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Hacnedcmesennuiti chepoyumos — 00Ha u3 Haubosee 4acmo 6cmpeuarousuxcs HAcneocmeeHHbLx
2eMONUMUYECKUX AHEMUTI, NaMo2eHemMU1ecKUM 36eHOM KOMOPOLl A61emMcs MeMOPAHONAMUS dPU-
mpouumos. 3abonesanue zemepozeHHO NO CrneneHy MANecmu KAUHUHeCKUX Npos6neHull u 6apo-
upyem om 6eccuMnmomHoLx Popm 00 UACMbLX MANENbIX 2eMONUMUYECKUX KPU306. Knunuueckue
NPOSBNIEHUS MO2YM B03HUKAMb 6 000M 803pactme — Om Nnepuood HoOBOPOHOeHHOCHU 00 CMapo-
cmu. Hecmomps na xopouio usyuerHvle smuonamozeHemueckue U KIUHUKO-OUAZHOCHUYECKUE
acnexmul 3a007€6aHUS, HeKOMOpble AcneKkmvl OUAZHOCUKY U SleueOHAS MAKmuKa npu aHemuu
Mumnxkosckoeo-Llloppapa e nepuode Ho80poHOeHHOCMU BbL3bl8AEM PO cnOPHBLX 60npocos. OcobeH-
HoCcmu emanvHoz0 KposemeopeHus (PpusnonozutecKuii MaKpoyumo3 y Ho80POHOeHHbLX, 6onbLUL0e
Konuuecmeo pemanvHozo 2emo200UHA, PU3UON0ZUHECKUTI 2eMONU3, 3HAUUMENbHOE KOIU1eCt60
He3penvix IPUMPOUUMAPHbIX Popm) 3ampyoHsIom PaHHIO OUAZHOCMUKY 3a60neéanust. Aemo-
pamu npusedenvl aKkmyanvHle OGHHbIE 0 HACTEOCMBEHHOM MUKPOCHepoLumose: ImuonamozeHes,
Kkaaccuguxayus, nevenue u npoeHo3. B nacmosueii cmamoe paccmompervt 064 C/ly4as HACIE0CH-
6eHH020 MUKPOCHEPOUUMO3a, NPOT6UBULUECST 6 Nepuode HOBOPOHOEHHOCU; NPOAHANUSUPOBAHA
peeeHepamopHas HyHKUUL KposemeopeHUs (yposeHv pemuKkynouumos 6 abconomHoLx yudpax
u 6 %, pemuxynsaprouti unoexc, RET-He, Delta-He, IRF, LFR, MFR, HFR) y KoHKpemHbLX nayueHmos.

Knroueevie cnosa: mukpochepoyumos, oemu, spumpouumol, 2eM0100UH, pemuKy1ouumol,
pemukynapruiii unoexc, RET-He, Delta-He, IRF, LFR, MFR, HFR.
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FEATURES OF HEMATOPOIETIC REGENERATIVE FUNCTION
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Hereditary spherocytosis is one of the most common hereditary hemolytic anemias, the pathogenetic
link of which is erythrocyte membranopathy. The disease is heterogeneous in the severity of clinical
manifestations and varies from asymptomatic forms to frequent severe hemolytic crises. Clinical
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manifestations can occur at any age — from the neonatal period to old age. Despite the well-studied
etiopathogenetic and clinical-diagnostic aspects of the disease, the issues of diagnosis and treatment
tactics for Minkowski-Chauffard anemia in the neonatal period raise a number of controversial
issues. Features of fetal hematopoiesis (physiological macrocytosis in newborns, a large amount
of fetal hemoglobin, physiological hemolysis, a significant number of immature erythrocyte forms)
complicate the early diagnosis of the disease. The article deals data on hemolytic anemia - Minkowski-
Shoffar disease: causes, pathogenesis, clinical signs, severity, features of diagnosis and treatment This
article discusses two cases of hereditary microspherocytosis that manifested in the neonatal period;
The regenerative functions of hematopoiesis were analyzed (reticulocyte level in absolute numbers and

in %, reticular index, RET-He, Delta-He, IRF, LFR, MFR, HFR) in specific patients
Key words: microspherocytosis, children, erythrocytes, hemoglobin, reticulocytes, reticular index,

RET-He, Delta-He, IRF, LFR, MFR, HFR.

acneACTBEHHbIN chepouuTos (aHe-

MuUnA MuHkoBckoro-Llodpdapa)
(HC) - HacAepcTBeHHass reMoAUMTUYECKas
aHeMWA BCAEACTBME FeHETMYECKM 0OYCAOB-
AEHHOro AedekTa MemMbpaHbl 3pUTPOLIMTOB,
MPUBOASILLETO K XapaKTEPHOMY M3MEHEHUIO
$OpMbl 3pPUTPOLMTOB (ChepoumThl), KoTopad
reTeporeHHa no CTeneHu TIKeCTU KAMHUYe-
CKUX NMPOSABAEHUN, pAedeKTaM MeMOpPaHHbIX
6eAKoB M TUNY HacaepoBaHMA [1-4]. Koaupo-
BaHue no MKB X: D58.0 - Axonypuueckas
(cemenHas) xenTyxa.

UcTopua oTKpbITUA. BnepBblie 60AE3HDb
6bina onucaHa I MuHkosckum B 1900 roay;
Ha ceccum ObulecTBa Bpauen B fepmaHuu
OH AOAOXMA O 8 cAyUasix 3aboAeBaHUA C OAU-
HakoBbIMK cumnTomMamin. B 1907 roay A. LLIod-
dap cmor onpeAennTb HaCAEACTBEHHbIV Xa-
pakTep remMaToAOrMYeCcKoro pPacCTPOMCTBA,
NnpU KOTOPOM pasBMBaETCA MUKpochepoLu-
TO3 3PUTPOLIUTOB.

dtHonatoreHes. LIMTOCKENET pUTPOLMU-
Ta npeAcTaBAsieT cobon HeAKoBytO CeTb, Ha
OCHOBE CMNeKTpuHa (COCTOUT U3 - U B-MO-
HOMEPOB U COCTaBASIET OKOAO 65 % nosepx-
HOCTW 3PUTPOLMTA), PACMNOAOXKEHHYIO Ha OU-
AMMUAHOM CAOE LMTOMNAA3MaTUUYECKON MeEM-
6paHbl [2, 4]. U3meHeHHaa MopdoAorms
n bonee KOPOTKaA NPOAONKUTEABHOCTb XU3-
HW apuTpoumnToB npu HC ceAzaHa ¢ pednum-
TOM UAW AUCOYHKLMEN OAHOTO U3 INEMEHTOB
LIMTOCKEAETa SpUTpOoLMTa, GYHKLUMEN KOTOPBIX
ABASIETCA MOAAEPXaHWe GOpMbl, YCTOMYU-
BOCTb K AedopmaLmmM U 3AaCTUYHOCTU dpU-
TpoumTta [1-4]. NIoMUMO cneKTpuHa, B COC-
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TaB LMTOCKENETa 3PUTPOLIMTA BXOASAT BEAKK
noaocol 3, 4.1, 4.2, akTuH, raukocoopuH C,
npv 3TOM, AePUUMT UAK AMCOHYHKLMA AHOBOro
N3 3TUX MEMOPAHHbIX KOMMOHEHTOB MOXET
0CAabuTb AU AECTAabUAM3MPOBATL LIMTOCKE-
AET, YTO NPUBEAET K HapyLUEHUIO MOPGOAO-
MK 3pUTpoLMTa U BoAee KOPOTKOM MPOAOA-
XUTEABHOCTU €ro Xu3Hu [2, 3]. BbeipaxeHHoe
yMeHblleHe MeMbpaHHbIXx GEAKOB MPUBO-
AUT K FeMOAUTMYECKOWM aHeMun. COraacHo
AAHHbIM AOCTYMHOM AUTEpaTypbl, npu HC npu-
CYTCTBYET AEPULMT OAHOTO MAN HECKOAbKMX
6enkoB [5, 6]. lfeH anbda Lenu CnekTpuHa
pacrnoroXeH B 1 xpomocome - AOKyc 1921,
reH B-uenun - B 14 xpomMocome - AOKYC 22—
(23, a reH aHKMpMHa HaxoAMTCA B 8 XPOMO-
come - Aokyc 8p 11.2. HepoCTaTOYHOCTb
O-Llenu CNeKTpUHa NPOTEKAET AETKO, a HEAO-
CTATOYHOCTb B-Lenu cnekTpuHa - B boaee
TaxXeAon dopme. NPoOMEXYTOUHBIM NPOAYK-
TOM FAMKOAM3a B 3pUTPOLUTaxX ABASIETCA 2,3
AnbochOoramLepar, OH CHMUXAaET CPOACTBO re-
MOTrAOBMHA K KUCAOPOAY, UTO 0BAeryaeT BbIC-
BOOOXAEHNE KMCAOPOAA U3 KPOBU B TKAHM.
B neproae HOBOPOXAEHHOCTH, KOTAA 3PUTPO-
LUUTbl copepxXaT OOAbLLIOE KOAMYECTBO de-
TanbHOro remornobuHa (HbF), ckaaabiBatoT-
cA ycAOBUSA AAA OOAbLLEN HECTAOUABHOCTU
MembpaHbl aputpoumToB npu HC, T.e. AAA
remoAu3sa, T.k. HbF He cnocobeH cBsidbiBaTb
cBobOAHbIE 2,3-Andocdoramuepartbl (2,3-ADr),
a 2,3-A0l okasbiBatOT AecTabuanaupytollee
BAUSHWE Ha B3aMMOAEWCTBME CNEKTPMHA
n 6enka nonocbl 4.1 [5, 6].



