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0O6ocHoBaHue. OfHUM M3 caMblX YaCTbIX OCIOKHEHUI ANCTPOPUYECKOrO BPOXKAEHHOro 6yn1e3Horo anvaepmonnsa (Bb3)
ABNAETCA XenezogepuyntHasa aHeMus. Tepanusi aHeMumn B TaKmx cy4asx 3aTpyaHeHa B CBA3M C MHOXECTBOM aTto/iormyec-
KUX aKTOpOB M COCTOSHMK, yCyrybnsowmx TedeHme 3abosieBaHusl, 3aTpyaHAIOWMX YCBOEHUE Kele3a M Croco6CTBYIOLMX
opMMpPOBaHMIO MOPOYHOrO NaToI0MMYECKOro Kpyra Te4eHns aHemmnu. OnucaHne KIMHM4YecKux cayydaeB. OnvcaHbl ciydan
aHemun y aeten ¢ guctpopudeckum BB3. NoKa3aHbl AMarHOCTUYECKME alrOPUTMbl U KPUTEPUU ONpeaeeHns TepaneBTmye-
CKOM TaKTUKW. [pumeHsnn npenapart xenesa (Ill) ruapokena caxapo3Hbiv KOMIIEKC, MPOBeAEHa reMoTpaHcy3us nenKope-
AyLnpOoBaHHON 3pUTPOLMTapHON B3BecHU. Ha oHe Teparnuu oTMeYeHbl yBeMYeHNe KOHUEHTpaLun reMoriobuHa, ctabuin-
3aUusa reMoaMHaMUKK, 3axkuBieHne paH. [T060YHbIX IQOEKTOB NP NeYEeHNM HE 3aperncTpmupoBaHo. 3akalodeHume. Y jeten
¢ BB3 1 conyTcTBYIOLLEN TAXEN0N aHEMUEN TPEOYETCS] KOMITIEKCHAas Tepanus, BKaYalollas npenapar Keae3a v npoBejeHne
remoTpaHcoy3nn. BmecTe ¢ Tem, Heobxoanma OnTMMU3aLmns rNPOTOKOJI0B BEAEHUS TaKUX NayneHTOB.

KntoyeBble cnoBa: BpOXKAEHHbIN 6YN1E€3HbIN 3MUAEPMOINS, ANCTPODUYECKMI BYNNE3HBIN SNUAEPMOINS, KeNe304ePuUmnT-
Has aHeMmus, JeTn
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OB0CHOBAHME HUKaloLWKX NpY MUHUMaNbHOM GU3UYECKOM B0 XUMUYe-
BporkaeHHbIM 6ynnesHbi anngepmonna (B63) — rpynna CKOM BO3[1€MCTBMU, a MHOTAA U CNOHTaHHO [1, 2]. BB Bxoaut
reHeTUYeCKMXx 3aboneBaHuUi, XapaKTePUIYIOLLNXCS MosiBie- B 4MCN0 opdaHHbIx 3a6oneBaHUn U OTAMYaETCs MONUMOp-
HMEM My3bIPeN Ha KOXKe M/WUAn CAM3UCTbIX 060104Kax, BO3- GU3MOM KIIMHUYECKMUX NPOSBIAEHUR U MYNETUCUCTEMHOCTLIO
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Background. Iron deficiency anemia is one of the most common complications of dystrophic epidermolysis bullosa (DEB). Anemia management
in such cases is complicated due to many pathological factors and conditions aggravating disease course and iron absorption leading to
development of anemia vicious pathological circle. Case description. Cases of anemia in children with DEB have been described. Diagnostic
algorithms and therapeutic criteria have been presented. Iron (lll) hydroxide sucrose was administrated, transfusion of leukoreduced red
blood cell suspension was performed. Increase in hemoglobin concentration, hemodynamics stabilization, and wound healing were noted
on therapy. No side effects were reported during treatment. Conclusion. Children with DEB and comorbid severe anemia require complex
therapy including iron medications and transfusions. Moreover, it is crucial to update management protocols for such patients.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Nopa)KeHus ¢ BOBIeYEeHWEM B NaTONOrMYECKMUI NpoLece pas-
JIMYHbIX opraHoB U cucteMm [3]. MatoreHe3s BB obycnosneH
nedeKTamu reHoB, KOOMPYKOLWMUX CUHTE3 CTPYKTYPHbIX 6en-
KOB KOXM, OTBEYaloLMX 3a COEANHEHME KNETOK anuMaepmuca
¢ 6a3anbHoM meMbpaHon 1 gepmon [2, 4, 5]. B cBoto ovepeap,
HapyleHUe MENKKIETOYHbIX CBA3EeM MpMBOAUT K 06pa3oBa-
HUIO My3blpEN Ha KOXEe W CAM3UCTbIX 000/04Kax AarKe npwu
He3Ha4yuTeNbHOM BO3AENCTBMU M3BHE. BbIABNEHO M ONMUCAHO
6onee 1000 naTtoreHHbIX BapMaHTOB 3TWX reHoB [4, 5.

B cootBeTcTBMM C NnoKanusauuen AePeKTHOro rexa,
onpegenstowen ryéuHy n TSXecTb NaToNorM4yeckoro npo-
Lecca, BblaenstoT 4 0CHOBHblE KIUMHMYecKne dopmbl BB [1]:
NPOCTOM, NOrPaAHUYHbIN U ANCTPODUYECKUIN BYNNE3HbBIN 3MNK-
nepmonua (AB3), a Takxke cuHapom KuHanep. Taxkectb BB
06ycnoB/ieHa BblpaXeHHOCTbIO MOPAXKEHUIN KOXHOIO NOKPO-
Ba W CAU3UCTbIX 060NI0YEK, @ TaKKe KONMMYeCcTBOM U cTene-
HblO OCNOXHEHWW. [uctpoduyeckas dopma 3aboneBaHus
ABNSEeTCH Hanbosnee TAXKENON No NPUYNHE HEe TObKO Bbipa-
YEHHbIX KOXHbIX MPOSBAEHUIN, COMPOBOXKAAOWMXCA 60MbtO
W 3yOM, HO U BOBI€YEHMS B NATOIOMMYECKNI npoLecc 60/b-
LUMHCTBA OpPraHoOB U CUCTEM OpraHuM3ma.

OOHWM U3 caMblX YacTbIX OCnoxHeHun B3, TpyaHo noa-
JaloWwnMcs KOppeKUun, aBnseTtcs xenesogeduuntHasa aHe-
mua (KOA) [6]. MpuunHa XKOA — peduuunT enesa B opra-
HW3Me, BO3HUKaIOLWNI BCNEeACTBME HapyLWeHUs NOCTYNAeHus,
YCBOEHWS MM NOBLIWEHHbLIX MOTEPL Kenesa, B peaynbrate
4yero HapyllaeTtcss obpasoBaHMe remornobuHa u 3pUTPOLU-
TOB [7]. Pazsutne XA npn BB 06ycnoBneHo HapylweHnem
MPOLLECCOB eBaHus, rMoTaHus 1M BcacbliBaHWs (MO NMpUYnHe
aHOManum CTpoeHns 3y60B, MUKPOCTOMMUU, PyOLIOB Ha Ciu-
3UCTbIX 060/104Kax, CTPUKTYP NULLEBOAA), YTO OrpaHUYMBaeT
nocTynfieHne 6enKoB M xenesa ¢ nuuen. CHavyana otMmeva-
eTca aucdarns npu npueme TBEPAOW MULLKU, 3aTEM MSATKOM
W XUOKOWM — BMNIOTb A0 3aTPYAHEHUS NIOTaHKUS CtoHbI [8].

