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Pe3iome I'emosnTHyeckue aHeMuu — OONbIIasi TeTEPOTEHHAs  IIO
naToreHe3y rpymnmna 3a0ojieBaHWM, UMEIONIast OOIIMe KIMHUYECKHUE CHUMIITOMBI B

BHUAC JKCITYHIHOCTH KOXHW U CIU3HUCTBIX O6OJ'IO‘—I€K, CINICHOMCTAJINMH, PCIKE

... TEMHOTO IIBe€Ta MOYH (TIpH BHYTPHUCOCYIHUCTOM TE€MOJIM3E) U
nabopaTtopHsble npuszHaku. K mabopaTopHbIM KpUTEPUSM T€MOJIUTHYECKUX aHEMUN
OTHOCATCS PETUKYJIOIMTO3, THUMEPOMINPYOMHEMHsI TPEUMYIIIECTBEHHO 3a CUYET
HETpsIMOTO OMIMpyOuHa, NoBbIieHue 1-i u 2-i ¢ppakuuu JIA, ypoOunuHorena
MOYH, CHIDKEHHE reMoryioonHa. [lo cremeHu TsHKECTH TeMOJIUTHYECKHUE aHEMUU
('A) xnmaccupuuUpyroT B 3aBUCUMOCTH OT YPOBHS T'€MOTJIOOMHA, KOJIMYECTBA
PETUKYJIOLIUTOB U KOHIIEHTpaluu oobmiero OunupyOuna (Tabnmuua 1). annas
KJIacCU(PUKAIMS TMO3BOJIIET OLCHUTHh BBIPAXKEHHOCTh T€MOJIN3a, MPOTHO3HPOBATH
KIIMHAYECKOe TEYCHHUE 3a00JICBAaHUS M OINPEACIUTh HEOOXOAUMOCTh MPOBEICHUS
cruieHdkToMuHM. [lo  CcTemeHW  TSHKECTH  BBIACHSIOT:  JIETKYIHO — CTETICHB;
CPEIHETSDKENYyI0  CTENEHb, TsDKEIyI0  CTeNeHb.  beccummromHas — (opma
oOHapy>KMBaeTCsl CIAy4yalHO TIpu J1abOpaTOpHOM OOCIEIOBAHUU  3J0POBBIX
ponuteneit OONBHBIX J€Ted WJIM y B3POCIBIX MAIlMEHTOB C >KEIYeKaMEHHOU
0one3nu. JIErkas popmMa — remoJin3 MOKET MPOSBIATHCA BO BpeMsl HHPEKIIMOHHOTO
3a00s1€BaHus, a TAKXKE MPHU MOBBIIEHHON Pu3nueckor Harpyske. CpenaHe-Tsokénas
dopMa uMeeT XpOHWYECKOe, pelruauBupyomee TedeHue. OOOCTpeHHe WM
FEMOJIMTHYCCKAN KpH3, BO3HHMKAIOIIMK CIIOHTaHHO, MO0 Ha (oHe HHOEKIUH,
COTIPOBOXK/IACTCS YCWJIICHHMEM TeMOJii3a C HapacTaHWEeM AaHEMHUHU, >KEITYyXH,

CILJIEHOMETaJIu1, THTOKCUKAMU. BHE Kpr3a COXpaHsOTCS] yMEPEHHO-BbIPAKEHHbBIE
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CUMITOMBI JKENTYXU M CIuleHoMmeranus. Tspkemas ¢opma - JETH OTCTAlOT B
pa3BUTUH, UMEIOT KOCTHBIE Jeopmaliiy yeperna, B BUJE BBIPAXKECHHBIX JOOHBIX U
TEMEHHBIX OyrpoB, 3a Cu€rT pacHIMpeHHs IUlalJapMa KPOBETBOPEHHS.
CHIeHOAKTOMHS Y TaKUX OOJIBHBIX JIUIIh YaCTUYHO KOMIICHCHPYIOT TE€MOJIH3.
OpUTPOIUTH OOJIBLHOTO pedeHKa MpH TsHKeNnoi ¢opMme 3a005IeBaHUS SPUTPOIIUTHI
KUBYT 3-4 1THS, 9TO TpeOyeT MOCTOSHHBIX TeMOTpaHChy3HUH.

Tabnuua 1. [To crenenu tsoxectu (Perrotta S., Gallagher P.G., Mohandas N.
Hereditary spherocytosis) [3]:

MunuMajbHas
Iloka3areib Jlerkas | Cpennersikenas | Tskenas
(0eccumMnTroMHaN)
100 —
I"'emornoOuH, /1 >120 80-120 60 — 80
120
Petukynouutsl, % <3 3-6 >6 >10
bunupyOuH o0muii,
<17 17-34 |>34 >51
MKMOJIb/JT

