NMPUKA3 MMHUCTEPCTBA 3PABOOXPAHEHUA PECNYBJIMKU BENNAPYCb
19 Hos6pA 2020 r. N 1222

O NEPEYHE OP®AHHbIX (PEAKMUX) 3AEONEBAHUA

Ha ocHoBaHun lMonoxeHuns o MuHucTepctBe 3apaBooxpaHeHus Pecnybnvkm Benapycbh, yTBEpXAEHHOrO
noctaHoBneHnem Coseta MunuctpoB Pecnybnukn Benapych ot 28 oktsiops 2011 r. N 1446, NMPUKA3bLIBALO:

1. YTBepauTb WHCTPYKUMIO O mnopsake (OPMUPOBaHUS nepevHs opdaHHbIX (pedkux) 3abonesaHun
(npunaraetcs).

2. YcTaHoBUTbL NepedeHb opdaHHbIX (peakux) 3abonesaHuii (ganee - NepedeHb) COrnacHoO NPUNOXEHMIO.

3. [upekTopy rocygapCTBEHHOro  yypexaeHus "PecnybnMKaHCKMM — Hay4dHO-NMPaKTUY4ECKUA  LIEHTpP
MEeLMLMHCKUX TEXHOMNOMMA, MHCbopMaTm3aumnm, ynpaBneHnsa n 3aKOHOMUKM 3apaBooxpaHeHus” Cayvek M.M. (oanee -
YyMOMHOMOYEHHas opraHusauuda) obecneuntb OPMUPOBAHME U MOAFOTOBKY MNPEASIOKEHUN MO aKTyanusauuu
nepeyvHs opdaHHbIX (pegknx) 3aboneBaHMn B COOTBETCTBUM C MHCTPYKUMEN O Nopsake OpMUPOBaHNS NEpPeYHs
opdraHHbIX (peaknx) 3abonesaHuin.

4. [naBHbIM  BHewTaTHbIM  cneuuanuctam  MwuHUCTepCcTBa  30paBOOXPAHEHWs,  KypUPYHOLLUM
COOTBETCTBYHOLLMI Npodnib opdaHHOro (peakoro) 3abonesaHus, pyKOBOAUTENAM rocy4apCTBEHHbIX OpraHn3aLui
30paBOOXPaHEHWsl,  NOAYMHEHHbIX  MwuHMCTepcTBY  34paBooxpaHeHusi, obecneunTb  HampaBneHve B
YNONTHOMOYEHHYO OpraHusaumio nHdopMaumMn Mno BHeCeHWo 3aboneBaHus B nepeyeHb opdaHHbIX (pedkmx)
3abonesaHun.

5. KoHTpOnb MCNONHEHUs HAcCTOSILEro nprkasa BO3noXuTb Ha 3amectutens Muxiuctpa borgaHx E.J1.

WMcnonHsowun obs3aHHocTM MuHucTpa 0.J1.MnHeBny

YTBEPXIEHO

[Mpukas

MyHMCTEepCTBA 3IOPaBOOXPaHEHUA
Pecnybnuku Bejapychb
19.11.2020 N 1222

MHCTPYKLUA 5
O NOPAAKE ®OPMUPOBAHUA NMEPEYHA OP®AHHbBLIX (PEOKUX) SABOJIEBAHUN

1. Hacrosiwas WHCTpyKUuua onpegenseT nopsaok (OpMUpoBaHUA nepedHs opdaHHbIX  (pedkux)
3aboneBaHwuii (oanee - NepeyeHb).

2. insi uenem HacTosIWEN MHCTPYKLMMN UCMONb3YTCA OCHOBHbIE TEPMUHBI U MX OMpedenieHns B 3Ha4YeHUsIX,
yCTaHoBNeHHbIX B 3akoHe Pecnybnukn benapyck ot 18 mioHa 1993 r. N 2435-XIl "O 3gpaBooxpaHeHun”, 3akoHe
Pecnybnukn Benapyce ot 20 uioHa 2006 r. N 161-3 "O nekapcTBeHHbIX cpeacTBax”, a Takke cnegywouiune
TEPMUHBI N VX ONPeAeneHns:

opdaHHble (penkue) 3aboneBaHusa - rpynna TsHKeNbIX XPOHUMYECKUX Nporpeccupylowmx 3aboneBaHun,
UMEIOLLUNX, KaK MPaBumo, reHETUYECKYD MPUPOAY M YPOBEHb PAcnpOCTPaHEHHOCTU B NONynauum He 6onee ogHoro
cnyyas Ha 10 000 yenoBek, NPUBOOALLMX K COKPALLEHWNIO OXNOAEMOW NPOAOCIHKUTENBHOCTU XNU3HWN, MHBANMOHOCTW.

3. MNepeyeHb yTBEpX)XOaeTCa U nameHsaeTcss MMHUCTEPCTBOM 34paBOOXPaHEHUS.

4. ®dopmupoBaHWe W akTyanusauus [lepeyHs oOcCyLecTBNSAITCA YNONHOMOYEHHOW oOpraHusaumen Ha
OCHOBaHUW MHOpMauun, nNpeaocTaBnseMon rMaBHbIMU  BHeEWTaTHbIMW  ciieunanuctamm  MuHucTepcTea
3[1paBOOXpPaHEHNsi, PYKOBOAUTENAMU rOCYAApPCTBEHHbIX  OpraHu3aumin  34paBoOXpPaHEHWsl, MNOAYUMHEHHbIX
MuHuCcTepCTBY 34paBoOXpaHeHns, U peLleHni konnermm MmHucTepcTea 34paBoOXpaHeHus.



5. naBHble BHeLWTaTHbIE crneunanucTbl MMHUCTEPCTBA 30paBOOXpaHEHNSs, PYKOBOAUTENMW rOCYAapCTBEHHbIX
opraHusauuii 34paBoOOXpaHeHus, NoaYMHEeHHbIX MUHUCTEpPCTBY 34paBOOXpaHEeHus, B npedenax KoMneTeHuun
HanpaBnstoT B YNONHOMOYEHHYH OpraHusauuilo 0b60CHOBaHHbIE MOTUBUPOBAHHbLIE MPEANOXKEHUS MO BHECEHWUIO
3aboneBaHus B NepeyeHb N0 hopmMe COrnacHoO NPUIOXKEHUIO.

6. OcHoBaHMem pAans OTHeceHus 3aboneBaHus K opdpaHHOMY (peakomy) 3aboneBaHuio ABMASIOTCH
criegytowmne KpuTepum:

YPOBEHb pacrnpoCTpaHEHHOCTM 3aboneBaHuns B nonynsummn He 6onee ogHoro cry4vast Ha 10 000 yenosek;

TAXenoe XpoHM4Yeckoe nporpeccupyroulee 3aboneBaHue, npmeoaduiee K COKpalleHUo oXngaemonm
npoaOJDKUTENTbHOCTU XU3HU n/vinn NHBaNNMOHOCTW.

7. Ha ocHoBaHun NOCTYNUBLLUNX ﬂpe,ﬂﬂO)l(eHMVI YyNnosnmiHoMo4eHHaaA opraHun3auna rotoBuT OOKYMEHTbl OnA
pacCMOTpEeHUA Ha KoJnermn MVIHI/ICTepCTBa 30paBoOOXpPaHEHUA.

8. MNepeyeHb NognexuT akTyanusauum no Mepe HeobxoamMmMocCTH, HO He Yalle 1 pasa B 6 mecsLues.

MpunoxeHue

K MHCTpYKLMK

0 nopsigke opMmpoBaHns
nepeyvHs opdaHHbIX (PeaKnx)
3abonesaHun

dopma

NPEQNOXEHUA NO BHECEHUIO 3ABOJIEBAHUA B NEPEYEHb OP®AHHbIX (PEOKUX) 3AEONIEBAHUN

3aboneBaHue

CWHOHUMBI (MPY HanuMuun)

Knacc no MKB-10

Koa no MKB-10

YpoBeHb pacnpoCcTpaHeHHOCTM 3aboneBaHnsi B NOMynAunm:

Konuyecmeo 3apeaucmpupo8aHHbIX Criy4aes

x 10 000 <= 1,00
CpedHezo008as YUCIEHHOCMb HacesieHUs

KpaTkasi xapaktepuctvka 3aboneBaHus (Tskenoe, MHBaNUAM3NpYyoLLee,
OCTpOE/XPOHMYECKOE, Mporpeccupytolliee, Bo3pacT Havana,
MYNbTUCUCTEMHOE / C MOPaXXeHNeM OAHOW CUCTEMbl OPraHoB,
HacrnegcTBeHHoe/MprMobpeTeHHOe, ucxoq 3aboneBaHus n T.4.)

MaToreHeTnyeckoe neveHue (ecnu cyllecTsyeT) - ykasaTe MHH
niekapCTBEHHOro npenapara, HoMep perncTpaunoHHOro YAOCTOBEPEHMS
(ecnu npenapaT 3aperncTpupoBaH Ha TeppuTopun Pecnybnukm benapyco)
W1 yKasaTb crneumann3mpoBaHHble NPOAYKTbI Ie4ebHOro NuTaHms

OdbdhekTBHOCTE NPOBOAMMON Tepanun (NMOMHOE KIMHNYeCcKoe
BbI3AOPOBIEHNE, CTabUNM3auns COCTOSHUS, YNy4LleHNe KayecTBa XnU3Hu)

KnuHnyeckme nccnegoBaHns nekapcTBEHHOro npenapara /
creumanm3mpoBaHHOro Npoaykta neyebHoro nutaHus B Pecnybnnke




Benapycb (npoBOANNUCH, HE NPOBOANMNNCH)

OnbIT NpYMEHeHNs NekapCTBEHHOIo NpenapaTa / cneunanua3mpoBaHHOIo
npoaykTa neyebHOro NMTaHUA B Apyrux cTpaHax (ykasaTb, C Kakoro roga
HayaTo neveHue)

Uncno nauMeHToB c AaHHbIM 3a6oneBaHneM, KOTOPbIX Bbl HabnoaaeTe
(3anonHseTcsa Bpayom)

