DOI 10.25789/YMJ.2022.80.33
YK 616.419-007.21-07

4 2022 N &

H.H. MNpotononosa, O.B. Agpeesa, C.A. KoHgpaTtbeBa,
O.H. MBaHoBa, C.A. EBceeBa, T.E. bypuea

KNMHUYECKUU CNYYAU NAPLUUATTBHOU
KPACHOKINETOYHOW ANNA3UN

Y PEBEHKA 2 JIET

B HacTosiwee Bpemsi onvcaHo He 6onee 300 GomnbHbIX C NapumManbHOW KpaCHOKNETOYHON annasuei. B ctatbe npeactaBneH peakvin criyvai
napumanbHOW KpacHOKNETO4HOM annasum y pebeHka caxa.
KniouyeBble cnoBa: aHeMusi, 3pUTPOLIMThI, KPACHOKMETOYHAs annasusl, eYeHne, CEKBeHMpoBaHue, caxa, aAetu, AkyTus.

Currently no more than 300 patients with partial red cell aplasia have been described. The article presents a rare case of partial red cell aplasia

in a Sakha child.
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BeegeHue. [lapumanbHaa KpacHo-
knetodHast annasus (MKKA) - pegkas
cdopma BpPOXKOEHHOM annasvv KpoBeT-
BOPEHUSI, pa3BuBaloLLascs B pe3ynsraTe
anonTo3a 3JpUTPOMAHLIX NpeaLecTBeH-
HVMKOB B KOCTHOM MO3re BCrneacTBue fe-
dekTa buocuHTesa pnbocom [1-4]. Bnep-
Bble [KKA onncan B 1922 r. Kaznelson. B
JanbHenwem 6bin onucaH psia cnyvyaes
aToro 3aboneBaHus, Npu 3TOM y 3HaA4YM-
TenbHoW YacTu 60MbHbIX BbiABNEHA Ony-
XOInb BUITOYKOBOM Xernesbl (TuMoma) [2].

B HacTosilwee Bpemsi GOMbLUMHCTBO
reHeTU4Yeckn paclungpoBaHHbIX Cry4aes
IMKKA saBnsatoTca pesynstatoM ranmnotu-
NMMYECKOW HeOOoCTaTOYHOCTN TEHOB, KO-
avpyrowmx 6enkn manon mnm GonbLuon
cybbveanHny pubocom; naeHTMgrumpo-
BaHbl Takke eauvHu4dHble cnydau [MKKA
B pesynerate MyTtauum reHoB GATAT,
FLVCR1 u TFR2. OnucaHbl BpOXAEHHbIE
dopwmbl MKKA ¢ gebrotom B 2 roga. Te-
YeHne 3aboneBaHNs XpOHMYECKoe, B He-
KOTOpPbIX Cryyasx nonyvaetcs AOCTUYb
pemuccun [1-3]. B cTatbe npeacrtasneH
WHTEPECHbIN Crydan nauueHTa caxa c
napumarnbHOW KpacHOKIETOYHON annasu-
en (MKKA).
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cTen, co crnoB mambl. Poabl 1, B CpokK, Ha
41-n Hepene, ecTecTBeHHble. Bec npu
poxageHun 3020 r, poct 51 cm. K rpyamn
npunoxeH Ha 1-e cyT. OueHka no wkane
Anrap 8/9 6annos. BbinucaHbl 13 pogao-
mMa Ha 5-e cyT. [pyaHoe BckapmnvBaHune
0o 1 mecsia. lNcnxoMoTopHOE pasBuTme
0o 1 roga COOTBETCTBOBANIO BO3PacCTy:
FONOBKY AEPXWUT C 2 MecsiLeB, Nnepeso-
paunBaeTcs ¢ 4 MecsLeB, cuauT ¢ 6 me-
cqaueB, nonsaet ¢ 7 mecsaues, xoaut ¢ 10
MecsiLIeB.

3aboneBaHusa matepu — aHeMus, an-
neprudeckne 3aboneBaHusi. Hacnep-
CTBEHHOCTb, CO CITOB MaTepu, He OTAro-
LieHa.

MpodunaktTuyeckne NpUBMBKK MO Ha-
LMOHAarNbHOMY KaneHaapt MpUBMBOK.

MepeHeceHHble 3aboneBaHus: ua-
ctble OPBW, COVID-19, OpoHXuThI,
OpoHxunanbHasa actMa.

Annepronornyeckmii aHaMmHes: Ha LUun-
TPyChbl, MNbiSb.

[MepeHeceHHbIX onepauuii He GbIno.