Anuaemuonorua HC. 3aboneBaeMoCTb
HaCAEACTBEHHbIM CHEPOLIMTO30M COCTaBASA-
eT 1:5000 poXAEHHbIX XUBbIMU AeTel 0boe-
ro noAa, BKAKOUasi Aerkue n CybKAMHUYEeCKue
dopmbl — 1:2000 pOXAEHHbIX XMUBbIMU Ae-
Ten oboero noaa [1, 3, 5]. HacaepoBaHue HC
B NPUMeEpPHO 75 % cAyyaeB - ayTOCOMHO-AO-
MWHaHTHOe, ocTaBlunecs 25 % — ayTocoMm-
HO-peLeccHBHbIE 1 de-nOVO BO3HUKLLEE 3a-
6oneBaHue [3, 5]. OcnoxHeHem HC sBasieTcs
XeANYHOKaMeHHass 6oAe3Hb, Hauan0 KOTOPOW
NPUXOAMUTCA Ha Bo3pacT oT 2 A0 4 aeT [1-5,
7]. C BO3pacToM 4acToTa BCTPEYaeMOCTH
XENYHOKaMEHHON OOAEe3HM yBEAMUYMBAETCH,
pocturas K 18 ropam 30 % [1, 2, 7]. Pacnpo-
CTPAHEHHOCTb 3TOr0 OCAOXHEHUA 3aBUCUT
OT MULLEBbLIX NPUBA3AHHOCTEN BOAbHBIX (Na-
LUMEHTbI, UMEtoLLME B paLMOHEe NUTaHUA npe-
obrapaHUE pPaCTUTEAbHbIX BOAOKOH, pexe
MMEIT XONEAUTMA3) U reHotuna 3aboneBa-
HUS. KCEHOOMOTUKK, TakUe Kak Ledanocno-
PUHbI TPETLETO MOKOAEHWUA, MOTYT KPUCTaA-
AM30BaTbCH B MPOCBETE XEAYHOro ny3bips,
a pas3Anuusl B UCMOAb30BaAHUKN TaKUX aHTUOU-
OTMKOB MOXET 0ObACHWUTb HEKOTOPbIE Teo-
rpaduyeckue pasamuma B YacToTe pasBuUTUSA
XOAeAUTHA3a.

Knaccudukauusa. 3aboreBaHUe Mo xa-
paKkTepy Te4eHust MPUHATO NOAPA3AEASTb Ha:
KPMU30BOE TEYEeHMEe, XPOHUUYECKUN FEMOAUS;
MO CTENEHU TAXeCTU: BeccumMnToMHan Gopma,
cybkAMHUUecKas dopma, Aerkas Gopma, Cpea-
HeTsxxenaa dopma, Taxernaa dopma (ypo-
BeHb y6eAUTEeAbHOCTHU AOKa3aTeabCTBa B,
ypoBeHb AOCTOBEPHOCTH AOKa3aTenbCTBa 3)
1, 2, 8].

KAMHUYecKue nposiBA€HUA. B 6OAbLINH-
CTBE CAyYyaeB MepBble NPOSBAEHUS NOABAS-
FOTCA B AETCKOM W MOAPOCTKOBOM BO3pacTe,
HO MOTYT ObITb M BO B3POCAOM, AAXE B CTap-
YeCKOM BoO3pacTe, NPOSABASSCb HaAUYUEM
KaMHEeN B XEAYHOM MNy3blpe U CNAEHOMera-
Amn. beccumntomHoe TeveHne HC BbISIBAS-
etcs (0cobeHHO B AETCKOM BO3pacTe) NocAe
anAacTMYeCcKoro Kpusa, BbI3BaHHOIo napBo-
Bupyc B19 uHbekumnen, naM nocae rpunna.
Nerkne ¢opmbl HC moryT 6biTb BbISIBAEHbI
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npv 06CcAeA0BaAHUKU YNEHOB CEMbMW BOABHOTO.
KpariHe Tshxenable BapuaHtbl HC, conpoBo-
XAalOLWMECs BOASHKOM MAOAA WMAM MEPTBO-
POXAEHWEM, Pa3BMBAOTCA MPU FTOMO3UrOT-
HOM MAM KOMMAyHA reTepoO3UroTHOM Ha-
CAEAOBaHUU TXEAbIX AeDEKTOB BEAKOB Bep-
TUKaAbHOTO uMTOCKeAeTa. OCHOBHbIE XaAo-
6bl npn HC - XeATyxa, UBMEHEHUE LBETA
MOuYM (LUBETA Yasl, HACbILLEHHO XEATOrO LBe-
Ta) U BAEAHOCTb PA3AMUYHOM MHTEHCUBHOCTU
B 3aBMCMMOCTM OT TAXEeCTU 3aboneBaHus,
B TAXEAbIX CAyUYasx - Xanobbl Ha yBeAuue-
Hue xuBoTa [1-6]. Mpu cbope aHamHe3a He-
06XOAMMO BbIICHATb BbIAU AU OCOBEHHOCTH
TEYEeHUs1 NePUoAa HOBOPOXKAEHHOCTU (MHTEH-
CUBHas W/UAM 3aTAHYBLUASACA XEATyxa), Ha-
AMUME Yy BAM3KUX POACTBEHHWKOB M YAEHOB
CEMbM 3MU30AOB XEATYXM W/UAU aHEMUU
Pa3AMUYHON CTENEHU BbIPAXEHHOCTU, XEAU-
HOKaMeHHOM 6OAE3HN B MOAOAOM BO3pacTe,
3MNN30A0B TAYOOKOT0 CHUXEHUA rEMOTA0BU-
Ha Ha ¢OHe BUPYCHOW WHbeKuMM (rpunn,
napBoBUpPyCcHasa B19 MHeKLMS), ObIAM AU CAY-
yau MepPTBOPOXAEHNA B cembe [1-6].

AunarHoctuka. 1. MpoBoanTca obLWMI
aHaAM3 KPOBM, BbIMOAHEHHbIM Ha aBTOMa-
TUYECKOM FeMaTOAOrMYEeCKOM aHaAM3aTope
C NOACYETOM PETUKYAOLIMTOB U MOPGOAOTU-
YECKOW OLEHKOW 3PUTPOLIUTOB (CPEAHUI AU-
amMeTp 9pPUTPOLMTOB, MHAEKC CHEpPUUYHOCTU
(Hopma >3,5), MHAEKC OBaAoOLMTO3a (HOp-
ma >0,85), % copepxaHue mopdoaornye-
CKUX popm aputpoumnToB. Ans HC xapakTtep-
Hbl @HOMaAbHaa MOPGOAOTUA IPUTPOLUTOB,
CHUXeHMEe reMornobuHa, ymeHblieHne MCV,
nosbileHne MCHC, yBeAMyeHUE KOAMYECT-
Ba PETUKYAOLMTOB, CHUXEHNE MHAEKCA Ccde-
puyHocTU. KpmBas lMpanc-AXOoHca cABMHYTa
BAEBO [1, 5-8].

2. BUOXMMUUYECKUIA aHAAU3 KPOBU (06U
6uAnpybuH 1 ero o¢parumu, AARL, ACT, AAT,
LD, xonectepuH). Aaa HC xapakTepHO NOBbI-
LLIEHWe HenpsiMoro buanpybuna, AAl, npu 1a-
xenom TedeHnn poct ACT, ANT, xonecTepuHa.

3. OcmoThueckass Pe3nUCTEHTHOCTb 3pU-
TpoumToB (OPJ) A0 1 nocAe MHKyBaumK; npu
HC cHuxeHa.
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4. SMA-TecT (TecT ¢ GAHOOPECLEHTHBLIM Kpa-
cuTenemM 303uH-5-manenmma). Mpu HC IMA-
TECT CHUXEH. YpoBeHb y6eAUTEeAbHOCTH A0-
Ka3arenbcTBa A (YpoBeHb AOCTOBEPHOCTHU
AoKa3areAbcTBa 1 [8].

