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AUATHOCTHUKA U 9OBPEMEHHI)IE HO}[XOZH)I K JIE‘IEHI/IIQ
HACJIEACTBEHHOUN COEPOIIUTAPHOU I‘EMOJII/ITI/IIIUECKOI/I
AHEMUU MUHKOBCRKOTI'O-IIO®®APA ¥V AETEN
YO «Benopycckuil zocyoapcmeennvitl MeOUUUHCKUL YHuGepcumems'’,

Y3 «Pecnybiukanckuil HayuHo-npaxmudeckui uenmp 0emckou oHK0I102UY,
2eMAMONI02UU U UMMYHOJIOZUU’

ITpedcmasaenvr cospemennvie danHvle 0 NAMOGDUIUOI0ZUL, INUOEMUONOZUN, KIUHUMCCKUX NPOACICHU-
ax, duaznocmuxe, dugpepenyuanrvHoli OuazHocmuKe i COBPEMEHHBIX MEMOOax JiedeHus HacAedcmeennozo
chepoyumosa y demeti. EQuHCMEEHHbIM NATNOZEHETMUYECKUM MEMOOOM JleueHus HACIeOEmMeeHH020 cqhepo-
UUMO3A S6ASIEMCSL CRIAEHIKMOMUSL, KOMOpdas npedomepauiaem paspyuenue 3pumponyumos u yeeiuuusaem
UX NPOOOJLKUMEALHOCTND KUSHU, XOMS HE GAULEM HA 8POXKOCHHLLU 2eHeMUdeCKull deherm, A6A0UUNCS
NPULUHOU CUHTNE3d AHOMATLHLIY MeMOpantvly 6eakos. IIpedcmagevi 603MOMHbLe OCIOKHEHUS Npedcnie-
HIKMOMUUECKOZ0 IMANd, 6 MOM YUCAE 2EMOTUMUYECKUL U ANAACMULECKUIY KDUIDIRA MAKKe 0CO0eHHOCMU
CNIIEHIKMOMUY U NOCCRIEHIKMOMUUECKO020 Gedenus nayuenmos. OOGHKOeHviK1I0Uesble NPUHUUNDL Be-
Jdenus NOCMCNACHIKIMOMUYECKOZ0 IMANA C AKUEHMOM HA 8AXKHOCTHE NPOYUAAKMUKY U JleueHUsT NOCTNCR.Le-
HIKMOMUUECKUX UHPEKUUL, Yaue 6Ce20 Bbl3bIBACMBIX UHKANCYIUPOSAHHVIMUMUKDOOPZAHUIMAMU. DMU UH-
Gexuun mozym npomexkamv GYIoMUHAHIMHO U NPUGOOUMb K BbICOKOU AeMAIbHOEMU, a NOMOMY Mpebyiom
HeMeOAeHHOU adeK8amHol AnmubdaKxmepualbHol mepanuu.

Katoueswvie caoea: duaznocmuxd, ieyenue, chepoyumos, CieHdIKmMmoMusL.
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DIAGNOSTICS AND MODERN APPROACHESTOTHETREATMENT HEREDITARY
SPHEROCYTOSIS IN CHILDREN

The paper covers the up-to-date data concerning thegpathophysiology, epidemiology, presentation,
diagnostic approaches, differential diagnosis and currenty treatment modalities of the hereditary
spherocytosis in children. The only pathogenetic treatment “option is splenectomy, which prevents
erythrocytes destruction and prolongs their lifespan, though itdoes not correct the intrinsic genetic defect
that causes defects in membrane proteins. The paperistudies possible complications of presplenectomy
stage including hemolytic and aplastic crises, splemectomy peculiarities and postsplenectomy care. The
main principles of follow-up care are presented in the, paper with accent made on the importance of
prevention and treatment of postsplenectomyyinfections caused by encapsulated microorganisms. These
infections can be fulminant and life-threatening therefore require prompt emergent antibacterial therapy.

Key words: hereditary spherocytosis,dhemolysis, anemia, splenectomy, postsplenectomy care

H acnefcTtBeHHbIn chepountos (HC) - membpPaHOmaTmsa, Has C NeprMoja HOBOPOXKAEHHOCTH.

ceMernHasa remonntnyeckas aHemus (FARMUHKOBCKO- KnnHuyeckas kapTuHa. Mo KNIMHUYECKOMY TEYEHMUIO Bbl-
ro-loddapa — kog [, 58.0 no MKB 10 — A, BO3HMKatlowasa  genstot nérkyto ¢opmy HC (ypoBeHb remornobuHa mMoxKeT
BCMeACTBUE pa3pylleHUs IpPUTPOLMUTOB B pesysibTate ge- cHuxaTtbes go 110 r/n), npu aton dopme obuiee cocTos-
deKkTa MeMbpaHbl. 3aboneBaHne Hac/leayeTcs No ayToCoM-  HWEe He CTpajaeT, pocT M GU3MYEeCcKoe pa3BUTUE pPeBEHKa
HO-AOMMHAHTHOMY TUMY C HEMOJHOMIMEHETPAHTHOCTbIO. [EH  He HapylleHO; CPeaHETIKENYID (YPOBEHb remornobuHa B
JIOKanM30BaH Ha KOPOTKOM MJie4e 8- XpOMOoCoMbl, ogHako npeaenax 80-110 r/n), C HEKOTOPbIMM ManoBblPa*KEHHbIMU
B 25% BCTpevaloTca M CNOHTaHHbIE cnyvyan 3aboneBaHus, NpuU3HaKamu 3a4epXKKK pocTa U GU3NYECKOr0 Pa3BUTHUS; K

o6DbsAcCHAEMble myTauunen (1-7) TAXENYO (YpoBeHb remornobuHa Huxe 80 r/n); npu aton
anugemunonorus. CpeAn CAaBSHCKOro HaceneHus ¢opme 60/Ie3Hb COMPOBOXKAAETCSH 3HAYUTENBHON 3a4epK-

BCTpeyaeTcs B 2,2 cnydyaéByHa 10000 HaceneHus. KOW pocTa U GM3MYEeCKoro pa3BuTus pebéHka (7).
OtnonatoreHe3. B_ocHoBER38aboneBaHUsA NEXUT reHe- Ons HC xapakTepHa Tpuaga cumnTtomoB: 1) xentyxa