PUNO, mecTo paboTbl, TenedoH, agpec ANEKTPOHHOM NOYTbI NULA,
3anonHueLLero popmy

Mpunoxexue

K npukady MuHucTepcTea
30paBooxpaHeHust Pecnybnukm
Benapycb
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NEPEYEHb OP®AHHbIX (PEAKUX) 3ABOJIEBAHUN



CVHOHMMBbI M Ha3BaHUA peaKnx

- - Ho3onornyeckas
3aboneBaHue / rpynna no | 6onesHen, NPUHATLIE B PYCCKOA3bIYHON Koa no
MKB-10 nutepaTtype U cnpaBoYHUKaXx, opma / reynna Kateropus MKB-10
GonesHen
BXoAsllKne B AaHHYIO rpynny
3nokavyecTBeHHble "enatouennionapHbIn pak (y geTen). Mpynna HoBoob6pa3soBaHus Cc22
HoBoobpasoBaHus neyeHn u | F'enatobnactoma (y aeten).
BHYTPUMEYEHOYHbIX XeMNYHbIX | XonaHrmokapumnHoma (y aeten)
NPOTOKOB
3nokavyecTBeHHbIE Pak BUNOYKOBOW Xenesbl. Hosonornyeckasi gopma | HoBoobpasoBaHus C37.9
HoBOOOpa3oBaHust 3nokayecTBeHHast TUMoma (y geTen)
BUITOYKOBOM Kenesbl
MenaHoma koxwu 1 cnmaucTeix | MenaHoma koxu (y geten). Hosonornyeckast popma | HoBoobpasoBaHus C43-C44
obornoyek y geten MenaHoma cnuauncTbix obonodek (y aeten)
3nokavyecTBeHHble HW3Ko3noKayeCTBEHHbIE IMMOMbI Yy AeTeNn. pynna HoBoob6pa3soBaHus C70-C72
HoBOOGpa3oBaHusa ronosHoro | CybaneHamMManbHble rMraHTOKNEeTOYHbIE
moa3ra n gpyrux otgenos LUHC | acTpoumToMbl Kak NposiBNeHne
(y beten) Ty6epo3Horo ckneposa B 4ETCKOM
BO3pacrTe.
Bblcoko3rnokayecTBeHHbIe rMNOMbI Y
geTen.
OMOproHanbHbIE ONYyXONN y AeTen
"epMnHOreHHbIe onyxonu y WHTpakpaHuanbHble repMUHOreHHble Mpynna HoBoob6pa3oBaHus C70-C72,
aeten onyxonu y geTen. C75,
OKcTpakpaHuarnbHble FepPMUHOrEHHbIE CO00 - C55,
Onyxonu y Aeten (roHagHble, C57 - C61,
BHEroHagHole) C62,
C63 - C69,
C73 - C75,
C80
3nokavyecTBeHHOe 3nokayecTBeHHOEe HOBOOBpasoBaHue pynna HoBoobGpa3oBaHus C69.2,
HoBoOOpa3oBaHue rna3 un ero |ceTtyaTkum (y geten). C49
npuaaTtoyHoro annapara (y PetuHobnactoma (y oeten)
aeten)
3nokayecTBeHHbIE Hedpobnactoma y neten Hosonornyeckast popma | HoBoobpasoBaHus C64

HoBOOOpa3oBaHUs NOYKK (y
aeTten)




8 Helpobnactoma (y peten) aHrnnoHenpobnacroma (y geten) Hosonornyeckast popma | HoBoobpasoBaHus Cc4a7
9 3nokavyecTBeHHOe OcTeoreHHas capkomMa (y geten). MNpynna HoeoobpasoBaHus C40 - C41
HoBOOOpa3oBaHue kocten n | Capkoma KOunra / NMTHIO (y aeten)
CYCTaBHbIX XpsiLLen
KOHEeYHoCTew;
3riloKa4ecTBeHHOe
HOBOODOpa3oBaHMe KOCTEN U
CYCTaBHbIX XpsiLLen
KOHEYHOCTEN ApYrnx un
HEYTOYHEHHbIX oKanusauun
(y AeTen)
10 | 3nokayecTBeHHOE Pabgomuocapkoma (y geten). Mpynna HoBoobpa3zoBaHus C49
HoBoobpa3soBaHue Apyrmx HecmowngHblie onyxonu (y aetewn)
TMNOB COEANHUTENBHOW U
MATKUX TKaHen (y geten)
11 |BonesHb XomxKuHa BbonesHb XomxkunHa. Mpynna HoeoobpasoBaHus C81
(nMmdorpaHynomaTos) INumdborpaHynemarto3s
12 | donnukynapHas HexompxkkunHckaa numdoma (HXJT) ns Mpynna HoeoobpasoBaHus C82-C85
(HopynapHasa) HeXOOXKKMHCKas | NpeaLwecTBEHHUKOB B-kneTok.
nnmdoma y geten HXI 13 npeawecTBeHHNKOB T-KNEeToK.
B-3penbie numdomsbl (6onesHb bepkntTa,
numdpoma BepkuTTa). AHannactudeckme
nMmdomsl.
BW4-accounnposaHHbie MMM omel.
Opyrve tnnel HXJ1
13 | donnukynapHas donnunkynsapHasa (HogynspHas) Npynna HoBoobGpa3zoBaHus C82
(HopynsapHas) HEXOMKKNMHCKas | HEXOMKKUHCKasa numdoma (y B3pocnbiX)
nuMmdoma y B3pocribIX
14 | OudpdysHas (HexomkkmHckas) | QudpdysHas (HexomxkmMHckas) numdoma Mpynna HoBoobGpa3oBaHus C83
nnmdoma (y B3pocnbix) (y B3pocCnbIX)
15 |lMepudepuyeckune n koxHole | lMNepudepnyeckne n KoxHble T-KNeTOYHbIE Npynna Hoeoobpa3zoBaHus Cc84
T-kneTouHble NUMGOMbI (Y nmdomsl (y B3poCnbIX)
B3pOCIbIX)
16 |[dpyrve n HeyTOYHEHHbIe Opyrve n HeyToYHeHHble TUNbI pynna HoBoo6pa3zoBaHus C85

TUMNbl HEXOOXKKUHCKOW

HEXOIPKKUHCKOWN NMMAOMBI (Y B3POCHbIX)




nuMmdomsl (y B3pOCHbIX)

17 | 3nokayecTBeHHble 3nokayecTBeHHbIE Mpynna HoeoobpasoBaHus C88
UMMYyHOMNponudepaTUBHbIE nMmmyHonponudepaTvBHble 6onesHn (y
©onesHu (y B3poCnbix) B3pOCHbIX)

18 |MHoXecTBeHHasa muenoma u | MHOXeCcTBeHHas Mmenoma u Mpynna HoeoobpasoBaHus C90
3r10Ka4eCcTBeHHble 3r0Ka4yeCTBEHHbIE NIa3MOoKIeTOYHbIE (C90.0 -
NnasmMoKneToYHble HOBOOGpa3oBaHus (y B3pOCHIbIX) C90.2)
HoBOOGpasoBaHus (y
B3POCbIX)

19 |Jlnmdonenkos (y B3pocnbix) | JInmdonenkos. Mpynna HoBoobpa3zoBaHus Co1

OcTpbivi IMMGOBNAaCTHLIN NENKO3. (Ca1.0,
MonumdounTapHbIn NENKOS. C91.3,
BonocaTokneTouHbl Nemnkos. C91.4,
Opyron yTouYHEeHHbIN NMAONaHbIN C91.7,
nemkos. C91.9)
JInmdbonaHbIN NENKO3 HEYTOYHEHHbIN

20 | OcTpbii nuMdobnacTHbIN OcTpbii numdobnactHein nenkos (OJ11) pynna HoBoob6pa3soBaHus Ccal

nenkos (y getew) B-nvHenHbIn. (Ca1.0,
OJN T-nnHenHbIN. C91.3,
B-3penbin OJJ1. C91.4,
BudeHotununyeckun OJ1. C91.7,
OJ11 peunans C91.9)

21 | MwenovgHblv nenkos (y MuenoungHbein nenkos (y B3pOCHbIX) Mpynna HoBoob6pa3oBaHus C92
B3pOCIbIX)

22 | MwvenongHbli nenkos ocTpbli | Y naLMeHTOB AeTCKOro Bo3pacra: Npynna HoeoobpaszoBaHus C92.0,
(y Beten) OcTpbIi MMenobnacTHbIN NenKos. C93,

OcTpbii MuenongHbin nerkos (OMJT) ¢ Co4

MUHMManbHou auddepeHumposkor (MO).
OMI1 6e3 npusHakoB co3peBaHns (M1).
OMI1 ¢ npusHakamu cospeBaHus (M2).

OcTpbIvi npoMuenouuTapHbiv nenkos (M3).

OcCTpbIt MMENOMOHOLIUTAPHBIN NENKO3
(M4).

OcCTpbii MOHOPUTAPHLIN U MOHOBACTHbIN
newkos (M5).

OcTpbin apuUTponaHbIA nenkos (M6) -

apuTponerikemusi, bonesHo [n N'ynbenbmo.




OcTpbiit MerakapnobnacTHbI NenKo3
(M7).