MaumeHTbl ¢ Bnepsble npossuslunMmMmcs HC
C HaAMUYMEM CEMEWHOro aHamHesa, TUMNKUY-
HbIX KAMHUYECKMX NMPOSBAEHWUIM (QHEMMUS, XEA-
TyXa U CMAEHOMEraAms) U AabopaTopHbIX AAH-
HbIX (ChepoumnTbl B Ma3ke nepudepuyeckon
KpoBu, nosblilleHne MCHC, noBblilLEHUE UK-
CAQ PETUKYAOLIMTOB) HE TPEBYHOT HUKAKMX AO-
MOAHUTEABHbIX 006cAepoBaHUM [1, 2]. B cay-
yanx, Koraa B Maske nepudepmnyeckon Kposu
HeBOAbLLOE KOAMUYECTBO CHEPOLMTOB U HET
APYTUX A@aBOpPaTOPHbIX, KAMHUYECKUX AU Ce-
MEWHbIX AQHHbIX, PEKOMEHAOBAHO NpoOBe-
AEHWE NabopaTOPHbIX TECTOB C BbICOKOW WH-
dOpPMaTUBHOCTbIO: Kpuoremoams, SMA-Tect
[1-3, 5-8].

NeueHue. KoHcepBaTUBHaAA Tepanus.
LleAnbto AeueHUss B AETCKOM BO3pacTe ABAS-
eTcs obecneyeHne HOPMaAbHOro pocTa U pas-
BUTMA pebeHka, MMHUMKW3aLUMA PasBUTUS OC-
AOXHEHWI OCHOBHOrO 3aboneBanus [1, 2, 5.
Bce nauMeHTbl C TAXEAbIM U CPEeAHeTsXe-
AbIM TeyeHrnem HC HyXAaroTca B canAeMeH-
Tauum GOAMEBON KUCAOTOM B po3e 1-5 mr/
CYTKM AAA NPEeAOTBpaLLEeHMA MeranobaacT-
HbIX U aNAACTUUYECKUX KPU30B (YpoBEeHb ybe-
AUTEAbHOCTU AOKa3ateabctBa C) [1, 2,
5, 8]. TpaHcoy3nun 3pUTPOLUTHOM MacChbl -
3ODPEKTUBHBIA METOA AEUYEHUS TAXKEAbIX, MO-
TEHUMAAbHO AE€TaAbHbIX CAYYaeB aHeMuMu
N PEKOMEHAYETCS MPU CHUXEHUU TEMOTAO-
6uHa meHee 60 /A [1, 2, 5]. (YpoBeHb ybe-
AUTEAbHOCTU AoKa3aTeAbcTBa A) [8]. TpaHc-
dy3MOHHaa Tepanus 3pUTPOLUTHOM Maccou
PEKOMEHAOBAHO COMPOBOXAATb aAEKBATHOM
XEeNaTOPHOW Tepanuen AAS NMOAAEPXAHUA
deppuUTMHa CbIBOPOTKU B AnanasoHe 800-
1000 wmKi/A [1, 2, 8]. XenaTopbl: Aedepa-
3UpPOKC (HauyanbHas po3a 30 MI/KI/CYTKK
BHYTPb €XEAHEBHO, AaAee C aromMm 5 Mi/kr/
CYTKM NOBbILIAETCA UAM MOHWXAETCA B 3aBU-
CUMOCTHM OT YPOBHA GEeppUTUHA CbIBOPOTKM),
AedepokcaMnH (HayanbHasa po3a 40 MI/K/
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CYTKM MOAKOXHO 5 AHEN B HEAEAD B BU-
A€ AAMTEABHOW MHOY3MK (8-12 4yacos), npu
HEOOXOAMMOCTU UHTEHCUMBHOW XeAauuu -
100 MI/Kr/CYyTKM HENPEPbIBHO BHYTPUBEHHO
KanenbHo B TeueHune 7-10 pHen) [5-8].

Xupypruueckoe AeueHue. [pn Heobxo-
AUMOCTW YMEHbLLEHWUSI TEMOAM3A U yBEAUYE-
HUSA MPOAOAXKUTEABHOCTU XU3HU 3PUTPOLIN-
TOB PEKOMEHAOBaHa CNAeH3aKToMUSA [1, 2, 5,
8]. YpoBeHb y6eaAUTEAbHOCTH AOKa3aTeAb-
cTtBa B (ypoBeHb AOCTOBEPHOCTU AOKa3a-
TeabcTBa 1) [8].

MNokasaHusa K cnaeHakTomuu [1, 2, 5, 8J:
Taxenasa popma B BO3pacTe He paHee 3 A€T;
cpepHe Tsxenas dopma B Bo3pacTte 6-12 Aer;
Aerkas Gopma — Npu HAAMYUK KaMHEW B XeAu-
HOM ny3blpe NPU OAHOMOMEHTHOM BbIMOA-
HEHUU CMAEHIKTOMUMU U XOAELMCTIKTOMUM
B AOOOM BO3pacTe cTaplue 6 AeT; MPU BbICO-
KON BUAMPYOUHEMMU U PETUKYAOLIMTO3E NPMU
HOPMaAbHOM remornobrHe B Bo3pacTe cTap-
e 6 AeT (AAS NPeAoTBpPaLLEHUS Pa3BUTUS
XENYHOKaMEHHOM BOAEe3HN).

BakuuHonpopuAaKTUKA. BakumHauus:
He NpOTMBOMNOKa3aHa. BakuuHaumsi NpoBoO-
AUTCSE NPU CTABUABHOM 0OLLLEM COCTOAAHWUM,
copepxaHum remornobuHa 6onee 90 /A
[2, 5-8] B noOAHOM 06bEME B COOTBETCTBUU
¢ HaunoHaAbHbIM KaneHAAPEM MPUBUBOK,
a Takxe NPoTMB MHEBMOKOKKOBOW, MEHWUHIO-
KOKKOBOW U TeMOPUABbHOM TUM B-MHPEKUUI
[2, 5-8].

Peabuautauua. Cneunduueckmx peabum-
AMTALUMOHHbBIX MEPONPUATUA B OTHOLUIEHUMU
nauneHtoB ¢ HC He paspabotaHo. Maunen-
Tbl ¢ HC BHE 3aBMCUMOCTH OT BO3pacTa U no-
Ay4aemon Tepanum MoryT NoceLlaTb AETCKUE
AOLLIKOABbHbIE, LUKOAbHbIE YUYPEXAEHUA, npe-
6bIBaTb B 03A0POBUTEAbHbIX AArepsx, 3aHu-
MaTbCs GU3MUYECKOW KYABTYPOM U CMOPTOM
(becKoHTaKTHble BUAbI crniopTta (NAaBaHue, ApP.)
NpWY 3HAYMMOWM CNAEHOMEraAnK, B OCTAAbHbIX
cAyyanx 6e3 orpaHuMueHus).

AucnaHcepHoe HabAawaeHue. [locae
YyCTaHOBAEHUSI AMArHo3a, Bblbopa AeuebHoM
TaKTUKKU MaUMEHT nepepaeTcsa NoA AMCNaH-
CepHoe HabArOAEHME NeanaTpa U rematonora.



Tepanus NpoBoAUTCA aMByAaTOPHO, AAUTEAb-
HO. BOAbHbIE 1 UAEHBI MX CEMEN AOAXKHbI ObITh
NOAPOOHO 0O3HAKOMAEHbBI KaK C CyTbto 3a60-
A€BaHWS, BO3MOXHbIM OCAOXHEHWEM MPOBO-
AMMOWM Tepanum, He0BXOAMMOCTbIO COBAIOAE-
HWUSI NUTBLEBOTO PeXKMa, Tak U 0OyUeHbl npa-
BUAAM MHAMBUAYAAbHOW TMIUEHDI.

Bce nauneHTtbl ¢ HC AOAXHbBI peryasap-
HO HabAAQTLCA TEMATOAOrOM: MPU AETKOM
N cpepHe Tsxenor ¢opme 1 pas B roap; npu
Txenon popme 1 pas B mecsl,. AOMNOAHU-
TEeAbHbIN MpuemM GOAMEBOM KUCAOTblI 0653a-
TeAeH AAS Beex naumeHToB ¢ HC [5, 8.

KOHTpOAb AabopaTOpHbIX NOKalaTeAnen
OCYLLIECTBASIETCS: NPU AETKOM dopMme: 0bLLmi
aHaAM3 KPOBU C MOACHETOM PETUKYAOLIUTOB,
OUOXMMUYECKUI aHAAMU3 KPOBKU (06K OBK-
AMPYOUH U1 ero dpakumm; AAT, ACT, AATL, D)
1 pa3 B roa; Npu cpepHe TAxXeAon GpopMme:
06NN aHaAU3 KPOBU C MOACUYETOM PETU-
KYAOLUMTOB, BUOXMMUUECKUM aHAAU3 KPOBM
(06wmn BUAMPYOUH U ero dpakuuu; AANT,
ACT, AATL LWL®) 1 pa3 B 6 mecsueB v Npu UH-
TEPKYPPEHTHbIX 3aboneBaHusAx (OPBU u aAp.);
npu TAXEAON popme: 0OLLIMIA aHaAU3 KPOBM
C MOACYETOM PETUKYAOLIMTOB 1 pa3s B Mecsl;
OUOXMMUYECKUI aHAAMU3 KPOBU (06WMIA OBK-
AMPYOUH U1 ero dpakumm; AAT, ACT, AATL D)
1 pa3 B 3 mecsua [5, 8].