HepgoctaTtoK aMMHOKKUCNOT M3-3a geduuuTta nocTynie-
HUS C NUlLen 6enKka HeraTMBHO BMSET Ha NPOAYKLMIO
apuTponoaTtnHa [9]. KpoMe Toro, NocTossHHOE NoBpeXKaeHWe
KOXW U CNU3UCTbIX 000N0YEK BEAET K eCTeCTBEHHOW noTe-
pe enesa, 6enka U GOpMEHHbIX anemMeHToB Kposu [10].
XpoHMYyecKkoe BocnaneHne U nepcucTupyowas MHbEKLUs
BEeAYT K HapyleHWo TpaHcnopTa M yTUAn3auun Kucnopoaa
B TKaHfX, 4TO, B CBOW o4yepenb, HapylaeT HOpMasbHbIN
MeTabonmaMm enesa [11]. XpoHMYecKoe BOcnaseHne npu-
BOAMT TaKXXe M K NOCTOSAHHOMY NMOBbILLEHNIO MPOAYKLMHK ren-
CUAMHA, KOTOPbIA MHITMBUPYET abCOoPOLMIO Kenesa B KULLEeY-
HWKEe, a KpoMe TOro, BbICBOGOXKAEHME PELMPKYIUPYIOWENO
wenesa [12]. CoyeTaHWe yKa3aHHbIX HapyLLEHWN C XPOHMU-
YeCcKoM KpoBoMnoTepen, xapaktepHon ana BB, npusoaut
K BblpareHHOMY AedUUMTY Kene3a U pasBUTUIO TAXKENon
HKOA [13]. PasBuBaeTca Taxenasa rMNoOKCUS TKaHeW, He
TO/IbKO NPOSIBASIOLLANACS KNaCCUYECKUMMU CUMNTOMaMM aHe-
MUK, HO ¥ MPUBOAALLAS K 3aMeASIEHHOW 3NUTENN3aLIMK paH,
NPOrpeccupyloemMy MCTOLEHUIO, 3adeprKKe GUINYECKOro
M KOTHUTUBHOTO pa3Butusa y aeten [14].

B HacTosiwee Bpems B Tepanun KOA npumeHsoT nep-
opanbHble npenapaTbl ABYXBANIEHTHOrO WM TPEXBAJEHTHOro
enesa, a TakKe napeHTepanbHble NpenapaTtbl TPEXBANEHT-
HOrO }Kenesa Npwv e4eHnn NaLmneHTOB C IErKOW U CpeaHeTs -
wenon popmamu aHemuu [7]. Mpwn Taxkenon dopme aHemMumn
(CHUYKEHMM KOHLEeHTpauumn remornobuHa meHee 70 r/n) noka-
3aHa remoTtpaHcdy3us apuTpouuTapHon B3Becu [15-17].
Mocne remoTpaHchy3nmn naumeHtam c Tsenon XAA, npo-
Jo/mKallencs KpoBonoTepen, paccTponcTtBamMu Bcachl-
BaHWS M BOCMaNUTENIbHbIMKM 3a60/IEBaHUSIMMU KULLIEYHMKA
noKasaHbl NapeHTepanbHble npenapaTtbl enesa [18, 19].
OnucaH NONOXMUTENbHbIR ONbIT MPUMEHEHUS 3PUTPOMOITUHA
y Aeten ¢ BB3 ¢ uenbto ctumynaumm aputponoasa [20].

Huxe npeactaBneHo onucaHwe pas3BUTUS M TeyeHus
HKOA y Tpex naumeHToB ¢ BB3, B TOM yncne Ha poHe KoppeK-
LMK aHEMUKM NyTeM BBELEHWS NMpenapaTtoB )efnesa U reMo-
TpaHchy3uu.

KIMHUYECKHUE NPUMEPDI

KnuHuyeckuint npumep N2 1

O naymeHTe

MaumeHTka A., Bo3dpact 11 net 10 mec. locnuTtanu-
3MpoBaHa B OTAENIEHWE AepMaTONorMKM W annepronoruu
HMMWL, 3gopoBbs ageten (MocKBa) ¢ AuarHo3om: «BpoxKaeH-
Hbl Gynne3Hbi anuaepmonua, auctpodunyeckas dopma,
PELLECCUBHbLIM TUMN HacnegoBaHMs (MaTONOMMYECKUM HYK-
NeoTnaHbIn BapuaHT chr3:48604152C>T B roMO3UIOTHOM
COCTOSIHUKM B reHe COL7AL)».

M3 aHamHe3a M3BECTHO, YTO PeBEHOK POaMUICS B THXKe-
JIOM COCTOSIHUW, OTMEYEHbl NYy3blpU Ha BEPXHUX M HUMKHUX
KOHe4YHocTsX. [ocne poxaeHus pebeHoK Haxoauncs B otae-
NIeHUN peaHMMaunu, 3aTem B OTAENIEHMM NaToNorMmM HOBO-
POXAEHHbIX. BOo Bpems rocnutanmsaumm yCTaHOBAEH KIWHK-
YECKMM AMarHos: «BpoxaeHHbIN 6ynne3Hbi aNMaepMOonn3».

CeMenHbIM aHaMHe3 OTAroleH: 6pak POACTBEHHbIN
(6abyLLKK cynpyroB TPOKOPOAHbIE CECTPLI), y 6paTbeB MaTepu
npo6aHga 661 aetu ¢ Bb3, y oTua npobaHga 6b11n AeTy OT
apyroro 6paKka ¢ gMarHoctMpoBaHHbIM BBE3, KoTOpble ymep-
SIM Nocne poAoB.

Pe6eHoK BnepBble MNOCTYNWN B OTAENIEHMEe AepMaTONornu
n annepronornn HMWL, 3gopoBbs aeten B Bo3pacte 5 ner
2 MeC B THKENOM COCTOSIHUM C 3PO3UBHO-A3BEHHBLIMU Mopa-
EHUSAMU KOXU U CIMBUCTbIX 060I0HEK U TAXKENON aHeMUeN
(remorno6buH — 45 r/n). MpoBeaeHa remoTpaHchy3ns nen-
KopeayLnpoBaHHOW 3pUTPOLIMTApPHOM B3BECH COrMNacHO Kiu-
HUYeCcKUM peromeHaauunsam no XIA ot 2024 r. [7] n MNpuKaszy
MwuH3gpaBa Poccum o1 25.11.2002 N2 363 [21]. MNocne npoBe-
[LEHUs reMoTpaHCcdy3nMn KOHLEHTpaLKMs remoriobuHa ysenu-
yunacb go 82 r/n. OgHaKo B AanbHenWweM Ha GOoHe 06LIMPHOro
nopa*KEHUS KOXHOMO MOKpPOBa MO AaHHbIM GUMOXMMHUYECKOTO
aHann3a KpoBWM OTMEYanu CHUMKEHWE KOHLIEHTPaLMKU Kenesa
1 6enKoB. B cBS13K ¢ 4eM JONONHWUTENbHO Ha3Ha4YeH Kypc npe-
naparta »enesa (lll) ruapokena caxapo3Hbl KOMMNEKC BHYTPU-
BEHHO COMMacHO KIIMHUYECKNM pekoMeHaaumsa no XOA [7].

Ons HYTPUTUBHOM MOAAEPXKKM MNaLMEHTKM MpoBedeHa
cepuss GanNoOHHbIX AuMnaTauui cTeHo3a nuuwesoda B 6, 9
n 10 net. CTOMT OTMETUTL, YTO B NocneaHee Bpems 6anioHHas
aunataums 3ameHwna MHBa3WBHbIE METOAbl le4YeHUs BBY-
[y TaKMX MPeuMmyLLecTB, KakK ManoMHBa3MBHOCTb, MpPOCTOTa
MCMONHEHUs, 6e30NacHOCTb, 3QPEKTUBHOCTb U HU3KUIN PUCK
BO3HWKHOBEHUSA OCNOXHEHMM [22]. OaHaKO B CBA3M C pacnpo-
CTPaHEHHOCTbIO 3PO3MBHbIX MOPAXKEHUI U YaCTbIMU MOBTOPS-
OLWMMUCSA CTPUKTYPaMK MULLEBOAA W, Kak CneacTBue, Heao-
CTaTOYHOCTbIO MOCTYM/IEHUS NUTATENbHbIX BELLECTB U Xenesa
B Bo3pacTe 11 neT 6bi/1a ycTaHOBMIEHA racTpocToMa.