OMI1 nepBunyHbIA. OMJT BTOpMYHbIA. OMJT
peunavs

23 | MwenowngHbi nenkos MwenonaHbii NenKo3 XPOHNYECKUI Npynna HoBoobpa3zoBaHus Cco2.1
XPOHUYECKUNIA BCR/ABL - NO3UTUBHbIN
24 |lMopocTpbli MUENOUAHBIN MogocTpbii MUENOWAHbLIN NEenKo3 Hosonornyeckast opma | HoBoobpasoBaHus C92.2
newnkos BCR/ABL - HeraTuBHbIN
25 | MwuenovgHas capkoma, MuvenoungHas capkoma, Xropoma, pynna HoBoob6pa3soBaHus C92.3
XJlopoma, rpaHynouuTapHasi | rpaHynoumMtapHas capkoma
capkoma
26 | OcTpbii npomuenouuTapHbii | OCTpbIi NPOMUENOUUTapHbIN NENKO3 Hosonornyeckast opma | HoBoobpasoBaHus Cc92.4
nerikos
27 | OcTtpbii OcCTpbii MMENOMOHOLIMTAPHbIV NENKO3 Hosonornyeckas oopma | HoBoobpasoBaHus C92.5
MWUENOMOHOLUTaPHbIN NENKo3
28 | Opyrne muenoungHble [pyrue muenongHele NENKo3bl Hosonornyeckast popma | HoBoobpasoBaHus C92.7
nenkosbl
29 | MuenowngHbi Nemnkos MwenonaHbli Nenko3 HeyTOYHEHHbIN Npynna Hoeoobpa3zoBaHus C92.9
HEeYTOYHEHHBbIN
30 | MoHoumMTapHbIV Nenkos (y MoHounTapHbIn Nenkos (y B3poCrbIX). Mpynna HoBoob6pa3oBaHus Co3
B3pOCIbIX) OcCTpbIi MOHOUMTAPHBIN NENKO3. (C93.0,
XPOHNYECKNIA MUENOMOHOLINMTAPHbIN C93.1,
nemkos. C93.3,
KOBEHUNBHBIN MUENOMOHOLMUTaPHbIN C93.7,
nemkos. C93.9)
[pyron MoHOUUTAPHBIN NENKO3.
MoHouuTapHbIN NENKO3 HEYTOYHEHHbIV
31 |[Opyron nenkos yTouHeHHoro | [pyron nenkos yTOYHEHHOro KNeTOYHOro Mpynna HoeoobpasoBaHus Co4
KneTo4vHoro Tuna (y TMna (y B3pocnbIX). (C94.0,
B3pOCHbIX) OcCTpbIit 3pUTPOMIHBIN NENKO3. C94.3,
TYYHOKNETOYHbLIV NENKO3. C94.4,
OcTpbIvi NAHMUENONENKO3. C94.7)

OcTpbii naHMKeno3 ¢ Mmenogudposom.
[pyron yToO4YHEHHbIV Nenkos




32 | OcTpbii MerakapuouunTapHbin | OCTpbI MerakapuoumTapHbIi Hosonornyeckas gopma Hosoobpa3zoBaHus C94.2
(merakapuobnacTHbIn) Nenkos | (MerakapnobnacTHbIN) Nenkos
33 |Jleiko3 HEYyTOYHEHHOrO Jleiiko3 HeyTOYHEHHOrO KNeTOYHOro Tnna Mpynna HoeoobpasoBaHus C95
KneToyHoro Tuna (y (y B3pocCnbIX). (C95.0,
B3pOCHbIX) OcCTpbi NIENKO3 HEYTOYHEHHOIO C95.1,
KIeTo4Horo tuna. C95.7,
XpOHUYECKMIA NEKO3 HEYTOYHEHHOIO C95.9)
KNeTo4HOro Tuna.
[pyron nenkos HeyTOYHEHHOIO KNETOYHOro
TMna.
Jleko3 HeyTOYHEHHbIN
34 | [Opyrue n HeyTOYHEHHbIE Jpyrne n HeyTo4YHeHHbIe pynna HoBoob6pa3soBaHus C96
3r10Ka4YeCTBEHHbIE 3r10Ka4YeCTBEHHbIE HOBOOOpa3oBaHNA (C96.0,
HoBoObpa3oBaHus nMMAONZHON, KPOBETBOPHOW U C96.1 -
nMMdOnaHON, KPOBETBOPHOW | POOCTBEHHbBIX UM TKaHewn (Y B3pOCHbIX). C96.3,
W POACTBEHHbIX UM TkaHen (y | bonesHb JleTTepepa-Cuse. C96.7,
B3pOCIbIX) HenunuaHbli peTuKkynoaHaoTenmoas, C96.9)
peTukynes.
3nokayecTBEHHbIN TMCTUOLUTOS.
3nokayecTBeHHasi TYHHOKINETOYHas
Oonyxofb.
WcTuHHaa ructuouuntapHasa numdoma.
CucTeMHbIN MacTouunTos.
Opyrve yTouHeHHbIe 3110KaYeCTBEHHbIE
HoBOOGpa3oBaHMsa NMMEONLHON,
KpOBETBOPHOM N pOACTBEHHbLIX UM TKaHeN.
3nokayecTBeHHOEe HOBOOBpasoBaHue
NMMdONAHON, KPOBETBOPHOM U
POACTBEHHbLIX UM TKaHEeW HEeYyTOYHEHHOEe
35 |[JobpokavecTBeHHbIe Manunnomaros ropTaHu. Mpynna HoBoob6pa3soBaHus D14.1
HOBOOOpa30BaHWUs ropTaHu, PecnupaTtopHbein nanunnomartos
Bbl3BaHHbIE BUPYCOM
nanunnombl YerioBeka
36 | JlumdpaHrnoma nrobon MaparaHrnuoma (y geten). Npynna HoBoo6pa3oBaHus D18
nokanusauuu (y geten) O6wwupHas numdaHrmoma (y geten)
37 |UcTtnHHaa nonuuutemuns VcTuHHas nonuuutemus Hosonornyeckas oopma | HoBooGpazoBaHus D45
38 | Mmenoaucnnactudeckue Mwenoancnnactuyeckne CMHAPOMbI Mpynna HoBoobpasoBaHus D46




cungpomsl (MAC) (D46,0,
D46.1,
D46.2,
D46.4 -
D46.7,
D46.9)
39 | Mvnenodunbpos nepBuUYHbLIN Mwenocdunbpo3 nepBrYHbLIN Mpynna Hoeoobpa3zoBaHus D47.1
40 | ScceHumnanbHas OcceHumanbHasa TpoMoounTeMus, Mpynna HoeoobpasoBaHus D47.3
Tpombountemms navonatunyeckas TpomoounTemus.
OcceHumanbHas (remopparnyeckas)
TpombouunTeMus.
VanonaTtudeckas remopparnyeckas
TpombouunTemunsi
41 | NlumdpaHrnonenommomaTos [pyrne nHtepcTuumanbHble NerovHble Hosonornyeckast opma | HoBoobpasoBaHus D48.7
nerknx 6onesHu
42 | ButamuH-B12-gedmumTtHas CwvHgpom UmepcnyHpa-Ipacbeka pynna BonesHu kposw, D51.1,
aHemusa BcrieacTeune (meranobnactHas aHemus B pesynbTate KpPOBETBOPHbIX D51.2,
n3brpaTenbHOro HapyLleHns | cenekTuBHon maneabcopbunm BUTaMUHa OpraHoB M OTAEMNbHbIE D52.8,
BcacbiBaHus BuTamunHa B12 ¢ | B12). NMWA: pedekt metabonmama HapyLleHus, Q82.4
npoTenHypuen BuTammHa B12 n ponueson KMcnoThl, BOBIeKaroLme
CBSA3aHHbIN C 4edULUTOM WMMYHHbIN MEXaHU3M
TpaHckobanamuHa 2 unu gepuunTom
SLC46A1 / PCFT wnn geduumtom
MeTuneHTeTparugpodocgart
aerngporenasel 1 (MTHFD1)
43 | AHemus BCcneacTeme AHemus BcrneacTBme HeJocTaTOMHOCTU Npynna bonesHu kposy, D55
depMeHTHbIX HapyLLeHUI rnoko30-6-cbocdartaernaporeHasbl KpOBETBOPHbIX (D55.0,
[F-6-o0]. OpraHoB M OTAENbHbIE D55.1 -
AHemus BcneacTeme ApYrnx HapyLUeHun HapyLleHus, D55.3,
rmyTaTMOHOBOro obmeHa. BOBJieKatoLLne D55.8,
AHemus BcneacTBme HapyLLeHui WMMYHHbIN MEXaHU3M D55.9)

FMUKONUTUYECKUX (DEPMEHTOB.

AHemus BcneacTBme HapyLLeHui
MeTabonuama HykneoTuaoB.

Opyrve aHemumn BcneacTeue oepmMeHTHbIX
HapyLLIEeHUNR.

AHemuns BcneacTene epmMeHTHOro
HapyLLIeHUs HeyTOYHeHHast




44 | Tanaccemun Anbda-Tanaccemus. Mpynna BonesHu kpoBw, D56
BeTta-tanaccemus. KpOBETBOPHbIX (D56.0,
HenbTa-beTa-tTanaccemus. OpraHoB 1 OTAENbHbIe D56.1,
HacnepgcteeHHoe nepcucTupoBaHune HapyLleHus, D56.2,
deTtanbHoro remornobuHa (HIMor). BOBJiEKatoLLme D56.4,
[Opyrne Tanaccemuu. MMMYHHbIA MEXaHU3M D56.8,
Tanaccemust HeyTOYHEHHas D56.9)
45 | CepnoBUOHO-KNETOYHbIE CepnoBugHo-kneTo4Has aHemMusl C KpU3om. Mpynna BonesHu kpoBw, D57
HapyLwleHus CepnoBugHo-kneTo4Has aHemus 6e3 KPOBETBOPHbIX (D57.0,
Kpu3a. OpraHoB 1 OTAENbHbIE D57.1 -
[BOViHbIE reTepo3UroTHble HapyLleHus, D57.3,
CepnoBUOHO-KNETOYHbIE HapYLLUEHUS. BOBIeEKatoLme D57.8)
HocutenbcTBoO NpusHaka WMMYHHbIN MEXaHU3M
CepnoBUOHO-KNETOYHOCTMU.
[pyrue cepnoBMaHO-KNETOYHbIE
HapyLleHus
46 | AHemMuM HacneacTBEHHble HacnencTteeHHbIN cdhepounTos. Mpynna bonesHu kposy, D58
remonuTuyeckue apyrue HacnencTtBeHHbI SNNUNTOLNTOS. KPOBETBOPHbIX (D58,
[Opyrue yTouHeHHble HacneaCcTBEHHbIE OpraHoB M OTAEMNbHbIE D58.1,
remMonuMTU4eckme aHemuu. HapyLleHus, D58.8,
HacnepncteeHHas remonuTuyeckas BOBIeKatoLme D58.9)
aHeMus HeyTOYHEeHHas WMMYHHbIA MEXaHU3M
47 | Opyrue remornobuHonatmm Npynna bonesHu kposy, D58.2
KpOBETBOPHbIX
OpraHoB 1 oTAerbHble
HapyLleHus,
BOBreKatoLime
WMMYHHbIN MEXaHU3M
48 |lNpuobpeTteHHas AyTOMMMYHHbIE FEMONUTUYECKNE aHEMUMN. Mpynna BbonesHu kposw, D59
remonmMTuyeckas aHemus MepgukameHTO3Hasa ayTOMMMYHHas KPOBETBOPHbIX (D59.0,
remMonuTuyeckasl aHemms. OpraHoB W OTAENbHbIE D59.1 -
Opyrue ayToMMMyHHbIE reMonuTu4eckme HapyLleHus, D59.4,
aHeMuu. BOBeKaroLme D59.6,
MeavkameHTO3Has HeayTOMMMYHHas WMMYHHbIN MEXaHU3M D59.8,
remonuTu4eckas aHemus. D59.9)

[pyrve HeayTOUMMYHHbIE
reMonmMTMYecKkme aHemumu.
emornoGuHypus BcrieacTBUe remonusa,
BbI3BAHHOIO APYrMMU BHELLUHUMM




npuyrHamu.
FemMonNUTUKO-ypeMmnyecknini CUHAPOM,
BbI3BaHHbIN 3HTEpPOreMopparmyeckon
E.coli.