M3 aHamHe3a 6onesHu: ¢ sHBapsa
2021 r. pebeHka 6ecnokosaT uvacTble
OPBW, c anutenbHbIM Kawunem, onea-
HOCTb, BANOCTb 1 crnabocTb. B deBpane
2021 r. pebeHOK HanpaBneH Ha fnedyeHne
B LIEHTParnbHyl0 pPanioHHY0 OOnbHULY.
>Kanobbl Npu NOCTynneHuu: Ha 4vacTble
OPBW v pnutenbHbI Kallenb, Onea-
HOCTb KOXHbIX MOKPOBOB, CnabocCTb,
BAMOCTb, Kawenb. BbinucaH B mapTte
2021 r. ¢ yny4lleHnem.

29.09.21 c xanobamu Ha ANUTENbHbIN
Kawenb, 6rnegHOCTb KOXHbIX MOKPOBOB,
crnabocTb, BAMNOCTb, Kalenb pebeHok
HanpaeneH B MyrbMOHOMOrM4YecKoe OT-
penexve ML PBNe1- HLIM.

Mo pesynsratam obcnegoBaHusi: 06-
LN aHanu3 1 OMOXMMUYECKUA aHanu3
KpoBu - 6e3 ocobeHHocTew. B3sTbl uc-
cnegoBaHua Ha WHdpekumn: OHK LMB
nonoxutenbHbin. MUP kpoBu Ha LIMB
- oTpuuatenbHasi, BUpyC NpOCTOro rep-

neca 1,2 - orpuuartensHad. MNUP moumn
Ha LIMB - nonoxutenbHas. [loctaBneH
KnuHnyYeckun amarHo3: OB6CTPYyKTUBHbIN
O6poHxuT. 3ataxHoe TeyeHue. CoyeTaH-
Hon aTmnonormn. VHdrumposanune LIMB ¢
nopaxeHnem 6GpPOHXONEro4YHOM CUCTEMBI.

PebeHok nonyunn nevenHve: BudepoH
150000 ME 2 pasa B geHb, asuTpomMu-
umH 10 wmr/kr/cyt (120 mr) 1 pa3 B cyT
Ha 5 gHen, xoduTton no 0,5 mn 3 pasa B
CyT, NMHekc no 1 karncyne 3 pasa B AeHb,
ypcoansokcmxonesas kucrnota 50 mr 2
pasa B CyT, BanraHuMKIoBmp B JO3MPOB-
ke 16 wmr/kr 2 pasa B cyT. 14.10.22 pe-
6GeHOK BbINUcaH B yAOBNETBOPUTENIBHOM
COCTOSIHUW.

C 31.01.22 no 26.02.22 pebeHok ne-
peHec KOpPOHaBWMpPYCHYl WHdekuuo. C
17.02.22 oTmevaeTcs yxyaleHne cocTo-
AHWUSA: cnabocTb, BSAMOCTb, BblpaXKeHHas
6negHocTb. 17.02.22 rocnuTann3mpoBaH
B WH(ekumoHHoe oTaeneHne PBNe1-
HLIM.

MapaknuHuyeckn: obwun  aHanus
kpoBu ot 16.02.22: nenkountsbl (WBC)
11x10%n (PWN: 7,5 — 11x10 °n), apwu-
Tpouutel (RBC) — 1,72 x10"/n (PW:
4-4,9x10"?/n), remornobuH (HGB) — 44
r/n (PW: 110-5=132x10 r/n), nano4kos-
AepHble HenTpodunbel — 6% (PU: 1-5%),
cermeHTosaepHble Hentpodunsl — 21%
(PW: 35 - 55 %), numdoumntbl — 69% (PU:
35-55%), moHouuTbl — 4% (PU: 4-6 %),
303uHopunbl — 4% (PU: 0-5%), peTuky-
nountel 0,2% (PW: 0,4- 1,3%), CO3 37
mm/d (PU: 1-15 mm/d). 3aknioyeHue: Tu-
noxpomMmHas aHemus lI-1ll ctenenwn.

Buoxumunyecknii aHanus KpoBu OT
16.02.22:  anaHMHamuHOTpaHcdepasa
(ANT) 43,43 En/n (PWU: 0-40,00 Ea/n),
acnaptaTtaMMHoOTpaHcgepasa (ACT)
39,4 Ep/n (PWU: 0-40,0 Ep/n), rnoko-
3a kpoBu 4 wmmonse/n (PU: 3,3-5,60
MMonb/n), obwwun Genok 59,5 r/in (PU:
51,00-73,00 r/n), anbbymuH 46,5 r/n (PU:
35,0-50,0r/n), kpeaTuHmH 25,5 MKMonb/n
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(PW:  35,00-110,00mmonb/n), Mo4eBu-
Ha 6,8 mmonb/n (PW: 3,3-5,8 mmonk/n),
CbIBOPOTOYHOE xene3o 62,9 r/n (PU: 9,0-
30,4 r/n), obwmn 6unnpybmH 4 MKMonb/n
(PW: 3,4- 17,10 mkmonb/n). 3aknoyeHmne:
MOBbILLIEHNE YPOBHS CbIBOPOTOYHOIO Xe-
nesa.