YAbTPa3ByKOBOE MCCAEAOBAHWE OPraHoB
OPIOLLIHOM NMOAOCTU: NMpPU Aerkon dopme Ka-
XAble 3-5 AET; MpU CpepHe TAXENON dopme
1 pa3 B roa; npu Taxenon dopme 1 pas
B 6 MecsLeB.

AeTam pa3pelleHo nocelaTtb AeTCKue
CaAbl, LIKOAbl, 3@aHUMATbCS B AOMOAHUTEAb-
HbIX KPY)XXKaX U CEKLUMAX; OrPaHUYEHUN B AU-
eTe MoryT notpeboBaTbCcsl NpW Pa3BUTUK XO-
AELMCTUTA U XEAYHOKaMEHHOM 6oAe3HH [5, 8.

Martepuan U meToabl. [1IpepAMETOM Ha-
Lero HabAroAeHUA 1 aHaAn3a BbiIAM ABa CAY-
yas paHHen MaHupecTaumnm HaCAeACTBEH-
HOrO MWKpOCHEepoLunTO3a y AeTEN NepBbIX
MECSLIEB XM3HWU C PaCLUMPEHHON OLIEHKOM
remMaTOAOrMUYECKMX MapamMeTpoB, OTpaxato-
LLMX pereHepaTopHbl NOTEHUMAA B LIEAOM,
a UMEHHO: peTukynoumTtbl (% n RETabc.),
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PETUKYASIPHBIN MHAEKC, ypoBeHb RET-He
(KOHLUEHTpaUMA reMmorrnobrHa B PETUKYAOLU-
Tax), nokasateanb RBC-He (copepxaHue re-
MOrA0OMHa B 3pEAbIX 3PUTPOLIMTAX), YPOBEHb
Delta-He (pa3Huua cpepHEN KOHLEHTpaLMK
remornobvHa B peTtukynoumutax (RET-He)
K 3penbix aputpouuTax RBC-He), nokasaTtenb
dpakunn HespeAbix peTukyroumnToB (IRF)
(MHAeKe IRF= MFR+ HFR), npougHTHOE COoT-
HOLUEHME PETUKYAOUMTOB HU3KoW (LFR),
cpepHen (MFR) u Bbicokor (HFR) ¢aroopec-
ueHunu, Hypo-He (NpoueHT rmMnoxpoMHbIX
apuUTpoumToB) U Hyper-He (NpoUEHT runepx-
POMHBbIX 3PUTPOLMUTOB). TECTbl BbINOAHAAUCH
Ha BbICOKOMPOM3BOAUTEABHOM aBTOMAaTU-
YEeCKOM remMaTOAOrMYEeCKOM aHaAn3aTope
XN-3000 ¢ yBeAMYEHHOW MPOU3BOAUTEAD-
HOCTbIO U BO3MOXHOCTbIO MPUrOTOBAEHUSA
N OKpacKK Ma3koB. HeCcMOTps Ha 3HAUUTEND-
HYID pacnpoCTPaHEHHOCTb 3aboAeBaHUsA
M BO3MOXHOCTb MaHudecTaumMm B paHHEM
BO3pacTe, B AOCTYMHOW AUTepaTtype Ham
He BCTPETUAUCH MyBAMKALMM C MOAPOOHbLIM
aHAAM30M PETUKYAOLIMTAPHbIX CybnonyAsumii
y AETEN NEPBbIX MECALEB XWU3HU NPU HACAEA-
CTBEHHOM MUKpocdepouutose. Mpu aTom,
aHann3s ANOPEPEHLMPOBKU PETUKYAOLIMTOB
Ha cybnonyAaumn IBASIETCA BaXXHbIM MHCTPY-
MEHTOM B KAMHUYECKOW reMaToAOTUMN.
PebeHoK fl. (AeBOYKa) pOAMAACH OT 4-1
6epeMEHHOCTH 2-X CPOUHBIX POAOB B CPOKE
40 Hepenb; B aHaMHe3e 2 Hepa3BuBatloLLme-
cs 6epeMeHHOCTU U 1 cpoUHble POAbI (CTap-
LnM pebeHok 3p0poB). HacTtosLan 6epemen-
HOCTb NMPOTEKAAA C OCTPOM PECNMUPaATOPHOM
nHdekumen B 1 TpumecTtpe; B 15-16 Hepenb
3adMKCUPOBaH yrpoXatoLLUMii BbIKMAbILL (CTa-
LUMOHapHoe AeuveHue); B 31-32 HepeAn - yrI-
po3a MpPeXAEBPEMEHHbIX POAOB, MAaAOBO-
AMe (CTaumoHapHoe AevyeHue); B 35-36 He-
AEAb C UeAblo npoduraktnkn PAC naoaa
NPOBOAUACS KYpC AEKCamMeTa3oHa; B 3-M
TPUMECTPE OTMEYaAacCh rectalmoHHasa apTte-
puanbHasi rMNepPTeH3us, aHEMUS, XPOHUYe-
ckaa deTonAaueHTapHas HeAOCTaTOYHOCTb.
Poabl yepe3 eCcTeCTBEHHbIE POAOBbLIE NYTH,
6bicTpble - 3a 2 4. O7 MUH. (1-1 nepuop
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1 4. 42 MUH., 2-1 nepuop 15 MuH, 3-1 nepu-
oA 10 muH.). Macca AeBOYKHK NPU POXAEHMHN
3040 r., poct 50 cM, OKPYXHOCTb FOAOBbI
34 cM, OKPY>XHOCTb rpyau 31 CM., OLEHKa
no Anrap 8/9 6aanoB. [pynna KpoBu U Ma-
Tepu, n pebeHka A(ll)Rh-nonoxutenbHasn. U3
CeMeNHOro aHamHesa: y otua pebeHka aHe-
MU MuHkoBckoro-Lodpdapa, CnAEHIKTO-
MKA B 13-AeTHEM BO3pacTe; y MaTepu — CUH-
ApoM Xuabbepa. CoctosiHue pebeHka npwu
POXAEHUN YAOBAETBOPUTEABHOE, HAaxXOAWUACSH
Ha COBMECTHOM C MaTepbkd npebbiBaHWK;
K KOHLLY NePBbIX CYTOK XW3HU NOABUAACH UK-
TEPUUHOCTb KOXWU W CKAEp, B BMOXMMUYE-
CKOM aHanuze kpoBu (BAK) ypoBeHb 0blLiie-
ro 6uampybuHa 234,93 MKMOAb/A (Npsmas
dpakumna 9,54 MKMOAb/A). B obliem aHanu-
3€ KPOBM YPOBEHb reMornobrHa Ha 1-e cyTku
Xn3HU 201 /A, spuTpoumToB - 5,95x10%2/A,
remMatokput 56,9 %. Mpu atom, oTMevancs
AEVKOLMTO3: Ha 1-e CYyTKM AEMKOLUUTbI COCTa-
BUAM 36,32x10°%/A, Ha 2-e - 33,5x10%A;
M3MEHEHUN B AEUKOUMTApPHOW GOopmMyAe
He 6bIAO, OCTPOPA30BbIE MOKA3aTEAU KPOBHU
(CPB (C-peakTuBHbI HBEAOK) M NPOKaAbLM-
TOHWMH - B npeaenax BO3PaCTHOWM HOPMbl),
obcrepoBaHne Ha komnaekc TORCH (Buoma-
Tepunan KpoBb metopom MLUP) - AHK TOKCO-
nAasmbl, reprneca 1-ro n 2-ro TMnoBs, UUTOMe-
raAnoBMpyca He obHapyxeHa. Ha HeMpoCcoHo-
rpadun BbISIBAEHbI MPU3HAKN NEpPEeHECEHHOM
BHYTPUYTPOOHO HENWPOUHOEKLMM (YNAOTHE-
HWE CTEHOK TEA U NMEPEAHUX POroB BOKOBbIX
XEAYAOUKOB FOAOBHOIO MO3ra), a TakXe Ku-
CTa NpaBOro COCYAMCTOro crAeTeHus. Bbi-
CTaBAEH AMarHo3: HeoHaTaAbHas XeATyxa
HeyTOUHeHHas. BHyTpuyTpobHasa nHoekums,
cneuMdmnyHan AAS NepUHaTaAbHOIO Nepuo-
Aa. B cBSI3M C BbllleyKa3aHHbIM pebeHoK ne-
peBeAEH Ha 2-1 3Tan BbIXxaXXMBaHWA, Hayata
doToTepanun, aHTMbaKTeprMaAbHas Tepanus
(Ha3Ha4yeH CyAbTaCMH B BO3PaCTHOW AO3M-
poBKE Kypcom 7 AHen). Ha ¢oHe npoBoAn-
MOr0 A€YEHUS YyPOBEHb AEUKOLMTOB HOP-
MaAM30BaACA K 7-M cyTkam (12,83x10°%/h),
nokasatenM NUrMmeHTHoro obmeHa (06Lwmn
6UAMPYOMH) K HauaAay 3-X CyTOK COCTaBMWA
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199,31, Ha 4-e cytkn - 151,11, Ha 6-e -
140,4, Ha 9-e - 124,6MKMOAb/A, MPU3HAKU
XOAecTa3a U NeYEHOYHOro LMTOAM3a OTCYTCT-
BOBaAW. [ToKa3zaTeAn «KpacHOW KPOBW» B AU-
HaMKKe ObIAM CAEAYIOLLMMU: TEMOTAODOUH Ha
2-e cyTkn 180 1/A, aputpoumnTthl 5,27x1012/A,
remaTtokput 50,68 %; Ha 4-e CyTKK — 3TU No-
KasaTeAn, COOTBETCTBEHHO, COCTaBUAM 158 /A,
4,6x10%2/A n 41,6 %; Ha 7-e cyTkn — 146 /A,
4,39x10*2/A 1 39,1 %; Ha 10-e cyTku — 140 1/A,
4,11x10%*/A n 37,2 %. NokasaTeau, xapakTe-
PU3YIOLLIME COCTOSIHWME KPACHOIo POCTKAa KPo-
BU, @ UMeHHO MCV (cpeaHu 06bem 3pUTPO-
uMTa, pedpepeHTHbln nHTepBan 80-100¢n),
MCH (cpeaHee coaepXaHue remMorrobu-
Ha B 3apuTpouuTe, pedepeHTHbIM MHTEPBAA
27-34 nr), MCHC (cpeaHsAsi KOHLEHTpaUms
remornobvHa B apuTpouuTte, pedepeHTHbIN
nHtepBan 300-380 r/A) BO BCcex Tectax Ha-
XOAMAUCH B Npepenax pedepeHTHbIX 3Have-
HWUW. Hamu npoaHaAM3MpOBaHbl NOKa3aTeAn
pereHepaTopHOM OYHKUMU KPOBETBOPEHUSA
Ha 4-e U T7-e CYTKU: peTukyaouutbl (%
n RETabc., pedepeHTHbIn nHTepBan 2-20 %;
0,104-0,246x10°/n), cooTBETCTBEHHO, 9,31 %
(0,428x10%/n) n 4,36 % (0,179x10°/n), T.e.
de-jure ocTaBaAUCb B MPeAEAax BO3PACTHOM
HOPMbl, OAHAKO, OYEBUAHO CHUXEHWNE NX YPOB-
HA Ha ¢oHe remoAmsa. PETUKYASPHbIK WH-
AEKC (PETUKYAOLIUTBI % X reMaToKpuT, pede-
peHTHbIN uHTepBan 0,5-2,5 %) B aTUX TecTax
COCTaBWA, COOTBETCTBEHHO, 3,87 1 1,7 (ocTa-
BasiCb B MpeAenax HOPMbl, HO CHUXanaCb
B AMHamMmuKe). YpoBeHb RET-He B Tom xe BO3-
pacTte coCTaBWA, COOTBETCTBEHHO, 34,9 nr
n 30,5nr (pedepeHTHbIn MHTEpBaA 32-39 nr),
T.6. HaOAIOAAAOCb €r0 CHUXEHWE B AWMHa-
MUKE HUXE HUXKHEN rpaHuLbl pedepeHTHOro
WMHTEpBaAa K 7-M cyTkam. YposeHb RBC-He
COCTaBMWA, COOTBETCTBEHHO, 32,1 1 27,3 nr
(pedepeHTHbIN MHTEpBaA 25,7-36,5 nr).
YpoBeHb Delta-He (pa3Huua cpepHer KOH-
LeHTPaLUKU reMorrnobrHa B peTUKyAOoLMTaxX
(RET-He) n 3penbix aputpoumtax (RBC-He))
B 3TOM X€ BO3pacTe COCTaBWA, COOTBETCT-
BEHHO, 2,8 nr 1 1,2 (CpeAHECTAaTUCTUYECKUI
pedepeHTHbIN HTEpBaA 1-3nr); noka3aTenb