BbonesHb (CMHOPOM) X0N040BOM
arrnoTMHaUmm.

Opyrve npuobpeTeHHble reMonMTUYecKne
aHeMuw.

MprnobpeTeHHasa remonuTuyeckas aHeMus
HeyTOYHEeHHas

49 |lNapokcusmanbHas HoyHas MapokcuamanbHas HoYHas Ho3sonornyeckas gpopma bonesHu kposy, D59.5
remorrnobuHypus remornobuHypus (Mapkuadasbl - Mukenn) KpOBETBOPHbIX
(MapkunadpaBbl - Mukenn) OpraHoB 1 OTAENbHbIE

HapyLleHus,
BOBIeKatoLme
WMMYHHbIA MEXaHWU3M

50 |lNprnobpeTeHHas Ynctas XpoHu4deckas npuobpeTeHHas ymcTas Mpynna bonesHu kposy, D60
KpacHOKNeTo4Has annasus KpacHOKeTo4Has annasus. KPOBETBOPHbIX (D60.0,
(a3puTpobnacroneHus) Mpexopdawasa npuobpeTeHHasa yncras OpraHoB M OTAEMNbHbIE D60.1,

KpacHOKIeTo4YHas annasus. HapyLleHus, D60.8,
Opyrve npMobpeTeHHbIEe YMCTbIe BOBIeKaroLme D60.9)
KpaCHOKMEeTOYHbIe annasuu. WMMYHHbIA MEXaHU3M
MpurobpeTeHHas yncTas KpacHOKNeTo4Has

annasus HeyToYHeHHas

51 |[Opyrue annactunyeckue MepgukameHTO3Hasa annacTunyeckas Npynna bonesHu kposy, D61

aHemumn aHemu4. KPOBETBOPHbIX (D61.1 -
AnnacTtnyeckas aHeMusi, Bbi3BaHHast OpraHoB W OTAEMNbHbIE D61.3,
OPYrMMUN BHELLHUMU areHTaMu. HapyLleHus, D61.8)
VanonaTtuyeckas annactmdeckasi aHemusl. BOBIeKatoLme
[pyrue yTouHEHHbIe annacTuyeckmne WMMYHHbIA MEXaHU3M
aHeMum
52 | KoHCTUTyuMOHaneHas Annasus (4nMctas) KpacHOKNeTovHas: Npynna BonesHu kpoBw, D61.0

annacTtn4yeckada aHeMua

BPOXOEHHas;
JeTckasi;

nepeuYHasi.

Cungpowm brnekdeHa - Janmorga (aHemus
HarimoHga - bnekdeHa).

CemeliHas runonnacTnyeckas aHeMusi.
AHemus OaHKOHW.

KPOBETBOPHbIX
OpraHoB 1 OTAenNbHble
HapyLLeHus,
BOBIeKaLue
UMMYHHbI MEXaHU3M




MaHunTONEHMS C NOPOKaMn Pas3BUTHUS

53 | Annactudeckas aHemus Mpynna bonesHu kposy, D61.9
HeyTOYHeHHas KpOBETBOPHbIX
OpraHoB 1 oTAerbHbIe
HapyLueHus,
BOBeKatoLme
WMMYHHbIN MEXaHWU3M
54 | Opyrue aHemun BTopnyHas cugepobnactHas aHemMus B Mpynna bonesHu kposw, D64
CBS3M C Apyrumu 3aboneBaHuaMN. KpOBETBOPHbIX (D64.1,
BtopuyHasa cngepobnacTtHas aHeMus, OpraHoB M OTAEMNbHbIE D64.2,
Bbl3BaHHas nekapCTBEHHbLIMN HapyLleHus, D64.8,
npenaparaMmy Unm TOKCUHaAMW. BOBJIEKaoLue D64.9)
Opyrve aHemum. UMMYHHbIA MEXaHU3M
AHeMus HeyTOYHEeHHas
55 | AHemusa HacneacTBeHHas AHemus HacneacTBeHHasd Ho3sonornyeckas gpopma bonesHu kposy, D64.0
cvgepobnactHas cvpepobnactHasa B6-3aBncumas KpOBETBOPHbIX
B6-3aBucumas OpraHoB 1 OTAerbHbIE
HapyLLeHus,
BOBIeKatoLme
WMMYHHbIA MEXaHU3M
56 | AHemusa HacnencTBeHHas AHemust HacneacTBeHHas Hosonornyeckas gpopma bonesHu kposy, D64.3
cugepobnactHas cvpepobnactHasa B6-HesaBncmas KpOBETBOPHbIX
B6-He3aBucumas OpraHoB 1 oTAerbHble
HapyLLeHus,
BOBIeKatoLme
WMMYHHbIA MEXaHU3M
57 | AHemua BpoxaeHHas AHeMust BpoXXaeHHas Npynna bonesHu kposy, D64.4
AN33puTponoaTuyeckas On3aputponoaTuyeckas KpOBETBOPHbIX
OpraHoB 1 oTAerbHble
HapyLleHus,
BOBIeKatoLme
WMMYHHbIA MEXaHU3M
58 |HapyweHusa HacnegcteeHHbIn gedumunt daktopa VIII. | Hoszonornyeckas dopma bonesHu kposy, D66

CBepTbIBAEMOCTH,
HacnencTBEeHHbIN gehnunt
daktopa VIII, remocbunus A

Femodomnuna A

KPOBETBOPHbIX
OpraHoB v oTAerbHble
HapyLLIeHUs,
BOBMEKaloLmne




I/IMMyHHbIIZ MeXaHU3M

59 |HapyweHusa HacnencteeHHbIN gecomunt dakropa IX. Ho3sonornyeckas gpopma bonesHu kposy, D67
CBEpPTbIBAEMOCTH, Memocoumnna B KpOBETBOPHbIX
HacneacTBeHHbIN aemumt OpraHoB 1 OTAenNbHbIe
dakTopa IX, remodunus B HapyLleHus,

BOBeKatoLme

WMMYHHbIN MEXaHWU3M

60 |BbonesHb Bunnebpanga BbonesHb BunnebpaHaa Ho3sonornyeckas gpopma bonesHu kposw, D68.0

KpOBETBOPHbIX

OpraHoB 1 oTAerbHble

HapyLLeHus,

BOBIeKatoLme

WMMYHHbIA MEXaHU3M

61 |HacnencTtBeHHbIM geduumnT HacnencteeHHbIn gedonunt dakrtopa Xl Ho3sonornyeckas gpopma bonesHu kposy, D68.1

dakTopa Xl KpOBETBOPHbIX
OpraHoB 1 oTAerbHble
HapyLLeHus,
BOBIeKatoLme
WMMYHHbIA MEXaHU3M

62 |HacnencteeHHbIM geduumnT BpoxaeHHas admbpuHoreHemus, Npynna bonesHu kposy, D68.2
Apyrux caktopos aeduunt AC rnobynuHa, gecuuyut KpOBETBOPHbIX
cBepTbIBaHUA npoakuenupuHa. OpraHoB 1 oTAerbHble

Oeduunt daktopos: | (pnbpuHoren), i HapyLleHus,
(npoTpom6uH), V (nabunsHoro), VII BOBIieKatoLume
(npokoHBepTuH), X (CTioapTa - MNpayapa), MMMYHHbIA MeXaHU3M
Xl (Xaremana), XIlI

(donBpUuH-cTabnnusnpyoLLero).

BpoxaeHHas gucdmnbpuHoreHemus.

BonesHb OBpeHa

63 | Opyrue yTouHeHHble Opyrue HapyLLeHus cBepTbIBAEMOCTH. Npynna BbonesHu kposy, D68.8

HapyLleHns cBepTbiBAaeMoCcTu | BpoxaeHHbi gepmumt aHtutpombuHa i KPOBETBOPHbIX
OpraHoB 1 OTAEIbHbIE
HapyLLeHus,
BOBIeKatoLme
WMMYHHbIA MEXaHU3M
64 |Mypnypa n gpyrune Opyrve nepBuYHble TPOMOOLMTOMNEHNN. Npynna bonesHu kposy, D69

remMmopparmyeckme coctTosHus

BpoxaeHHasi amerakapuouuTapHas

KPOBETBOPHbIX




TpombouwnToneHnsa (CAMT).

TAP-cuHOpom (BpoxaeHHas
TPOMOBOLNTOMNEHMS C OTCYTCTBUEM
ny4YeBOW KOCTWU UNWN APYrMMY aHOManuamm
ckerneTa).

