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CHUHAPOM IINPCOHA

1OTBY ®HKL] ATOU um. A, Porauesa M3 PO,
2QIr'BY BITO PHUMY um. H.U. IMuporosa M3 PD, Mocksa

B craThe nmpencraBiaeH MOAPOOHBIN Pa300p KIMHUYECKHX CIIydyaeB KpaiiHe PeIKoro 3a00oJieBaHUS Y

EAUATPUN

mereir — cuaapoma Ilupcona (CII). IlepBbie KITUHUYECKUE IPOABIEHHU 3a00JIeBAHUSA B BUIe aHEMIH
Pa3INYHOIl CTeIIeHH BHIPA'KEHHOCTH Ha ePBOM roxy :ku3Hu xapaxrepHsl 14 CII, uto co3gaer onpe-
IeJIEHHbIE TPYTHOCTH C IIOCTAHOBKOM quarHo3a. OCHOBBIBASICh HA aHAJM3E JUTEPATYPHBIX JaHHBIX U
COOCTBEHHBIX KINHHYECKUX HabxiomeHni (7 GOJBHBIX), C(DOPMYIUPOBAHBI JUATHOCTHYECKHE KPUTE-
pumn, nossoJgonue BoBpems 3anoxo3purth CII u n3de:xaTs Ha3HaAUEHU T HEaTEeKBATHOTO JI€UYEHN .

Knrouesvie cnosa: cundpom ITupcona, mumoxondpuonamus, 0emu, yzHemeHue Kpo8emeopeHus.

The article presents the detailed analysis of clinical cases of Pearson syndrome (PS), which is an
extremely rare disease in children. Early clinical features manifest as anaemia of variable sever-
ity in the first year of life, it creates some difficulties in establishing the right diagnosis. Based on
literature data and own clinical observations (7 patients), the diagnostic criteria are formulated,
allowing to suspect PS in time and to avoid inadequate treatment.

Key words: Pearson syndrome, mitochondriopathy, children, hematopoiesis depression.

Cungpom Ilupcona (CII) — myJsabTHCHCTEMHOE
3abojsieBaHne C IPeodJafaloN[uM BOBJIEUEHUEM
KPOBETBOPEHUA, Moakesynounoin xkesaesdbr (IT9K)
U TeuYeHU, pasBUBamIleecd BcaeacTBUe AederTta
murtoxouapuanbHoit JJTHK (mTIHE).

OcHOBHBIE CHMIOTOMBI AAHHOTO 3a00JIeBaHUA
ObLTu BIiepBbie onucaubl B 1979 r. mpod. 'oBapmom
ITupconom (H.A. Pearson) u BKJrouanu B cebs ped-
PaKTePHYIO CUAePO0JaCTHYIO aHeMU0, BaKyO0JI13a-
IIAI0 KJIETOK I'eMOIIO3TUUYECKUX IPEAIIIeCTBeHHUIL B
KOCTHOM MO3Te, 9K30KpUHHYI0 auchpyHKmuio 11K,
C XapaKTepHBIM PaHHUM Ae0oToM 3aboJieBaHUS,
00BIYHO B BodpacTe o 1 roxa [1].

10 jer cmycTsda y IAIlMeHTOB C JAHHBIM CHM-
IITOMOKOMIIJIEKCOM OBLI BBISBJIEH MOJIEKYJISPHO-
reHeTHUYeCKU nedeKT B BuUAE KPYIHOW eseruu

Konmaxmnas ungopmayusn:

B T€HOME€ MUTOXOHIPHUI, YTO IIO3BOJIMJIO OTHECTHU
IaHHoe 3a00JeBaHUEe K MUTOXOHAPHUONATUAM [2].

MuroxoHapuaIbHbIe 00JIE3HN — IPYINAa Hacaem-
CTBEHHBIX 3a00JI€BaHNI, CBA3AHHBIX C Jed)eKTaMu B
(GOYHKIIMOHUPOBAHUY MUTOXOHIPUH, IPUBOAAIIAMU
K HapyIIeHUSAM SHEPreTUYecKoro meraboamsMa B
KJeTKaxX. OYHKIIUY MUTOXOHIPUA KOHTPOJIUPYIOT-
cqa Kak apepuoii (a[lHK), rak u mTIHK. Ilocienusasa
Komupyer pubocomMasibHyi0 1 Tpancnoptuyio PHE,
a TakiKe HEKOTOpble CYOBeIWHUIILI 9JIeKTPOHHOI
IObIXaTeJbHON Ieln.

B kakmoii KJeTke comepsKaTcs COTHU KOIIUM
mt/IHE, Tak Kak KaKgas MUTOXOHAPUS BKJIOUYAET
B ce0s HecKOoJbKO (0T 2 1o 10) uaeHTUYHBIX KO
HTHE, a B Ka'KI0l KJIETKE COAEPKUTCSI MHOMKECTBO
MUTOXOHApuii. MyTamusa MoKeT BOBHUKATh BO BCEX
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