Taoauna 2. Knaccupukauusi remoautudeckux anemui no ¥Q. U. Jlopue

(1967) u JI. A. Uneancony (1975)
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Martepuajgsl M MeTOAbl HccJeA0BaHUA. OCHOBHBIMH KIMHHUYECKUMU
CUHIPOMAaMH IIPM TI'EMOJUTUYECKUX AHEMUAX SBISIOTCA  AHEMHUYECKUH,
TEMOJIMTUYECKUN U CINICHOMETAJINYECKUM CUHAPOMBI. AHEMHUYECKHH CHHAPOM
XapakTepusyercs, Kak IIPaBUJIO, HOPMOXPOMHOH, HOPMOLMTApPHOM,
runeppereHeparopHor anemuei. [Ipu ObICTPOM CHMXKEHHMHM YpOBHS T'€MOIJIO0MHA
OTMEYAIOTCS BbIpaKEHHAs cI1a00CTh, yTOMIISIEMOCTh, TOJIOBOKPYKEHHUE, OJIbIIIKA U
CHUKEHUE TOJIEPAHTHOCTU K (pu3nyeckoit Harpyske. ['eMoJnTHYECKHIl CHHAPOM
MIPOSIBIIAETCS: JKEJITYIIHBIM OKPAIlIMBAHUEM KOKH, CKIEP U BUAUMBIX CIM3HCTBIX
000J104€K; MOTEMHEHNEM MOYH; TIOBBIIIEHUEM YPOBHS HEMPSMOTo OMIMpyOHHA U
JIAL; peruxkynouuto3oMm. IIpu BHYTPUCOCYAMCTOM TIE€MOJM3E MOYa MOXKET
puoOpeTaTh PO30BBIA, KPACHOBATO-KOPUYHEBBIM WIJIM TOYTH YEPHBIA IBET
BCJIEJICTBUE reMOTJIO0OUHYPHH. I'emornoOunypuo HE00XO0TUMO

muddepeHurpoBaTh OT reMaTypyun: TP MUKPOCKOITMYECKOM HCCIIEJOBAHUU MOYHU
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OpU TEeMaTypuH BBIABISIOTCS SpUTPOUUTHL. CIUIeHOMeraJu4ecKu CHHIPOM
MIPOSIBIISICTCS] YBEIMUCHUEM cene3éHKH. [larmeHT MoxkeT mpeabsaBiaTh kano0bl Ha
YYBCTBO TSKECTH, TUCKOMGOPT WM O0JE3HEHHOCTh B JIEBOM Mojpedepne. Yarie
CIUICHOMETalIusl HMEET JETKYI0 WIH YMEPEHHYI) CTEIEHb BBIPAXKEHHOCTH.
['eMonuTHYECKU KpU3 XapaKTEPHU3YETCS] OCTPBIM YXYAIIEHUEM COCTOSHHS U
YCUJIEHUEM CUMIITOMOB aHEMUH U T€MOJIN3a. BO3MOXKHBI: TMXOpagKa, BIPAKEHHAS
cnabocTh U OJIEMHOCTh, TOJIOBHAs OOJb W TOJOBOKpPYKEHHE, OO B KUBOTE,
TOIIHOTa M PBOTA, BBIPAXKEHHAS JKEJITyXa, NOTEMHEHUE MOYH, OJMUIYPHsS HIIH
aHypHsl, B TSDKENBIX CIy4dasgX — Pa3BUTUE OCTPOM MOYEUHOW HEIOCTATOYHOCTH U
II0Ka.

Ilpu cbope anammesa HeobOXO0OuUMO ymouHumsw:l.xapaxmep, uacmomy u
BLIPANCEHHOCMb  DNU30008 2eMOAU3A U 2eMOUMUYECKUX Kpu3oe, 2.Haaudue
crabocmu, YmMoMIAEMOCMU, JHCENMYXU, NOMeMHeHUus Moyu u 0Oorel 8 J1e8oM
noopebepve; 3.nepeHecénnvie 3a00ne8anus U UH@ekyuu;, 4. npoeeoeéHHvIe
8aKyuHayuu, S.npunHumaemvle 1eKapCcmeeHnbvle npenapamaol,

6.Hamuure (PaKkTOpoOB, CHOCOOHBIX IPOBOLMPOBATH TE€MOJU3; 7.HAIU4YKE
rOJIOBHBIX Oojell, Ooyie B JKUBOTE, MpHANU3Ma, HOYHOTO DJHYpe3a U
HEBPOJIOTUYECKUX CUMIITOMOB; 8.CEMEHHBI aHAMHE3: HaJIM4nU€ Y POJCTBEHHUKOB
reMOJIMTUYECKON aHEeMHH, >KSIIYHOKAMEHHOW OO0JIe3HHM U JPYyrux 3a00JIeBaHUM,
CBSI3aHHBIX C TeMOJU30M. Pe3ynbTaThl (PU3UKAIBHOTO 00CIEIOBAaHUS 3aBUCST OT
TSXKECTH 3a00JIEBaHUS, BBIPAKEHHOCTH T€MOJIM3a, YacCTOTHl T€MOJIUTHYECKUX
KpU30B U HaJU4Ms OCJIOXKHEHUW. B mepuon xommeHcanuu oOIee COCTOSHUE
MalnyMeHTa OOBIYHO  YAOBIETBOpUTENbHOE. Moryr ormedarbes:  JIETKas
CYOUMKTEpUUYHOCTh KOKH M BUAMMBIX CIM3UCTBIX 000JI04€K, yMEepEeHHas 0JI€IHOCTb,
HeOosbIas cruieHoMeranus. [Ipu reMonuTuueckoM KpU3e COCTOSIHHE IMallueHTa
MOXKET OBITh CpeAHEN TsHKECTH WM TSHKENbIM. [Ipr 00BEeKTUBHOM 00CIEI0BaHUN
BBISIBIIIFOTCS: BBIpQXKCHHAS OJICTHOCTH KOYKHU U CIIM3UCTHIX 000JI0UEK, )KEITYIIHOCTh
KOXKH U CKJIEp, TAXUKAP/IUsl, pacIIMPEHHE TPAHUI] CEPALA, TPUTITYIIEHHOCTh TOHOB