dpakumMn He3peAablx peTukyroumToB (IRF) Ha
TE X€ Camble CyTKM COCTaBWUA, COOTBETCTBEH-
HO, 31,4 % 1 10 % (pedepeHTHbI MHTEPBAA
7-33 %), T.e. 3adUKCUPOBAHO CHUXEHUE
0060MX MOKasaTenel K KOHLY PaHHEro Heo-
HaTaAbHOroO nepuoaa, ocTaBascb de-facto
B MpeAenax BO3pacTHOW HOpMbl. [pn aHanm-
3e Opakuun pPeTUKyAoUMTOB HU3KoW (LFR)
daroopecueHumnn, cpeaHen (MFR) éatoopec-
LUeHuMrn n Bbicokor (HFR) éaroopecueHumnm
BbIIBAEHO cAeaytollee. Dpakumnsa peTukyno-
uMTOB HU3KOM (LFR) datoopecueHumnn cocta-
BUAA B YKa3aHHOM Bbille BO3pacTe, COOT-
BETCTBEHHO, 68,6 % 1 90 % (pedpepeHTHbIN
nHTepBan 83-97 %), cpeaHen (MFR) ¢patoo-
pecueHLmMn, COOTBETCTBEHHO, 18,7 % 1 8,9 %
(pedpepeHTHbIM nHTEepBan 2,9-15,9 %), BbI-
cokor (HFR) ¢patoopecueHLMM, COOTBETCTBEH-
HO, 12,7 % 1 1,1 % (pedepeHTHbIN MHTEPBAA
0-1,7 %). NokasaTteAn Hypo-He (npoueHT ru-
MOXPOMHbIX 3PUTPOLMTOB, PEGEPEHTHBIN UH-
TepBan 0-0,8 %) un Hyper-He (MpoueHT ru-
NEePXPOMHbIX 3PUTPOLNTOB, pedepeHTHbIN
nHTepBan 0-0,9 %) cmelanncb B MOAb3Y
FMNOXPOMHbIX 3PUTPOLIMTOB, KOTOPbIE COCTa-
BUAU Ha 4-e U T-e CYTKW, COOTBETCTBEHHO,
1,0 % v 3,7 %, npu 3TOM YPOBEHb runep-
XPOMHbIX 3pPUTPOLMTOB Ha 4-e CyTKM cocTa-
BUA 2,7 %, a K 7-M ymeHblUUACH A0 0,6 %.
AeBouka BbinMcaHa Ha aMbyAaTOpHbIN 3Tan
Ha 10-e CYyTKM XU3HU B YAOBAETBOPUTEALHOM
COCTOSIHMM, HAXOAMAACb MOA MaTPOHAXEM
y4aCTKOBOIo neanaTpa, MaTb XXanob He Npeab-
ABASIAG, NpubaBKa B Macce 3a NepBbli Me-
cAL, XM3HU pebeHka coctaBuaa 990 rpam-
MoB. B Bo3pacTte 1 mecsu, 2 AHA B CBA3U
C nporpeccupylollert aHeM1Uen AeBoYKa ro-
cnMTaAM3MpoBaHa B OTAEAEHME aHeCTe3uno-
AOTUU U peaHuMauuu (reMornobuH G8r/A,
aputpoumTbl 2,13x10%2/A, rematokput 18,1 %,
peTukynoumnTbl 68 %(!), PETUKYAAPHBIMN WH-
peke 12,3). TlpM3HaKoB BOCMAAUTEABHOIO
npouecca HU KAMHUYECKHK, HU AabopaTopHO
HEe OTMEeY€EHO (OTCYTCTBUE MBMEHEHWUN B AEN-
KOUMTapHOM GOpPMyAE, COOTBETCTBYIOLLMM
BO3pacTy YpoBeHb AeMKoLMTOB — 9,2x10%/A;
CPB 1 NpOoKaAbUMUTOHWH B BUOXMMUYECKOM
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aHaAM3e KPOBW He MoBblleHbl). pU3Ha-
KOB Xene3opeduumta He OTMEYaAOChb (Cbl-
BOPOTOYHOE XeAne30 B 1 wmecau 2 AHSA
14,4 MKMOAb/A; uepes 5 pHer — 34,4 MKMOAb/A;
CbIBOPOTOUHbIN GEPPUTUH, COOTBETCTBEHHO,
332,2 MKMOAb/A U 442,8 MKMOAb/A). KAMHK-
YECKMA AMarHo3d: AHemMUA HeyTouHeHHas
[D64.9] Taxenon cteneHn. boaeaHb MMUHKOB-
ckoro-LLlopdapa(?). B cBA3M ¢ aHemuen T1-
XEAOW CTeneHu Npou3BeaeHa reMoTpaHcdy-
31MA OAHOrpPYNMHOM OAHOPE3YCHOW 3PUTPO-
uuTapHon maccbl A(l)Rh-mpoAoXuTeabHOM
(npoba Kymbca oTpuuaTeAbHas). YPOBEHb
o6uiero 6uaMpybuHa nNpy NOCTYNAEHUU COC-
TaBun 93,4 MKMOAb/A, B AMHAMWUKE 4epes
7 pHen - 43,6MKMOAb/A, MPU3HAKOB XOAE-
cTasa He oTMeuyeHo. O6LIMIA aHaAU3 KPOBWU
C OnpeAeneHMEM BCEX FreMaTOAOrMYEeCKMX
napamMmeTpoB NMPOM3BEAEH B Bo3pacte 1 me-
cau 4 pHA n 1 mecay, 7 AHeW, pe3yAbtaTbl KO-
TOPbIX MPUBOAMM. YPOBEHb reMOrnobuHa co-
CTaBWUA, COOTBETCTBEHHO, 133 /A 1 120r/A;
aputpoumToB - 4,67x10*2 /A n 4,19x10*? /A,
remMaTokput - 36,7 % u 33,4 %. YpoBHu MCV,
MCH, MCHC octaBaAucb B npeaenax pede-
PEHTHbIX 3Ha4YeHUn. MNpu aHaAn3e nokasare-
AeV pereHepaTopHon GYHKLUK KpOBETBOpE-
HUA B 3TUX Xe TECTax BbISBAEHO CAEAYOLLEE:
3HaueHus peTtukyroumntoB (% n RETabc.), co-
CTaBWAW, COOTBETCTBEHHO, 4,3 % n 2,8 %;
0,201x108%/A u 0,119x10%/A; T.€. de-jure
OCTaBaAUCb B MpeAenax BO3PacTHOM HOp-
Mbl, OAHAKO, OYUEBUAHO CHUXEHME UX YPOBHSA
B TEUEHWE HEAEAU MOCAE reMoTpaHCHy3un
AO HWXHEW rpaHuLbl pePpepeHTHOro UHTep-
Bana. PETUKYAAPHbBIN MHAEKC B 3TOM Xe BO3-
pacTte coctaBuA, COOTBETCTBEHHO, 1,57 1 0,95.
Takum 06pasom, pereHepaTtopHas crnocob-
HOCTb KPOBETBOPEHUA yepe3 5 AHEW nocae
reMmoTpaHcdy3nmmn pe3ko CHU3UAACb. YPOBEHb
RET-He B TOM Xe Bo3pacTte cOCTaBWA, COOT-
BeTCcTBEHHO, 30,7nr 1 27,3nr (pepepeHTHbIN
MHTepBan 32-39nr), T.e. CPEAHSS KOHLEHT-
pauus reMornobrvHa B PETUKYAOLMTAX OKa-
3aAaCb CHWXEHHOW, a remoTpaHcohy3ns
He cnocobcTBOBaAa POCTY 3TOr0 NokasaTe-
Af. YpoBeHb Delta-He B atom xe Bo3pacte
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COCTaBWA, COOTBETCTBEHHO, 3,4 nr u 2,6 rr,
CHWXasACb NocAe remoTpaHcoy3uun. Nokasa-
TeAb dpaKkLMKN HE3PEABIX PETUKYAOLMTOB (IRF)
Ha Te Xe caMble CYTKM COCTaBWUA, COOTBETCT-
BEHHO, 29,7 % n 7,4 % (!) (pedepeHTHbIN UH-
TepBan 7-33 %), T.e. cpa3y NocAe reMoTpaH-
cdy3un ObIA Ha BEPXHEW FPaAHWLIE HOPMbI
M PE3KO CHUIUACS AO HUXXHEW rpaHuLbl pe-
bEepEeHTHOro MHTEPBaAa 4epe3 HECKOAbKO
AHeN nocae remoTpaHcoysuun. Mpu aHanmnse
dpakunn petnkyroumnToB H13Koun (LFR) ¢ato-
opecueHumn, cpepHer (MFR) datoopecueH-
uuKn 1 Bbicokor (HFR) dpatoopecueHuMn Bbl-
ABAEHO cAepytollee. Dpakuusa peTUKyAOLM-
TOB HU3KOM (LFR) dpAroopecueHUmun cocTaBmaa
B YKa3aHHOM Bbllle BO3pacTe, COOTBETCT-
BEHHO, 70,9 % 1 92,6 %, (pedepeHTHbIN UH-
TepBan 83-97 %), T.e. M3HAYAABHO HUXeE
BO3PacTHOM HOPMbl C POCTOM MOCAE FEMO-
TpaHchy3nn. DpaKkumst PETUKYAOLIUTOB CPEA-
Hen (MFR) daroopecueHUUK, paBHAAACH, CO-
OTBETCTBEHHO, 16 % 1 6,3 % (pedepeHTHbIN
UHTepBan 2,9-15,9 %), 1.e. CHU3MUAACH B Te-
yeHne 5 AHen nocae remoTpaHcdy3unu
B 2 pasa. ®pakums peTUKYAOLMTOB BbICO-
kon (HFR) datoopecueHumn, coctaBuaa, CO-
OTBEeTCTBEHHO, 13,1 % 1 1,1 % (pedepeHT-
Hbln MHTEpBan 0-1,7 %), T.e. 3TOT MOKa3a-
TeAb ObIA 3HAYUTEABHO BbIlLE HOPMbI Cpa-
3y NocAe remMoTpaHchy3mm CO CHUXEHUEM
B 10 pa3 uepe3 5 AHEN MOCAE MOCAEAHEMN.
MN3BECTHO, YTO CyMMapHOe 3HauveHue dpak-
LUMA PETUKYAOLIUTOB CpeaHen GAIOOPECLEH-
umn (MFR) 1 peTUKYAOLIMTOB BbICOKON OAKOO-
pecueHuun (HFR) paBHseTcs épakumm He-
3penbix petukynoumtoB (IRF), coctaBuBLLMM
Ha Te€ Xe CaMble CyTKM, COOTBETCTBEHHO,
29,1 % n 7,4 % (pepepeHTHbIM UHTEPBAA
7-33 %), pe3Ko CHUXaACh NOCAE reMOTPaH-
cdy3un (B 4 pasa 3a 5 AHen). O4eBUAHO, UTO
Ha $OHEe MHTEHCMBHOIO remMoAn3a dpakumsa
He3peAbIX PETUKYAOLIMTOB BObira AOCTATOUYHO
BbICOKOM 3@ CUYET PETUKYAOLIMTOB CPEAHEW
M BbICOKOW GAKOOPECLIEHLMK, NPU 3TOM pe-
TUKYAOLIMTbI HU3KOM GAOOPECLEHLMU ObIAK
HUXE HOPMbI, @ NOCAE reMoTpaHcdy3nmn Cy-
LLLeCTBEHHO NOBbICUAUCH. B BO3pacTte 2-x me-
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CALEB AEBOYKA NPOKOHCYAbTUPOBaHa rema-
TOAOrOM, AMArHO3 HaCAEACTBEHHOIO MMUKPO-
cdepoumnTo3a 6bIA MOATBEPKAEH.

