoit  Ounupyoun —8,3 wmkmonw/n, Henpsmoit Omnmupyoun — 57,4 mkmonb/n.  OcmoTHdeckas
pe3ucTeHTHOCTh dpuTponuToB: Havdano 0,5% (B Hopme 0,4 %), okonuanue 0,4% (B Hopme 0,3 % moJHBIH
remonu3). IIpsimas mpo6a Kymbca orpumarenshas. 3akmrouenne Y3U: Jluddy3Hpie n3mMeHeHne meveHw,
XOJCLUCTHT.

Ha ocHoBanum mpoBejseHHOrO oOcCienoBaHus TocTaBiaeH auarHo3: D — 58 Hacnencreennas
MUKpoc(heponnTapHas TeMOINTHIEeCKas aHEMUSI.

B mocnemane rogapr HacnemcTBeHHass MHUKpocdeporuTapHas T€MOJIMTHYECKas aHEeMUsS SABIACTCS
IpeMETOM MHTEHCUBHBIX MCCIIEIOBAHUN M TOATOMY UMEET TaKUe PEKOMEHIAINN KaK:

1. ITaruenTsI € BriepBhIe AUarHocTupoBaHnHEIM HMI'A ¢ HannuneM ceMeiHOro aHaMHe3a, THITUYHBIX
KIIMHUYECKAX TIPOSIBICHWH (aHEeMUs, JKeNTyXa W CIUICHOMETalws) W Ja0OpaTOpPHBIX JTaHHBIX
(chepouutel B Maszke mepudepudeckoir KpoBu, moBbiienne MCHC, mnoBbliieHne uucna
PETHKYJIOLUTOB) HE TPEOYIOT HUKAKUX JIOTIOJIHUTEIILHBIX 00CIICI0BaHUH.

2. Ecny nrarao3 HeoTHO3HAYHBIH, HAlpUMeEP, B TEX CIIyYasx, KOTJa B Ma3Ke mepudepudeckoi KpOBI
HEOOJIBIIIOE KOIUYECTBO CPEPOIMTOB W HET APYTUX JIA0OPATOPHBIX, KIMHUYECKUX WA CEMEHHBIX
JAHHBIX MOTYT OBITH HCIIONB30BaHBl JTA0OPATOPHBIE TECTHI C BBICOKOH WH(POPMATHBHOCTHIO:
kpuoremonu3, OMA-tect. Bricokoe mporaocTrdeckoe 3HaueHne 000ux TecToB i1 AuarHoctuku HC
MOJKET OBITh YIIYUIIIEHO B COYETAHUH C KITMHNYECKUMHU TaHHBIMH U SPUTPOIUTAPHBIMI UHICKCAMH.

3. OP3D MoxkeT ObITh UCTIOJIb30BaHA UCKIIIOYUTENBHO KaK JIOTIOTHUTENbHBIN 1a00paTOPHBIHA TecT. 4.
[MoaTBepkaeHNE AUAarHO3a MOXKET OBITH HEOOXOTUMO B TE€X CITy4asix, KOTAa pe3yabTaThl 1ab0paTOPHBIX
TECTOB HEOJHO3HAYHBIE HITH TIOTpaHUYHEIEe. DIeKTpodope3 OSIKOB MEMOpPaHbI SPUTPOIIUTOB SBISIETCS
METO/IOM BBIOOpA. DTOT METOI MH(POPMATUBEH IS BBISIBIICHHS CTETNICHH Aeuiinra MeMOpaHHOTO Oenka
y nanuenta. OCHOBHBIM HEJJOCTATKOM 3TOTO METOa SIBIISIETCS HU3Kasi YyBCTBUTEILHOCTh TIPH JIETKOH
u OeccumnrTomHon Gopme. Mcronp3oBanne anekTpodopesa 6eIKOB MEMOPaHBI PUTPOIIUTOB ITOKA3AHO
B ciyvasx: 10 - xormga ximHWUYeCKH (peHOTHIT OoJiee TsHKENbI, YeM IPEAIoaraeéMblil 1Mo JaHHBIM
MOP(OIOTUN IPUTPOLIUTOB; - KOTIa MOPGOJIOTHS SPUTPOLIUTOB OoJiee TshKemast, YeM Ipe/ronaraeMas
0 JIAHHBIM HCCIIEIOBAaHHUS KPOBH POAMTENS, B ciiydae eciu poautens 6omen HC; - ecnu muaraos He
SCeH /IO CIUICHIKTOMHH, a TalUeHT MOXXET WUMETh aHOMAJHI0 MPOHHUIIAEMOCTH OIHOBAJCHTHBIX
kaTtuoHoB. Ecnii Mopdornorust TunmaHast, He J0JKHO OBITh HHKAaKUX COMHEHHI. B Goiee COMHUTEIBHBIX
cinydasx (korma MCV>100 i) moryt motpeboBathesi pasbsicHenus. 5. uarHoz HC e TpeOyer
JTATBHEUTIIETO MOJIEKYIIIPHO-TEHETHIECKOTO 00CIIeIOBaHUS JIJISl BBISBIICHUS MyTallUy T€HOB.