TUYECKM 06ycnoBeHHasa aBHoOManunsa CTPYKTypbl Mem6paHbl  (6e3 obeclBevynBaHMa Kana); 2) aHeMUs C BblPaXeHHbIM
3PUTPOLMUTOB, B HaCTHOCTU, AEPULUT CTPYKTYPHbIX BETKOB  PETUKYNOLMTO30M, 3) crnjieHomMeranus. 3T nposiBAeHus
MemOpaHbl aHKUPUHA WRCOEKTPMHA, NTMOO HapyweHue nx 3aboneBaHUs MOry BbiIBUTbCA KaK B Nepuoae HOBOPOXK-
PYHKLUMOHAMbHbIX EBOMCTB, 4YTO NMPMBOANUT K MPOHWMKHOBE-  [EHHOCTW, TaK M B CTapLlEM LIKONbHOM BOo3pacTe. YCTaHOB-
HUIO B KNETKY.MOHOB HaTpus, Bodbl M notepe ATD. Takve JEHO, YTO YEM paHblue MNosiBWacb 3Ta remMoauTUYeckas
3PUTPOLUTLI NpHUEBpeTaloT cHepuyHOCTb M TEpPAoT cCro- Tpuada, Tem Taxenee npoTtekaet HC.

COBGHOCTb M3MEHATb ‘€BOK GOPMYy MPU MPOXOKAEHUMU MO Y psifga geten nepBbiMU XKanobamu ABASIOTCH YKa3aHuUs
KPOBOTOKY. [103TOMY, B CU/Ty MOHWUKEHHON OCMOTUYECKOM U POAWUTESNIEN HA MNOBLILEHHYIO YTOMASEMOCTb PeGEHKA, Gnef-
MeXxaHWM4YeCKOM Pe3nUCTEHTHOCTM MOABEPraloTCs YCUIEHHO-  HOCTb, CHWXXeHUEe anneTuta. bonee ctapwwve geTv xanyioT-
My pa3pyLlleHUio B cene3eHKe (BHYTPUKNETOUYHbIA, BHECOCY-  CS Ha rofIOBHYO 60/1b, FONOBOKPYXeHUs. OaHK aetn 6onee
OWUCTbIM TeMOonn3), BCNeACTBME HYEro pa3BUBAETCA aHEMUS,  GNedHbl, YEM XeNTylHbl, Apyrne — 6osee KenTylWHbl, YeM
reMoJIMTUYECKasa XKenTyxa u runepnnasng cenesdeHku. 3a- 6negHbl. [1py AAMTENbHOM TeYEHUN BONE3HU MOXKET chop-
6oneBaHne MOXeT NPoABNATbLCA B Ntl060M BO3pacTe, Ha4yu-  MUpOoBaTbCA GalleHHbIM Yepen. Psa aBToOpoB OTHOCAT 3TOT
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Tabnuya 1. Knaccudpukauuma HacneactTBeHHoro chepouutosa (Bolton-Maggs P.H.B., 2004)

CreneHb TAXECTH HacnaeTCBEHHOro cdepoLmTo3a

Moxasarenu

nerkas cpefHei TaxecTH Tsenas
Temorno6uH (r/n) 110-150 80-120 60-80
Petukynoumtsl (0/00) 30-60 > 60 > 100
Bunupy6buH (MKMonb/n) 30-60 > 60 > 90

CnneHakTomus 06bI4HO He TpebyeTcs

Heo6xoanma; — oTNnoXuTb Ao 6 ner,
ecnu BOSMOXHO

Moka3aHa B LWKONbHOM BO3pag-
Te, 06bl4HO A0 ny6epTaTa

cumnTtoM npu HC K reHeTUu4yecKMm CTUrmMam, K KOTOPbIM
MOXHO MPUCOBOKYMUTb HEPEAKO OTMevatoweecs y TaKux
[leTelt BbICOKOE roTuyeckoe HEGO, 3anajeHue nepeHocu-
Lbl, aHOManuu 3y60B, reTEPOXPOMUI0 pagyHON 060/104KHK
rnas, aHoOMaluW YIWHbIX PaKOBUH, MUKPOGDTanbMUIO, CUH-
JaKTUNuio, NonnaakTuamo. Yawe, 4em B nonynsuuu, y ae-
Ten ¢ HC oTMevatoT M BPOXKAEHHbLIE MOPOKK cepala (06bly-
HO AedeKT MeXKeNyJo4KOBON NEPEropoaKHM).

TaXKeCTb COCTOSHUSA GONbHOr0 3aBUCHUT OT CTeneHwu
HapylweHns obLero coCToAHMSA, TEMMOB CHUMXEHUSA remMo-
rnobuHa (BNOTb 4O aHEMUYECKON KOMbI), CTEMEHU rUnep-
6unnpybruHemun (aHuedanonatus) u 1.4. B KavectBe oc-
NIOXHEHWI cneayeT yNnoMaHYTb NopaxeHue nevyeHu (BNnoTb
[0 pa3BuUTMUS BUInapHOro LMppo3a), Yalle BCero - Ha GoHE
HaCNoeHWs BUPYCHOrO renatuTa, U BbICOKMI PUCK Pa3BUTHUS
YeNYHOKaMeHHOM 60/1Ie3HU.

B TeyeHune 3aboneBaHns Nepmoamyeckn HabnogalTes
060CTpeHna B BUAE FEMOJIMTUHECKOrO M annacTMyecKoro
KPU30B. [eMONUTUYECKUI KPU3 (YCUIEHWE FreMOon3a),pas-
BMBAeTCS nocne, UnmM Ha GoHe UHTEPKYPPEHTHbIX, MHPEK-
LMOHHbIX 3a60neBaHnin, TpaBM, GU3NYECKUXUMTN ICUXMYe-
CKWX MeperpysokK, Uav nocne npuéma HeKoTOPbIX IEKaPCTB.
MposaBneHnem ero Yauwe BCero SBAAIOTCS NUXORaAKa, cna-
60CTb, YCHUNIEHME KENTyXW, TOJIOBOKPYKEHMUE, TONOBHANA
60/b, TOWHOTa, pPBOTa, 60/Ib B XMBOTE, YBEAUYEHUE U BO-
NIE3HEHHOCTb CeNle3EHKU. B KpOBUIBLIIBNSIETES CHUXEHKE
remornobuHa, Bo3pacTtaHne peTUKyNoUMTO3a, NTeNKOLMTO3
CO cABMIoM BfieBO. HOBOPOXAEHHbIE C TSMKENON rMNepou-
nupybuHemunen, BoizasaHHon HC, npeacTaBnstoT rpynny Bbl-
COKOIro pUCKa No pasBuUTUIO AAEPHON HKENTYXU, U TAKKE LETH
JOMKHbI nony4yatb GoToTEPanUIRM /i 3aMeHHOoe Nepenu-
BaHWe KPOBW NPU HaNMYUN KAMHUYECKUX NOKa3aHUN.