PeGeHok  3KCTpeHHO  nepeBedeH
17.02.22 B oHKOremaTornormyeckoe otae-
nenue N4 PBNe1-HLM.

Mwuenorpamma ot 18.02.22: rpaHyno-
LUUTapHbIA POCTOK C 3adEepXXKOW Ha CTa-
OV MUENOUMTOB C OTCYTCTBMEM MOKa3a-
Tenew spuTpomaHoro poctka. Mopdono-
rmyeckasl KapTuHa xapakTepHa ans nap-
LMarnbHOWM KPaCHOKMETOYHON annasuu.

KoHcynetupoBaH B ®IBY «MUL,
Oron um. Omutpus PoradeBa» MuH3-
Apasa Poccun, pekomeHgoBaHo obcene-
[OBaHWE C Lenblo YyTOMHEHUS AMarHo3a.
Mo gaHHBbIM MONEKYNSIPHO-TEHETUYECKUX
nccrneqoBaHUn  MOATBEPXKOEHO  Hamnu-
yne MyTauuii B pubOCOMarbHbIX reHax
(RPS19, RPS10, RPS24, RPS26, RPL5,
RPL11, RPL35a, RPS7, RPS17), uto
CBUOETENbCTBYET O NapumanbHOl Kpac-
HOKIETOYHOW annasuu.

HasHayeH L-nvumH, remoTpaHcdysnd
Ne1 — 30 mn.

Mpy BbiNMCcke 0OLWMIA aHanM3 Kpo-
Bn ot 30.12.2021: newikouutsl (WBC)
- 4,4x*10%n (PW: 7,5-11x10 °n), apwu-
Tpouutel (RBC) - 4,3x10'%n  (PW:
4-4,9x10"?/n), remorno6uH (HGB) — 120,2
r/n (PW: 110-132x10 r/n), nanoykosiaep-
Hble Hentpodunsel — 3% (PU: 1-5%),
cermeHTosAepHble HenTpodunel — 27%
(PW: 35 - 55%), numdoumnTbl — 55% (PU:
35-55%), moHouutbl — 5% (PU: 4-6%),
petukynountbl 0,4 (PU: 0,4 - 1,3%), COD
3 mm/y (PW: 1-15 mm/y). 3aknioyeHue:
OTmedeHo ynydweHne nabopaTopHbIX
nokasarenen.

lMocTaBneH KIVHUYECKUIA OMAarHo3:
MapumnanbHaa KpacHOKNETOYHas anna-
3us. ConyTCTByHOLLMI AnarHo3: Atonuye-
cknii gepmatut. OrpaHudeHHas dopma.
Mopoctpoe TedeHue. BpoxaeHHbIN mMo-
pok cepgua. HepoctaTtoyHOCTb MUTparnb-
Horo kranaHa | creneHun. [oGaBo4yHas
neeasi kopoHapHas aptepus. E66.0 lNa-
patpocous |l cteneHn. Mmnonnasus npa-
BOW Noykn. dusmonornyeckunii umos.

BonbHoW pebGeHok BbinucaH n3 6onb-
HULbI C PEKOMEHOAUNAMU: NPEeaHN30NOH
B fgo3e 1,5 Tabn. B cyT, pa3aeneHHble Ha
3 npuema. lNoBTOpHasa rocnuTanuaaums
yepes 1 mecsu.

B nepvog ¢ 23.05.22 no 7.06.22 gBax-

Abl FOCMUTanNM3npoBaH B OHKOreMaroro-
rmyeckoe otgenexve [ PBNe1-HLIM
MO 3KCTPEHHbIM MOKa3aHWsM B CBSI3W C
YXYALUEHNEM COCTOSAHNS N UBMEHEHUSIMU
B aHanm3ax KpoBw.