PebeHoK C. (ManbumnK) poanAacs OT 2-1 be-
PEMEHHOCTU 2-X CPOYHbIX POAOB Yepes ecte-
CTBEHHbIE POAOBbLIE NYTU B CPOKE 279 AHEN,
mMacca 3550 r, pocT 53 ¢M, OKPY>XHOCTb ro-
AOBbl 34 CM, OKPYXHOCTb rpyan 33 cwm,
oueHKa no Anrap 8/9 6annos. NMepBas bepe-
MEHHOCTb 3aKOHYMAACb POXAEHWEM 3A0PO-
BOW AEBOYKKU (pebeHOoK oT nepBoro Hpakxa).
HacToswasa 6epeMeHHOCTb NpoTeKana Ha
doHe OPU B nepBOM 1 TPETbEM TPUMECTPE,
KOAbMNKUTa B 16 U 23 HepeAn, recTaluMOHHOIo
caxapHoro pMabeta, AeMKEMOUAHOW peaKkLmm
B 26-27 HeAeAb, PBOTbl 6epeMeHHbIX BO BTO-
pPOM TPUMECTPE, aHEMUN BepPEMEHHbIX Aer-
KOW CcTeneHn. HacAepCTBEHHbIM aHaMHe3
OTArOLLLEH HAAMUMEM aHEMWKU MUHKOBCKOTO-
Woddapa y pOACTBEHHUKOB MO AUHUK OTUA.
Y npababyuwku pebeHka ¢ AeTcTBa OoTMeua-
AaCb WUKTEPUYHOCTb KOXMW WU CAM3UCTbIX, Ne-
PUOANYECKOE CHUXEHME reMOrNOBUHa; Anar-
HO3 HACAEACTBEHHOIO MWKpochepoumTosa
noctaBreH B 30 AeT, B 9TOM X€ BO3pacTte
NPOBEAEHa CNAEH3IKTOMUA. B HacTtoswee
BpemMs xeHuwuHe 84 ropa, «paboumnit» remo-
TAOBUH 115 1/A, XXeAYHOKAMEHHOM BOAE3HbIO
He cTpapaet. B Bo3dpacte 28 n 30 aAeT po-
AMAQ CbIHOBEW, OAMH M3 KOTOPbIX BOAEH Ha-
CAEACTBEHHbIM MWKPOCHEPOLMUTO30M (AEA
pebeHka). Aep pebeHka (Ha HacTosLWMIM MOo-
MeHT 54 ropa) 6oneeTr HC ¢ MAapeHuYecCTBa,
B 11 mMecsUeB — CNAEHIKTOMMUSA MO NPUUNHE
KPM30BOr0 TEYEHUS, MOCAE YErO KPU30B HEe
6bIn0. «Pabounii» remornobuH - 110-115r/A,
XEeNYHOKaMeHHoM 6oae3Hu HeT. OTel, pebeH-
Ka (Ha HacToAwMn MmomeHT 30 AeT) boneet
C NepBbIX MecsaLUeB XU3HU, AMarHo3 nocras-
AeH B 5 mecsaueB, Kpu3zoBoe TeueHne HC,
CMNAEH3KTOMUSA B 6 AET (AO CNAEHIKTOMMMU Me-
peHec 4 Kpr3a, KOTOpble BO3HMKAAW Ha GOHE
NEPEHOCUMbIX UHOEKLMHN), Boree KPU30B
He 6bin0. «Pabounit» reMOrnobMH - BbllLE
120 /A, 3aHUMAETCs CnOPTOM (HEUHTEHCUB-
Hble Harpy3ku), XeAYHOKaMeHHON B6OAe3HM
HeT. Mpynna KpoBu 1 maTtepu, n peberka A(ll)



