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HACJIEJICTBEHHBIE TEMOJIUTUYECKUE AHEMUM V JIETEM:
NPUHIMUIIBI JUATHOCTHUKU U JIEYEHUSA
(mexuus)

'E. ®. Munypa, >J1. 1. Bosxopa

'PecnybankancKkuii HAyYHO-TIPAKTHYECKHIi HEHTP
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’Benopycckasi MeIMIMHCKAS AKAAEMHsI IIOCIeTHILIOMHOr0 00pa3oBanus, r. MUHCK

B cratse npuBenena xiraccuduKkanys HacIeICTBEHHBIX remonmTideckux anemuii (HI'A), paccMoTpeHbI coBpeMeH-
HBIE B3[JLAIbI HA MX JUArHOCTHKY U JiedeHne. Oco0oe BHIMaHUE YAEIEHO MeMOpaHONATHAM (HacleCTBEHHBIN cepo-
LIUTO3 U OBAJIOLIMTO3), Kak Harbosee yacto BerpevatroummMest HI'A nerckoro Bo3pacta B EBponelickoM peruoHe.
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HEREDITARY HAEMOLYTIC ANAEMIA IN CHILDREN:
PRINCIPLES OF DIAGNOSIS AND TREATMENT
(lecture)
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The article presents the modern classification of hereditary haemolytic anemia (HHA) and reviews the present-
day concepts of its diagnosis and treatment. Particular attention is paid to membranopathies (hereditary spherocyto-
sis and elliptocytosis) being the most common inherited haemolytic anemia in Europe.
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Beeoenue

'maBHBIM TpU3HAKOM TE€MOJHMTHUYECKOW aHe-
Mmun (I'A) sBHsieTcs yMeHbIIEHHE MTPOAOIIKHUTENb-
HOCTH U3HH 3puTpounToB (MeHee 100—120 nneit).
YCKOpeHHOE pa3pylIeHHE SPUTPOLUTOB MOXKET
OBITH OOYCIIOBIICHO KaK BHYTPUKJIETOYHBIMH (I1a-
TOJIOTHA MeMOpaHbl, ()epMEHTOB, TeMOriIoOuHa),
TaK ¥ BHEKJIETOUHBIMU ipuuuHamu [1, 2]. a1 Ha-
crencTBeHHbIX ['A XapaKTepHbI pa3iW4HbIC Kile-
TOYHBIE JEQEKTHl SPUTPOLMTOB, a JUIA Mpuobdpe-
TEHHBIX — HKCTPAKOPITYCKYJISIPHBIE.

[lpuunHbl pa3BuTHA HacieAcTBeHHBIX [A
(HI'A) BcnencTBue aHOMANHUW 3PUTPOIMUTOB (10
[1, 2, B cokpam.):

1. Hedext meMOpaHBI 3PUTPOLUTOB (MEM-
OpaHomnaTum):

A. TlepBuyHbple MeMOpaHOIaTHX €O crienudu-
YeCKMMH MOP(OJIOTHUECKUMU HApYIICHUAMH: Ha-
crienctBenHbi cdepormrtos (HC), HacnencTBeHHbIH
OBAJIOLINTO3, HACJIEICTBEHHBII CTOMATOLMTO3, BPO-
xneHHas ['A ¢ mermaparanmei SpuTpoLUTOB.

b. H3menenue ¢ochoaunuaHoro cocraBa
MeMOpaHBI.

B. HacnencrBennast HenoctatouHocTh ATd-a3k1.

I'. Bropuunbie nedeKTsl MeMOpaH 3pUTPOLH-
TOB: a0ETAIMIIONPOTEHHEMHUSI.

2. Hedext depmentoB sputpountoB (dep-
MEHTOTIATHH):

A. Hapymenue aHa’poOHOTO TIIMKOJIH3aA: Jie-
¢unUT TMpYBaTKUHA3BI, TeKCOKMHA3BI, (ocdod-
PYKTOKHHA3bI, aJIbA0NAa36I U JIP.

b. Hapymenue nenrozodocdarHoro mryHra:
JNePUIHMT TIOK030-6-pochaTaeruaporeHassl, Jie-
(eKTBI cHHTE3a TII0TaTHOHA | AP.

B. Hapymenue merabonu3mMa HYKI€OTHIOB:
neuIUT ageHUIaTKUHA3EI U JIP.

3. Hapyienue cuHTe3a reMorio0nHa:

A. HapymeHnue cuHTe3a rema: BpOXKICHHAS
cunepoOnacTHas aHeMUsl, BPOKICHHAs SPUTPOIIO-
sTHYecKas NOpPUPHSL.

b. Hapymenue cunTe3a ri00nHa: KaueCTBEHHBIC
reMOIIOOMHONIATHA  (AHOMAITbHBIC TEMOTJIOOWHBI),
KOJINYECTBEHHBIE TEMOTIIOONHOIATHH (TajacceMun).