cepala, GyHKIUOHAIBHBIA CUCTOJMYECKUNA IIYM Ha BEpXYILUKE CepAla, OMAbIIIKA,
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BBIpDAKEHHAss  cla0OCTh,  TOJIOBOKPY>KEHHE,  MPU3HAKKM  OWIMPYOMHOBOIA
MHTOKCHKAI[MU: TOLIHOTAa, PBOTa, OOJIM B KMBOTE, TI'OJOBHas OO0Jb, JMXOpaIKa.
TsKENBIX cydasix — HapyIIEHUE CO3HAHUS U cyJoporu. [Ipy BHYTpUK/IETOUHOM
remMoJin3e XapaKTEePHbI renaToCIIEHOMET s U KENTyXa. [Ipu
BHYTPHCOCYIMCTOM U CMEIIAHHOM I'eMOJIM3€e BO3MOXKHO U3MEHEHHUE LIBETA MOYHU
BCJICAICTBUE TE€MOIVIOOMHYpPUHU, BIUIOTH JI0 MOSABJICHHUS TEMHO-KOPUYHEBON WIIU
noutu 4y€pHoi Mouu. JlabopaTopHble Mcceq0BaAHUA: OOIIMI aHAIU3 KPOBHU — C
MIO/ICYETOM PETHKYJIOIUTOB U MOP(POJIOTUUECKON OIIEHKON APUTPOITUTOB (CpeaHUI
TUaMETP SPUTPOLIUTOB, UHJIEKC chepuyHoCTU (HopMma >3.5),
uHJeKc oBajonuTo3a (Hopma >0,85), % coxaepxkanue mopdosiorundeckux (popm
SPUTPOLUTOB); OMOXMMHUYECKUN aHalIM3 KPOBU — OOMKA OWIMPYOMH H €ro
dpaxuuu, JIA, ACT, AJIT, LD, xonecrepun. Konmentpanus OunupyOuHa B
CHIBOPOTKE KPOBH IOBBINICHA 3a CUET HEMPSAMON (pakiuu pazIuyHON CTENEeHU
BBIPDA)KEHHOCTH; OCMOTHYECKAsl PE3UCTEHTHOCTh OJPUTPOLMTOB N0 M IOCHE
WHKYOAI[uH - SPUTPOLUTHI OBICTPO TEMOJUZUPYIOTCS B TUIIOTOHUYECKOM PAacTBOpE
HaTpud xJopuaa (remoaus HaunHaercs B 0,6—0,7% pacTBope); 001Ul aHAIN3 MOYH
— OIpeieNIeHne TEMOCUIEPUHA; aHAIIU3 KaJla — 00OHApYKUBAETCSl CTEPKOOUIIMHOTEH;
MMMYHO(GEpPMEHTHBIM aHanmu3 — craHgaproM gauarHoctuku [IHIT cuurtaercs
UMMYHO(EHOTUITUPOBAHUE KIIETOK Tepudepudeckoil kposu Ha Hammuue [THI-
KJIOHa. B 3akimoyeHnu no ucciaenoBaHuro ykaseiBaercs pasmep. [IHI-kinona B
sputponutax (CD 59 -), rpanysnonurax (CD16 -, CD24 -) u mononurax (CD14 -).
JlaGopaTtopHoe wmcciaenoBanue mnpu aHemun MunkoBckoro-llogdgapa:
HaOJI0/1aeTCsl aHEMUSI PA3IMYHON CTENeHU TshKecTu. Y 25 % OOJIbHBIX aHeMus
MOET HE OTMeYaThCsl BCIEACTBHE KommeHcanuu. CpenHuili 00beM 3pUTPOLNTA,
CpelHee coJepKaHUuEe TeMOrJIOONMHA B IPUTPOIUTE, BETHOW MOKAa3aTellb MOTYT
OBITH HOPMAaJIbHBIMH, MOBBIIIICHHBIMH, CHUKEHHBIMH; BBIpaKEHHBIN
PETUKYJIOLUTO3;  KOJWYECTBO  JICWKOIIMUTOB,  TPOMOOIIUTOB  HOPMAaJbHOE,
MOBBINIAETCS TIOCIIE CIUIEHIKTOMUU. B Ma3kax KpoBU € TMHUYHBIE MUKPOCHEPOITUTHI

(OpUTpPOLIUTHl ~ MEHBIIMX pPa3MEPOB, THUIEPXPOMHBbIE, ©0€3  LEHTPaJIHLHOTO
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IPOCBETIICHUS, TOWKHUIIONUTO3); YMEHBIIIEHUE CPETHETO 00BEMA SPUTPOLIMTOB MPHU
OPUTPOLIUTOMETPUM W CMEIICHHUE DPUTPOLMTOMETPUYECKONM KPUBOU BIIEBO.
JlabopaTropHoe uccijenoBanue npu aHemuu I'-6-®JI: Bo BpeMs kpuza: aHeMHS
TSDKEJION CTETeHH, JISUKOIIMTO3 CO CABUTOM BJeBO. MOp(OoIOTHS SpUTPOILIMTOB NpU
Kpuse: Hanmuuue Tener I'eiiHna, gparmenTupoBaHHBIX KieTok. Uepe3 4-5 nnei
NOSIBIIAETCS PETUKYIOLUTO3 ¢ NMukoMm 4vepe3 10-20 gHel; aHemMuss Makpo- WU
MUKpOIIUTapHas, B Ma3kax Mepudepuyeckoil KpOBH OTMEYACTCS aHOMAaJus
OKpack#, QopMbl, Hanuuue Tenen ['eifHIa; mpyu MacCMBHOM BHYTPHUCOCYAHCTOM
reMojiu3e — TIeMOIJIOOUHYpHUs; AuarHo3 HemoctarouyHoctu [-6-OJIIT momken
OCHOBBIBATBHCSI HAa TMPSMOM ONPEIEICHUN AaKTUBHOCTH (¢epmenTa. Ilokazano
onpenaeneHue akTuBHOCTU [-6-D/II" y poACTBEHHIUKOB OOIBHOTO.