AnnacTMyecKnin KPM3 Bbi3bIB@eTCs Yalle BCero napso-
BMpycom B19 — pecnuparopHoOn MHPEKLMEN C NOBLILWEHHU-
eM TemnepaTypblFenagieTydumm 6019Mu B cycTaBax U apu-
TEMOW Ha Koxke. Bupyc noeparkaet 3puTpo6nacTbl KOCHOIoO
mMo3ra. KauHuyeCkU KpU3MposBAaeTCcs pe3KnUM HapacTaHu-
€M aHeMWu C TIpu3HaKamMu reMmmMyecKomn rMnoKCcumn (ronos-
Has 60ABRCNadOCTb, BANOCTb, YTOMASEMOCTb, TaxMKapaus u
TaxunHo3a). ECAn He npeanpuHMMaTh aleKBaTHbIX ie4ebHbIX
MEpPONPUATUN, TORMOXKET Pa3BUTbCA aHEMUYECKAA KOMa U
ocTpas cepAeyHas HeoCTaTOYHOCTb MO JIEBOXENYLOYKOBO-
My Tuny. B KpoBM, Kpome GbICTPO HapacTalolwen aHEMUH,
BbIABNSETCA peTukynoumtoneHns. O6bIYHO 3TOT BMA KpM3a
NpOTEKaEeT HETAXKENO M ANnTCa He 6onee 2 Hegenb. OgHaKo,
MHorga M3-3a CTPEMUTENIbHOIO HapacTaHWUs TAXECTU COCTO-
AHUSA Heob6xoaMma TpaHCchY3Usa IPUTPOLIUTAPHON MaccChl.

HekoTopble aBTOpbl BbIAENAOT €WE W apereHepa-

TOPHbIK UK TUN@PEereHepaToOpHbLIN Kpu3 npu A, KOTOpbIN
npoTeKaeT nerye, Yem@nmnacTU4eCcKnin, n CBA3aH C UcToLlle-
HMEM reMono3TuyecKknx GaKkTopoB Ha GpoHe KomneHcaTop-
HOIO YCUJIEHUS 3PUTRON033a M3-3a MOCTOSIHHOIO reMonm3a
— ponmMeBOM KUCNOThLI, BUTaMrHOB B2, B6, B12, E u ap. Mpu
3TOM KPM3E TaKKe CHUKAETCA KONUYECTBO PETUKYIOLMUTOB,
06bI4HO BBICOKOE Npun HC, 1 cHWKaeTcs coaepKaHue remo-
rnobuHa B KROBM:

AnarHoetnKa. 3aboneBaHne pacno3HaeTcs Ha OCHO-
BaHUW, KNMHUYECKOM KapTWHbI, BKOYaloWen Kiaccuye-
CKYIOTpUaLy (reMOoNUTUYeCcCKasa aHEMUS, eNTyxa U CNNeHo-
Meranus), nipesynbTaToB UCCNeA0BaHUSA KPOBU: CHUMKEHME
HB, pPeruKkynountos, MMkpocdepoLmnTos, HapyLeHne ocmMo-
TUYECKOW CTOMKOCTU 3PUTPOLMUTOB (MUHUMAbHAA OCMOTH-
yecKas pe3nCTEHTHOCTb NoHuKeHa (0,7 - 0,6 % npn HopMe
0,44 - 0,48 % NaCl), makcumanbHas nosblweHa (0,3 - 0,25
% npn Hopme 0,36 - 0,4 % NaCl). Mpun nccnegoBaHnn oc-
MOTMYECKON pPe3UCTEHTHOCTU apuTpoumnToB no Dacie BblI-
ABNAETCH yCuieHne remonmsa M chepuyHOCTU Nocne MH-
Ky6aumu apuTpoLmTOB B TeyeHue 24 yacoB. [puMeHsaeTcs
M ayToremMosIMTUYECKUIN TeCT: TaK, ecin nocne MHKyb6auuu
KPOBM 340POBOr0 Ye/fioBEKA B CTEPU/IbHbIX YCNOBUSAX NpPU
37 rpagycax B Ted4eHue 48 yacoB remonunsunpyetcs go 5%
aputpountos, To Npn HC — 15-45%. Kpome Toro, ans 60nb-
HbIx ¢ HC xapaKTepHO yMeHblleHWe AnaMeTpa 3pUTPOLUTOB
MeHee 6.4 MKM (AnameTp HopMasbHbIX apuTpoumToB 7,2
— 7,9 MKM) ¥ CMeLleH1e 3pUTPOLMTOMETPUYECKON KPNBOM
Mpanc-[xoHca BneBo. B HacTosuwee Bpemsa pa3paboTaH
BbICOKOYYBCTBUTENbHbIN TecT (EMA) — 303uH-5-manenmug
CcBA3blBaeTCs ¢ 6enKamMu LUTOCKeNeTa 3apuTpoLnTa 1 npm
NMPOTOYHON LMTOMETPUMU KOHCTATUPYETCH €ro CHUKEeHue,
4YyBCTBUTENbHOCTb MeToda — 89-96%, cneundUYHOCTb —
94-99%. B KpoBM — yBEIMYEHME HENPSAMOrO GUAMpPYOUHa.