Haubonee wacteiM u3 mepeuncinennsix HICA
B EBpomnelickoM pernone siBinsercs HacjleICTBEH-
HBI cdeporuTo3 (MukpocheporuTos, 00JNe3Hb
Munkosckoro-lloddapa). Yactora ero BcTpe-
4aeMOCTH — B cpelHeM | Ha 5 ThIC. HaceleHus,
a y xuteneil CesepHoii EBponsl u CeBepHoil
Awmepuku — 1 Ha 2 ThIC. yenoBexk [3, 4]. Hacnen-
CTBEHHBIM 0BaJoOLNTO3 (JITUNTOLNTO3) BCTpeUa-
ercst ¢ yacrotoir 1:25000 uenorek [5]. dedpunur
TIIIOK030-6-(ocdaTaernaporeHassl B MUpe BCTpe-
yaercs y 3 % HaceneHus, npeodnanaet B Appuke
n y xureneit CpenuzemHoMopbs [7]. B Hactos-
1iee BpeMs B CBSI3U ¢ OOJNBIION MUTpauuel Hace-
nenus B EBporne yBennuuigack yactoTa reMorso-
OounomnaTuii [8].

Juaznocmuka HacneoCmeeHHvIX 2emonu-
muuecKux anemuil

B nmarnoctuke HI'A yuyuTBIBAaIOT COBOKYTI-
HOCTh KJIMHUYECKUX MpOSBICHUI 3aboJeBaHus,
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XapaKTepHBIX Ja0OpaTOPHBIX HM3MEHEHWH, BBISB-
JICHUE TIPUYUHBI BO3HUKHOBEHUS TeMoin3a [9].

Knnandeckre npr3HAaKW HaIHYUS TEMOJN3a:
OJIETHOCTH KOXKH U CIM3UCTHIX, MX JKEITYIIHOCTD,
TEMHas ModYa, yBEIMUYEHUE TTeUeHN U (WIH) celle-
3€HKH. YYHUTHIBAIOTCA aHAMHECTHYECKHE IaHHBIE:
Haimuuue I'A, )KeTYHOKaMEeHHON 00JI€3HN WIH XOJIe-
IIICTIKTOMHUH Y ONMKAMIIIX pOJICTBEHHUKOB, ATHH-
Yyeckasi MPUHAUISKHOCTD (MATOJIOTMIECKHU TeMO-
mIOOWH S y JWIT HETPOUIHONW Pachl, ASPHUITAT TITFO-
K030-6-(hocaTmeruaporeHa3pl 'y JUI] €BpPEHCKOI
HAIMOHAJIBHOCTH, TanacceMus y sxutenelt Cpemu-
3eMHOMOpBsI, CpenHeit Aszun, pecityOnnk KaBkasa).

JlaGopaTopHbIe MOKAa3aTeNd BKIIOYAIOT IPH-
3HAKH TOBBIIEHHOTO Pa3pyIICHHs S)PUTPOIITOB C
YCHJICHHEM KaTa0oJIM3Ma TeMOTJIo0HMHA M yCHIle-
HUS SPUTPOIIOI3a.

CKOpOCTh KaTabojm3Ma TeMOTIIOONHA 3aBUCUT
OT THUITa TEMOJIH3a (BHYTPUKIIETOUHBIN W BHYTPH-
cocymucTeii). [lpym BHYTPHKIECTOYHOM TE€MOJIU3E
TIOBBINIACTCS OMIMPYOWH 3a CHYET HENpsMOU (pak-
II1H, YBETMYUBACTCS KOJIMYECTBO yPOOMIIMHA B Kaje
u Moue. lIpy BHYTpHCOCYIMCTOM TEMOJIM3E IMOBBI-
IIaeTCsl YPOBEHb CBOOOTHOTO TeMOTJIO0NHA B TITa3-
M€ KPOBH, HAOTIOIACTCSI TEMOTITIOOMHYPHS, TEMOCH-
JIEPUHYPHSL, TIPOMCXOINT CHIDKEHHE B TUIA3Me KPOBH
YpOBHSI TanTOINIOOMHA, YBEIMYUBACTCS YpPOBEHb
MeTreMalThOyMIHA (COSTUHEHHE CBOOOHOTO TeMa C
aTb0yMUHOM), METTEMOTIJIOONHA TUTa3MBI KPOBH,
JIIT 1 HempsiMoro OmrpyOHHA.

Ycunenune 3puTpOIIOd3a XapakTepu3yercs pe-
THUKYJIOITUTO30M B Tepudeprudeckoil KpoBH, pac-
[IAPEHUEM 3PUTPOUIHOTO POCTKA KOCTHOTO MO3-
ra, dKCHaHCHeH KPOBETBOPHOTO KOCTHOTO MO3Ta
(medopmarus IOCKUX KOCTEH CKeleTa), HaTndIu-
eM crerupuIecKoil MOp(hOIOTHH SPUTPOITUTOR.