JlaboparopHoe HCCIIeJ0BaHNe npu Tanaccemun: OCHOBHBIM
JIUAarHOCTUYECKUM KpuTepueM siiisiercs BoisiBaenue HbF, A2, H npu uccnenoBanuun
TUIIOB T€MOIJIOOMHA; B aHaJIN3€ epupepuyecKoil KpoBH MPH OOJIBIION TadacCEMUU
TsDKeJlas TUIIOXPOMHAss MUKpOLIMUTapHasl aHeMusl, 3pUTPoOIacTo3, HOpMOOIACcTO3,
peTuKysonnTo3. B Maske  BBIBISAIOTCS  MUIICHEBUAHBIE  SPUTPOLMTHL;
OCMOTHYECKAs] PE3UCTEHTHOCTh SPUTPOLMUTOB BBICOKAs (T€MOJIM3 MOXET Ha-
ctynatb gaxe B 0,1-0,2% p-pe HaTpus xj10pu/a); Ha POHE YaCThIX FeMOTpaHCPy3ui
HOBBIIIAETCS YPOBEHb CHIBOPOTOYHOIO >Keje3a, (eppUTHHA; HA PEHTIC€HOIpaMMe:
OCTEOMOPO3, CUMIITOM «IIETKW», «PHIObI» MO3BOHKHU.

JlaboparTopHoe wucciaenoBanue npu CepnoBUIHOKJIECTOYHON 00J1€3HH:
OCHOBHBIM METOIOM ITIOCTAHOBKH JIMarHO3a sIBJSIETCS 3JIEKTPO(POpe3 reMOorIoOnHOB,
KOTOpbIM  BBISBISIET  TOBBIMIEHHE  coaepxanus HbS; mpu  coueranum
CEepPNOBUIHOKIJIETOYHON aHEMHUU U -TajacCEMUHU MOBbINIEeHbI KOHIIeHTpauuu HbF u
HbA2. B ananuse KpoBH: HOPMOXPOMHAsi HOPMOIIUTapHAs aHEMHUs Pa3TUIHON
CTENEHU TAKECTH, aHU30LUTO3, MOMKUIIOLMTO3, MPU KPU3E MOKHO OOHAPYKUTh
CEPIOBUIHO-KIIETOYHBIE dPUTPOLUTHI, MULLICHEBUAHBIE SPUTPOLUTHI, YMEPEHHbIN
peTukyigonuro3; Yacro HaOmOgaeTcss JEHKOIUTO3, TPOMOOLMTO3 BCIECACTBHUE

JeMapKaluuu nepudepuyeckoro myJsa JeHKOIUTOB Ha (POHE MUKPOLUPKYJIATOPHBIX
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HapyIICHUH, TOBBIINICHHOM KOCTHOMO3TOBOM  (PyHKIMH, (YHKIIMOHATIHLHON
aCIUICHWH. ONpEeNICHHbIe PS-TamIoOTUIIBI U OTCYTCTBHE JACNEHUHU O-TIIOOMHOBBIX
reHOB. BBIZeNA0T HECKOIBKO BUIOB KPU30B MPH CEPIIOBUIAHOKICTOUYHOM OOJIE3HH.
Ba300KkKJ/II03MOHHBII KPHU3: MOKET BO3HMKAaTh Ha (OHE MPOBOLUPYIOMIHUX
(GakTOpOB Kak €KEJHEBHO, TAK U HECKOJIBKO pa3 B rojay. XapakTepHbI TKaHEBas
TUNOKCUSL W MH(GApPKTHl OPraHOB BCJIEJICTBUE HAPYIICHUS MHUKPOLUUPKYISAIUN
CEPHNOBUIHO M3MEHEHHbIMU HpUTpouuTamMu. CONMpPOBOXKAAETCA  pPa3BUTHUEM
nmapanuyed (cTa3 B MO3TOBBIX COCyAax), TemaTypueidl (cra3 B MOYEYHBIX
Kanmuwuisipax),  aceNTUYECKUM  HEKPO30M  KOCTEeH, KOXHBIMH  SI3BaMH,
KapJuoMerainvue, Muainruen, uH(apKTOM JIETKOro, MEYEHU, CeIe3eHKU. YacTbie
KpU3bl MOTYT MNpUBECTH K (PUOpo3y cene3eHKH, (YyHKUMOHAIBHOW AaCIICHUH,
quppo3y nedeHu. Bo Bcex ciydasx xapakTepeH BbIPaKEHHBIM 00JIEBOI CUHIPOM.
Kpu3 00b14HO pa3penraercst B TeYeHHE OT HECKOJIBKUX YaCOB J0 HECKOJIbKUX JTHEH.
CexBecTpalMOHHBIN KPHU3: MOSABIAECTCS Y AETEH U OYEHb PENKO — Yy B3POCIIBIX.
BceneactBue HEyCTaHOBIEHHBIX MNPUYMH Yy  OONBHBIX CO  3HAYMTEIBHOU
CIUICHOMETaJIMell HaO/IroaeTcsl BHE3aHas MaCCUBHAS CEKBECTpAIUsl SPUTPOLUUTOB
B CEJIE3€HKE, YTO MOXKET BBbI3BATH ApPTEPUAIBHYIO THMIIOTEH3UIO U IPUBECTH K
BHE3aMHOW cMepTH. ['eMOIMTHYECKH KPHU3: OCTOSIHHBI YMEPEHHBIA T€MOJINU3
SPUTPOLUTOB OTMEYAETCS BCETJa, HO HHOIZA MOXKET IPOU30WTH BHE3AIMHbBIN
MAacCHBHBIH TeMOJu3 ¢ pe3kuM cHmwkenuem Hb  (HabmromaeTcss  penko).
AIUTACTHYECKHUI KPHU3: Yallle BBI3bIBAIOT NApBOBHUPYC YenoBeka B19 u cocrosnus,
CONIpOBOXKIaroIIHecs aeduiurom GonaTos.