OnddepeHumanbHbin agnarHo3 HC cnegyeT npoBOAWTb
C ApYrMMK HacneactBeHHbiMK A, npexae Bcero ¢ membpa-
HonaTUsiMW. HacneacTBEHHbIM 3NNMNTOLMTO3 XapaKTepwu-
3yeTcs Hannynem B Kposu oT 25% o 90% annMnToumnToB.
[Ona HacneacTBEHHOro MMPOMOWMKUIOLMTO3a XMpaKTepHa
npo6a ¢ HarpeBaHMEM KPOBW: Npu HarpeBaHun eé o 43
-46°C pe3Ko yBeNn4nuBaeTcs aHU30LUMTO3, MOMKUIOLUTOS U
dparMeHTaunsa 3pUTPOLMTOB (Y 340POBLIX Ntogen Habno-
JaeTcs ToNibKo npu 49°C). HacneacTBeHHbI CTOMaTOLUTO3
XapaKTepusyeTca HanMuMem B nepudepmnyeckon Kposu 10
— 50% cTtomaTtouuMToB (B LEHTPE 3pUTpoLUTa OTMEYaeTcH
HEOKpallEHHbIM y4aCTOK B BuAe OTKpbiToro prta). MNpu Ha-
ClIe[ICTBEHHOM aKaHTouuTo3e (abeTannMnonpoTenHemMmmu)
B nepudepnyeckon KpoBu Haxoaqat oT 15 -20 go 70 -80%
aKaHTOUMTOB (3pUTPOLIUTOB 3y64aTon GOopMbl — WNNOBUA-

18



HbIX). Mpu HacnencteeHHon A, obycnosneHHon aeduun-
TOM aKTUBHOCTMU JIeLUTUH-X0NecTepuH-aunnTpaHcodepassbl,
B nepudepunyecKon KpoBM BbIABAAIOTCA MWLIEHEBWAHbIE
3PUTPOLLUTLI, @ B KOCHOM MO3re, cene3éHKe u Lpyrux opra-
HaX — «MEeHUCTble KNETKN», TMCTUOLIUTbI «MOPCKOW CUHEBbI».
Mpu HacneacteeHHow A, 06ycnoBNEHHOM YBENUYEHUEM B
MeM6b6paHe 3puTpoumMTOB PocdhaTUaNIXONHA (TeLnTHMHaA), B
nepudepryeckon KpoBKU BbIABNSIOTCH aHU30LMUTO3, MONKHK-
JIOUMTO3, eAnHUYHble chepoumnTbl, CTOMaTOLUTBI U MULLEHE-
BWUIHbIE 3PUTPOLMUTHI (B).

Heobxoanmo TaKxe npoBecTn aAndbdepeHunanbHbin
AWarHo3 ¢ ApYyrMMW HacneactBeHHbIMU (pepmeHTonaTu-
AMMW, reMornobuHonatusamu) u npuobpeteHHbiMu [A. B
nonb3dy HC cBMaeTenbCcTBYeT HacneayemMocTb aHEMUHU, a re-
MOJIUTMYECKUI €€ XapaKTep NOATBEPIKAAIOT XKenNTyxa, cnie-
HOMeranus, yBe/iv4eHne B KPOBU COAEPKaHUS HENPAMOro
6unupyburHa, a TakKe BbICOKUN PETUKYNOLMTO3 U UBMEHEH-
Has Pe3UCTEHTHOCTb 3PUTPOLMTOB. B oTnnyme ot gedpuunta
[-6-®[ aKTMBHOCTb pepMeHTa B 3puUTpoLmMTax 60/IbHOIO
HC He n3meHeHa. B otanyne oT ceprnoBUAHOKNETOYHOM
aHemMun — HeT GeHOoMeHa CeprnoBUAHOCTM IPUTPOLMTOB, a
B OT/INYME OT TasacCeMUN — HET MULIEHEBUAHbIX 3PUTPO-
umtoB. Nomoraet B anddepeHuManbHOM UarHo3e Takxe u
aneKkTpopopes remornobunHa Npu HUX — oBHapyKeHUe na-
TONOrMYECKUX reMOrnobuHOB. B ciyvyae npnobpeTeHHbix A
oTcyTcTBYEeT dhaKTop HacnefoBaHus, U N9 HUX XapaKTepHa
nonoxutenbHaa npo6a Kym6ca, Tak Kak 601bLIMHCTBO MpH-
06peTeHHbIX TA — UMMYHHbIE.

lporHo3. MNMpu NpaBUABHOM U CBOEBPEMEHHOM neye-
HWUU cYMTaeTcs 61aronpPUATHbLIM.

JleyeHne. B HacTosILee BpeMS He cylecTByeT METOA0B
KOPPEeKUMN reHeTMYecKnx AedeKToB, Nexallux B OCHOBE
HC. C npaKTM4YecKomn ToYKK 3peHusa nevyeHne HC paspenas
0T Ha NPEeACNNEeHIKTOMUYECKYIO CTanto, CNIEHIKTOMMUIO U
Tepanuio OC/IOXKHEHUIN, B TOM YUCNIE U OC/IOXKHEHWUI Crile-
HIKTOMMMU (7).

MpeacnneHsaKTOMMUYECcKas, UNM KOHCepBaTMBHAA,CTa-
OUS nevyeHusa npeacraBnsaer cob6on, B OCHOBHQOM, CUMMTO:
MaTMYEeCKylo Tepanuio. B HER MOXHO BbIAENUTE IPEXUM U
AVETY, MEPONPUATUA NO KYNMPOBAHUIO KPU30B U KUX MRedH-
NTAaKTUKY, NaTOreHETMYECKYIO TepanmIo 1 eHEHUE OCNOXKHe-
HUW.