®dusnKanbHas JMarHoCTMKa

lMpn nocnegHen rocnuTanuM3aumn cocTosiHuMe pebeH-
Ka TSXXeNnoe 3a CYeT MOparKeHUs KOXK. KOXHblK nato-
NIOTMYECKMN MNpoLLecC MMeN pacnpoCTPaHEHHbIK Xapak-
Tep M 6bl1 NpeacTaBieH MHOXECTBOM 3PO3MBHbIX 04aros
C AAPKO-KpacHbIM AHOM, €4AWHWYHbIMU NY3bIPSIMU C BSAION
NMOKPbILWKOW, 60MbLWMM CKOMIEHUEM MWIMYMOB, O4Yaramu
py6L0oBOM anoneumn Ha BOIOCUCTOM YacTU rofloBbl, aTpo-
dren n TaKUMKU OCNOKHEHUAMM, KaK OTCYTCTBUE HOMTEBbIX
NNacTUH, NCEBAOCUHAAKTUANSA U KOHTPAKTYpbl 1y4e3anscr-
HbIX CyCcTaBOB. KOXHble NPOSABAEHUS COMPOBOXKAANMCH
3yA0M M 60NE3HEHHOCTbIO. ANNeTUT NoHmxKeH. Ctyn 1 pas
B 2—3 cyT Ha pOoHe NOCTOAHHOIro NpnuemMa OCMOTUYECKOTro
cnabuTenbHOro BellecTBa.



AuHamuKa n ncxogbl
KNWHUKO-AMarHoCTUYeCKne [aHHble Npu nocnegHen
rocnuranusauuu:

e Macca Tena — 19 Kr, poct — 127 cm, HAZ (height-for-
age z-score — z-score pocTa Ans Bo3pacTta): —3,48, BAZ
(body mass index-for-age z-score — z-score uHAeKca
Macchbl Tefa ana Bospacta): —4,08;

® CHWXeHWe KonuuyecTBa aputpoumtoB — 3,98 X 1012/n
(Hopma 4,0-5,2 X 1012/n), KOHUEHTpaAUMKM Keneza —
2,71 MKMOnb/n (Hopma 9,3-23,6 MKMOSb/1T), FeMornoou-
Ha (Hb) — 61 r/n (Hopma 120-145 r/n), remaTokputa —
23,9% (Hopma 35-45%), MCV — 60,2 dn (Hopma 77-94 ¢n),
MCH — 15,4 nr (Hopma 25-33 nr), MCHC — 256 r/n
(320-353 r/n), anbbymunHa — 23,3 r/n (Hopma 38-54 r/n),
ButamuHa D — 11,1 Hr/mn (Hopma 30—-100 Hr/mn);

* yBe/lW4YeHue KonmyecTBa TpomGouuToB — 530 X 109/
(Hopma 150-450 X 10°9/n), RDW-CV — 20% (Hopma
12-15%), CO9 — 70 mMM/4 (Hopma 2—20 MM/4), KOH-
LeHTpauun C-peaktusHoro 6enka (CPb) — 120,5 mr/n
(Hopma < 5 mr/n), obuwero 6enka — 105 r/n (Hopma
60-80r/n), IgG — 42,85 r/n (Hopma 6,98-15,6 r/n);

® B KJIMHWMYECKOM aHanude MOo4u: reMatypus, NemKoLUT-
ypus, 6aKTepuypus (CBA3aHHbIE C MOpPaXeHUeM Hapy*K-
HbIX MNOIOBbIX OPraHoOB);

® MUKPOOBMONOrMyecKoe uccnegoBaHue (MoceB Ha ¢o-
py) — Koxa: Staphylococcus aureus — CnoOLWHON POCT,
Moraxella (Branhamella) catarrhalis — 06WNbHbIA POCT;
Hoc: S. aureus — OOWJIbHBIM POCT; KPOBb: NaToreHHas
dnopa He HanaeHa;

® PEHTTEHOCKOMMUSA MULLEBOAA C KOHTPACTUPOBAHUEM: COCTOS-
Hue nocre onepaTMBHOIO BMeLlaTe/bCTBa, HebOSbLLOE yBe-
NNYeHWe JMaMeTpa NPEeCTEHOTUYECKOro PacLUMPEHNS, PEeHT-
reHONorMyecKas KapTuHa [iByX 30H CyXEHUS NULLEBOa;

® [IEHCUTOMETPUSA MOACHUYHOIO OTAeNa NO3BOHOYHUKA:
MWHepanbHas MNOTHOCTb KOCTHOW TKaHu (MIKT) Huxe
BO3pacTHbIX 3HayeHun (BMD (bone mineral density) =
0,543 r/cm2, z-score: —3,1 (Hopma oT —2 A0 2)).
MpoBeneHa KoHCynbTaUMs AMeTosiora, yCTaHOB/EeH auar-

HO3: «benlKoBo-aHepreTMyecKas HefoCTaTO4YHOCTb THAXKESON

cTeneHun». 1o M3HEeHHbIM NOKa3aHWaM Ha3HavyeHa crelua-

NIM3NPOBaHHas AMeTa C COAEPXAHWEM TUMNEePKaNIOPURHBLIX

NPOAYKTOB Ha OCHOBE LEeNbHOro 6enKka AN 3HTepasbHOro

nuTaHus B o6beme 300-400 mn/cyT.

KnnHnyeckni gnarHo3s

OcHOBHOM AnarHo3: «BpoxKaeHHbIM 6ynne3Hbli annaepmo-
nn3, guctpoduyeckasn dbopma, peLeccmMBHbIN TN HacnenoBa-
HUS (BbIAB/IEH HYKNEOTUAHbLIN BapuaHT chr3:48604152C>T
B FOMO3UIOTHOM COCTOSIHUKU B reHe COL7A1)».

OcnoxHeHus: enesoaedbmuUNTHAA aHEMUSA TAKENOM CcTe-
neHn. benkoBo-3HepreTnyeckas HeaOCTaTOYHOCTb TAXKENON

cteneHu. CTpuKTypa nuuieBoga. BTopuyHbii ocTeonopo3
co cHmeHnem MIKT B nosiCHUYHOM oTAene No3BOHOYHMKA
no z-kputeputo. Hocutenb ractpoctombl ¢ 2022 1.

MeaumumHCKne BMeLlaTeNbCTBa

B cBs3u ¢ Taxenon aHemunen (Hb — 61 r/n) npoBeaeHa
remoTpaHcoy3us nemkopeayumpoBaHHOW 3PUTPOLIUTAPHOM
B3BecK o6bemoM 150 Mn aBaxabl Yepes AeHb. B pesynbrate
Tepanuu oTMeYeHa NoNoXuTeNbHas AMHAMUKa NoKa3aTenen
KNMHWMYECKOro aHannsa Kposwu (Taban. 1).

B cBs13K ¢ HegocTaTo4HbIM 3QdEKTOM OT reMoTpaHchy3nn
(Hb — 82 r/n) 6bI10 NPUHATO PELUEHWE Ha3HauYuTb npenapat
wenesa (lll) rmapoKkena caxapodHbii Komnsieke 20 mr/ma no
CXeMe COrnacHoO MHCTPYKLMKU. PacyeT o3kl npenapata npoBeaeH
no o6uiemy aeduumnTy Kenesa, onpeaeneHHomMy no popmyne:

O6Wwnn geduumT ¥enesa (Mr) =
Macca Tena (Kr) X (Hb B Hopme — Hb 6onbHoro (r/n)) X 0,24 +
OEeNoHMpPOBaHHOE XKeneso (Mr),

rae OenoHMpoBaHHOE Kene3o cooTBeTcTBoBano 504 Mmr.

B cBSI31 CO CHUKEHHBIM YPOBHEM anbOyMUHa (CHUXKEHME 40
23,33 r/n) B 3amMecTUTENbHbIX Liensx 6bl1 Ha3HavyeH npenapat
anbbymunHa Yyenosedeckoro 20% — 100 mn BHyTpMBEHHO N 1.

Ona nevyeHns MHGEKUMOHHOro npouecca n npodpunak-
TUKU NPUCOEOANHEHUS BTOPUYHOM MHOIEKLMKM NpoBeaeHa
aHTnbakTepuanbHasa (LePpTPMaKCOH BHYTPUBEHHO B CBS-
31U C YYBCTBUTENbHOCTbIO S. aureus K uedanocrnopuHam
|-V noKoneHus) n npotuBorpubkoBas Tepanusa (GpayKoHa-
301 BHYTPb).

CumnTomaTmMyeckas Tepanus: aHTUrMcTaMMHHbIE Npena-
paTbl BTOPOro MOKONEHUS BHYTPb.