JlaGopaTtopHoe wucciaenoBanue npu UMMyHHON  reMoOJMTHYECKOMN
aHEMMHU: OIpPEICICHUE AHTUIPUTPOLMTAPHOIO AHTUTENA METOJIOM MpPSMOM H
HenpsMoit  mpoObl  KymOca; B KIMHUYECKOM aHAJIM3€ KPOBHU: aHEMHS
CPEIHETSKETON/ TSHKeIoi CTEMeHH, HOPMOXPOMHas, HOPMOLIUTapHA,
peTUKyIOUMTO3. B ciydae ocTpediiero M OCTpOro Hayajla — JICMKOLMTO3,
HEeUTpoduiie3 CO CABUTOM BIIEBO; HapylleHHWE OMIMPYOMHOBOTO OOMEHA 3a CUeT

HEenpsMoil ppakiuu.
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Jleuenue: Iloaxonpl K JEYEHUIO TEMOJIUTHYECKUX AHEMHM OMNPENEIAIOTCA
dopmoii  3abosieBaHMs, TIEPBOCTETICHHOW 3aadeil  sABISCTCS  yCTPAHCHHE
TEMOJIM3UPYIOLIETO dakropa. [Tnan ne4eOHBIX MEpOTPUSTHIA:
1.I'emoTpancdy3nonnas Tepanus
[Ipu BeIpaKEHHOM CHW)KCHHH YPOBHS T€MOTJIO0MHA 10 KPUTUYECKUX 3HAYCHUU U
HaJIN4Inu KIIMHUYECKUX MOKa3aHU IIPOBOJUTCS NEepETUBaHNE
SPUTPOLIUTCONECPKAIIUX KOMIIOHEHTOB KPOBH, HPEANOYTUTEIBHO OTMBITBIX
SPUTPOLIUTOB. 2.CuMmnTomMaTu4ecKast u naToreHeTuyYecKas Tepanus.
JleyeHre HampaBieHO Ha YCTPAHEHHWE OCHOBHBIX MPOSBICHUN 3a00JIeBaHUS:
BBIPQXKEHHOW aHEMUU, >KCJITYXU, UKTEPUYHOCTH KOXKH U BUIUMBIX CIU3UCTHIX
000J104€eK, a TaK’Ke KyIuPOBaHUE OCTPOro OOJIEBOr0 M reMOJMTHUYECKOTO KPU30B.
[Tpu ayTOUMMYHHOM TEMOJIMTUYECKON aHEMUH MIPUMEHSIOTCS
TJIFOKOKOPTUKOCTEPOUIBI € LEJIBK IOAABICHHUS ayTOMMMYHHOTO IIpOIECCa U
YMEHBIICHUSI HWHTEHCUBHOCTUM reMonu3a. JlomoJiHUTENbHAas Tepanus MpU
ayTOMMMYHHOUM TeMmoiuTuieckoil anemuu. [Ipm HemocratouHoi 3dPexTuBHOCTH
TJIFOKOKOPTHUKOCTEPOUIOB JeYeHue MOXKET OBIThH JIOTIOJTHEHO
UMMYHOCYIIPECCUBHBIMHU TIpenapaTaMu. B OTIOENbHBIX clly4asix, NpU HaJu4duu
COOTBETCTBYIOIIMX MOKa3aHU U HEIPHEKTUBHOCTH MEIUKAMEHTO3HOW Tepamuw,
paccMaTpuBaeTCd XUPYPrUUECKOE JIeUeHHWE — CIUIeHAKTOMHUs. - Koppekuus
nedunura Gonatos. [Ipu pazButuu neduimra GoareBon KUCIOTHI, B TOM YUCIIE PU
JUTUTENbHOM Temonn3e U yBenndeHun MCV, HazHauaroTcs npenapathbl (oaueBon
kucnoThl. [IpenapaTsl uaHokoOagaMruHa MPUMEHSIOTCS P MOATBEPKIAEHHOM UITH
BeposiTHOM  neduuure BuTtamumHa Bl12.  Ilpu  jgnurensHOl — Tepanuu
[JIFOKOKOPTUKOCTEPOUIAMHU  TaKXKE€ MOXKET TMOTPeOOBAThCS — JIOMOJHHUTEIbHAsS
npodunakruka nedunura domaroB. Hacnencrennsie: 1.JdedekT MeMOpaHbI
3puTPOouNTOB.CIICHOAKTOMHUS+CONPOBOAUTEIbHAS Tepanusi: a) CIIJICHIKTOMUS HE
MmoKazaHa OOJIbHBIM C aCUMTOMAaTHYECKMM TedeHHeM 3a0oiieBaHus. B) C IebI0
MPOPMIAKTAKA TSDKENbIX WH(GEKIMOHHBIX OCIOXHEHHH Tepel WIM ToCIe