Ha am6ynaTopHO-NONMKINHUYECKOM 3Tafe (BHE KpU-
3a) neyebHble MeponpuatTa BrtoYatoT: 1) ABUFraTeNnbHbIN
pexuM: nokasaHbl JIOK, 3aHATUIIOUSKYNbTYPON B cneum-
anbHOWM rpynne, yTPeHHAS 3apsigKka, AOCTATO4HO € npebbl-
BaHWe Ha cBexem Bo3ayxe. [pOTUBONOKasaHbl 6onbline
duM3nYyecKkne Harpysku u peskKue ABUMIKEHWUS, TpSiCKa, HO-
lIeHMEe TSeCTeN, 3aHATMA CNOpPTOM;, 2) AMeTa - cTon 5 no
MeB3Hepy. 3) BarKHENWUM EPEACTBOM NaTOreHeTU4ecKom
Tepanun HC aBnaeTcagnoeTosHHbIM NPUEM PONMEBOM KUC-
JI0Tbl, OHa HeobxoAWMa AN KOMMNeHcaLuUn 3puUTponoasa
B YCNOBWSIX MOCIOSHHOFO remMosn3a W Hal3HayaeTca Ans
npeaoTBpalleHns Meran@éfacTHbIX Kpu3oB — no 2,5 mMr B
CYTKM Ha MPOISXEeHUU nepBbix 5 NeT KU3HU JeTaMm ¢ Nér-
KUM U cpeaHeTamenbim TedeHmne HC, u 5 mr 6onee ctapwmm
JeTsaAM; nocne LJOCTUMKEHUSA Bo3pacTa 6 neT pelwaetcs BO-
npoc O Lenecoo6pa3HOCTU CMNEHIKTOMUU; NPU TAKENOM
Te4YyeHUn 60SIe3HM CMIEHIKTOMUIO NMPUXOANTCSH MPOBOAUTL
n B 6onee paHHem Bo3pacTte. Kpome Toro, atum 60/1bHbIM
no NOoKasaHWaM, Ha3Ha4valoT: 4) Npu HapyweHun GyHKLUMK
neyYeHn - renatonpoTeKTopbl U MeMBpaHOCTabuan3unpyo-
WwmMe cpeacTea: acceHumKanc, XxoduTon, ypcoaeoKcuxone-
Bas KWcCnota, afeMETUOHWUH, CUIMOUHUH, BUTaMuHbI E, B,
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B;, Bg, Bis- D) y4MTbIBasi CKIOHHOCTb K Xen4HOKaMeHHON
60ONEe3HU U Xonectasy - MUCKNEPOH, XOJIECTUPAMUH, Keye-
rOHHble, 0COBEHHO rMAPOXONEPETUKMU (CannumnaT HaTpus,
MWHepanbHble BOAbl, NpenapaTtbl BanepuaHol), 6) ¢putoTe-
panuto.

JleyeHune pe6éHKa B nepuoae reMoNMTUHECKOro Kpnsa
Bcerga NnpoBOAMTCA B CTaLMOHApe M AOMKHO BbITb Hanpas-
JIEHO MpeXae BCero Ha KynupoBaHWe aHEMUYECKOro CWH-
apoma, cuHapoma OuNnMpybMHOBOM MHTOKCUKaLMUM W Npo-
GUNAKTUKY OCNOXKHEHUN.

lMoKkasaHMAMKU K rocnutTanudauuu, B Craumodap asns-
OTCH: TKEbIN TEMONUTUHECKUR UV aflllaCTUMECKUIN KPK3;
[IEKOMNEHCUPOBaAHHOE COCTQAHUE, BHE KpM3a (CHUXKEHue
remorno6uHa Huxe 70 r/n)

B cTaunoHape Ha3HadaloT CTPOrnMin MOETENbHbIN PEXUM
Ha BeCb OCTPbIM Nepunoa.

Ouveta — cton N5 (Ne4eHOUHbIN) no MeB3Hepy. 06s-
3aTeflbHO BKOYaT B pakoH MPOAYKTbI, oGnajatouimne
JIMNOTPONHBLIM (TBOPOI, OTBApHOE HEXUPHOEe MACOo, pbiba,
rpeyHeBas Kawa) U XOfEKMHETUHECKUM AENCTBMEM (pacTu-
TenbHOEe mMacno, ahua, Meéa)sHasHavyaloT 06UNbHOE NUTLE, -
5% rnoKo3y, MrHepanbHble BOAbl («PpocT», «MUHCKaa — 4»,
«JTIio6aHns»).

0653ateneH, NPUEM GOMEBON KUCNOTbI B BO3PACTHbIX
fo3ax. Ha3Havyaercs nevyeHne MHTEepPKyppeHTHoro 3abone-
BaHuWs, NpUBEJWEro K KpU3y, Uin oTMeHa npenapara, npu-
BeALlero K Kpu3y.

YenoBHbIM OKa3aHneM K NpoBeJeHUI0 3aMecTUTeSb-
HOM TEPaARUK SBNSETCA Hann4yme y 601bHOMO TAXENON reMo-
NUTUYECKOM @HEMWUK, MPU KOTOPON YpOBEHb remornobuHa
CHWXeH go 60-70 r/n u meHee. OgHaKo, cneayet UMETb B
Bldy, 4TO BONPOC 0 HEO6XOAMMOCTHN NepenmBaH1sa 3pUTPO-
LINTAPHOW Macchbl pellaeTcs, B OCHOBHOM, He MO YPOBHIO
reMornoémuHa B KpOBM, @ MO ero nepeHocuMoCTH, TO eCTb
noKasaHusa ana remoTpaHchy3umn ABNAIOTCA KIMHUYECKUMU
W MHAMBUAYANbHBIMU, TaK KakK WUHAMBWAYanbHas 4yBCTBM-
TEeNbHOCTb K FEMWYECKOM FTMMOKCUMU O4EHb BapbUpyeT. ATO
XOpOLWO 3aMeTHO Ha nauuneHTax ¢ A, KoTopble «NpPUBbI-
KaloT» K HU3KUM YPOBHSAM remMornobmHa v MOryT HEnaoxo
MX nepeHoCcUTb. M3BeCcTHa 3aKOHOMEPHOCTb: OpPraHu3m
YyBCTBUTENIEH HE K MOHU}KEHHOMY YPOBHIO reMornobuHa
B KPOBM, @ K TEMNAM €ro CHMXXeHus. [Ana remoTpaHcdy-
3MU KenaTelbHO MCNoNb30BaTb OTHOCUTENIbHO CBEXYI0
3PUTPOLIUTAPHYIO Maccy (CPOK XxpaHeHUsa MeHee 1 Hepenwm)
- «OTMbITbl€» (OYULLEHHbIE OT NENKOLMTOB) 3PUTPOLMUTLI —
OMOJIT - B go3e 5-10 mn/Kr maccbl 6onbHoro. Mocne re-
MoTpaHchy3nm pebEHKY NPOBOAAT TEPMOMETPHULO (Hepe3 1,
2 1 3 yaca nocne 3aBepweHns TpaHchy3nn), BbiMOSHAETCS
aHanna Mo4n. YpoBeHb reMornobrHa KOHTPOAMpPYyeTCs A0 U
nocne TpaHcdysuu. Mpun ynydlweHnm cocTosHUSA 60NbHOrO,
NoBbILWEHWN YPOBHSA remornobuHa ao 90 r/n ganbHenwas
remMoTpaHcPy3noHHasa Tepanua He NPOBOAUTCS.