OBBLEKTMBHBIN OCMOTP MpWU NOCTynne-
Hun: pocT 85 cMm, Bec 16 kr, TemnepaTypa
36,1, 404 24 B muH, YUCC go 96 B MUH.
CocTosiHMe cpefHeln CTeneHn TAXecTu
no OCHOBHOMY 3abonesaHuto. Camo-
YyBCTBME He cTpagaet. ANNeTuT He Ha-
pyweH. CoH cnokoeH. Co3HaHne cHoe.
TenocnoxeHue npasunbHoe. NogkoxHo-
XMpoBas KretyaTka pacnpegerneHa pas-
HomepHo. 3eB He runepemupoBaH. Cnu-
3UCTble OBOMOYKM pTa M 3eBa YNUCTbIE,
OnegHon okpacku. HocoBoe pfpbixaHue
cBobopaHoe. KocTHo-cycTaBHas cuctema
6e3 ocobeHHocTen. [Nepudepnyeckas
numdarunyeckas cuctema: nUMdOy3nbl
He yBenu4yeHbl. lpyaHas kneTka npa-
BUMbHOW dhopmebl. IMpu nepkyccun rpya-
HOW KIETKN — ACHbIV NEeroyHbIn 3ByK. [pn
ayCKynbTauum rpyLHON KNeTKU BbICIyLUIM-
BaeTCs BE3WKynspHOe AblXaHune, Xpunos
HeT. TOHbI cepAua SACHblE, PUTMUYHbIE.
XKusot wmarkuin, 6esbonesHeHHbIn. [le-
YeHb 1 ceneseHka He yBenuyeHbl. Moye-
ucnyckaHne csobogHoe, 6e36one3HeH-
Hoe. lNMepundepnyecknx OTEKOB HET.

MapaknuHuyeckn: obwum  aHanus
kpoBu ot 14.06.22 — newnkountbl (WBC)
4,23x10%n (PW: 7,5-11x10%n), aputpo-
unTtbl (RBC) — 2,3x*10"%/n (PU: 4-4,910"%/
n), remornobuH (HGB) — 60,0 r/n (PU:
110-132x10 r/n), nano4kosaepHble Hew-
Tpodpunel — 1% (PW: 1-5%), cermeHTo-
anepHble HenTpodunel — 22% (PW: 35 -
55%), numdpountel — 54% (PW: 35-55%),
mMoHouuTbl — 9% (PW: 1-5%), petukyno-
untel 4 (PN: 4-6%), CO3 3 mm/u (PU:
1-15 mMm/u). 3aknoveHne: CHUKEHNE Co-
aepxaHus remornobuHa, apuTpoLmTOB.

PebeHKy nocTtaBneH KnMHWYeCKnn au-
arHo3: napuuvanbHas KpacHOKIEeToYHas
annasus.

HasHayeHo neuyeHue: crton Ne15,
L-nerumH 1000 mr/m? — 540 mr 3 pasa B
CYT B TeyeHue 3 MecsLeB, 3amMecTUTeNb-
Has Tepanus - nepenuBaHWe OTMbITbIX
3PUTPOLUTOB.

Ha doHe npoBogumon Tepanum ynyu-
LIEeHVe COCTOSIHUS W nokasaTtenen Kpo-
BW. B gaHHoe Bpems pebeHok nonyyaet
rfie4yeHrie No MecCTy XUTenbCcTBa, nepuo-
OVYecKkn nocTynaeT B OHKOremaTonoru-
yeckoe otgenenue ML PBNe1-HLUM gnsa
nofnyyYyeHnss 3amecTUTENbHON Tepanuu
OTMbITEIMU 3PUTPOLUTAMM.

3akntoueHue. MNMapunanbHas kpacHo-
KNeToyHas annasus - pegkui CMHOPOM,
KOTOpbIV XapakTepu3yeTcsi CHUXKEHUEM
KOnMyecTBa NpefLecTBEHHUKOB 3pu-
TPOMOHbIX KMNETOK B KOCTHOM MO3re.
Mpyn napumanbHOM  KPaCHOKMETOYHOMN
annasmmM HeobxoaumMo TwaTenbHoe 06-
cneposaHne 60MbHOMO AN UCKMYEHUs
HeonnacTMyeckoro npouecca, agudde-
peHUManbHON [MarHocTukM C cuaepo-
OnacTHOM aHEMUEN M OCTPbIM NTENKO30M,
TPaH3UTOPHOM aputpobnacroneHven,
BPOXAEHHOW TMMonnacTM4eckon aHeMu-
en n cunHgpomom [MupceHa. B guarHo-
CTUKE MNPUMEHSIIOTCS MeToAbl CEKBEHU-
poBaHus NGS u onpepeneHve AnvHbI
Tenomep. OCHOBHbIM METOAOM JeYeHust
napumanbHOli KpaCHOKIEeTOYHON anna-
31K ABNSAETCA NepenvBaHne SpUTPOLINT-
HOW Macchbl U HasHayeHue L-nenuuHa un
TFOKOKOPTUKOCTEPOUOB.
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