CINICH3KTOMMUNU PEKOMCHAYCETCA HpO(l)I/IJ'IaKTI/IIIeCKaSI BaKIIMHAaIIHs
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AHTUITHEBMOKOKKOBOW BaKIIMHOU. ) [Ipy reMOUTHYIECKOM KpH3€e 3aMECTUTEIbHAs
remMoTpancy3usi 1O OKM3HEHHBIM TIOKa3aHusM B jgoze 8-10  wr/kr,
JIE3MHTOKCUKAITMOHHAS Tepamusi, KOPPEKIUsS BOJJHO-IJICKTPOJIUTHOTO OanaHca,
CePIETHO-COCYTUCTHIC npermaparbl 1o MIOKa3aHHUsIM.
[ TIOKOKOPTHKOWTBI U npenapaTsl xKenesza HEIeJIeCO00Pa3HBbl.
[Tpu apereHepaTopHOM KpH3€ MOKa3aHbl KOPTUKOCTEPOHIBI KOPOTKHUM KYpCOM B

no3e 1-1,5 mr/kr.

1. 2.I'eMor100MHOIATHM: CeproBUAHO-KIETOUYHAS 00JIe3Hb,
tanaccemuu. COMpoBOAUTEINIbHAS Tepanusl + JICUCHHE OCJIOKHEeHMI: a)OCHOBHAs
Teparus HalpaBjieHa HA JICYEHUE OCIIONKHEHUU. B)/[1s MOBBIIIEHUS 3pUTPOIIOI3A
JUIMTEIPHO  HAa3HAuYaloTCsA  mpemnapatbl  (GoiueBod  KUCIOTHL.  TpaHcdyzuu
SPUTPOIUTOB OOBIYHO HE TMPOBOJAT, OJIHAKO MNPOPHIAKTUYECKUE 3aMEHHbIE
TpaHChy3ud KPOBHM MOTYT CHHM3UTH KOJMYECTBO Kpu30B. ¢)COMpoBOIUTEIbHAS
Teparnusi: BO BpeMsi Kpu3a OOJIbHOTO CIIeyeT Ha3HayaTh aJeKBaTHYIO THAPATAINIO
u  oOe30onuBaromme  cpencrtBa, AOPEKTUBHO  HA3HAUYCHHE  KHUCIOPOJA.
n) OCTOpoXHO MpOBOAUTCA oOIIee 00e300MBaHUE H3-3a BBICOKOIO = PUCKa
FeMOJIMTHYECKOT0 KpHu3a. €) [[eTsaM paHHero u Miiaiero Bo3pacta peKOMEH1yeTCs
npoduIaKTHIeCKas BaKLWUHALUSA IMHEBMOKOKKOBOM BakIuHOU. [Ipu
MH(EKIIMOHHBIX OCJIOKHEHHSIX TMOKA3aHO Ha3HAYE€HHUE AHTUOMOTHKOB HIMPOKOIO
CIIEKTpA.

2. 3.I'-6-1D. Ormena MeIUKAMEHTa, BbI3BABIIIET 0
Kpu3+conpoBoauTeabHasi Tepamnus:l)VckitoueHre mnpenapaTroB, BbI3BaBIINE
kpusuc; 2) Jleuenne wHGEKINM, TEKOMIICHCAIIMM CaxapHOro auadera, Ha ¢oHE
KOTOPBIX BO3HUK KpHu3.
3) V HOBOPOXICHHBIX IPH BBIPAKEHHOW T'HUICPOUTUPYOUHEMHUH TPOBOJST
3aMEHHOE TepeauBaHue KpoBU. 4)J/[€3MHTOKCUKAILIMOHHASI TEpamnuvs, KOPPEKIus
oO0beMa  IUPKYJIUPYIOIMIEH  KPOBH,  KHUCJIOTHO-IIEJIOYHOIO  PABHOBECHSI.

5)3amectuTtenbHas remMoTpaHcy3wss TpU  TsOKEJIoW aHemMuun Ha  (oHE
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AHTUKOATYJISTHTOB (MAcCCUBHBIN T'€MOJIM3 SPUTPOILUTOB BEAET K BHICBOOOMKICHHUIO
TpoMOoracTuueckux cyoctanmmii u muposorupyet JIBC-cunapom). 6)Ilpu
MAacCCUBHOM BHYTPHUCOCYJUCTOM TE€MOJIM3€ IMOKa3aH Iuia3madepes3, Ipu OCTpou
MOYEYHON  HeJocTaTOYHOCTU—TeMoauanu3. lIpodunakTuueckue MPUBUBKU
MPOBOJATCA TOJBKO MO SMUAEMUOIOTMYECKUM TOKA3aHHSIM.