Onsa npegoTBpalWeHMs MNOBTOPHOW TpaBMaTuM3aluu
KOXW U CTUMYIMPOBAHMS 3aNUTENU3aLnmn 3pO03UBHO-A3BEH-
HbiX AedEKTOB KOXW NpuM nNepeBsidKkax MCNonb3oBanu
aTpaBMaTU4YeCKME MaTepuanbl U HapyXHble CpeacTBa,
LOMNONHUTENbHO — MONSPM30OBAHHbLIA CBET Ha MOpakeH-
Hbl€ Y4aCTKMN KOXMW.

B pesynbrate NpPOBEAEHHOrO JIEYEHUS U HYTPUTUBHOM
NOAAEPHKKM Ha MOMEHT BbIMUCKM NaLMEHTKM KOHLEHTPaLMA
remornobuHa coctasuna 108 r/n.

BpemeHHas wkKana
XpoHonorunsa rocnutanusaumn naumeHta N2 1 n npose-
[JEHHbIX MaHUNYNAUWK NpeacTaBieHa Ha puc. 1.

KnuHuyeckuit npumep N2 2

O naumneHTe

MauneHtka A., Bo3dpacT 15 net. ExerogHo Habnopaet-
cs B OTAeNeHuu pepmartonorun w annepronornn HMWL,
3p0poBba aeten (Mockea) ¢ 10 net 10 mMec ¢ AMArHO30M:

Ta6nuua 1. [luHaMrKa noKkasaTenen KIMHUYECKOro aHann3a KpoBu y pebeHKa ¢ auctpodunyeckon GopMor BpOXAEHHOro 6ynie3Horo
annaepmonu3aa u xenesogeduUUTHON aHemuen (KnHudeckoe HabnoaeHre N2 1)

Table 1. Dynamics of complete blood count parameters in a child with DEB and iron deficiency anemia (case study No. 1)

Mepuop Aputpountbl, 1012/n | femorno6mH, r/n | TemaTokpuT, % MCH, nr MCHC, r/n MCV, ¢n
Mpwu noctynnexunm 3,98 61 23,9 15,4 256 60,2
flocne 1-ro BMBarA 4,48 76 28,3 17,1 270 63,3
(Ha cnepyloWmi AeHb)
flocne 2-ro B/MBaHKA 451 82 29,7 182 276 65,8
(Ha cnepyloWM AeHb)
lMpumevaHme. MCH (Mean Corpuscular Hemoglobin) — cpeaHee cogepxaHue remornobuHa B aputpounte; MCHC (Mean Corpuscular

Hemoglobin Concentration) — cpefHAa KOHUeHTpauua remornobuHa B aputpouunte; MCV (Mean Corpuscular Volume) — cpeaHuit o6bem

apuTpoLMTa.

Note. MCH — mean corpuscular hemoglobin; MCHC — mean corpuscular hemoglobin concentration; MCV — mean corpuscular volume.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. MaumeHT N2 1: XpoHONOrus rocnutannsaunin 1 NPoBeAEHHbIX MaHUNYNALMI

Fig. 1. Patient No. 1: hospitalizations and manipulations chronology

BnepBble noctynuna B oTAeNeHne fepmaTtonorum

" BannoHHas

I
.

n annepronorun ®ray «<HMULL 3gopoBbs aetemn»

B TSXXENOM COCTOAHMU. [TpoBeaeHa reMoTpaHcdhy3ns
nenKopeayLMpoBaHHON 3pUTPOLIUTAPHON B3BECH.
[ononHnTeNbHO Ha3HadveHbl Kype npenapata xenesa (1)
TMAPOKCUA Caxapo3Hbl KOMMNIEKC BHYTPUBEHHO, KypC
npenapata xeneaa (lll) ruapokena nonumansTo3aT BHYTPb.
Hb npuv noctynnexun — 45 r/n — npv Boinucke — 82 r/n

Kypc npenapata »enesa (ll1)
rMAPOKCKUA NONUManbTO3aT BHYTPb.

‘. Aunataums .

[emoTpaHcohy3us
nenKopeayuMpoBaHHOM
3PUTPOLMTAPHON B3BECH.

[emoTpaHcoy3usa
nenKopeayuMpoBaHHOM
3PUTPOLIMTAPHOM B3BECK ABaXAbl.
Kypc npenapata xene3sa (lll)
rMAPOKCKA NONMMansTO3aT BHYTPb.

Hb 59 — 88r/n Hb 67 r/n — 118r/n

Kypc npenapata seneaa (lll) ruapoxena .’/ BannoHHast \‘.
caxapo3Hblii KOMMNAEKC BHYTPUBEHHO. | . aunataums ./
Kypc npenapata *enesa (lll) ruapokeuna T -7

nosiMManbTo3aT BHYTPb. P

Hb 70r/n—91r/n /" Bannonan
\_Aunatauua .’

3PUTPOLMTAPHON B3BECKU ABAXAbI.
Kypc npenapara »enesa (ll1)
rMAPOKCUA NOAUMaNbLTO3aT BHYTPb.

femoTpaHcdy3uns
nenKkopeayLnpoBaHHON
3PUTPOLIMTAPHOW B3BECK ABaX/bl.
Kypc npenapata xene3sa (lll)
rMAPOKCU caxapo3Hbli
KOMMEKC BHYTPUBEHHO.
Kypc npenapata xene3sa (lll)

femoTpaHcdy3uns
nenKopeayLunpoBaHHoOn

Hb 61r/n— 107r/n

«BpoxaeHHbIn BynnesHblv anuaepmMonus, auctpobuyeckas dop-
Ma, pPeLleCCUBHbIM TUN HacnefoBaHWs (MaToreHHbIM BapuaHT
chr3:48623653del B roMO3UroTHOM COCTOSAHWUMU B reHe COL7A1)».

N3 aHaMHe3a M3BECTHO, 4TO pebGEHOK POAMICS B TXe-
JIOM COCTOSIHUM C MHOMXECTBEHHbIMU AedeKTamMu KOXKK Mo
Bcemy Teny. Poabl yeTBepTble. [locne poxaeHusa npebbiBana
B KyBe3e, BO BPeMs rocrnurtannsdalun yCTaHOBNEH K/IWHU-
YECKUM AnarHo3: «BpoxkaeHHbIn 6ynne3Hbi anMaepMonnsa».

CeMelHbIN aHaMHe3 OTArOWEeH: MaTb M OTeL, TPOKPOAHbLIE
cecTpa 1 6part, y poautenen npobaxa poxaanuce eti ¢ BB3: BTo-
pov pebeHOK (Npoxumn 11 cyT) U TpeTu pebeHoK (Npoxun 13 neT),
y npababyliuek npobaHaa ¢ 06emx CTOpPoH 6binv aetm ¢ BB3.

PerynapHo nony4yana amb6ynaTtopHOe fe4eHue no MecTy
XutenbctBa — 6e3 addekra. KnvHuveckas KapTuHa 6bina
npeactaBneHa 3pPO3UBHO-A3BEHHLIMU MOPAXKEHUAMU KOXM
M CAUBUCTbIX 060M0YEK, Ny3bIPAMU, MUAMYMaMu, pybuamu
U TaKUMWU OCNOXKHEHUSAMMU, KaK OTCYTCTBMUE HOITEBbLIX NAACTUH
Ha BEPXHMX M HUMKHUX KOHEYHOCTSX, KOHTPaKTypbl Nyyesa-
MACTHbLIX CYCTaBOB M YaCTUYHas NCEBAOCUHAAKTUNNSA. KOXKHble
NPOSBAEHUS CONPOBOXKAANNUCH 3yA0OM U 60NIE3HEHHOCTbIO.

B Bo3pacTte 13 neT B OTAENEHUU HEOTIOXKHON U NaaHo-
Bow xupyprun HMULL 3g0poBba aeTent npoBefeHa 6anioH-
Has gunatauus CTeHOo3a MuULLEBOAa B CBSA3WM C HeJOCTaTou-
HbIM MOCTYN/IEHNEM MUTATENbHbIX BELLECTB.