Jns nccnenoBaHus MPOJOIDKUTENBHOCTH JKU3-
HH SPUTPOIIUTOB MTPUMEHSIOTCS HECKOJIBKO METOIOB
[10]: 1) meron muddepeHTMATEHON arTIFOTHHAIIHN;
2) HCIIONB30BAHHE PAJHOAKTHBHEIX m30ToroB (* Fe,
“Cormumn, °'Cr, “Tc, DFP u Ip.); 3) UCTOITB30-
BAHHE HEPAJUOAKTUBHBIX n30TOMOB (' N-IiIHiuHH);
4) mpoayKmmsi yrapHOTO Ta3a; 5) MpoTodYHAas ITH-
ToMeTpHs (KIIETOYHOE OMOTHHWIIMPOBAHUE U JIP.).

Jst yToYHeHUs IPUYUHBI TEMOJTH3a He0O0XOu-
MO TIPOBE/ICHHE AOTIOTHUTEIFHOTO 00CTIEIOBaHMSI.

JAunarnoctuka memOpanonatuii [11]

Haubornee gacTo BcTpevaronmMest 3a00J1eBaHH-
€M M3 O9TOM TpyNIbl SBIAETCS HACIEICTBEHHBIN
chepormros (HC). Pexxe BeTpewaeTcst HacIeICTBEH-
HeIA romnToruTo3 (HD, oBaoruros), octamsHbIE
BapuaHThl KpaifHe peakn. CaMOdyBCTBHE IAIleH-
ToB ¢ HC m oBajonmro3oM OOBIYHO HE CTpaaacT,
XOTSI BCTPEUAIOTCS ¥ CIIyJaH C BBIPAKEHHOW KITHMHU-
KOH 3a0oseBaHus yKe Tpu poxkaeHun. Yacto yaa-
eTCsl YCTAHOBUTHh HAINYWE TTOMOOHBIX MATOJOTHH Y
ONMKAWIIAX  POJICTBEHHUKOB, OJHAKO CYHTAETCH,
gro 25 % HC sBistoTcst criopainaecKuMH.

KimroueBbie 0COOCHHOCTH YKa3aHHBIX MeMOpa-
HOTIAaTHH — C(EPOLUTHl WM OBAIOIWTHI B Ma3Ke
KpoBH (B KommdecTBe Oosee 15 %) v MOBBIIIEHHOE
KOJIMYECTBO PETUKYJIOIWTOB C aHeMued wim 0e3
Hee. B ospurponmTax HaONrOmaeTcs CHIKEHHE WX
o6rema (MCV) 1 OBBITICHNE KOHIICHTPAIINN B HAX
remorioomaa (MCHC). YBennumBaeTcsl U Tokasa-
TeNlb PAacCHpeNieNieHns] JSPUTPOIMTOB 10 00BeMy
(RDW — red blood cell distribution width). Xapax-
TEPHO CHIKEHHE OCMOTUYECKOM CTOMKOCTH 3PUT-
POILINTOB, OCOOEHHO Yepe3 CYTKU WHKYyOariu, OTpH-
naTenbHas mpsiMast mpoda Kymbca. Yposens Onmm-
pyOMHa (HEKOHBIOTHPOBAHHOTO) YaCTO TIOBBIIICH.

Tect Ha uccneg0BaHUE OCMOTHYECKOW pe3u-
creaTHOCTH 3puTponnuToB (OP3) mo Dacie sBis-
eTcsi HeoOXOMUMBIM st AUarHOCTHKU ['A. B 1O
K€ BpeMs NaHHBIA TeCT He SBISETCS Crerugud-
HBIM, MOXKET OBITH JIOXKHO HETaTHBHBIM TPH HAJIH-
YA JKene301e(pUIuTa WK MEXaHMIeCKOH KenTy-
XH, €r0 Pe3yJbTATHI CI0XHO HHTEPIIPETUPOBATH Y
HOBOPOXKJICHHBIX, KOTOpBIE HMEIOT pPa3IHMIHBIN
IMama3oH HOPMAIBHBIX 3HAYEHWUH JPUTPOIMTOB
(HOBOpOKIEHHBIE B HOPME MOTYT UMETh cepo-
IUTHI, COXPAHSIOMIMECS B TEeUeHHE HECKOJbKHX
Mmecsmes). st HC Goiee crienmdudeH Tect Kpro-
remonm3a. HopMmambHBIM CcYHTaeTCs YpOBEHB
kpuoremonu3a 10 15 %, a mpu HC on Bcerna mpe-
Bermaet 20 % [19].

Onektpodope3 IPUTPOIUTAPHBIX MeMOpaH
(sodium dodecyl sulfate — polyacrylamide gel
electrophoresis, SDS-PAGE) mo3BossieT ycraHo-
BHUTh KOJIMYECTBEHHO W KAaYECTBEHHO Ne(eKTHHIC
oenku (Tabmuma 1). TecT BHITIOTHAETCS TOJNBKO B
pedepenc-madoparopun [19].