3. IIpuoOperennbie remoauTnueckue anemmu:Peakius KymOca
MOJIOKUTENIbHAS. AyTOMMMYHHasi remoiiuthyeckas anemus. l1.IlepBas nunus
Tepanuu
1) U3onupoBanue moBpexparoniero (¢Gakropa WM JICYCHHE OCHOBHOTO
3a0oseBaHusl. 2) OCHOBHBIM METOJOM JICUEHHUS SBJSIETCS  MOHOTEpaIus
CTepouIaMi — TPETHU30JIOH B CYTOYHOW /03¢ 2 MI/KT, pa3ielieHHON Ha 2—3
npuema. Kypc 10mkeH cocTaBisTh He MeHee 4 HeZlellb ¢ TOCTENEHHOW OTMEHOM Mo
KOHTPOJIEM PETHKYJIOLMTO3a U MPU OTpuLaTebHou mpode KymoOca. BHyTpuBenHoe
BBEJICHHUE HUMMYHOITIOOynuHOB 10 0.5-1r/Kr B CyTKM B TeueHue S5 JHEW.
2.BcriomorarenpHas Tepanus. [Ipyu pe3sucTeHTHBIX K TIIFOKOKOPTHUKOUAAM CITydasx
ayrouMMmyHHON ['A HazHawatroT (NB!* npumensaTs mnocie perucrpanuym Ha
teppuropun PK), (NB!**npenapar Haznauats nociie HHpOPMUPOBAHHOTO COTIIACHS
poauTenei): a) Putykcuma6** mo 375 mMr/m?, Ipemnapar BBOJAT BHYTPHBEHHO, 1 pa3
B HEJIEINIO, 10 4X UHBEKIHI Ha Kypc; B) IMMyHOenpeccanTsl: azatuorpua™ 1,52
MT/KT B CyTKH B 3—4 npuema. B ciyuae HE0OX0JUMOCTH CyTOYHAs 1032 MOXKET OBITh
yBenuueHa g0 200-250 mr B 2-4 npuema; uukiopochamua 2-3 MI/KT C
WHIMBHUAYAIbHBIM TOJ00pPOM pexuma W 103bl, nukiaocnopun A— 100-250
Mr/kr/cyt, He  MeHee 6  wmecsueB. 3. Tepamus  TpeTbeld  JUHUM:
CmneHoakromusitnogaepxupatomas tepanust: [lpu orcyrctBum sddexra or
TOPMOHAJIbHOW Tepamnuu, €clid I0Ka3aHa CEKBECTPAlHsl SIPUTPOLUTOB B CEJIE3EHKE,
penraeTcsi BONpoc O MPOBEACHUM CINIEHOAKTOMUMU.

4, Nvmynnoa/uiepruueckne I'A, CBs3aHHBIE C NPUEMOM JIEKApPCTB.
OtMeHna MeanKaMeHTa+conpoBoauTenbHas tepamnus: 1) OTMeHa poBOIUPYIOIIETO

JIEKapCTBEHHOTO npenapara, NOCUHJIPOMHAsi  Tepanus: ooprba ¢
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anawraktuueckuMm  mokoMm, JIBC-cunmpomom, OIIH, wuHTOKCHKaIuew,
remotpanc(dysnonnas koppekmus. 2) [Ipu orcyrctBue sddexrta OT OTMEHBI
JIEKapCTBEHHOIO IMpernapara B TEUYEHHWU 3X HENEb, MPOBOJUTCS MOHOTEpaIus
CTepouJaMu B 703€ 1MI/KI//IeHb, C IOCTETICHHOW OTMEHOM B TE€UYEHUH 2 MECSIIEB.
[Ipumenenue Tpancdy3uil 3puTpouUTapHOil Macchl: TpaHchy3uu pUTPOLUTHON
MaccChl MpPHU HACIEJACTBEHHOM cdepounuto3e — SOPEKTUBHBIA METOJN JIeUeHUs
TSKEJIBIX, TOTECHIIMAIBHO JIETAIBHBIX CIIy4a€B aHEMHUH M MOKA3aH MPU CHUKEHUU
Hb menee 60 r/mn. Ipu Tsoxenoit hopme HC y mereit pannero Bo3pacrta (10 3-X JeT)
0 TOKa3aHUSAM €XKEMECSYHbIE 3aMECTUTENbHbIE TpaHC)y3UH SPUTPOLUTHON
Maccel. HezHauntenpHoe KomuecTBO nanueHToB ¢ CKb umeroT gacteie u KpaliHe
TsDKENIble 00JieBble KpHU3bl. JlaHHBIE MAIMEHTHl UMEIOT OYE€Hb HHU3KOE KaueCTBO
KU3HU. ECTh IMIUPHUYECKOE JOKA3aTeNbCTBO, YTO PETYJApHbIE TpaHCchy3uu
SPUTPOLUTHON MACChl MOTYT MPEKPATUTH U3HYPSIIOUTYIO 00Jb. B citydae rimy0Ookoi
aHeMuu TpeOyroTCs TpaHCPy3uu HIPUTPOLMTApHON Macchl. Haumbonee wyacto
TpaHcdy3un TpeOytorcs y OonbHbix HbSS, maumenee wacro — HbSC. Onmucan
ciy4ail KOMOMHHPOBAHHOTO JIeUEHUs1 0€3 MCIOIb30BAHMS SPUTPOLUTHON MacChl y
pebenka ¢ HbSD: onnokpatHoe BBenenue BBUI' B mo3ze 1 r/kr B codyeTaHuu ¢
€XEeTHEBHBIMU MHBEKLMSIMU PEKOMOMHAHTHOTO 3puTpono3ThHa B 103e 100 Ex/kr.
Ha 4-ii pgenp Tepanmuu ObBUT OTMEYEH CYIIECTBEHHBIM MPUPOCT YHCIIA
petukynouutoB. B Hactosimiee Bpemst BBUI™ paccmaTtpuBaeTcs kak Tepamnusi BbIoopa
nmpu TKA. OCHOBHBIM XHpPYpPrHYECKMM METOJAOM JICUEHHUS HACJIEICTBEHHOIO
cheponntoza (6onesHu MwunkoBckoro—Illoddapa) sBrgeTcs CIIIEHIKTOMUS.
CIJIEHAKTOMHUSA MOET OBITh PEKOMEHJOBaHA IMPU CIEAYIOMIMX COCTOSHUSX:
TspKenast opma remonutudeckor anemun MunkoBckoro—IIlloddapa; passurtue
TUTIEPCIICHNU3Ma, COMTPOBOXKIAOIIETOCS TPOMOOIIMTOIICHUEH W/ WITH JICHKOTICHUEH;
HaJIM4YME  SKETYHOKAMEHHOM  OOJIie3HM; YacTble TIe€MOJUTUYECKHE  KPHU3BbI,
COTIPOBOXKIAIOMINECS  3aJCPKKOW  (PU3MUECKOTO  Pa3BUTHS,  IOBBIIICHHON
CKJIOHHOCTBhIO K HMH(EKIIMOHHBIM 3a00JIEBaHUSIM U KOCTHBIMH JehopMaIusimu,