®du3nKanbHasi AMarHocTMKa

Mpu nocnegHen rocnuTann3dauun COCTOSHWE pebeHKa
TSXENOE 3a CHET NOPaXKEHUSA KOXU. KOXHbIN NaTonorniyeckun
npoLlecc UMeN pacnpoCTpaHeHHbIM xapaKTep W 6bln npea-
CTaBNeH MHOXECTBOM 3PO3UBHbIX 04aroB C SPKO-KpacHbIM
[LHOM, €AMHUYHBIMU MENKUMMU My3bIPAMU Ha crubaTenbHbIX
NMOBEPXHOCTAX HUXKHUX KOHEYHOCTEW, GONbLIMM CKOMIEHUEM
MUJIMYMOB, MATKUMU PYGLIOBBIMU M3MEHEHUAMKU Ha MecTax
3PO3MUBHBIX NOpPaXeHun, adtamn Ha CIU3UCTLIX 0600YKax
U TaKMMKU OCNIOXKHEHUAMM, KaK OTCYTCTBME HOITEBLIX Nniac-
TUH, NCEeBAOCUHAAKTUANUA U KOHTPAKTYpbl Ny4e3ansiCTHbIX
cycTaBoB. KOXHble NPOsiBAEHUS CONPOBOXAANUCHL 60NE3HEH-
HOCTbIO U MHTEHCUBHbLIM 3yAOM. OTMeYeHbl HapyLleHne rno-
TaHWs, HEBO3MOXHOCTb Npuema TBePAOW MULLK, Nepuoanye-
CKMe cpbirMBaHug u peota. CTyn CO CKIIOHHOCTbIO K 3anopam.

/" YctaHoBneHa "
‘s ractpoctoma -’

TMAPOKCUA NOMMManNbTO3aT BHYTPb.
Hb 61r/n— 108r/n

AunHamuKa n ncxoabl

KAMHWKO-AMarHoCTUYECKME [AaHHble Mpu nocnegHen
rocnutanusaunu:
e Macca Tena — 23 Kr, poct — 145,5 cm, HAZ: -2,37,

BAZ: -5,32;

® CHMWXXEHMEe KOHLEHTpauuu xenesda Ao 1,87 MKMONb/N
(Hopma 9,0-30,4), remornobuHa — 79 r/n
(Hopma 120-155 r/n), remaTtokputa — 27,8%

(Hopma 36-46%), MCV — 61,8 ¢n (Hopma 78-96 ¢n),
MCH — 17,6 nr (Hopma 25-35 nr), MCHC — 284 r/n
(Hopma 320-353 r/n), anbbymumHa — 30,8 r/n
(Hopma 32-45 r/n), ButamuHa D — 22,2 Hr/mn
(Hopma 30-100 Hr/mn);

e yBennyeHne RDW-CV pgo 18,6% (Hopma 12-15),
CO3 — 78 MM/4 (HopMa 2—-20 MM/4), KOHLEHTpaLumm
CPb — 22,3 mr/n (Hopma < 5), IgA — 4,01 r/n (Hopma
0,47-2,49r1/n), IgE — 442 En/mn (Hopma < 200 Eg/mn),
IgG — 22,13 r/n (Hopma 7,16-17,11 r/n), 1gM —
2,55 r/n (Hopma 0,15-1,88 r/n);

® MUKpoGHUONOrM4ecKoe wuccneaoBaHue (noceB Ha &no-
py) — KoOa: S. aureus — cnMBHOW pocT; 3eB: Candida
albicans — ymMepeHHbIN POCT; KPOBb: NatoreHHas daopa
He HanaeHa;

e ynbTpa3dBykoBoe uccnegoBaHune (Y3W) opraHoB 6ptoLl-
HOW NONIOCTW: NMPU3HAKKU BTOPUYHBIX MBMEHEHMI NOAXKeE-
NYLOYHON Kenesbl, renatocnieHomeranuun, AuddysHbix
NapeHXMMaTo3HbIX UIBMEHEHWUI NEYEHH;

e peHTreHorpadusa KUCTen (OLeHKa KOCTHOro Bo3pacTta):
KOCTHbIM BO3PacCT OTCTaeT OT KafieHAapHOro Ha 4—6 mec;

® PEHTrEeHOCKOMNWS MULLEBOAA C KOHTPACTUPOBAHMEM: PEHT-
reHonornyeckas KaptuHa ABYX 30H CyXeHUS NULLEBOAA;

® [EHCUTOMETPUS MOSICHUYHOrO OTAena NO3BOHOYHMKA:
MMKT HuKe Bo3pacTHbIX 3Ha4YeHuin (BMD = 0,606 r/cm?,
z-score: —4,5 (Hopma oT —2,0 go 2,0)).
lMpoBeaeHa KOHCynbTaLMA AMEeToNora, yCTaHOBMEH anar-

HO3: «beNKoBO-3HepreTMyecKass HeAoCTaTOYHOCTb TAXKENOM

cTeneHu». Mo KM3HEHHbIM MOKa3aHUSM Ha3HayeHa cneuuma-

NIM3MPOBaHHaa AMEeTa C COAEPKaHWEM TrUNepKanopUMHbIX

NPOAYKTOB Ha OCHOBE LieNibHOro 6efKka Ansg aHTepanbHOro

nuTaHusa B o6beme 300-400 mn/cyT.



KnuHnyeckui guarHos

OcHoBHOM AnarHo3: «BpoxKaeHHbIV 6ynnesHbl anuaep-
MONn3, AMcTpodunyecKkas popma, peLecCcMBHbIN TUM Hacneno-
BaHWsa (BblIBNEH NaToreHHbln BapuaHT chr3:48623653del
B FOMO3UIOTHOM COCTOSIHUKU B reHe COL7A1)».

OcnoxHeHus: HenesogedbuunTHaas aHemus cpepHewn
cTeneHn TsecTu. benkoBo-aHepreTMyeckas HepocTaToy-
HOCTb TsXKenow cteneHun. CTpuKTypa nuwesoda. BropuyHas
3ajepxKa pocta M nybeprtata. BTopuyHbIM ocTeonopos
€O CHMeHnem MIKT B NOSCHMYHOM OTAeNe NO3BOHOYHMKA
no Z-KpuUTepuio.

MeamumnHCKMe BMeLlaTe/IbCTBa

Mo peweHunio Bpa4ebHOW KOMUCCUM B CBSA3WU C Hanu-
4ynem OOWMPHbIX 3PO3UBHO-A3BEHHbLIX MOPAXKEHWUN KOXM
WU CAU3NUCTbIX 060M0YEK, BbICOKMM PUCKOM noTepu 6en-
Ka W 3MEeKTPO/INTOB, CHUXEHHbIM MOCTYNJeHWeM Kenesa
W HU3KOW KOHLIEHTpaumen remornobuHa (79 r/n) 6110 npu-
HATO peleHne O NMpPoBefAeHMM reMoTpaHCchy3un nenkope-
AyLUMPOBaHHOMN apuUTpoLMTapHON B3BeCcKM 06bemoM 290 mn
OAHOKpaTHO cornacHo [pukady MwuH3gpaBa Poccum ot
25.11.2002 N¢ 363 [21]. B pesynbrate Tepanuu oTmeve-
Ha NONOXWUTeNbHaa AMHAMMKa NoKalaTenen KIMHUYECKOro
aHanu3a KpoBMu (Tabn. 2).

MNocne remoTpaHCchy3nMM Ha3HayeH Kypc npenaparta
weneasa (Ill) ruagpokena caxapo3Hbli KOMMIEKC BHYTPUBEH-
Ho. PacyeT [o03bl BbINOMHEH C y4eTom obuero gepuumra
eneaa, onpeaeneHHoro no popmyne:

O6Wwnn gednumT ¥enesa (Mr) =
mMacca Tena (Kr) X (Hb B Hopme — Hb 6onbHoro (r/n)) X 0,24 +
OEeNoHMpPOBaHHOE XKeneso (Mr),

rae OenoHMpPoOBaHHOE Kene3o COOTBETCTBOBANO 478 Mr.

[ns nevyeHns MHPEKUMOHHOro npoLecca U NpoduNaKkTUKu
NPUCOEAMHEHUA BTOPUYHOM MHPEKUMKN NpoBeaeHa aHTubaK-
TepuanbHas (LedTPMaKCOH BHYTPMBEHHO B CBSI3W C YyBCTBU-
TenbHOCTbIO S. aureus K uedanocnopuHam I—IV nokoneHus)
W NpOTUBOrpuBKOBas Tepanus (GayKoHa30/ BHYTPb).