HacnegctBeHHas TpomboumnToneHns ¢
npeapacnonoXeHHOCTbIO K passutnio OMIJI

OpraHoB 1 OTAEsbHbIe
HapyLLeHus,
BOBIeKaroLne
UMMYHHbIA MEXaHWU3M

65 |KauyecTtBeHHble oedekThbl Cungpowm BepHapa - Cynbe, cuHapom Hosonornyeckas gpopma BonesHu kpoBw, D69.1
TpombouunToB cepbix TPOMOOLMTOB. KPOBETBOPHbIX
TpomboacTteHus MaHumana OpraHoB 1 OTAerbHble
(TpombacTeHus MaHumaHHa - Herenw, HapyLleHus,
HeoCTaTOYHOCTb rmukonpoTenHos b - BOBIEKatoLmne
Illa TpomboLmTOB) MMMYHHbIA MEXaHn3M
66 |WMononaTtnyeckas MMmyHHas TpombountoneHus, Bnepsble pynna BonesHu kposw, D69.3
TpombouuToneHn4eckas BbISIBIIEHHas. KPOBETBOPHbIX
nypnypa VIMMyHHas TpombouutoneHns OpraHoB 1 OTAEerNbHble
XpOHMYeckas HapyLleHus,
BOBIEKatoLme
UMMYHHbIN MEeXaH13M
67 | TpombouutoneHus TpomboumnToneHnss HeyTOYHEeHHas Hosonornyeckas dopma BonesHu kposw, D69.6
HeyTOYHEHHas KPOBETBOPHbIX
OpraHoB M OTAEMNbHbIE
HapyLleHus,
BOBIEKatoLmne
UMMYHHbIN MeXaH13M
68 |[Opyrve yTouHeHHble Cocyaucras ncesgoremounus. Mpynna BonesHu kposw, D69.8
remopparnyeckme coctosHms | BpoxageHHasi TOMKOCTb Kanunnsipos KPOBETBOPHbIX
OpraHoB M OTAEMNbHbIE
HapyLleHus,
BOBIeKatoLmne
UMMYHHbIN MEeXaHW3M
69 | ArpaHynouuTos MepBryHbIN UMMmyHogeduuuT (MA0O): Mpynna BonesHu kpoBw, D70.0,
BPOXAEHHas HENTPONeHus, KPOBETBOPHbIX D71.0
obycrnoBneHHast geuumMToM anacTasbl OpraHoB 1 OTAerbHble D82.8,
(Tshkenas BpoxgeHHas HenTponeHus (SCN HapyLueHus, E74.0,
1)), aecouuymtom GFI 1 (SCN2), BOBeKarLme Q87.8

aeduumtom HAX1 (6onesHb KoctmaHa)
(SCN3), neduymntom G6PC3 (SCN4),

MMMyHHbII7I MeXaHU3m




aeduuntom VPS45 (SCNS).

mukoreHos tun Ib.

X-cuenneHHasa HenTponeHust /
Muenogmcnnasus.

BpoxaeHHas HenTponeHus,
obycnosneHHas geuunTomM
P14/LAMTOR?2.

CwvHpgpom bapTta (3-meTunrnytakoHoBas
aunaypws Il Tuna).

CuHgpom KoaHa.

CwvHapom Knepukyumno (novikunogepma c
HenlTponeHunen).

Oedmunt JAGN1, 3-meTunrnytakoHoBas
auunaypwsi.

Oedwnunt peuentopa -KCoO.

Oednunt SMARCD2.

Hedunumnt cneundnyecknx rpaHyn.
CwuHgpowm LlBaxmaHa - JarmoHaa.
Oedmumnt HYOU1.

Oeduunt SRP54

70

Opyrve HapyleHus 6enbix
KPOBSIHbIX KNETOK

MUA: HapyLweHne NoABMXHOCTM
harounToB (aedekT agreanm nemkounToB
1-ro Tuna (LAD1)), oedekT agresunn
newkouymnToB 2-ro Tuna (LAD2), aedekt
agresun nenkoumtos 3-ro Tuna (LAD3),
neduumnt Rac, gedbnuymt P aktuHa,
cuHgpowm lManuiioHa - Jledbespa, aehnunt
WDR1, HelTponeHnsi C KOMOMHMPOBAHHbIM
UMMyHoOeULUNTOM, Bbi3BaHHas
aeduumtom MKL1.

MANA: napyLweHnss KNCIoOpPoAHOro B3pbiBa
(X-cuenneHHasi xpoHWUYeckas
rpaHynemaTosHas 6onesHb (XIB)),
gp91phox, aytocomHo-peueccusHas XI'b,
aeduumt G6PD knacca |

Mpynna

bonesHu kposy,
KPOBETBOPHBIX
OpraHoB W OTAEMNbHbIE
HapyLleHus,
BOBIeKatoLme
UMMYHHBIA MEXaHN3M

D84.8,
Q82.8,
D71

71

MeTtremornobuHemusi

BpoxaeHHas meTremMmornobuHemust.
Opyrue metremornobuHemmm.
MeTreMornobuHemMusi HeyTouYHeHHas

Npynna

bonesHu kposy,
KPOBETBOPHbIX
OpraHoB M OTAErbHbIE
HapyLLeHus,
BOBIeKarwLme
WMMYHHbIA MEXaHU3M

D74




72 | Opyrue 6onesHun Kposu n CeMenHbI 3puTpOLMTO3 Mpynna BonesHu kpoBw, D75
KpPOBETBOPHbIX OpPraHoB KpOBETBOPHbIX
OpraHoB 1 oTAerbHble
HapyLleHus,
BOBIieKaroLme
WMMYHHbIN MEXaHU3M

73 | 'mcTnounTos 3 KNeTok Mmctnountos X (XpOHUYECKMI). Hosonornyeckast popma BonesHu kpoBw, D76.0
JlaHrepraHca, He O03nHOUIbHas rpaHynemMa, NeroYHbIn KpOBETBOPHbIX
KnaccmuumMpoBaHHbIN B rpaHynemaTos X, NeroyHblii OpraHoB 1 OTAenNbHbIe
ApYyrx pybpukax naHrepraHcoKneToYHbIW rpaHynemaros, HapyLleHus,

NeroyHblvi NaHrepraHCoKNeToOYHbIN BOBrieKatoLime
rMcTUoUUTO3 WMMYHHbIA MEXaHU3M

74 | 'emocparounTapHbIn MNO: cemeriHbIi remodharoumnTapHbIn pynna BonesHu kposw, D76.1
nMMQOrncTNoLUnTO3 nMMOrnMcTnoLmTOos - KPOBETBOPHbIX

FHL (gedunuunt nepdopuna (FHL2)), OpraHoB 1 oTAerbHble
aedmumt UNC13D / Munc13-4 (FHL3), HapyLLeHus,
aeduunt cuHTakcuHa 11 (FHL4), pedowvumnt BOBIeKaroLme
STXBP2 / Munc18-2(FHL5), MMMYHHbIA MEXaHU3M
aednunt FAAP24, necdomunt SLC7AT.

Mna: FHL-cnHgpombl ©

rmnonurMeHTauuen (cuHapom Yegunak -

Xuratu,

cvHgpom [Mpuwennu, Tmin 2,

cvHagpom "'epmaHckoro - lNyanaka, Tun 2,

cuHgpom "epmaHckoro - MNMyanaka, Tun 10)

75 |UmmyHogoeduumnTbl C nma: Npynna bonesHu kposy, D80.0,
npevmMyLLecTBEHHON 1. BHaunTENBHOE CHMXEHNE N30OTUMOB KpOBETBOPHbIX D80.2 -
HeJOCTaTOYHOCTbIO @aHTUTEN | CbIBOPOTOYHbLIX MMMYHOrIO00YNMHOB CO OpraHoB M OTAEMNbHbIE D80.8,

3Ha4YUTENbHbIM CHUXKEHMEM UIN NOSHbLIM HapyLleHus, D83.0,
oTcyTcTBMeM B-numdoumTos, BOBJIEKaoLue D83.1,
arammarnodynuHemusa (Oedpuunt BTK, MMMYHHbIA MeXaHu3M D83.8,
X-cuenneHHasa arammarnobynmHemMums D83.9,
(XLA). E77.8

Oeduvumt WL Tsxkenon uenu, decomunt
7.5, Oecvumr Ig o, Jedpmunt Ig B,
Oedunumt BLNK, Oedouumt 1108 ,
Oedouvumnt p85, dedunumnt

TpaHCKpUNLMOHHOIo dhakTopa E47,
Oeduunt SLC39AT (ZIP7).




Cungpom XodhdpmaHa / gpecouumnt TOP2B).
2. BblpaXXeHHO€e CHUXEHME Kak MUHUMYM
OBYX N30TUMOB CbIBOPOTOYHbIX
UMMYHOTTIOOYINMHOB CO CHWDKEHNEM WK
HOpMarbHbIM KONMYECTBOM
B-numdounTtos, peHotn OBUH (O6wmi
BapuabenbHbii MMyHogeduumnt (OBUH)
6e3 BbISIBIEHHOIO reHETUYECKOrO

aedekta; CuHapom aktmeaumm p1 105

(APDS); Oedpuuut PTEN (LOF); Oedwvumnt
CD19; Oeduuymnt CD81; Oedbununt CD20;
Oedvunt CD21; Oedounumnt TACI;
Oednunt peuentopa k BAFF; Jeduuunt
TWEAK;

Oedunumt TRNT1; Oedomnumnt NFKB1;
Oedmunt NFKB2; Oeduumt IKAROS;
Oedunumnt IRF2BP2;

HOedunumt ATPEAP1;

Oedmunt ARHGEF1; dedunumt SH3KBP1
(CIN85); Oedmumt SEC61A1; Oednumnt
RAC2;

Oeduumt maHHo3un-onvrocaxapug
rNoKo3naasbl).

3. BblpaxkeHHoe cHmxeHue IgG n IgA ¢
HOpMarbHbIM/MOBbLILLEHHBLIM YpoBHEM IgM
N HOpMarsnbHbIM KONIMYECTBOM B-KNeTok,
rmnep IgM (dedouumt AID; Oedpmumnt UNG;
Oeduumt INO8O; Oeduunt MSH).

4. NednumnT M30TMNOB, NErKON LLenu nnm
YyHKUMOHanNbHbIE AedekTbl C
HOpMarbHbIM KOSIMYECTBOM
B-numdountos (deneuun n mytauum
Tskenon uenu lg, deduuunt kanna uenu,
M30nmnpoBaHHbIN eduumnt cybknaccos
IgG, Oedwmumt cybknaccos IgG ¢
aeduumtom IgA, CenekTneHbIn aecmnumt
IgA).

Hdedunumnt cneuyndundecknx aHTuTen c
HOpMarbHbIMU YPOBHAMY Ig u
HopMarnbHbIMK B-kneTkamu.
TpaH3uTopHasi runorammarnooynmHemms
MnageH4deckoro Bo3pacta CARD11 GOF.