Ta6muma 1 — CootBercTBHE nedekTa Oeaka MeMOpaHbl dpuTponuTa 1 Buga HI'A

JledexTHbIi 610K HI'A
O-CTIEKTPUH HD, HC, HacnencTBEHHBIM MAPOMONKUIIONUTO3
B-criekTpuH H5, HC
AHKHpHH HC
Benok mosockr 3 HC, HD IOro-BoctouHoii A3uu, BpOKIeHHAS JU3PUTPOIIOITHIECKast aHemus 11 Trma
benoxk mosnocst 4.1 HO3
TMammuaun HC
CrtoMaTuH HacneacTBeHHbII CTOMAaTOLUTO3
I'mukogopun A BpoxaenHas qu3sputponostudeckas anemus 11 tuma
I'mukogopun C HO3
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I'enernaeckwii anamm3 nipu HC mo3Bossier orr-
PEIeNnTh JIOKATM3AIMI0O M XapakTep TOBPEXISHHUS
KOJMPYIOIIIETO TeHa, OJHAKO HE BIMSET HA TepareB-
THUYECKYIO TAKTHKY 1 BBITTOJTHSICTCS penko [4, 12].

HoBble moaxoabl K JUArHocTuke Memopa-
HONIATHH

A. DoszuH-5-manenmun (EMA) cBs3wiBaro-
IIUH TECT

Xotst rect OPD yxe maBHO cUHTAETCS 30J10-
THIM CTaHAAPTOM ISl TUATHOCTHKH MEeMOpaHoIa-
i (chepoITo3, OBAIOIUTO3 U T.1I.), OH SIBJISET-
Csl TPYIOEMKHUM | JUTSI €T0 BBITIOTHEHUS TpeOyeTcs
48 yacoB, 4YTO YJUIMHSET JOJUArHOCTUYECKUM Tie-
puoa. B Hacrosmiee BpeMst 6osiee 3 PEeKTUBHBIM U
OBICTPBIM SIBIISIETCS TECT CBS3BIBAHHUS D03WH-5-
Manenmuaa (EMA) Ha ocHOBE TPOTOYHOM IHTO-
Metpuu [13]. DTOT aHaIM3 OCHOBAaH Ha CBS3BLIBA-
o EMA ¢ 6emkamMul TOBEpXHOCTH SPUTPOITUTOB
Y JIEMOHCTPUPYET CHIDKEHUE CBSA3BIBAHUS y TaIlH-
entoB ¢ HC u oBanmommro3zoMm [14]. Tect mMoxer
OBITH BEITIOJHEH B Tpenesiax 2 9acoB, Ha HEOOb-
IIIOM KOJIn9ecTBe 00pasia KpoBH, IMEET BHICOKYIO
YyBCTBHTENBHOCTh (92,7 %) m cnemuduaHOCTH
(99,1 %) mna HC [15]. OmHako oTMEYeHO, 9TO Y
HEKOTOPBIX MAITUEHTOB C Me(UIIUTOM OelTKa dPHUT-
POILIMTOB aHKUpPUHA CHIDKEHHE CBs3biBaHUA EMA
He npoucxoaut [16]. IIpu cpaBHECHUH HECKOJIBKUX
TecToB (TecT Kpuoremonusa, EMA, TecT ocMOTH-
YECKOW PE3UCTEHTHOCTH, TECT ayTOTeMOoNin3a W
SDS-PAGE) 06but0 yCTaHOBIIEHO, YTO I CKPH-
anaTa HC Hambosee MOCTOBEpHO MPUMEHSTE JIBa:
tect kpuoremonuza U EMA. Ilokazarenu Tecta
EMA xoppenupyroT ¢ TshkecThio 00s1e3uu [17].