M0 }XM3HEHHbIM NOKa3aHWAM Ha3Ha4YeHa cneumMannanpo-
BaHHaa AMETa C COAep)KaHWeM M30KanopWUMHbLIX MPOAYKTOB
Ha OCHOBe LeNbHOro 6enka Ans 3HTepanbHOro nNuTaHus
B 06beMe go 600 mn/cyT.

CumnTomaTMyeckas Tepanus: aHTUrMcTaMMHHbIE Npena-
paTbl BTOPOro MOKONEHUS BHYTPb.

[ns npegoTBpalleHns NOBTOPHOM TpaBMaTU3aLMn KOXHK
M CTUMYNMPOBAHWUS 3NUTENN3aLMUN IPO3UBHO-A3BEHHbIX
AedEeKTOB KOXM NpU nepeBs3Kax UCMonb3oBanu aTpaBMa-
TUYECKNE mMaTepuasbl U HapyKHble CpeacTBa, AOMONHUTENb-
HO — MONSIPU30BaHHbLIN CBET Ha MOPaXEHHbIE YYaCTKU KOXKMU.

B pesynbrate NpPOBEAEHHOrO JIEYEHUS U HYTPUTUBHOWM
NOAAEPKKM Ha MOMEHT BbIMUCKM NaLMEHTKM KOHLEHTPaLMA
remornobuHa coctasuna 106 r/n.

BpemeHHas wKana
XpoHonornsa rocnutanusaumn naumeHta N2 2 n npose-
[JEHHbIX MaHUNYNALUWK NpeacTaBieHa Ha puc. 2.

Ta6nuua 2. [luHaMrKa noKkasaTenen KIMHUYECKOro aHann3a KpoBu y pebeHKa ¢ auctpoduyeckon G¢opMor BpoXAEHHOro 6ynne3Horo
annaepmMonun3aa u xenesogeduuUnUTHON aHemuen (KnnHudeckoe HabnoaeHme N2 2)

Table 2. Dynamics of complete blood count parameters in a child with DEB and iron deficiency anemia (case study No. 2)

Bpems Aputpountsbl, 1012/n | femorno6uH, r/n | FemaTtoKpur, % MCH, nr MCHC, r/n MCV, én
Mpu noctynnexHunu 4,5 79 27,8 17,6 284 61,8
flocne B/mBarins 5,42 106 37,1 19,6 286 68,5
(Ha cnepyloWmi AeHb)
MpumevaHne. MCH (Mean Corpuscular Hemoglobin) — cpeaHee copepxaHue remornobuHa B aputpoumnte; MCHC (Mean Corpuscular

Hemoglobin Concentration) — cpefHAa KOHUeEHTpauua remornobuHa B aputpouunte; MCV (Mean Corpuscular Volume) — cpegHui o6bem

apuTpoLMTa.

Note. MCH — mean corpuscular hemoglobin; MCHC — mean corpuscular hemoglobin concentration; MCV — mean corpuscular volume.

Puc. 2. MauneHT N2 2: XpOHON0rns rocnutannu3aLnim 1 NnpoBeaeHHbIX MaHUNYNALUI

Fig. 2. Patient No. 2: hospitalizations and manipulations chronology

MNepBas rocnuTann3aumsa B OTAENEeHUe AepmaTonorum

n annepronorun ®ray «<HMULL 3gopoBbs getemn»
B TSXKE/IOM COCTOsIHMK. Ha3HaueH Kypc npenapata
wenesa (Ill) rmagpoKkcma nonMmansTo3aT BHYTPb.
Hb npuv noctynneHnn — 83 r/n — npu Bbinucke — 97 r/n
Ha doHe perpecca 13BEHHbIX BbICbINaHWI

Hb 102 r/n npu nocTynneHuu.
Kypc npenapata »enesa (ll1)
TMAPOKCUA Nonumanstosar  _.b----- -~
BHYTPb ./ bannoHHas

Hb 105 r/n npu nocTynneHuu.
Kypc npenapata »enesa (ll1)
rMAPOKCUA NONMMANbLTO3aT BHYTPb

«_Aunatauus .’

[emMoTpaHCcdy3us nenkopeayLuMpoBaHHOM
3PUTPOLMTAPHON B3BECH.

Kypc npenapata »enesa (lll) rugpokeng
Caxapo3Hbl KOMMIEKC BHYTPUBEHHO.
Kypc npenapata xenesa (lll) rugpokeng
NoMManbTo3aT BHYTPb.

Hb 79r/n — 106 r/n
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

KnuHuyeckuit npumep N2 3

O nayuneHTe

MauneHTka A., Bo3pacTt 9 netr 3 mec. CocTosiHMe npwu
NMOCTYMJIEHUN TSKEN0E 3a CYET KOXKHOMo NaTosorMyecKoro
npouecca. flocnutanua3npoBaHa ¢ AMarHo3oMm: «BpoXKaeHHbIn
OynnesHbln anuaepmMonuns, guctpodpuyeckas popma, peuec-
CUBHbIV TWUM HacnefoBaHus (Oeneunsa g.48623653del
B FOMO3UIOTHOM COCTOSIHUK B reHe COL7A1)».

Habniogaetcsa B OTAENEHWUM 4epMaTo/iorMmn U anneprono-
rum HMULL 3gopoBbs aeten ¢ 1 roga 9 mec. U3 aHamHesa
M3BECTHO, 4YTO PEOEHOK POAMNCHA B TSXKENOM COCTOSIHWUM,
nepBble BbICbINAHWUA Ha Tene BO3HUKAW MpPU POXAEHWW.
MNocne poxaeHusa npebbiBana B KyBese. BoinucaHa ¢ gnarHo-
30M: «BpoxaeHHbIn 6ynne3Hbi annaepmonma». CeMenHbIn
aHaMHe3 He oTdaroueH. Habnoganacb gepMartosiorom amoy-
NTaTOPHO MO MECTY KUTenbCcTBa. KnnHnyeckas KaptuHa 6biia
npeactaB/eHa 3P03UBHO-I3BEHHBIMM MOPAXKEHUAMMU KOXKM
M CIN3UCTbIX 0O0M0YEK, OTCYTCTBMEM HOITEM Ha BEPXHMX
N HUIKHUX KOHEYHOCTSAX, MMKPOCTOMUEN.

dusnKanbHas gUarHoCTHKa

Mpn nocTynaeHnn coctosiHue pebeHKa Tawenoe 3a cyeT
nopaKeHUs Koxu. KoXHbIA NaTonorMiyecknii NpoLiecc Hocu
pacnpoCTpaHeHHbI xapakTep. Ha Koe TyloBuiLa U KOHeuY-
HOCTEl OTMEeYannCb Pas/IMYHOro pasmepa ny3blipy Ha apuTe-
MaTo3HOM (DOHE C CepO3HO-reMOopPParMieckum CoaepPKUMbIM,
3pP03UN C APKO-KPACHbIM AHOM, MSITKMe PyGLIOBble U3MEHe-
HWS Ha MecTax ObIBLIMX 3PO3UI, MUSIMYMbl. MHOXECTBEHHbIE
3p03UK B MOSIOCTH pTa, MMKPOCTOMUSA. OTCyTCTBME HOMTEN Ha
BEPXHUX U HUKHMUX KOHEYHOCTAX. KOXHblEe NPOABIEHWUs COonpo-
BOXJa/MNCb 3yA0M U GONE3HEHHOCTbIO.