Jleuenue HMI'A. Xupyprudeckasi TAKTUKA CIUICHIKTOMUS SIBJISIETCSI OYCHB 3P PEKTUBHBIM METOIOM
pY HEOOXOTUMOCTH YMEHBIICHUS TEMOJIN3a H YBEITUUEHHSI POJIOKUTEIBHOCTH YKU3HN SPUTPOIIUTOB.
Kimanueckre posiBIICHUST M PUCK Pa3BUTHUS OCJIOKHEHUH (KaMHU B YKEITYHOM ITy3bIpe) 3HAUYUTEIEHO
yMeHbIIAOTCS 1pu TsbkeIoi Gpopme HC m moHOCTRIO KymupyOTCs B 00JIee JISTKUX (popMax, OJTHAKO
YBEITMUMBACTCS PUCK OMACHOTO JUIS KHM3HH CElCcHca OT WHKAICYJIMPOBAHHBIX MHKPOOPTaHWU3MOB,
ocobeHHo Streptococcus pneumoniae. IlocieaHne AaHHBIM JIEMOHCTPHPYIOT, YTO CIUICHIKTOMHS Y
neret ¢ HC pocratouna Oe3omacHa (B KpaTKOCPOYHOW IEPCHEKTHBE 03 CMEPTEIbHBIX HCXOJIOB,
OTMEYEHBI PeJIKKE OCIOKHEHHS).

3aka04eHue

ITokazanus k crmensakromun: Tspkenas popma B Bo3pacte He paHee 3 jet; Cpenne Tsoxenas Gopmf
B Bo3pacre 6-12 niet; Jlerkas popma — pu HaJIUUKUK KaMHEH B KETYHOM ITy3bIpe IPU OJTHOMOMEHTHOM
BBITIOJTHEHUN CIUICHIKTOMHHM W XOJICIUCTIKTOMUHU B JIFOOOM BO3pacTe cTapiie 6 JeT; IpU BBICOKOM
OMIMpyOMHEMHUH W pETHKYyJonuTo3e Tpu HopMmanbHOM Hb B BO3pacte crapme 6 ner (mns
MPEIOTBPAIIICHUS PA3BUTHUS JKETYHOKAMEHHOM 00j1e3HH). BBIOOP TEXHHUKH BIMOJTHEHHUS CITICHIKTOMUH
(3HI0CKONMYECKass WM JlamapoTOMUYecKas)) OCYIISCTBIIACT XHpypr. IlIpeamodreHue OTHacTCs
SH/IOCKOTIMYECKOMY METOIy B CBS3M C YMEHBIIEHHEM OOJIEBOTO CHHAPOMA, YMEHBIICHUEM
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JUITMTENTLHOCTH TIpeObIBaHUS TAIMEHTa B CTAlMOHApE W XOPOIIMM KocMmeTHueckuMm 3¢ddekrom. He
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