Cymi€CTBCHHO CHMKAaOIIINMHA Kady€CTBO KHU3HHU manmyucHTa, BbIpaKCHHAsA
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rUNEpOUTUPYOUHEMUS U PETUKYJIOUTO3 IPU HOPMAIBHOM YPOBHE IeMOTJIOONHA Y
AeTel crapmie 6 JeT — C I[eNdbl0 NPOYUIAKTUKH Pa3BUTHUSA KETUHOKAMEHHOU
Oone3nn. I[lepem mpoBeAeHHWEM CIUICHOKTOMHUHW JETSIM HEOOXOIUMO IPOBECTH
BakIiHaiuio npotuB Haemophilus influenzae tuna b, Streptococcus pneumoniae u
Neisseria meningitidis. Bo3pacT npoBeneHusI CILICHIKTOMUH: TP TSHKEIOH Gopme
3a00seBaHusl — HE paHee 3-JIETHEro BO3pacTa; MpHU CPEeIHETsHKeNnon ¢popme — B
Bo3pacte 6—12 net; mpu Jerkoil popme — Mpu HAIUYUU KETYHBIX KaMHEH, ecliu
[JIAaHUPYETCS OTHOMOMEHTHOE BBIIIOJTHEHUE CIUIEHIKTOMUHU U XOJEIIUCTIKTOMUH, Y
neTelt crapiie 6 JeT.

5. 3axkimouenue. [locne ycTtaHOBIIEHUS THMArHO3a MAIMEHT HYKIAETCA B
pPEryJsipHOM  JIMCIIAHCEPHOM  HAOJIOJCHMH Yy TemaTtojiora. MeauuuHCKoe
HAOJIIOICHUE: TIPU JIETKOM M CpenHeTsbkenon popmax 1 pa3 B rom; mpu TsHKENOM
dopme exeMecsauHo. [Ipy KakJIOM TNOCEIIEHHH HEOOXOAMMO OLEHUBATH:00IIEe
COCTOSIHME 3/10pOBbs NAIMEHTa; (U3MUEecKoe pa3BUTHE peOEHKa; pa3Mepbl
CEJIE3€HKH; TMEePEHOCHUMOCTh (DU3MYECKUX HArpy30K; HaJu4he MPU3HAKOB
reMOJIMTUYECKOTO KpHU3a M JPYTUX OCJIOKHEHUU JIa0OpaTOPHBIA MOHUTOPHUHT
POBOJUTCS: OOIIMA aHaiIM3 KPOBU C TMOJCYETOM PETUKYJIOIHUTOB M
OMOXMMHUYECKUI aHalu3 KpOBH: IMpu Jerkod ¢opme — 1 pa3 B rox; mpu
cpenHeTsokenot popme — 1 pa3 B rog U JOMOTHUTENHHO MIPU UHTEPKYPPEHTHBIX
3a00JIeBaHUAX; TpPU TOKEIOW (GopMe — €KEMECIYHO; OIpeAeiieHUEe YpPOBHS
($0s1aTOB B CHIBOPOTKE KPOBH — MAallM€HTaM, KOTOPbIE HE MOJIy4aroT (HOJIaTHYIO
caruleMEHTAIMIo; ompeeneHrue (eppuTHHA CHIBOPOTKH —  €KEKBapTAIbHO
MalKeHTaM, MMOTYYarolUM 3aMECTUTENbHbIE TPAHC(Y3UH SPUTPOLIUTAPHON MACCHI.
@onatHas tepanusd. [Ipu cpegHeTsHKENIOM U TSHKEJIOM T€YEHUH HACJIEACTBEHHOTO
ceporuTo3a peKOMEHIyeTCs MprueM npenaparoB (HOIMEeBON KUCIOTHI. YKa3zaHHas
B PEKOMEHJIAIMAX CYTOYHAs J103a COCTaBJIACT: 110 5 jeT — 2,52 Mr/cyT; crapuie 5
JeT — 5 Mr/cyT. YAbTpa3ByKOBOE HCCIICIOBAHHWE OPraHOB OpPIOMIHOM IMOJOCTH

MIPOBOJIUTCS: TIPH JIETKOU (popMe — KaxK/able 3—5 JIeT; mpu CpeHeTsKeIon hopme
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— CXKCETOJHO, IIPpH TSKEJION (bOpMC — CXKCroaHO 0 MPOBCACHUS CIIJICHOKTOMMH,

IIOCJIE CIUIEHAKTOMUH — KaXKIple 3—5 JIeT.
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