AnHammnKa n ncxoabl
KNMHWKO-AMarHoCcTMYEeCKNe fAaHHble Npu MnocnegHen
rocnutanuaaumu:

e Macca Tena — 18,4 kr, poct — 118 cm, WAZ (weight-for-
age z-score — z-score Maccbl Tena ang so3pacta): —3,11,
HAZ: -2,61, BAZ: -2,01;

® CHWXEHWe KonuuecTBa aputpouuToB a0 3,31 X 1012/n
(Hopma 4,0-5,2 X 1012/n), KOHLEHTpaLWK xenesa — [0
1,8 MKMOonb/n (Hopma 9—21,5 MKMOnb /), reMornobuHa —
66 r/n (Hopma 120-145 r/n), rematokputa — 23,9% (Hop-
ma 35-45%), MCV — 72,4 ¢n (Hopma 77-94 ¢dn), MCH —
20,1 nr (Hopma 25-33 nr), MCHC — 277 r/n (Hopma
320-353 r/n), anbbymuHa — 33 r/n (Hopma 38-54 r/n);

* MOBbIlEHKE KONMYecTBa TPOMGOLIMTOB A0 936 X 109/n
(Hopma 150-450 X 109/n), RDW-CV — 17,2% (Hopma
12-15%), KoHueHTpauum CPBb — 146 mr/n (Hopma
<5 wmr/n), CO3 — 54 Mm/4 (Hopma 2—20 MM/4), 06LLero
6enka — 82,9 r/n (Hopma 60-80 r/n), KonuyecTsa Nnen-
KoumToB — 18,8 X 109/n (Hopma 4,5-11,5 X 109/n),
namMmoountos — 12,1 X 10°/n(Hopma 1,5-6,5 X 10%/n) /
64,4% (Hopma 31-53%);

°*  MUKpOBUONOrMyecKoe uccnegoBaHue (Moces Ha dopy) —
KoxKa: S. aureus — CMJIOWHOW POCT; Hoc: Streptococcus
pneumoniae — cnuMBHOW pocT, Moraxella (Branhamella)
catarrhalis — cnMBHOWM POCT; KPOBb: NaTtoreHHas dnaopa
He HanaeHa;

e Y3WM opraHoB GpIOLIHOW NOMOCTU: NMPU3HAKKU BTOPUYHbBIX
W3MEHEHWUI MOAXKENYA0HHOM }Kenesbl, KONocTas;

® peHTreHorpadusa KWUCTeN (OLEHKa KOCTHOro Bo3pacTa):
KOCTHbIM BO3pacT OTCTaeT OT KajeHAapHOro npuMepHO
Ha b ner;

e pneHcutomeTpus: MIKT HuKe BO3paCTHbIX 3HAYEHWUH
(BMD = 0,450 r/cm2; z-score: —2,7 (Hopma ot —2,0 o 2,0));

® PEHTreHOCKOMNWS NMULEBOAA C KOHTPACTUPOBaHUEM: Kap-
TUHA MPOTSAKEHHOM 30Hbl CYXXEHUS B BEPXHEW TPETH
W CpefHen TpeTu nuuiesoaa.
lpoBeaeHa KOHCynbTaLMs AMeToNora, yCTaHOBMEH anar-

HO3: «benKkoBo-aHepreTnyecKas HegoCTaTOYHOCTb CpeaHEN

cTeneHn TsaxecTu». CornacHO 3aK/lloveHWto cTomartosora:

Kapuec AeHTWHa, NposiBAeHMs Gynne3Horo anuaepmonusa

B nonoctn prta. KoHcynbtauus odtanbmonora: ¢doHoBasd

peTMHONaTUS U PETUHANbHbIE COCYANUCTbIE USMEHEHUS.

KnunHnyeckni guarHos

OcHoBHOM AnarHo3: «BpoxaeHHbIW BynnesHbl anuaep-
MONKU3, AucTpoduryeckas Gopma, pPeLLecCUBHbIN TUM Hachne-
[oBaHus (BbiiBNieHa aeneuuns 8.48623653del B roMo3u1roT-
HOM cOCTOsiHWMM B reHe COL7AL).

OcnoxHeHns: XenesogeduuntHas aHeEMUS TAKenon
cteneHn. YmepeHHasa 6eNKOoBO-aHepretTuyeckass Hepocta-
TOYHOCTb. CTpUKTYypa nuuieBoga. ANCKNMHE3NS TONCTON KML-
Kn. Kapuec aeHTuHa. PoHoBas peTMHonatus M peTuHasb-
Hble COCYAUCTble M3MEHEHUS. BTOPUYHLIM OCTEONOPO3 CO
cHueHnem MIIKT B MOSICHUYHOM OTAENle MO3BOHOYHMKA
no z-KpuTeputo.

MeanuyunHcKue BMellaTe/IbCTBa

B cBA3K ¢ Taenon aHemunen (Hb 66 r/n) cornacHo Kiu-
HUYeCKMM pekoMeHgaumsam no XAOA ot 2024 r. [7] v MNpukasy
MwuHn3sgpaBa Poccuun ot 25.11.2002 N2 363 [21] 6blna npo-
BeJieHa remoTpaHcdy3us NenKopeLyLunMpoBaHHON 3pUTPOLLU-
TapHou B3Becn o6bemoM 160 M oaHOKpaTHO. B pesynbraTe
Tepanuu oTMeYaeTcs MosIoXKUTeNIbHaa AMHaMUKa Nnoxkasarte-
JIEN KIIMHMYECKOro aHanmM3a KpoBw (Tabn. 3).

B cBA3M ¢ HepgocTaTo4YHbIM 3PDEKTOM OT remoTpaHchy-
3un (Hb — 82 r/n) 6bI10 NPUHATO PeLIEHNEe Ha3HaYUTb Kype
npenaparta *enesa (lll) rmgpokena caxapo3Hblii KOMMNEKC.
PacyeT 03bl BbINOJIHEH C y4eTOM 06LLEro AedUuumTa )enesa,
onpeaeneHHoro no popmyrne:

O6wuin neduumnT enesa (Mr) =
macca Tena (kr) X (Hb B Hopme — Hb 6onbHoro (r/n)) X 0,24 +
[IEeNOHMPOBAHHOE }eneso (Mr),

rae AeNOHWPOBaHHOE Xene3o COOTBETCTBOBANO 488 Mr.

Ta6nuua 3. JuHamurKa noKkasatenemn KIMHMYEeCKOro aHannaa KpoBu y pe6eHKa ¢ ANCTpodryeckon GopMor BPOXKAEHHOro 6yn1e3Horo
anuaepmMonnaa u xenesogeduunTHOM aHemumen (KnHndeckoe HabntoaeHne N2 3)

Table 3. Dynamics of complete blood count parameters in a child with DEB and iron deficiency anemia (case study No. 3)

Bpems Aputpountbl, 1012/n | femorno6uH, r/n | Fematokpur, % MCH, nr MCHC, r/n MCV, don
Mpv noctynnexunm 3,31 66 23,9 20,1 277 72,4
focne B/MBakHs 3,73 82 28,4 21,7 287 76,2
(Ha cnepyloLW Mt AeHb)

lNpumevanmne. MCH (Mean Corpuscular Hemoglobin) — cpegHee coaepxaHue remornobuHa B apwutpouute; MCHC (Mean Corpuscular
Hemoglobin Concentration) — cpefHAa KOHUeHTpauus remornobuHa B aputpouute; MCV (Mean Corpuscular Volume) — cpeaHuit 06bem

apuTpouuTa.

Note. MCH — mean corpuscular hemoglobin; MCHC — mean corpuscular hemoglobin concentration; MCV — mean corpuscular volume.




[na nevyeHns MHOEKUMOHHOIO npoLecca U NPodUIaKTUKK
NPUCOEAMHEHUA BTOPUYHON MHPEKUMKN NpoBeaeHa aHTUbaK-
TepuanbHas (LedTPMaKCOH BHYTPMBEHHO B CBSI3W C YyBCTBU-
TeNbHOCTbO S. aureus K uedanocnopuHam I—IV nokoneHus)
1 NPOTUBOrpUBKOBas Tepanus (GayKoHa30/ BHYTPb).

M0 XM3HEHHbIM MOKa3aHWAM Ha3HavyeHa crnewLuanmuanpo-
BaHHaa AMETa C COAep)KaHWeM M30KanopWMHbLIX MPOAYKTOB
Ha OCHOBe ULeNbHOro 6enka ANs 3HTepanbHOro nNuTaHus
B 06beMe go 400 mn/cyT.

CumnTomaTmMyeckas Tepanus: aHTUrMcTaMMHHbIE Npena-
paTbl BTOPOro MOKONEHUS BHYTPb.

[ns npegoTBpalleHns NOBTOPHOM TpaBMaTU3aL MU KOXHK
M CTUMYNMPOBAHWUS 3NUTENN3aLMUN IPO3UBHO-I3BEHHbIX
AedEeKTOB KOXM NpU nepeBs3Kax UCMonb3oBann aTpaBMa-
TUYECKNE mMaTepuasbl U HapyXHble CpeacTBa, AOMONHUTENb-
HO — NOASIPU30BAHHbIM CBET HA MOPAXKEHHbIE YYACTKMU KOXKM.