CenektuBHbI gecumumt IgM

76

KoMGuHMpoBaHHbIe
UMMYyHOAEULINTBI

1. T-B+ Tsxenbiin KOMOUHMPOBAHHbIN
UMMyHoAeUUNT/HEe[OCTaTOYHOCTb
(TKWH) (Aednumt v ¢ (TKWUH, BbI3BaHHbI

aedektom obLien ramma uenu, aepmumt
CD132), Oedumumnt JAKI, Oecumumt
IL7R ¢, Oecpmumnt CD45, Oedmumnt

CD35 , dedbunumt CD3 & , Nedomunt

CDSQ , dednumnt KopoHuHa-1 A, Oedmunt
LAT).

2. T-B- TKMH (Oedmuunt RAG, Oedvuut
DCLRE1C (Aptemuc), deduvunt OHK
PKcs, Oedwvunt Cernunnos/XLF, Oeduunt
OHK nurasel 1V, Jeduuunt ageHosumH
aesamuHasbl (AJA), Jedekt AK2,
Aktusmpytowmn gedpext 8 RAC2).

3. KombuHmpoBaHHbIN
nmmyHoaeduunt/HegoctatodHocTb (KMH),
0bbl4HO MeHee Tsxenbii, yem TKH
(dedoumumt CD40 nuranga (CD154),
Oedunumt CD40, Nedomunt ICOS,
Hedunumnt ICOSL, Oedomumt CD3 v ,
Oedunumt CD8,

Oeduunt ZAP-70 (ZAP70 LOF),
KombuHMpoBaHHbIN nMmyHo4edULNT C
rMNOMOPMHBIMU N aKTUBUPYIOLLMMMU
myTaumamu B ZAP-70, Oeduunt MHC |
knacca), Oecduunt MHC Il knacca, rpynnbl
A, B, C, D, Jedununt IKAROS, Oedunumt
DOCKS, Oeduuut DOCK2, Oednumnt
nonumepassbl, Jedounumt RHOH, Odedunuyunt
STK4, Oedmunt TCR ¢, Oedmunt LCK,
Oeduumt ITK,

Oedvumnt MALT1, Oecomumt CARD11,
Oedmumt BCL10, Oedmumt IL-21,
Oedmumnt IL-21R, Oeduuunt OX40,
Oedunumnt IKBKB, Oedmunt NIK, Jedmunt
RelB, MNannoHepoctaTto4yHocTb RelA
Oedunumt moasmHa, dedunumnt TFRC,
Oeduumt c-Rel, Oedunuut FCHO1).

Mpynna

bonesHu kposy,
KPOBETBOPHbIX
OpraHoB 1 oTAerbHbIe
HapyLueHus,
BOBeKatoLme
WMMYHHbIN MEXaHWU3M

D81
(D81.0 -
D81.9),
D82.0,
D82.1,
D82.8,
G11.3,
Q82.8,
Q93.5,
D89.8




4. KombnHMpoBaHHbIe UMMyHO4EULINTBI
C CMHOpPOMarbHbIMU NPOSIBIEHUSAMU:
MMMyHo4emunTbl C BPOXKAEHHOMN
TpomboLMTONEHNEN:

(Cungpom BuckotTa - Ongpuya (WAS
LOF), Oedowuunt WIP,
Arp2/3-onocpefoBaHHbI edeKT
pa3BeTBNEHUS PUIamMeHTOB);

OedekTbl penapauun OHK
(ATakcua-teneaHrnoaktasund, CuHgpom
HenmereHa, Cungpom bniyma,
MMmyHOaednUnT C LEHTPOMEPHON
HeCTabunbHOCTLIO U NULEBLIMU
aHomanuamu (ICF, tunel 1, 2, 3, 4),
Oedmunt PMS2, Oedpununt RNF168
(Pagno4yBCTBUTENBHOCTD,
UMMyHoaebuuuT, AMCMopdn3M, 3agepkka
nHTennektyanoHoro pa3sntna [RIDDLE]
cvHgpowm), Oedmuut MCM4, Oedmuunt
POLE1 (cybbeavHuua 1 nonvmepassl € )

(cvHpgpowm FILS), Aedpmumnt POLE2
(cybbeguHuua 2 nonmmepasbl € ),

Oednumt nurasel |, Jecpmumnt NSMCES,
ERCC6L2 (aedmumnt Hebo), Oednuut
GINS1); TumMundeckue gedekTbl ¢
OOMONMHUTENbHLIMU BPOXOEHHBIMU
aHomanuamm (Ou Dxopaxn /
BernokapamnodaumnansHblii CUHOPOM,
CuHgpom geneuunn Xxpomocomsl 22911.2
(22911.2DS), Oun Oxopoxw /
BernokapanodaumnansHblii CUHOPOM,
Oedunumt TBX1, CHARGE cnHgpom,
HOedunumnt kpobinaton cnnpanu FOXN1
(atumus), FOXN1 rannoHegocTaToqHOCTb,
CwvHgpom geneunmn xpomocomsl 10p13-p14
(10p13-p14DS), CuHgpom geneumn
xpomMocombl 11q (cnHgpom AkobceHa);
MMMyHO-KOCTHbIE AMcnnasmm
(XpsiweBo-BonocsiHas runonnasus (CHH),
MMMyHo-KOCTHas aucnnasus (CUHAPOM
Wnmke), Oedoununt MYSM1. Oedunuymnt
MOPD1 (cuHapom PondmaHa).




MMmMmyHockeneTHas aucnnasus ¢
aHoManusiMu pas3BUTUSI HEPBHOW CUCTEMbI
(oedomumt EXTL3).
M'mnep-ummyHornodynun E-cuHgpom
(HIES) (AD-HIES) (Oedounumnt STAT3
(cungpom Uoea), dedmumT peuentopa K
IL6, JeduumTt nepeHocuymka curHana IL6
(IL6ST), Aedounumnt ZNF341 AR-HIES,
HOeduumt ERBIN, CvHgpowm Jlonca - uTtua
(oedoumumt TGFBR), CuHgpom Komens -
HeTtepTona, Jedvunt PGM3, Oedunumnt
CARD11 (reteposurora)).
AHrmgpoTmyeckas aktoaepmarbHas
avcnnasus ¢ ummyHogedguuntom (EDA-ID
(EDA-ID, BbizBaHHasa oeduumTom
NEMO/IKBKG (akTogepmanbHas
avcnnasus, ummyHogeduumnt), EDA-ID,
Bbl3BaHHas mytaumen IKBA GOF, EDA-ID,
BbI3BaHHasa myTaumen IKBKB GOF).
HedekTbl kanbuueBbix kaHanos (Jeduunt
ORAI-1, Oecouunt STIM1)

77

[edekT B cucteme
KoMnremeHTa

HacnencTBeHHbIN aHIMOHEBPOTUYECKNI
oTek (aecouuut Cl-nHrnbutopa);
aTUMUYHBIA FTEMOJTUTUKO-YPEMMUYECKUN
cvHapoMm (oedekt dakrtopa B GOF,
aeduunt TpombomoaynnuHa, nepuumnT
MeMOpaHHOro kogakTopHoro 6ernka
(CD46), pedouuut C3 GOF, geduuymnt
dakTopa |, Aecdununt 6enkos, CBA3aHHLIX C
aktopom H); Oecmumt Clg, Deduuunt
C1r, Deduuut C1s, MonHbin gedpmunt C4,
Oedunumnt C2, Oecbmunt C5, Jeduumt C6,
Oedwvunt C7, Oedomumt C8 ¢, Oedmunt
C8 v, Oeduunt C8 i , dedmunt C9,
Oedvunt MASP2, NledunumnT dumkonumHa 3,
Oednumt nHrmbutopa
MembpaHoaTakyroLero KoMmnrnekca
(CD59), Oedwmumt CD55 (6onesHb
CHAPEL) n gpyrve

Npynna

bonesHu kposy,
KPOBETBOPHBIX
OpraHoB M OTAEMNbHbIE
HapyLleHus,
BOBIeKatoLme
WMMYHHbIA MEXaHU3M

D84.1,
D58.8

78

Opyrne yTovyHeHHble
UMMYyHOOEeMUUNTHBIE

HedekTbl perynatopHbix T-knetok (IPEX,
X-cuenmneHHbIn CUHAPOM UMMYHHOM

Mpynna

bonesHu kposw,
KPOBETBOPHbIX

D84.8,
B47.9,




HapyLLeHus

OVNCPErynauum, nNonMaHAoKpUHoONaTum 1
aHTeponaTuu; dedmunt LRBA, GOF
MyTaums B reHe STAT3 u gpyrue);
VMMyHOaedUUNTBI C ayTOMMMYHHBIMA
nposiBNeHnsamn n c/des
numdponponugepaunn (APECED (APS-1),
ayTOMMMYHHas NOMMaHAOKPUHONaTUS ¢
KaHOWOO030M M 3KToAepMaribHON
ouctpodmen, edouvumnt ITC, JAK1 GOF n
Apyrue).

BonesHn nmmyHoaucperynauum ¢
KONMMTOM;

AyTOMMMYHHbIV nMMdonponudepaTnBHbIN
cuHgpom (AIMC, cunapom Kanane -
Cwwura);

MMMyHOaedULNTBI C BOCNPUMMYNBOCTBIO
k BOb 1 numdonponudgepatmBHbIMu
coctosiHusaimu; Oedununt GATAZ;
HedekTbl BpOXXOEHHOrO MMMyHUTETa
(HacnepcTBEHHasi BOCMPUUMYMBOCTL K
MuKobakTepuanbHblM 3a60neBaHNsIM n
Apyrve).

AyToBOoCnanuTenbHble 3aboneesaHns
(MHTepdepoHonaTum 1-ro TMnNa, 4edeKThbl,
3aTparusatoLme MHPIaMMOCOMbl),
deHoKoMMN BpOXKAEHHbIX AeEKTOB
UMMYHHOW CUCTEMbI (aCCOLUNPOBaHHbIE C
COMaTUYECKNMU MyTaLMsAMW,
accoLMMpOBaHHbIE C ayToaHTUTeENamm)

OpraHoB 1 OTAEsbHbIe
HapyLLeHus,
BOBIeKaroLne
UMMYHHbIA MEXaHWU3M

K52.8,
M35.8,
M30.8

79

[pyrune cuHronnuaossbl

BonesHb ®abpwu nnm 6onesHb AHgepcoHa
- ®abpu

Hosonornyeckas goopma

HapyweHunst obmeHa
CcuHronMnNuaos u
apyrve 6onesHu
HaKoMMeHUs NMNUAoB
(E75)

E75.2

80

HacnencrteeHHas
3pUTPONO3THYECKas

nopcvpus

OputponoaTtnyeckas nopdpupusi (bonesHb
loHTepa).