Rh-nonoxuteAnbHasa. COCTOSIHME MaAbUYUKa NPy
POXAEHUN YAOBAETBOPUTEABHOE, Ha 2-€ CyT-
KM MOSIBUAACb MKTEPUYHOCTb KOXW U CKAED,
yPOBEHb 00LLEero 6uaMpybrHa 321,2 MKMOAb/A,
B AMHaMKKe Yepes 6 yacoB 358,58 MKMOAb/A;
MO NPUYMHE BbICOKOW rMnepbuanpybrHemmnm
pebeHOK NepeBeAEH B aHECTE3MOAOrO-pea-
HUMaLMOHHOE OTAEAEHUE. KAMHWUYECKUIA AW-
arHos: NHoekuus, cneuuduyHas AAA Nepu-
HaTaAbHOro Nepuoaa. HeoHaTanbHanA XEATy-
Xa HeyToOuYHeHHas. B obLuem aHaAM3e KpoBu
NPU POXXAEHUM BbISBAEH OTHOCUTEABHbIN AEW-
KoUMTO3 (AerKouuTbl 27,47x10°%/A 6e3 cABU-
ra B AeMKOUMTApHON GOPMYAE), MOBbILLIEH-
HbI ypoBeHb CPB B BMOXMMUYECKOM aHaAM3e
KpoBu (22,18 mr/A), HayaTa aHTUOaKTepu-
aAbHasA Tepanusa (MPOBEAEH KypC aMOKCH-
LMAAMH B BO3PacTHOW AO3UPOBKE) C HOpMa-
AM3aLMEN YPOBHA AEMKOLMTOB K 5-M CyTKam
XW3HW. Mo NpuunHe runepbuAnpybruHemmnm
NnpPOBOAMAACH MHOY3NMOHHAA 1M GoToTEpParmA.
AvHaMuKa obuiero 6uaMpybuHa: 3-u CyTKM
XU3HU — OT 269,67 MKMOAb/A pO 242,52,
4-e - 228,47, 5-e - 171,25 MKMOAb/A, 12-€ -
89,3 MKMOAb/A. lTpU3HaKoOB xoAecTasa U ne-
YEHOYHOro LUMTOAM3Aa HE OTMEYANOCH; 0BCAe-
poBaHue Ha kKomnaeke TORCH (buomatepuan
KpoBb meToaoMm [MUP) - AHK Tokconaa3mbl,
repneca 1-ro u 2-ro TMNOB, LMUTOMEraAOBU-
pyca He obHapyxeHa. B obuiem aHaauze
KPOBU YPOBEHb reMorrnobunHa Ha 1-€ CyTKu
XWU3HU 2221/A, 3PUTPOLUTOB — 6,22x10%?/A,
rematokput 61,9 %. B AMHaMuKe 3TW NoKa-
3aTeAM aHaAM3UpPOBaAUCb Ha 2-e, 4-e, 7-€,
12-e CYTKM XM3HU: reMOrrobuH, COOTBETCT-
BeHHO, coctaBuA 200 /A, 177 1/A, 166 /A,
134 r/a; aputpountbl - 5,67x10?/A,
5,09x10%2/a, 4,9x10%2/a, 4,04x10%2/n; rema-
ToKpUT - 55,1 %, 49,7 %, 45,9 %, 35,9 %.
YpoBHu MCV, MCH, MCHC octaBaAucb B npe-
Aenax pedepeHTHbIX 3HaveHu. NokasaTtean
pereHepaTopHOM OYHKUMU KPOBETBOPEHUSA
ObIAM OLEHEHDbI Ha 4-€ CYTKM XWU3HU: PETUKY-
nountbl (% u RETabc.) coctaBuanm 5,2 %
1 0,264x10%/A, PETUKYASIPHBIN MHAEKC — 2,58,
ypoBeHb RET-He - 33,8 nr, ypoBeHb RBC-He -
34,7 nr; 3HaueHue Delta-He - 2,1 nr, noka3sa-
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TeAb GpaKkuuM HE3PEeAblX PETUKYAOLMUTOB
(IRF) - 18,3 %. ®pakumnsa peTMKyAOLUUTOB HU3-
kon (LFR) ¢atoopecueHummn coctaBunaa 81,7 %
(4yTb HMXKE HOPMATMBHbIX 3HAYEHWK), CPEA-
Hel (MFR) ¢atoopecueHumn - 15 %, BbICO-
kon (HFR) - 3,3 %; nokasatean Hypo-He -
0,9 % (NPOUEHT rMMNOXPOMHbIX 3PUTPOLIUTOB),
Hyper-He - 3,1 % (npeBaAuMpoOBaAK rUnepx-
POMHbIE 3PUTPOLUUTbI, YTO KOCBEHHO MOA-
TBEPXAAET GaKT MOBbLILWEHHOIO rEMOAM3A).
YpoBeHb PETUKYAOLIMTOB ObIA TAKXE Onpeae-
AEH Ha 12-e CyTKM XM3HU U cocTaBuA 1,66 %,
PETUKYASIPHBIM MHAEKC - 0,6 (CHWXEeHue
B AMHaMUKKe). Ha 13-e CyTKM XU3HU pebe-
HOK ObIA BbINMMCaAH Ha aMbyAaTOPHbIA 3Tan
B YAOBAETBOPUTEABHOM COCTOSIHWMM, HaXo-
AVACS MOA NaTPOHAaXeM y4acTKOBOro neaua-
Tpa, MaTb Xanob He npeabsaABAsiAG, Npubdas-
Ka B Macce 3a NepBbli MeCcAL, X13HU peOeH-
Ka coctaBuaa 1200 rpammoB. B Bo3pacte
1 mecsu 2 AHA B CBSI3W C NPOrpeccupytoLLem
aHeMueln (@amMbyraTOPHO reMorrobuH 74 /A,
aputpountbl - 2,11x10*? /A, reMaTokpuT —
22,2 %) MaAbUMK rOCNUTaAM3UPOBAH B OTAE-
AEHWE aHEeCTE3UOAOTUKU U peaHnMaumu. Mpu-
3HaKOB BOCMAAUTEABHOIO Npouecca HU KAU-
HUYECKU, HU AaBOpPaTOPHO HE OTMEYUYEHO
(oTCyTCTBME U3MEHEHWW B AEMKOLMTAPHOM
dopmyAae, COOTBETCTBYIOLLMK BO3pacTy ypo-
BeHb AerkoumuToB - 9,13x10°/A; CPB 1 npo-
KaAbUMTOHWUH B BMOXMMWYECKOM aHaAu3e
KPOBW He NOoBblWeEHbl). YpoBEHb 06LIErO
6uAMpybUMHA NpPU NOCTYNAEHUM COCTaABMA
103,4 MKMOAbB/A, B AMHAMUKE Yepe3 5 AHEN —
74,3 MKMOAb/A, NPU3HAKOB XOAECTasa He OT-
MEYEHO; YPOBEHb CbIBOPOTOYHOIO Xenesa
cocTaBUA 32,8MKMOAb/A. KAMHUYECKUIA AU-
arHos: AHemuss HeyTouHeHHasa [D64.9] Taxe-
AOW cTeneHn. bone3Hb MuHkoBckoro-LLlog-
dapa(?). B cBA3U C aHEMUEN TXKEAOM CTENEHM
npousseaeHa remoTpaHcdy3nss OAHOrpynmn-
HOW OAHOPE3YCHOW SPUTPOLIUTAPHON MacChl
A(IlRh-nonoxutenbHon (npoba Kymbea otpu-
uatenbHas). ObLKMM aHaAM3 KPOBKU C onpe-
AEAEHUEM BCEX reMaTOAOTMUYECKUX Napame-
TPOB Ha GOHE TAXEAOW aHEMUMU ObIA CAEAY-
FOLWLMM: TEMOTAOBUH B8 /A, 3PUTPOLUTLI —
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2,42x10*? /A, remaToKpuT - 20,7 %. YPOBHU
MCV, MCH, MCHC octaBaA1Cb B npeaeax
pedepeHTHbIX 3HAUYEHWI; YPOBEHb PETUKYAO-
untoB (% n RETabc.) coctaBun 162,8 %(!)
n 0,394x10%/A, PETUKYAPHBIA MHAEKC -
33,7 %(!); ypoBeHb RET-He 28,8nr, Delta-He
2,3 nr; nokasateAnb GpakLMU HE3PEAbIX pe-
TMKynountoB (IRF) 36,9 %; dpakumna petu-
KyAoUMTOB HU3KoW (LFR) ¢datoopecueHumn
coctaBuaa 63,1 %, cpepHen (MFR) datoope-
cueHuun - 16,6 % mn Bbicokorn (HFR) datoo-
pecueHumr - 20,3 %. 06K aHaAn3 KPOBHU
yepes 5 pAHen nocae reMmoTpaHcdy3nn: remo-
rAO0O6UH 1071/A, apuTpoumTbl — 3,73x102 /A,
rematokput-29,7 %. YposHn MCV, MCH,
MCHC ocTtaBanuCcb B npepenax pedepeHT-
HbIX 3HAYEHWUI; YPOBEHb PETUKYAOLIMTOB ( %
n RETabc.) coctaBua 52,3 % 1 0,195x10°/x,
PETUKYAAPHBIN MHAEKC - 15,53; ypoBeHb
RET-He 26,5nr, Delta-He 2,2nr; nokasatenb
dpakumMn HespeAblX peTukyrouuToB (IRF)
CHM3UACA A0 19,8 %; dpakumsa peTUKyAOoLm-
TOB HM3KOM (LFR) daroopecueHUmnmn BbipocAa
n coctaBuna 80,2 %, cpeaHen (MFR) n BblI-
cokon (HFR) daroopecueHumr, CHU3UAACH
M COCTaBWAQ, COOTBETCTBEHHO, 15,4 % v 4,4 %.
KOHTpOAb 06LLEero aHaAn3a KPOBW C OLIEH-
KOW PETUKYAOLMTAPHbIX MOKa3aTenen ocy-
LLLECTBAEH Yyepe3d 14 AHen nocAe remMmoTpaH-
coy3um (B Bo3pacTte 1 mecsu 20 aHen). AaH-
Hble MPUBEAEHbI HUXE: TeMOrA0buH 84 /A,
apuTpounTbl — 3,04x10%2 /A, reMaToKpuT -
23,5 %. YpoBHu MCH, MCHC octaBaAucCb
B Npeaenax pedepeHTHbIX 3HaueHnn; a MCV
CHU3UACA A0 77,3dA; yPOBEHD PETUKYAOLIUTOB
(% 1 RETabc.) coctaBua 49,1 % 1 0,149x108/A,
PETUKYASIPHBIV MHAEKC -11,57 %(!); ypoBEHb
RET-He 26,3nr (HeCcKoAbKO cHM3KACS), Delta-
He 2,7 nr; nokasaTeAb ¢ppakLuu HE3PEAbIX
petnkyroumTtoB (IRF) 19,9 % (He nameHuAcs
3a 10 pHel); dpaKkuma PETUKYAOLIUTOB HU3KOM
(LFR) datoopecueHumnmn coctaBuaa 80,1 %,
cpeaHen (MFR) ¢aroopecueHummn - 12,4 %
n Bbicokor (HFR) datoopecueHumn - 7,5 %;
B Ma3Kke KpOBM OOHAPYyXEHbl MUKPOLMTHI
N MUKPOCHEPOLMTbI B 3HAUYUTEABHOM KOAM-
yectBe. B Bo3pacte 2-x MecsiLeB pebeHoK
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ObIA NPOKOHCYALTMPOBAH rEMaTOAOrOM, AUar-
HO3 HAaCAEACTBEHHOro MUKpochepoLmMTo3a
MOATBEPXAEH.