b. ABTOMaTH3MpOBaHHASA Macc-CIEKTPOMETPHS

B mocrnenaee Bpemst pa3paboTaHa TEXHOJOTHS
Macc-CIeKTPOMETPHH, TTO3BOJIIIONIAs AHAIIM3UPOBATH
OCIIKOBBII COCTaB KJIETOK. JTO CTalO0 BO3MOXKHBIM
Oraromapsi JOCTIDKECHISIM B 00JIaCTH TaHIEMHOM Macc-
CTIEKTPOMETPHH BBICOKOM IPOITyCKHOM CTTOCOOHOCTH 1
ABTOMATH3MPOBAHHBIX METOJIOB aHAJIM3a TAHHBIX [18].
[Ipu maHHOM WCCNIEOBAaHMM CIIOXKHAS CMECh OEITKOB
TIO/IBEPTraeTCsl MPOTEONH3Y IS CO3IAHMS TIEHTHIHBIX
(hparMeHTOB, KOTOpBIE Pa3AEIIIOTCS  KUAKOCTHOM
xXpomarorpadrieil 1 aHATM3UPYIOTCS C TIOMOIIIBIO TaH-
JIEMHOTO Macc-criekTpomerpa. Vnertndukammst Oen-
KOB TIPOM3BOJIUTCS C TTOMOIIBIO MOIIHBIX PO PaMM-
HBIX MTAKETOB, KOTOPbIE COTIOCTABISIOT HaOII01aeMble
TIENTHIHBIE (PparMeHTHI ¢ TPOTHO3UPYEMBIMH, 3aJI0-
JKeHHBIMA B 0a3y TaHHBIX TIOCIICIOBATEILHOCTEH. Me-
TOIMKH TaHJEMHON MacC-CIIEKTPOMETPUH MOTYT OBbITh
WCTIONT30BaHbI ISl OMPE/IENICHHsT COCTaBa OEIKOB B
o0pasrie (0T COTEH J0 THICSY), a TaKKe T OBICTPOTro
CKpUHMHTAa 00pa3lioB Ha KOHKPETHBIN HAOOp Oeiko-
BeIX OromapkepoB (ot 10 mo 20). [lepcriekTuBHO HC-
TIOJTK30BaTh IAHHYFO METO/IMKY JUTS aHaIn3a OEJIKOBO-
TO cocTaBa MeMOpaH puTporrToB [ 18].

JAunarnoctuka pepmenronaruii

Cpenn naHHOW TPYyHIHBI 3a00JeBaHUI MPe0d-
magaroT AehunuT GepMEeHTOB TIIFOK030-6-(hochar-

JIETHIpOTeHasbl (IedeKT CIETUIeH ¢ X-XpOMOCO-
MO, HacJIeyeTcsl PEleCCHBHO) M MUPYBATKIHA3HI
(HacnmemyeTrcs TO ayTOCOMHO-PEIIECCHBHOMY TH-
my). I'emonmuTHdeckue Kpu3bl (BHYTPHUCOCYIH-
CTBI€) TPOBOLMPYIOTCS MPHEMOM JIEKapCTBEHHBIX
MperapaToB, HEKOTOPBIX TIPOMYKTOB MHTAHUS
(xoHCKHE 000BI — «(haBU3MY) THUO0 MHPEKIHIMHU.

KapTtrHa kpoBH MOXeT OBITH pa3HOOOpa3HOH B
3aBUCHMOCTH OT BBIP@KEHHOCTH TeMmonm3a. B 06-
IeM aHaIn3e KPOBH YacTO WMEIOTCS MPHU3HAKH Te-
MOJIUTHYECKON HechepormTapHoi aHeMun (CHIKE-
HHUE TeMOTJIOONHA, TEMaTOKPHUTA, MTOBHIICHHBIN pe-
THKYJIOIIATO3). DPHUTPOIMTHE HOPMOXPOMHBI, HX
Mopdosorusi  pazHoOOpa3Ha: HOPMOIIUTO3, PEKe
MaKpOIMUTO3, OBAJIOIUTO3, C(PeporrTo3, aHN30MOH-
Kuionuro3. Yacto ompenenstorcst Tenpua I eiHia.
Kak mpaBmio, ocMoTHdeckas pe3UCTEHTHOCTH He
W3MEHEHa, ayTOreMOJIN3 YCHIEH U He KOpperupyeT-
csi mo0aBIeHUEM TIIOKO3bl. B KOCTHOM Mo3re Ha-
OJTIoIaeTCs YCUIICHHBIN 3pUTPOITods [19].

C moMoIIpi0 OHOXIMHYECKIX METOZIOB MJIH Me-
ToMa (hITyOpPECIMPYIONNX IATEH ONPENEIITIOT (Kave-
CTBEHHO WM KOJITYECTBEHHO) aKTUBHOCTD TITFOKO30-
6-dbocharaernaporeHassl 1 Ipyrux (pepMeHTOB.

JImarHocTHka reMorJI00MHONATHI

I'emormoOuHOMaTHH MOTYT OBITH KaK KadecT-
BEHHBIE (aHOMAJIbHBIE TEMOTJIOOMHBI), TaK M KO-
JTUYeCTBeHHBIC (Tanmaccemuu). sl KIMHWUKHA Ta-
JTACCEeMHHN XapaKTEepPHBI HAPYIIEHUS KOCTHOW CHC-
TeMbl (HedopManus KOCTeH depera, mepeioMbl 1
Ip.), BBIABIISIEMBbIE BH3YaJIbHO WJIM TIPH TIOMOIIU
peHTreHOrpadUIecKOro NCCIIeA0BaHNS.