Mpu TAKENOM TEYEHUU KPM30B NPOBOANTCS NpoduUnaK-
TuKa ABC - cuHgpoma: 1) renapuH B go3e 25 E[l/Kr B 4ac
NyTéM HenpepbiBHON MHOY3UK, 2) AMNupuaamon B 4o3e 4o
4-6 Mr/Kr/cyt., 3) N0 NOKa3aHUAM NPU CHUXEHUU YPOBHSA
aHTUTPOMOMHA - CBeXXe3aMopoxKeHHasa nnasma 10 mna/Kr
Beca 60/1bHOrO.

YyuTbiBag, 4TO NPUYMHON anacTUMHECKOro Kpmaa Yale
BCero fBngercs MHPeKums, NnOMMMO 3aMecTUTe/IbHOW Te-
panuu 3puUTPOLUTAPHON MacCom, MPU XPOHMUYECKMX dopmax
napBOBMPYCHON MHPEKUMWM WM NpU ANUTENbHOW annasuu
apuTponoasa 3IPpOEKTUBEH BHYTPUBEHHbIN WMMYHOI/O-
O6ynuH B fose 1-3 r/kr 3a 3-5 gHel. Ha3HavyaeTcs TaKxe
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BMTaMWH B12 BHyTpuMbIleYHO B Ao3e 100-200 MKr/Kr fo
nosiBNeHUs peTUKyIoLnTo3a, BUTaMuH B6 BHYTPUMbILLIEYHO
B BO3pacTHOMW sie4ebHOM ao3e, ponveBas kucnorta 0,001-
0,005 x 3 pasa B AeHb BHYTpb. [10 Mepe NOSABAEHUS PETUKY-
IoUMTO3a AanbHeWwee CTUMYIMpPOBaHWE KPOBETBOPEHWS
He NpoBOAMTCS.

locne reMmoNNMTUYECKOrO Kpu3a pebeHOK OOMKEH Mo-
nyyatb: 1) 5 cton no lMNeB3Hepy, 2) KOMNJIEKC BUTAMUHOB-
aHTMoKkcuaaHtoB A, E, C, a Takke B, u B, B BOo3pacTHOM
[031MpPOBKe, 3) XKenyeroHHble (rMAPOXONEePEeTUKN U pacTu-
TENbHOIO MNPOUCXOXAEHUS), 4) NpU HapyweHuu GyHKLUMK
nevyeHun - renaTonpPoOTEKTOPLI, 5) PeXUM AHA JOMKEH npea-
ycMaTpuBaTb OrpaHuyeHue 60nblumMx GU3NMYECKUX Harpy-
30K.

BtopbiMm aTanom nevyeHuns HC aBnseTcs CNaeHIKTOMUS,
pe3Ko ynyywatuas TeyeHme 3aboneBaHuns. Xota chepoun-
TO3 M CHMXEHWE OCMOTUYECKOW PEe3UCTEHTHOCTU 3PUTPO-
LMTOB MoOcC/ie CMIEH3KTOMWUW COXPaHATCH, ANUTENbHOCTb
XU3HU 3PUTPOLIMTOB 3HaAYMTENbHO BO3pacTaeT, TaK Kak
yAaneHo MecTo pa3pylleHns apuTpounToB. Onepaumio nyy-
Wwe NpoBOANTb B MNN1aHOBOM MNOPSAAKE — BHE KpU3a, B Nepu-
04 KOMMNEeHcauMn reMonm3a; onTMManbHbIM CYMTAETCH BO3-
pacT cTaple 6 neT, oAHaKo, MO NMOKa3aHUAM MPU TAKENOM
reMoNIMTUYECKOM Mpouecce CNIEHIKTOMUS MOXKET BbINos-
HATbCA Aae y AeTen paHHero Bo3pacTa.