HacnenctBeHHas apuTponoaTuyeckas
nopdupus.

BpoxaeHHast apuTponoaTuyeckas
nopdpupus.

OpuTponoaTtuyeckas npotonopdupus

Mpynna

BonesHn aHOOKPUHHON
CUCTEMBI,
paccTponcTtea
NUTaHWSA U HapyLLUEHUS
obmeHa BellecTB

E80.0




81 | TpomboTtuueckas BonesHb Mowkosuua. Hosonornyeckas gpopma BonesHun M31.1
TpombounToneHn4veckas CuvHgpom MowkoBuua KOCTHO-MbILLEYHOMN
nypnypa cucTembl 1
COeINHUTENbHOWN
TKaHU
82 | Capkonpgos Capkoungo3s nerkmx. Mpynna HoBoobpa3zoBaHus D86
Capkovgo3 numdaTtn4eckux y3nos. (D86,
Capkongo3s nerkmx ¢ capkongosom D86.1 -
nMMdaTUYeCKnX y3roB. D86.3,
Capkomnaos Koxu. D86.8,
Capkonaos gpyrnx yTOYHEHHbIX U D86.9)
KOMOMHMPOBaHHbIX NOKanu3aumn.
CapKkonao3 HeyTOYHEHHbIN
83 | [pyrune HapyLieHus ¢ MonuknoHanbHas pynna BonesHu kposw, D89
BOBNeYeHnemM MMMYHHOrO rmneprammarnobynmHemums. KpPOBETBOPHbIX (D89.0,
MexaHu3ma, He KpvornobynmHemusi. OpraHoB M OTAEMNbHbIE D89.1,
KnaccuduumpoBaHHbIE B MMneprammarno0ynuHemus HapyLleHus, D89.2,
ApYyrux pybpukax HEeYTOYHEHHas!. BOBIeKaroLme D89.8,
[pyrue yTouYHeHHble HapyLleHus ¢ MMMYHHbIA MEXaHU3M D89.9)
BOBIeYeHneM UMMYHHOIro MexaHu3ma, He
KnaccnuumMpoBaHHbIE B APYrMX pyopukax.
HapyweHue, BoBnekawowee MMMYHHbIV
MexaHu3M, HeyTo4YHeHHoe, runep IgD
cvHapom, runep IgM cuHgpom.
KaTacTtpoduyeckuin aHTudoconunuaHbsiii
CUMHOPOM.
TRAPS-cuHgpom.
CuHgpowm Bnay (Blau syndrome)
84 | Opyrue dopmsbl runornukemMmnn | BpoxaeHHbsIn runepuHcynmHu3mM Mpynna BonesHn aHOOKPUHHON E16.1
CUCTEMBI,
paccTponcTea
NUTaHWSA N HapyLLUEeHUS
obmeHa BellecTB
85 |lvMnepnponakTuHemus lMponakTuHoMa (MUKPO- 1 MakKpo-) y AeTen Npynna bonesHn 3HOOKPUHHOM E22.1

CUCTEMBI,
paccTponcTtea
NNTaHNA N HapyLleHuna
obmeHa BellecTB




86 | [dpyrne coctosiHuA MpexpeBpeMeHHasa NonoBas 3penocTb Mpynna BonesHn 3HOOKPUHHON E22.8
runepdyHKuumn runodu3sa. LEeHTpanbHOro NPOUCXOXAEHUS. CUCTEMBI,
MpexgeBpemeHHas nonoBas | foHagoTponvMH3aBMcMMoe paccTpoincTBa
3penocTb LieHTpanbHOro npexaeBpeMeHHoe NofoBoe pa3BuTue - NUTaHUS U HapyLleHus
NPOUCXOXAEHNSA rmnepnpoaykumsa JIIM n oCr obmeHa BellecTB

87 |Mvmnonutyutapmam Mnonutyutapmam. Mpynna BonesHn 3HOOKPUHHON E23.0

MNoroHagoTPONHbLIN MMNOroHagM3m CUCTEMBI,
paccTponcTea
NUTaHMS U HapyLLEeHUs
obmeHa BellecTB
88 |HecaxapHbii anabet BasonpeccunH3aBMCHMMbIN HecaxapHbIn Hosonornyeckasa dopma | bonesHn SHOOKPMHHOM E23.2
nnaber. CUCTEMBbI,
HecaxapHbin gnabeT ueHTpanbHbIv paccTpouncTea
NUTaHMS U HapyLLEeHUS
obMeHa BeLLecTB

89 |BbonesHb VueHko - KywinHra BbonesHb NueHko - KywunHra Hosonornyeckasn cdoopma | bonesHn aHgOKPUHHON E24.0
rmnocgumsapHoro (kopTUKOTPONMHOMA) CUCTEMbI,
NPOUNCXOXAEHUS paccTpomncTea

NUTaHMS U HapyLUEeHUS
obMeHa BeLlecTB

90 |BpoxaeHHble AfnpeHoreHuTanbHbIA CUHOPOM. Npynna bonesHn 3HOOKPUHHOM E25.0
agpeHoreHuTanbHble BpoxaeHHast oucdyHKLMSA Kopbl CUCTEMBI,
HapyLleHuWs, CBA3aHHbIE C Haano4Ye4YHMKOB paccTpoicTBa
aedvumtom hepmeHToB NUTaHUA N HapyLLEeHUA

obMeHa BeLLecTB

91 |lepBu4yHasa HegocTaTovHOCTL | [epBUYHAA HEQOCTATOYHOCTbL KOPbI Hosonornyeckasn cdoopma | bonesHn aHgOKPUHHON E27.1
KOpbl HAANOYEYHUKOB Hagno4e4HnKoB, 6onesHb AgancoHa CUCTEMBI,

paccTponcTea
NUTaHWUSI U HapyLleHus
obmeHa BellecTB

92 |HapyweHusa obmeHa ArnkanToHypus. Mpynna bonesHu 3HOOKPUHHOM E70.2
TUPO3nHa TuposmHemus, Tunol 1, 2, 3 CUCTEMBI,

paccTponcTtea
NUTaHWUSI U HapyLleHus
obmeHa BellecTB
93 | BonesHb "kneHosoro cupona” | bonesHs ¢ 3anaxoM Mo4mM KNEHOBOro Hosonornyeckas dopma | BonesHn a3HOOKPUHHON E71.0




cupona (nenmuuHo3s)

CUCTEMbI,
paccTponcTea
NUTaHUS U HapyLleHus
obmeHa BellecTB

94 | Opyrue Buabl HapyLUEHWI M3oBanepuaHoBasa aungemus Npynna BonesHn 3HOOKPUHHON E71.1
obmeHa aMMHOKUCIIOT C (n3oBanepunaHoBas aungypus). CUCTEMbI,
pas3BeTBEHHOWN LieMNbio MeTunmanoHoBas aumaemmsi paccTpomncTea
(MeTunmManoHoBas aungypus). NUTaHMS U HapyLLEeHUs
MponuoHoBas aungemus (MponNUMoHoBas obmeHa BellecTB
aumnaypms)
95 | HapyweHusa obmeHa xupHbix | AgpeHonenkoguctpodusa (AgancoHa - pynna BonesHn a3HAOKPUHHON E71.3
Kncnot LWnnbaepa) (X-cuenneHHas CUCTEMBI,
agpeHonenkogmctpodus), gedexTol paccTpouncTea
MUTOXOHAPUANbLHOrO 6eTa-oKMCneHns NUTaHMS U HapyLLEeHUS
XMPHbIX KUCIOT: HEAOCTAaTOYHOCTb obMeHa BeLLecTB
cpegHeuenoyeyHon (MCAD),
kopoTkouenoveyHon (SCAD), oueHb
annHHoueno4veyHon (VLCAD)
auun-KoA-gerngporeHasbl XXUPHbIX
KMCNOT, HEAOCTAaTOYHOCTb
AnvHHoueno4YeyHon 3-rmgpokcmnaunn-KoA
aervaporeHasbl XxupHbIx kucnot (LCHAD),
HeAOoCTaTOYHOCTb MUTOXOHAPUANBHOTO
TpudpyHKumMoHanesHoro 6ernka, rnyraposas
aumgypuvs (aungemus), Tmn 2,
HeAOCTaTOYHOCTb KapHUTWH NanbMUTOMNN
TpaHcdepasb! 1,2,
HeJOCTaTOYHOCTb TMOMas3bl, HAPYLLEHNS
obMeHa kapHUTUHa (cuctemHas
HeOCTaTOYHOCTb KapHUTMHA)
96 |HapyweHusa obmeHa fOMOUMCTUHYPUS, HEAOCTaTOYHOCTb Mpynna bonesHu 3HOOKPUHHOM E72.1
cepocofepxallmx CynbUTOKCUAA3bI, HEAOCTAaTOYHOCTb CUCTEMBI,
aMUHOKUCAOT MOonMbaeHOBOro kodhakTopa paccTponcTea
NUTaHWUSI U HapyLleHus
obmeHa BellecTB
97 |HapyweHusa obmeHa nusnHa | [nyTapoBas aungemus (aumgypus), tun 1, Mpynna BonesHn aHOOKPUHHON E72.3

N rmapoKCcunm3nHa

M'MnepnusnHemus

CUCTEMBI,
paccTponcTtea
NNTaHNA N HapyLleHuna




obmeHa BellecTB

98

bonesHun HakonneHus
FMNKOreHa

BonesHb N'mpke (MukoreHos 1a, 16
TMNOB).

BonesHb Momne (rnukoreHos 2-ro Tuna).
BonesHb Kopu - ®opbea (rnmkoreHos 3a,
36 Tunos.).

BonesHb AHgepceHa (rnnkoreHos 4-ro
TMNa).