OTH aHeMHUH XapaKTepH3yIOTCsl HATMYMEM THIIO-
XpOMHOM WM HOPMOXPOMHOM aHeMuell. BripakeH
AHU30IIMTO3 SPUTPOIUTOB, MOUKUIOIWTO3, MHIIICHE-
BumHBIE GopMbl, OazodmTbHAS MyHKTAIwsL. [Ipu cep-
TIOBHHO-KJIETOYHON aHEMWH BBISIBISIFOTCSI CEPIIOBH/I-
HBIE SpUTPOIUTHI (ApenaHoIwThl). Comep kaHue peTH-
KyJIOLIMTOB 3HAYUTE]GHO TTOBBIIIEHO, MOTYT TIOSB-
JISITBCSL PUTPO- U HOpMoOmacTel. Ilpm Tamaccemmm
OCMOTHYECKas PE3NCTEHTHOCT TTOBBIIIEHA, YTO SBIIS-
€TCS OYeHb XapaKTepPHBIM MPI3HAKOM. Y POBEHB JKeTe-
3a U (eppUTHHA B CBIBOPOTKE YacTO TOBBIICH. Co-
JepKaHue HETIPSIMOTO OMITMPYOHHA B KPOBH YBEITHYH-
BacTCs, pa3BUBacTCA ypoOwmiHypws, OnpeneneHre
THIa aHOMAJIFHOTO TeMOTJIOOMHA TIPOU3BOIUTCS C TI0-
MOIIBI0  37IekTpodope3a WM BBHICOKOI(D(DEKTHBHOM
KUIKOCTHOM XpomMarorpadum. CyIecTByeT psit mpod
TS BBISIBJICHMST HECTAOMITFHBIX TeMOTTIOOMHOB, OCHO-
BaHHBIX HA MX TEPMOIAOMITFHOCTH, BBIAICHUH B OCa-
JIOK B TIPUCYTCTBHM COJIEM IIMHKA WJIM COEAWHEHHI
pryti. TOYHO yCTaHOBHTH THII aHOMAIBHOTO TEMO-
T7I00FHA MOYKHO TTyTEM MCCIIEZOBAHMS €70 TIEPBUYHOM
CTPYKTYPHI (TTOCIIEIOBATENTHHOCTA aMIHOKHUCIIOT) Me-
TOZIOM CEKBEHHPOBAHW FITM MacC-CIEKTPOMETPHH.

Jleuenue HacneocmeenHvix 2emoumuye-
CKUX aHeMuil

BeccumnToMHBIE, JIETKHME W CpPETHETSIKEIbIe
dbopmsl (B coctossHnn BHe kpm3a) HI'A nedenus
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He TpeOyIOT, ecli HEeT YTPO3bl Pa3BUTHA IKelde-
KaMeHHOU ©Oone3nun. HeoOxoammo TpOBOAWTH
Y3U-xouTposs 1 pas B ro. [Ipu THOUYHEBIX cpe-
HETSDKENBIX opMax mipu Hapactanuu MCV Oonee
5 ¢a oT mepBOHAYANEHOTO 3HAYEHWS] HA3HAYAIOT
(honmeByro KUCIOTY MmO 1-3 Mr/cyT. OOJBHBM IO
5-7IeTHETo BO3pacTa 1Mo 5 MI/CyT. — IIOCIE 5 JieT
Ha 3 "Henmenu. [Ipu cuHIpOME HEMPSIMON THITEPOH-
TupyOnHEMUN Ha3HadaeTcs ¢peHobapouTan B 103¢
5-10 mr/kr B cytku. [lpm Tspkemsix (popmax, BO
BpeMsI T€MOJUTHYECKOTO KPH3a, MPOBOANUTCS HH-
(hy3noHHas Tepamus, Ha3HAYAIOTCS TIIOKOKOPTH-
KOCTepouIsl, pacTBopsl ButamuHoB E, A, C. 3a-
MECTUTENIbHAs Teparusi IPUTPOIIUTAPHON MACCOM,
00CMHEHHOW JICMKONWTaMH ¥ TPOMOOIIMTAMH
(BMOJIT), noka3zaHa TpH TEMOJUTHICCKOM WITH
amactaaeckoM kpuse (Hb < 60 1/im).