ABCOJIOTHBIM NOKa3aHUEM K CNIEHIKTOMUU SBNSETCA
TAXENOe TeyeHne 3abonieBaHUA C FrEMONUTUHECKUMU KPH-
3aMW UK NepPeHECEHHbIN annacTUYeCcKMn Kpus, pas3sutue
eNYHOKaMeHHOM 60Ne3HM, BblparKeHHas NOCTOAHHaa Unu
BO3HMKaloUaa BO BpeEMS KPM30B aHemus, Tpebytollan 3ad
MECTUTENbHbIX TPaHCHY3NN 3PUTPOLMTAPHON MaccChl, 3HA-
yutenbHasa runepbunupybruHemua parke 6e3 aHeMuun, CUH=
APOM runepcnieHnsama (Hanmyne, NOMUMO aHEMUUsmeLLE
M TPOMOBOLIMTONEHUN U HENTPOMNEHUU C MHOPEKUMOHHBbIMMU
OCJIOXXHEeHUAMM). CnaeHIKTOMUA NoKasaHa v B ciyvasdx HC
cpeaHen TAXXeCTW NPU Haluyuu 3afepXKKU pocTa, aHeMuu
U HaNM4YUKU KaMHEN B Xen4yHoM ny3bipe (6-9) dlofaexutens-
HbIM 3PEKT CNIEHIKTOMNM OTMEYaEeTCs B [IEPBbIE ARK MO-
cllie onepaunn — 3HAYUTENbHO yNyyllaeTcd GaMOo4vyBCTBUE
[eTen, ncye3saeT KEeNTYWHOCTb U 6/1efHOCTb KOXKHBIX MOKPO-
BOB. llocne onepauunmn y 601bWKNHCTBA O0AbHBIX FTEMONUTH-
Yeckue Kpu3bl He MoBTOpsAtoTCH, PEGEHOK HaBEpPCTbIBAET
oTCcTaBaHue B GU3NYECKOM pa3BUTUKU. CogeprkaHne remo-
rnobuHa U 3pUTPOLMTOB 3HAYUTENLHO NOBBILWAETCH YXKe B
nepsble Yacbl nocne onepauun. Ha,7-12 neHb BO3HUKaeT
nocneonepaumMoHHbIn TPOMOOLMTO3, KOTOPLIV peaKo Tpeby-
€T KoppeKuun y aetenn. Npun ROSBNEHUN B KoarynorpamMmme
NPU3HaAKOB runepKoaryifgiuy HasHavyaloTCcsa ge3arperaHTbl
avnupuaamon 2-3 M/Kr B CYRKM). CNAEHIKTOMUS MOXKET
OKasaTbcsl HeadbPEKTUBHOM BCNEACTBME HaNn4nsa fob6aBoy-
HOWM cene3éHKKU, HempeaHaMEPEHHOW ayToTpaHCcNNaHTauMm
TKaHK cene3€HKU B GptowmHy BO Bpems onepauumu. OTcyT-
cTBue Teneu fosemfa-[>x0nnmM B KPOBM MOXET YKa3blBaTb
Ha Hanud9ne OYHKLMOHANbHOM aKTMBHOCTU cene3EHKU. He-
3pPEeKTUBHOM OKa3biBaeTCs CNIEHIKTOMUS U B pedKuUx ay-
TOCOMHO-PErEeccuBHbIX BapnaHTax HC (9). OaHOBpEMEHHO
CO CMNIEH3KTOMMUEN BbINONHEHWE XOJIELLUCTIKTOMMUK Y NaLm-
€HTOB C 6MANPYOUHOBBIMU KAMHAMW MOXET NpeaoTBPaTUTb
BO3MOHble OCNOXHEeHWs B 6yaywem U Heob6XoaMMOCTb
NMOBTOPHbLIX OMepaTMBHbIX BMewaTtenbcTB. B nocnegHee
BpeMs NOABWACHA HOBbIA MOAXOA4 - NPOBEeAEHMEe YacTuy-
HOW CMNNIEHIKTOMUKN [ COXPaHEHUS MMMYHOJIOTMYECKUX
GYHKUMI cene3éHKM, OHAaKO B MOCNeAylolEeM MOXKET Mo-
TpeboBaTbCA MOBTOPHOE XMPYypruyeckoe BMellaTe/bCTBO

BCNeACTBME peunanBa remaTosiorMyeckux npobnem unu
cuMnTomMaTtmMyecKoro xonenmtuasa (10,11).

Mpu nérkom TevyeHnn HC cnneHaKTOMMUS He NPOBOAMUT-
cq.

[PO3HBIM OCNIOXXHEHWEM MOC/e CNAEHIKTOMUU ABNSET-
CSl NOBbIWEHHAA CKNOHHOCTb K MHOEKWKMOHHbIM 3a6oneBa-
HWAM, 0CO6EHHO B Te4YeHWe NepBoro rogayiocsie onepauuu.
Hav6onbwytdo 0ONacHOCTb MNpPeACcTaBAAIOTY, MHKaNCynmMpo-
BaHHble MUKPOOPraHu3mbl - MHEBMOKOKK, \MEHUHIOKOKK
n remooduniocHasa nHbekunn (4-336,7). 3aboneBaHus, Bbl-
3blBaeMble 3TUMWU BO3OYAUTENAMMU, MPOTEKAIOT Y CMIEHIK-
TOMUPOBAHHbIX [eTeln reHepann3oBaHHOj;, MOTHUEHOCHO.
JleTanbHOCTb OT cencuca, BbIBbIBAEMOro 3TMMM MUKPOOP-
raHM3MaMu y CNAEHIKTOMMPOBaAHHbIX 60bHbIX B 200 pas
Bblle, YeM B nonynsuumn. B cBA3un C'9TMm nepen onepauunen
NpPoBOAAT MMMYHU3ALUIQ NONNBANEHTHONW MHEBMOKOKKO-
BOM BaKLMHOWN, reModuIIOCHOM (M Ap.), @ nocne onepauuu
B TeyeHue NATh net 6efbHbIMpHa3HavyaeTca GUMUMANMHO-
npodunnakTnka (bMUUANNH'S, - exxemecsyHo). NauymeHTam ¢
annepruen Ha NEHUUMNNMHBI PEKOMEHAYETCSH HAaCTOPOXKEH-
HOCTb Ha npeameT MOABJAEHUS Malenwmnx NPU3HaKoB WH-
deKumu n HemeaneHHoe Ha3dHavyeHne aHTMOBUOTUKOB APYruX
rpynn, HaApumep, MakponuaoB. OaoHaKo, Kak NoKasbiBaeT
npakTKa, ‘@TMMKU NpodUIaKTUHECKUMU MEPONpPUATUSIMU
HEBO3MOKHO\ MOTHOCTLIO MPEeAOTBPATUTL Yrpo3dy cenTuye-
CKO[O®, MOIHMEHOCHOIO TeYeHUS BbllleyKa3aHHbIX UHbEK-
umn. Cencunc HevyacTo OC/IOXHSET CMIEHIKTOMUIO Y AeTen
e¢rapLien BO8pacTHOM rpynnbl, 04HAKO nMxopagsalinm pede-
HOKAOMKEH HaXoAMTbCS Mo TwaTeNbHbIM HabNAEHNEM.
Ero He06X0aMMO N1eYUTb C Y4ETOM BO3MOXHOCTM Pa3BUTUA
Yyrpo¥Katuwen XKu3Hn nHobekumn. NMpryém, aetu crtapliero
BO3pacTa M B3pPOC/ble TaKXe MMEIOT MOBbIWEHHbIA PUCK
Aa@HHOr0 OCMOMHEHMS. B OTHOWEHUW BaKUMHALMUKU OONb-
HbIX“IOCNe CNJIEHIKTOMUN HEOBXOAMMO crnefoBaTb obuie-
NPUHATOMY KaneHaapto NpoduNaKkTU4eCcKMx NPUBMBOK. YTO
KacaeTcqd Heo6X0AMMOCTU peBaKUMHauMK NpPOTUB Bbllley-
Ka3aHHbIX MHKaMNCYNMPOBaHHbIX MMKPOOPraHM3MOB M Mpo-
BeAEHUA BULMNAMHONPODUNAKTUKM B AalbHENLIEM, TO 3Ta
npo6aema ocTaérca Hepa3paboTaHHOM.