BbiBOoAbI

1. OpHUM M3 GaKTOpPOB, MPOBOLMPYHO-
LLIMX CTOAb PAHHUN U UHTEHCUBHbIA FrEMOAU3
Yy HOBOPOXAEHHbIX C HAaCAEACTBEHHbIM MW-
KpOoChHEPOLIMTO30M, ABASIETCA BHYTPUYTPOO-
Haa UHOEKUMA.

2. B Hawmx HabAOAEHMSIX Y onucCbiBae-
MbIX NMALMEHTOB B TEYEHUE PAHHEIO HEOHa-
TaAbHOrO nepuoaa Mpu M3HayaAbHO AOCTa-
TOYHOM YPOBHE PETUKYAOLMTOB (B MPOLIEHT-
HOM BblpaXXeHWN 1 B aBCOAIOTHbIX 3HAYEHUSX)
Ha POHEe YPe3MEPHOro reMoAM3a OTMEYAAOCh
CHWXEHUE 3TUX Nokasatenen. MoXHO npea-
MOAOXMWTb, UTO 3TO 0OYCAOBAEHO BAUAHUEM
deTaAbHOro (NeYeHOYHOro) 3PUTPONOATHHA,
6onee YyCTOMUMBOrO K TMNOKCUK, YEM SPUTPO-
MO3TMH MOYEYHOM MPUPOADI, T.H. «<B3POCAOIO»
™Mna. TeHAEHUMA K CHUXEHUIO NOoKasaTteAs
IRF (dpakunn He3peAblXx PETUKYAOLMUTOB)
C pocTtom 3penbix ¢opm (LFR) 1 cHMxXeHnem
O4YeHb MOAOABIX peTukyroumntoB (HFR) B atoT
Xe nepuop CBUAETEALCTBYET B MOAb3Y Bbl-
COKOWM CKOPOCTU UX CO3PEBAHMSA.

3. Ha ¢oHe Taxenor aHeEMUN BCAEACTBUE
reMOAMTUYECKOIO KpU3a y AETEN C HACAEACT-
BEHHbIM MUKPOCHEPOUUTO30M B MECAUYHOM
BO3pacTe 3adUKCMPOBAHO PE3KOE yBEAUYE-
HUE KaK 3HAYEeHUM PETUKYAOLMTOB, TaK 1 MNO-
KasateAs IRF (dpaKummn He3peAblX PETUKYAO-
LMTOB), KaK aAE€KBaTHbIM OTBET Ha BO3HWK-
LLUYHO FTMNOKCUIO C BKAKOUEHUEM B PEFYAALMIO
3PUTPONO33a IPUTPOMNOITUHA «B3POCAOIO»
TMna. CHUXEHHOE KOAMUYECTBO 3peAbix GOpMm
(LFR) n yBeAnuyeHne o4eHb MOAOAbBIX PETUKY-
AoumtoB (HFR) ykasbiBaeT Ha AOCTATOUHYHO
3pOEKTUBHOCTb 3PUTPONO33a.

4. Nocae remoTpaHcdy3nn nokasaTeAb
dpakuMKn He3peAbIx PpeTUKYAOLMTOB (IRF) cHK-
3uAcs, cybnonyaauusa 3penbix ¢opm (LFR)
YBEAMUMAACH, @ 3HAYEHWNST OUEHb MOAOABIX Pe-
TUKYAOLIMTOB BbICOKOM dAtoopecueHumn (HFR)
N cpepHes3penbix petTukyroumtoB (MFR) cHU-
3UAUCb A0 HOpPMbI. M3MeHeHWe CcooTHoLEe-
HUSE CyBnonNyAsiLMM PETUKYAOLIMTOB Ha $OHEe



NPOBEAEHHOW reMoTpaHCcdy3nKn MOATBEPXKAA-
€T 90 PEKTUBHOCTb AEUYEHMUS.

5. Haanune mukpocdepouuToB Npu aHe-
MU MuHkoBckoro-Loddapa He aBasetcs
0653aTeAbHbIM MPU3HAKOM B NEPUOAE HOBO-
POXAEHHOCTH, UX MOSIBAEHWE BO3MOXHO MO-
CAe OKOHYaTEAbHOI0 YCTAaHOBAEHWSA KOCTHO-
MO3roBOro KPOBETBOPEHMUSA.

Taknm obpasom, npoBeaeHre AabopaTop-
HbIX TECTOB C BO3MOXHOCTbIO AUbPEepeHLm-
POBKU PETUKYAOLIMTOB Ha CybnonyAsiLmm no-
3BOASIET OLIEHUTb CKOPOCTb CO3PEBAHUA pe-
TUKYAOLIMTOB, 3GPEKTMBHOCTL 3PUTPONO33a
M OTBET Ha NPOBOAMMYIO TEPANMIO.
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