OCHOBHBIM M CAWHCTBEHHO 3()PEKTUBHBIM
metogom neueHnss HC m oBamommrosa sBiseTcs
CIUTEHAKTOMHS, TIOCIIE KOTOPOH aHEeMHS JTMKBUIH-
pyercsi, 3HAYNTENBHO YMEHBINAIOTCS KOJIHYECTBO
PETUKYJIONUTOB M YPOBEHL OMIMpPYyOWHA, HOpMa-
JU3YEeTCs KauyecTBO ku3HU manueHToB [0, 0]. W3-
penKa CIUIEHIKTOMESI POU3BOIAUTCA U TIPH TSHKE-
noMm TeyeHuu Apyrux HI'A. V manmeHToB mocie
CIUIEHOPKTOMHH BO3paCTaeT PHCK OaKTepHATBHBIX
MHOEKITNI: MCHUHTOKOKKOBOM, ITHEBMOKOKKOBO,
remodmmrocHo (tum B). [loatoMy crureHIKTO-
MUIO TIPY 3TUX 3a00JIEBAaHHIX BBITOJHSIIOT OOJNb-
HBIM B BO3pacTe cTapiie 5 JeT IpU CPEeITHEeTsKe-
JIOM TE€YEeHWH M B BO3pacTe crapiie 3 JeT — MpH
TSDKEIIOM TeUeHHMH 3a0oieBaHms. Paspabortana u
METOJINKA CYOTOTAILHOM CIUTEHIKTOMHUH [22]. 3a 2
HEZIENN TIepe]] CTUICHIKTOMUEH MPOBOIUTCS BaKITH-
Halysl TpeMsl BaKIMTHAMH: ITHEBMOKOKKOBOH, Me-
HUHTOKOKKOBOW W BakmmHOU mpoTtrB H. influenzae.
C 1enmsro mpoPHIaKTHKH 3TUX HHPEKIHH (B TIEPBYIO
odepeib, CTPENTOKOKKOBOTO CEICHCa) Ha3HAYAIOTCS
JUTATENTFHO AHTHOMOTHKY (HAIpuMep, OpabHBIC
(hopMBI TICHUIWJUIMHA), KaK MHHAMYM, B TCUCHHE
5 et mocye CruteH3KToMuH [4, 5].

XPpOHUYECKUH TSHKENbIA TeMOJIU3 aCCOLUUPY-
eTCsl CO 3HAYUTENBHBIM PHCKOM OO0pa3oBaHUS
JKETYHBIX KaMHEH, KOTOpble MOTYT BBI3BATh KIIH-
HUYECKHE CHMITOMBI Y€ B TIepBbIE NIECSATH JIET
Ku3HM denoBeka [1, 2, 4]. Ecmu y pebenka ecTh
CHMIITOMBI KE€TYHOKAMEHHOM 00JIe3HH, OOJIBIINH-
CTBO XHPYPrOB MPEANOYNTAIOT YIAINUTE KEITIHBIN
My3bIPh BO BpeMsI CIUIEHIKTOMHH, M HA000POT, eCiH
eMy TpeOyeTrcs omepaiyisi 1Mo TOBOAY JKETIHOKA-
MeHHOH Oone3nu, ocnoxastomeir HC, omHOBpe-
MEHHO JTOJDKHA OBITH YAaJIeHa U cene3eHKka [23].

[Ipu gacTeix remMoTpaHcy3usSX BO3HHKAET
BTOPUYHAS TIEpPerpy3Ka >KeJIe30M, B TaKHX CIIyda-
X TIPUMEHSIOTCS XeJaTOpHbIe TpemnapaTtsl (ze-
cthepan u ap.).

3axnwouenue

HI'A npencraBisior co0oit HEpeaKyo TpyI-
My 3a00JIeBaHMI B JETCKOM Bo3pacTe. Bpadam me-

IuaTpaM HEoO0XOoauMo oOpamaTh BHHUMaHHE Ha
npuzHaku Bo3MoxkHo HI'A: cemelinblii aHamHe3 U
STHUYECKAs MPUHAUISKHOCTh TMAlWeHTa, HalNdue
CIUICHOMETAIMN W >KEITYHOKAMEHHOW OOJIe3HH B
nerckoM Bospacrte. [loBbimenue HenpsiMoro Owiu-
pyOMHA y TaKHMX JETEH MOXKET OBITH OIMOOTHO pac-
IIEHEHO Kak «CHHIpoM JKmmsoepay. Jlerkue dhopmbl
HI'A MoryT nipoTekath ¥ ¢ HOpMaIbHBIME TH(PAMU
TeMOTJIOONHA, OIHAKO YPOBEHb PETHUKYJIOIMTOB
TOYTH Bcerna noskimeH. [Ipu moboit aneMnu He00-
XOAMMO WCCIIEIOBAaTh PETHUKYJIONUTHl KPOBH IS
PaHHETO BBISBIICHHS TeMOUTHIECKIX aHEMUI.

K mepcrieKTHBHBIM HampaBiIeHHSM H3yYeHUS
HI'A otHOCsITCS pa3paboTka W BHEIPEHHE TOYHBIX,
YyBCTBHUTEIBHBIX U CIEIU(UIHBIX TAATHOCTHIECKUX
JTa0OpaTOPHBIX TECTOB; YCTAHOBIICHHE KPHTEPHEB
JUTSL OLIEHKW TIOKA3aHWH ISl BBIIOJHEHHS CIUICHIK-
TOMHH, OTIpEe/ieNieHHe BPEMEH! ee MPOBE/ICHNS y Jie-
Tei ¢ TshKeno QopMoii 3a00JIeBaHUsI M IOIATOCPOU-
HBIX pe3yJIbTaTOB CyOTOTATBHON CILIEHIKTOMFIH.
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JUHAMHUKA KIIMHUYECKOI'O CTATYCA B3POC/JIBIX NAIIUEHTOB
C MYKOBUCIINJO30M B PECITYBJIMKE BEJIAPYCb

H. B. MaHoBHLIKAsA, L Bbopoauna, T. A. BoiiTko

'Pecny6amkaHcKHii HAYYHO-IPAKTHYECKHIl IEHTP MyJILbMOHOJIOTHH U GTH3HATPHH, T. MUHCK
’Besopycckuii rocy1apcTBeHHbII MeHIMHCKHIT yHHBEPCHTET, I. MHHCK

N3ydeHs 0cOOEHHOCTH KIIMHIMYECKOTO TEYEHNSI MyKOBHCIII03a Y B3pocibix B Pb 3a nepron ¢ 2004 o 2012 rr.