B pe3synbraTte NpPOBEAEHHOrO JIEYEHUS U HYTPUTUBHOM
NOAAEPKKM Ha MOMEHT BbIMUCKM NaLMEHTKM KOHLEHTPaLMA
remorno6buHa coctasuna 101 r/n.

BpemeHHas wKana
XpoHonornsa rocnutanusaumn naumeHta N2 3 n npose-
[JEHHbIX MaHUNYNALUMK NpeacTaBiaeHa Ha puc. 3.

MporHos

Mpu cobnaeHnn pekoMeHaaLUnin no HyTPUTUBHOW Mnoa-
OEPKKEe U CBOEBPEMEHHOM NEYEHUW aHEMWM MPOrHO3 Mo
KayecCTBY }M3HW y BCEX NALIMEHTOB 61aronpuUsATHbIN.

OBCYXAEHUE

lMpoBeAeHHbIN aHann3 AEMOHCTPUPYET MOJSIHOE COOoT-
BETCTBME KIMHWYECKMX CllyYaeB OBLLENPUHATEIM NpeacTaB-
neHusim o natoreHese XA npu BB3J, BKIOYaa KloYeBblE
MeXaHW3Mbl Pa3BUTUS aHEMUU (XPOHUYECKME KPOBOMOTEPH,
HapyweHue abcopbuuu Kenesa, rencuanH-onocpenoBaH-
HOe BOcnaneHne n geduunT apuTponoatuHa). NpumeHsemas
TepaneBTMYECKas TaKTWKa (BHYTPUMBEHHOE BBeAeHWe npe-
napara xenesa v remotpaHchy3um Mpu TAXKENTON aHEMUN)
TaKKe COOTBETCTBYET COBPEMEHHbLIM PEKOMEeHAaLusaM no
nedenuto [7, 21]. Bmecte ¢ Tem, OTCyTCTBME MOBGOYHbIX
3ddEKTOB TaKoW Tepanuu TpebyeT AanbHENLEro U3y4yeHus,
TaK KaK NpoTMBOPEYUT AaHHbIM O YacTon runodocdharemMmu
npU MCNoNb30BaHMK NpenapaToB TPEXBAJEHTHOrO Kefe-
3a [23]. BaxHbiM npeacTtaBnseTcsd HabMOAEHUE 3aKuB-
NIEHUs1 paH nocre KOppPeKLMU aHeEMUMU, YTO TaKkKe TpebyeT
n3ydyeHus. Kpome Toro, 3amMeTuMm, YTO y OMUCAHHbIX HaMM
NauneHTOB HE NPUMEHSIU 3PUTPOMNOITUH, HYTO OrpaHuyMBaeT
BO3MOXHOCTb OLIEHKN 9OPEKTUBHOCTU TAKOM TaKTUKK Tepa-
nun XIA y naymeHTtoB ¢ BB3. Tem He meHee, NOJyYEHHbIE

HaMK JaHHble CBMAETENbCTBYIOT O HEO6X0AMMOCTH CBOEBPE-
MEHHbIX (C paHHero Bo3pacTta) AMarHoCTuKK u nedenmnsa XIA
y aeten ¢ Bb3 ang npepotBpalleHns pasBUTUSA TOPNUOHbBIX
dopm aHemuun. logyepKHEM TaKKe, YTO MHOrodaKTOPHOCTb
n Taxectb MOA npu BBE3 y peten, peakoctb aepmarosa
M Mafoe KOIMYECTBO HayyHblX paboT Mo TeMe yKa3blBaloT
Ha Heo6X0ANMOCTb NOBbLILWEHUS 0OCBEAOM/IEHHOCTHU cneuua-
JINCTOB M pa3paboTKK NpoToKosoB nedeHna MIA npu Bb3,
a TaKXXe MeXAWCUMMNIMHAPHOro NOAX0Aa K BEAEHUIO TaKmx
nauneHToB.

3AK/TIOMEHUE

MpeactaBneHbl HabnoaeHMa naunveHtoB ¢ BBE3 n XA,
a TaKkXe onucaHbl MOAXOAbl K AMArHOCTMKE WM KOppPeKLuu
aHemun. Bo Bcex MpoaHanuM3MpoBaHHbIX clyvyasx Tepa-
NeBTUYECKME MEPONpUATUS B YCNOBUSX CTalMOHapa Gbinu
HanpaB/eHbl Ha yCTpaHeHMe aHEMUYECKOr0 CUHAPOMaA, CTH-
MYNAUMIO 3NUTENU3aLUN 3PO3UBHO-A3BEHHBIX MOPaXKEHUN
KOXM, npepoTBpalieHre GOpMUPOBaAHUSA HOBbIX BbICbiNa-
HUW, a TaKXe Ha npeaynpexaeHme UHPEKLMOHHbIX OCNOXK-
HEHWW. YCTAHOBJIEHO, YTO NMPU CBOEBPEMEHHOM AMArHOCTUKE
A, ageKBaTHOM HYTPUTUBHOW MOAAEPKKE U KOppeKuuu
aeduumTa Kenesa NPorHo3 y Takumx MauMeHTOB OcTaeTcs
6naronpuaTtHbIM. MNpeactaBneHHble HAabNIOAEHWS NOATBEPK-
[aloT HEO6X0AMMOCTb BKITIOYEHUS OLEHKM U KOPPEKLIMK aHe-
MWUYECKOr0 CMHAPOMA B CTaHAApPTHbIM anropuTM BeAeHus
naumeHToB ¢ BB3.

WH®OPMUPOBAHHOE COI'JIACUE

OT 3aKOHHbIX MpeacTaBuTenen (MaTepen) Bcex nauu-
€HTOB MOJly4EHO MUCbMEHHOE WMHDOPMMPOBAHHOE A06pPO-
BOJIbHOE cOrnacue Ha UCNob30BaHNe MEeANLIMHCKMX JaHHbIX
geten npu ny6avKauMuM MX ONMUCaAHUS B HaAy4YHOM XKypHa-
ne, BKKOYaa ero 3/eKTPOHHYI0 BEpCUIo (4aTa noanucaHus
cornacua anga naumeHta N2 1 — 06.02.2023, N2 2 —
02.12.2022, N® 3 — 16.05.2024).

INFORMED CONSENT

Patients’ legal representatives (mothers) have signed
written informed voluntary consent on using the children’s
medical data when publishing case descriptions in the scientific
journal (electronic version included) (signed on for No. 1 —
06.02.2023, No. 2 — 02.12.2022, No. 3 — 16.05.2024).

UCTOYHUK PUHAHCUPOBAHUSA
OTcytcTBYET.

FINANCING SOURCE
Not specified.

Puc. 3. MauneHT N2 3: XpoHON0rns rocnuTanusaLni 1 NpoBeaeHHbIX MaHUNYNALMUA

Fig. 3. Patient No. 3: hospitalizations and manipulations chronology

1 rog 9 mec 9 net 3 mec
Tepanus HanpaBfieHa Ha perpecc
P P . Perp femoTpaHchy3uns
MepBas rocnutannsauus BbICbINAHWI. . .
nenKopeayLMpoBaHHOM

B OTAENEHWe AepMaTonoruu
n annepronorun ®ray
«HMWL, 3gopoBbs aeten»
B TSXKENOM COCTOSHUMU.

HasHauveH Kypc npenaparta »kenesa (ll1)
rMAPOKCUA NOIMMANLTO3aT BHYTPb.

Hb npv noctynnennn — 103 r/n

Hb npu noctynnexHuu:

e 2ropa 10 Mmec —97r/n
e 3roga 8 mec — 100r/n
e 4ropa3mec—95r/n
e 6netrlmec—90r/n

Kypc npenaparta xenesa (lll)
rMAPOKCUA NONMMaNbLTO3aT BHYTPb

3PUTPOLUTAPHOM B3BECMU.
Kypc npenaparta xenesa (Ill)
rMAPOKCHA cCaxapo3Hbli
KOMIMNEKC BHYTPUBEHHO.
Kypc npenaparta xenesa (Ill)

TMAPOKCKUA NONMManbTO3aT BHYTPb.

Hb 66 r/n— 101r/n
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