MpK BbIHYXAEHHOM CUCTEMATUYECKOM MepenBaHum
3puUTpoLUTapHON Macchl Y 60nbHbIX HC MOXeT pa3BuTbCs
remMocmaepos, 4To TpebyeTt gechepanotepanuu. MNMepnoan-
4yecKoe Ha3HavyeHne 3pUTPONO3TUHA CHUMKaET NOTPeOHOCTb
B TPaHCPY3nSaX IPUTPOLIUTAPHON Macchl.

HenyHokameHHasa 60/ie3Hb, OCNOXHAWOWaA TeyeHue
HC y noIoBUHbI 60/1bHbIX, IBASETCA NOKa3aHWeM Ans coye-
TAHHOM CNNEH- U XONELUCTIKTOMKUK (1,7).

BegeHne 60nbHbIX B NEpMoAe KOMMNEeHcaLUumM remonnsa:

1. AncnaHcepHoe HabnogeHne 3a 6onbHbiMM HC npo-
BOAMTCS NOCTOAHHO, OCOGEHHO NOC/ie CrIEHIKTOMMUM.

2. [veTa, HanpaBneHHas Ha NPOOUNAKTUKY ANCKUHE-
31N KenvyeBbliBOAALWMX NyTeN - cTon N2 5.

3. Kypcbl XXenyeroHHomn tepanuu (No MHAnBMAyanbHOMY
nnay).

4. Mpn HC npMBMBKKU paspelleHbl B Nepnog KOMMeH-
cauum remonnsa (He paHee yem yepes 3 mecsla nocne re-
MOJIUTUYECKOTO KpK3a), NPMBUBKK HE COBMeLaloT, nepes
npoBefeHWEM MPUBUBKKU M Yepe3 3 AHA nocne NpUBUBKKU
o653aTeNleH KOHTPONb KAMHWYECKOro aHanmM3a KpOoBWU C
onpegeneHnem Yyncna pPeTMKynoLnTOB.

5. MenoTtBoj OT 3aHATUI GUIKYNbTYpOW No obwen npo-
rpamme; paspelwatTcs 3aHaTns B rpynne JIOK nnm no o6-
Nler4yeHHomn nporpamme (6e€3 y4acTusi B COPEBHOBAHUAX U
cla4yv HOpMaTUBOB).
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6. He pekomeHayloTCa pe3Kkne nepemMeHbl Knnmarta, UH-
conauus, pusnonpoueaypbl.

7. KOHTpONb KNMHMYECKOro aHann3a KpoBM C onpeje-
JIeHWeM Konn4yecTBa peTukynouuTtoB 1 pas3 B 1-3 mecqua u
npv N1060M MHTEPKYPPEHTHOM 3a60/IeBaHMUU.

8. OcmoTtp JIOP-Bpava, ctomatonora 1 pa3 B 6 Mme-
caueB. CaHauusa Bcex o4aroB MHOEKLUWMM - KaK KOHcep-
BaTMBHadA, Tak M onepatuBHada. OnepaTuBHas caHauus
npoBOANTCA He paHee, 4yeM Yeped 1,5-2 mecsua nocne re-
MOJIMTUYECKOro KpMn3a.

9. Y3UM opraHoB 6ptoLHOM NONOCTU 1 pas B roj; 0OCMOTp
racTpoO3HTEPOOra no noKasaHMsaM.

10. MNocCToAHHbIN NpUéEM GONMEBON KUCNOTbLI No 2,5-5
Mr/CYyT B 3aBUCMMOCTHK OT BO3pacTa, a TaKkKe KypCbl BUTa-
MuHOB (rpynnbl B, C, A, E) no 2-4 Hegenu Kaxkable 6 mecs-
LeB.

Cn/IeHSKTOMMPOBaHHbIM 60J/IbHbBIM HE06X0AMMO Ha-
6nloleHne y4acTKOBOro negvatpa M HasHavyeHue aHTu-
6aKTepuanbHOM Tepanuu C NepBoOro AHS MHTEKYPPEHTHO-
ro 3aboneBaHuns; NO NOKa3aHUAM — rocnutanusauua ans
YTOYHEHUS SIOKanuM3auun ovara MHOEKUMM U NpoBedeHuns
aJleKBaTHOM aHTUBaKTepmnanbHOM Tepanuu. NauneHTbl 1 1Ux
poanTENH OOMKHbI 6bITb MHOOPMUPOBAHbLI O MOXU3HEHHOM
yBEIMYEHUN PUCKa Cerncuca nocne CnieHIKTOMUK.

Mpodunaktnka remMoNUTUYECKUX KpU30B. [lomumo
OWEeTMYECKOro nNUTaHus, opraHusauuuM pexuma, npuema
peKoMeHAyeMbIX NeKapCTBEHHbIX NpenapaToB (CM. Bbille)
PEKOMEHIYETCH TaKXKe aKTUBHOE NnevYeHune n npoduiakTuka
OCTPbIX MHOEKLUMOHHbIX 3a60n1eBaHNM, XPOHMYECKUX 3a60-
neBaHui XKT n caHauunsa o4aroBov MHOEKLUM.

HacneactBeHHbIM 3AAMNTOLMTO3 (0OBaANOUMTO3) U CTO-
MaToLMTO3 MMEIOT CXOAHble KAMHUYECKME MPOSIBAEHUSA C
MUKpocdepoLunTO30M, pasnndyascb MopdONorMyeckn (Ao

Kunnueckuit 0630p [_|

CTPOEHUIO 3puTpouuTa). JuarHoCTU4ECKUNn WU nevebHbIn
noaxoA NPaKTUYECKMU TOT XKe, YTO U NPU MUKpocPhepoLnTo-
3e, OfJHaKO Npu CTOMaToOLMTO3€ HEe peKomeHayeTcs cnie-
HAKTOMMS, TaK KaK B 9TOM c/ly4yae CyLLeCTBEHHO BO3pacTaeT
PUCK Pa3nnYHbIX TPOMBOTUUYECKUX OCTOKHEHUN.
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