3a BpeMsi HaOIOJCHHS MPOU3OIIIO YBEINYCHHE KOJMYECTBA B3POCIBIX MAalMEHTOB ¢ 15 mo 32 yemoBek, MX
cpennero Bo3pacrta — ¢ 20 10 24 ner. YIyuninch CpefHUe oKa3aTel nHaekca Maccesl Tena (Ha 12 %), pyHkumuu
BHemHero apixanus (KEJI — na 23 % u O®B; — Ha 31 %) y nanuenTtoB B 2012 r. no cpaBHenuto ¢ 2004 r. Otme-
YEHO IMOSBJICHHE HOBBIX WH(EKIMOHHBIX areHTOB 0 JAHHBIM MHKPOOMOJIOTMYECKOTO HCCIIENOBaHUS MOKPOTBI —
Acinetobacter u Achromobacter (15 %). Hanbonee yacTsIMi OCIIOKHEHHSIMH TEUEHUSI MyKOBHCIIHA03a Y B3POCIBIX
SBISUTACH KpoBOXapKkaHbe (43 %) m monumo3Hslii puHOCHHYCHT (40 %), penkumu — caxapubiil auader (5 %) u
uuppo3 nedenu (13 %).

KiroueBkle ciioBa: MYKOBUCLNI03, OCJIOKHCHUA, MHACKC MACCHI TCJa.

DYNAMICS OF CLINICAL STATUS OF ADULT PATIENTS
WITH MUCOVISCIDOSIS IN THE REPUBLIC OF BELARUS
'N. V. Manovitskaya, °G. L. Borodina, “T. A. Voytko
'Republican Research Center for Pulmonology and Phthisiatry, Minsk
?Belarusian State Medical University, Minsk

The features of the clinical course of mucoviscidosis were studied in adults in Belarus for the period from 2004 to 2012.
The follow-up revealed an increase in the number of adult patients from 15 to 32 with an average age of 20-24.
The average body mass index (12 %), respiratory function (FVC — 23 % and FEV, — 31 %) improved in the pa-

tients in 2012 compared with those in 2004.

The study detected emergence of new infectious agents according to the microbiological tests of sputum, such

as Acinetobacter and Achromobacter (15 %).

Hemoptysis (43 %) and polypoid sinusitis (40 %) were the most common complications of mucoviscidosis in
adults, diabetes mellitus (5 %) and liver cirrhosis (13 %) were quite rare.

Key words: cystic fibrosis, complications, body mass index.

Beeoenue

W3BecTHO, 9TO Tporpecc B JIEYEHHH MYKO-
Bucnumao3a (MB) mpuBen k 3HAUYNTEIHLHOMY yBE-
JUYEHUIO MPOIOKUTENIEHOCTA JKU3HW TAIFeH-
TOB, ¥ JIOJSI B3POCIBIX MAI[IEHTOB B MUPE COCTaB-
nset okono 30-50 % ot obmero uncna [1, 2]. Co-
TJIACHO JINTEPAaTypHBIM NaHHBIM, MEIMAaHA BBDKH-
BaemocTH narmeHToB ¢ MB B CIIIA u B cTpaHax
3anmamHoit EBpormel cocTaBmsier oT 27 mo 40 neT u
MpoJoiDKaeT yBenmunuBatbes [3]. Hambomee wac-
TBIM U TSDKEJBIM MposiBieHneM MB y B3pocibix

SIBISICTCSI TIOpaKEHHWE OPTaHOB nbIxaHus [2, 4].
Takum oOpazom, mpobieMa BeIACHUS TAIMCHTOB C
MB B HacTosiiiee BpeMsi akTyalibHa HE TOJIBKO JIIst
MeIUaTPOB, HO U JUTS ITyJIbMOHOJIOTOB M TEPAIIeBTOB.

braromapst mprMeHeHNIO COBPEMEHHBIX TEXHO-
noru#, B PeciryOimke bemapych Takke pacTeT 9uciio
naiuenToB ¢ MB, nocturiimx 18-neTHero Bo3pacra.

Ienv uccneooeanusn

OneHka AWHAMUKA KIMHHYECKOTO CTaTyca
nanueHToB ¢ MB 3a 8-netHnii mepnon HabmIOIE-
Husa ¢ 2004 r., xorma BHepBBIe OBLT co3maH Pec-