BonesHb Mak Apans (rmnkoreHo3 5-ro
TMna).

BonesHb Nepca (Xepca), HeQOCTaTOYHOCTb
dhoccopunasbl neveHn (rMUKoreHo3 6-ro
TMna).

BonesHb Taypu (rmmkoreHos, Tun 7).
HepoctaToMHOCTb MMMKOreH CMHTa3bl
neyeHo4Hon (rnukoreHos, Tmn 0),
rnukoreHos, Tvn 9 (a, b, c).

CvHgpom ®aHkoHu - bukkens (rnukoreHos
11-ro Tuna)

Mpynna

bonesHu 3HOOKPUHHOM
CUCTEMBI,
paccTponcTea
NUTaHUsi N HapyLleHust
obmeHa BellecTB

E74.0

99

[pyrne cpuHronmnmaosbl

BonesHb ®abpwu (-AHAEPCOH).

BonesHb Nowe.

BonesHb Kpabbe (rmobomnaHokneTouHas
nenkoancTpogms).

BonesHb HumaHa - MNuka (6onesHb
Humana - MNMuka, Tun C, Tun A/B).
Cungpom dabepa (6bonesHb dapbepa),
MeTtaxpomaTtunyeckasa nenkogncTpodus.
HepocTtaTtouHocTb cynbgdaras
(MHOXecTBeHHasd cyrnbdarasHas
HeOCTaTO4YHOCTb).

BonesHb KaHaBaHa

Mpynna

bonesHn 3HOOKPUHHOM
CUCTEMBI,
paccTponcTtea
NUTaHUst U HapyLleHus
obmeHa BellecTB

E75.2

100

JInnopycunHo3 HenpoHoB

HenpoHanbHbIN LepouaHbIi
nnnogpycumHo3 (NCL, CLN, HUJT), Tunei 1,
2,3,4,5,6,7,8,9, 10.

BbonesHb baTtTeHa.

BonesHb bunbLoBcKkoro - AHCKOro.
BonesHb Kydca.

BonesHb WWnunemenepa - dorra

Mpynna

BonesHn aHOOKPUHHON
CUCTEMBI,
paccTponcTtea
NUTaHWUSI U HapyLleHus
obmeHa BellecTB

E75.4

101

Mykononucaxapugos, tun |

CwHgpowm lNypnep.

Ho3sonornyeckas gpopma

BonesHn aHOOKPUHHON

E76.0




Cungpowm Nypnep - Lene.
Cungpowm Lene

CUCTEMbI,
paccTponcTea
NUTaHUS U HapyLleHus
obmeHa BellecTB

102 | Mykononucaxapvgo3s, Tun |l CuHgpom XaHTepa Hosonornyeckas gopma | bonesHn s3HOOKPUHHON E76.1
CUCTEMBI,
paccTponcTea
NUTaHMS U HapyLLEeHUs
obMeHa BeLlecTB
103 | Opyrve mykononucaxapugosel | Mykononucaxapugos lll (cuHapom Mpynna bonesHn 3HOOKPUHHOM E76.2
CaHcoumnumnno), Tunel A, B, C, D. CUCTEMBI,
Mykononucaxapugos IV (cuHgpom paccTpouncTea
Mopkwmo), Tunel A, B. NUTaHNA N HapyLLeHus
Mykononucaxapugos VI Tuna (cuHgpom obMeHa BeLlecTB
MapoTo - Jlamn).
Mykononucaxapugos, Tun VIl (cuHgpom
Cnas).
Mykononucaxapngos, Tun IX
104 |[OedbexTbl gerpagauum Anbda-maHHO3nA03, 6eTa-MaHHO3UA03, pynna BonesHn aHaoKpUHHON E77.1
rMMKONpoOTENOO0B cvanuaos, ranakrocuanugos, ykosmaos, CUCTEMBI,
acnapTUNINOKO3aMUHypus paccTpouncTea
NUTaHWS U HapyLLEeHUS
obmeHa BellecTB
105 |HapyweHusa obmeHa meam BonesHb MeHkeca (6onesHb KypyaBbIx Mpynna BonesHn aHOOKPUHHON E83.0
BOSOC, "cTanbHbIe" BOMOCHI). CUCTEMDI,
BonesHb BunbcoHa (6onesHb BunbcoHa - paccTponcTtea
KoHoBanoBa, renaTtoneHTUKynspHasi NUTaHWS U HapyLLEeHUS
aereHepaums) obmeHa BellecTB
106 | AmMunonoos CuHgpom Makna - Yannca. Npynna BbonesHn 3HOOKPMHHOM E85.0
XPOHUYECKNIA MageHYEeCKUI CUCTEMBI,
HEPBHO-KOXXHO-aPTUKYISAPHbIA CUHOPOM paccTpouncTBa
NUTaHWSA N HapyLLUEeHUS
obmeHa BellecTB
107 |HapyweHusa obmeHa 6enkoB | Anbda-1l-aHTUTpUNcnHoBas Npynna bonesHn 3HOOKPUHHOM E88.0

nnasmebl, He
KnaccuuunpoBaHHble B
Apyrux pybpukax

HeJoCTaToO4YHOCTb
(HepocTaToyHOCTb anbga-1
aHTUTPUMCKHA)

CUCTEMBI,
paccTponcTtea
NUTaHWSA U HapyLLUEeHUS




obmeHa BellecTB

108 | PaHHAsa Mo3xe4vkoBasi ATtakcua ®pugpenxa Mpynna bonesHu HepBHOM Gl1.1
aTakcums (ayTocomHO-peLieccuBHas). CUCTEMBI
X-cuenneHHas peLieccuBHas
cnvHouepebennsapHas atakcus.
X-cuenneHHble cnnHolepebennsipHble
aTakcumn.
AyTOCOMHO-peLecCuBHbIE
cnvHouepebennsapHblie aTakcuu.
HepocTtaTtoyHoCcTb BUTamMuHa E
HacneacTBeHHas
109 |Mosxe4dkoBas aTtakcus ¢ TeneaHrnaktaTnyeckas atakeus (cuHgpom | Hosonormnyeckas opma BonesHn HepBHON G11.3
HapyweHuem penapauvv OHK | lyn-bap, Nyn-Bapp cungpom, cucTemsbl
aTaKkCUA-TENaHrMO3KTa3mns)
110 |[detckas cnvHanbHas CnnHanbHas mblweyvHas atpodus, | Tmn Ho3sonornyeckas gpopma bonesHu HepBHOM G12.0
MbllweyHasa atpodus, | Tmn (Bepghvra - Mo dpmaHa) cucTembl
(BepaHura - NoddmaHa)
111 | Opyrue HacneacTBeHHbIe Mporpeccupytowmin OynbdapHbIn Nnapanmy Mpynna bonesHu HepBHOM Gl2.1
CMMHarnbHblE MbILLEYHbIE y aeten (®auuo - JloHge). CUCTEMBbI
atpodum CnuHanbHas MbllwedHasa atpodusd
(CnuHanbHas amuoTpodus, Tunel 1, 11, 1):
- hbopma B3pocChbiX;
- petckasi dopma, Tun ll;
- QucTanbHas;
- loHowweckas dopma, Tvn I (Kyrensbepra
- Benangepa);
- lonaTo4Ho-NepoHeansHasa opma
112 |Bones3Hb ABUraTenbHOro BokoBow ammMoTpodmyecknin cknepoas. Npynna bonesHu HepBHOM G12.2
HelpoHa. Mporpeccupytolasi cnuHanbHas CUCTEMBI
CemeiHasi 6onesHb MbileYHas atpodusa
ABUraTensbHOro HempoHa
113 | Opyrue cnuHanbHble BpoxaeHHas nokanbHas ammotpodus Npynna BbonesHn HepBHOM G12.8

MblLLEYHbIe aTpodun 1
POOCTBEHHbIE CUHOPOMbI

MOHOMennYeckas aMMoTpodusl.
CnuHanbHasa MbiwevHasa atpodua enam -
Yokepa.

AHOManus-kaTapakTa

CUCTEMBI




114

BbonesHb MannepBopaeHa -
LUnaTua. NurmeHTHas
nannupapHas gereHepaums

BonesHb MannepsopaeHa - LUnatua.
MurmeHTHaa nannuaapHas gereHepauus.
lMaHTOTEeHaTKMHa3Hasi He4OCTaTOYHOCTb

Hosonornyeckas gopma

BbonesHn HepBHOM
cUcTeMbI

G23.0

115

Opyrue yTouHeHHble
aereHepaTuBHble 6onesHn
HEpPBHOWN CUCTEMDbI

[ereHepaums ceporo BelecTtsa (6onesHb
Anbnepca).

MopocTpas HekpoTUaMpytoLLas
3HuedanonaTusa (bonesHsb Jlewra, 6onesHb
In, 6onesHb Jes)

Mpynna

BbonesHn HepBHOM
cUcTeMbI

G31.8

116

,D,eI'EHepaTVIBHaFI bonesHb
HepBHOI?I CUCTEMBI
HeyTOYHEeHHas

Jlenkoguctpodoum, He
KnaccnduumnpoBaHHbIE B ApYrMX pyopukax,
B TOM Yucre fnerkoaHuedanonaTus ¢
cybkopTMKanbHbIMU KNCTaMW.
INenkoaHuedanonaTmsa ¢ nopaxeHuem
CTBOMa 1 BbICOKMM YPOBHEM fakTaTta npu
MP-cnekTpockonuu

Mpynna

bonesHu HepBHOM
CUCTEMBI

G31.9

117

HacneacTteeHHas MOTOpPHaA n

CeHCOpHada HeBponaTua

BonesHb Lapko - Mapwm - Tytca (6onesHb
LWapko - Mapwu - Tyta), 6onesHb JexepuHa
- CotTa.

HacneactBeHHas MOTOpHas 1 CEHCOpHas
HeBponaTus.

MMnepTpoduryeckasa HeBponatus y AeTen.
lMepoHeanbHas MblleyHasa aTtpodus
(akcoHanbHbIN TUN) (rMNepTpoduyeckunin
T™n).

CuHgpowm Pyccu - IleBu.

BpoxaeHHas HevyBCTBUTENBHOCTb K 60mK
C aHrMapo3om.

HacnepncrteeHHas HenponaTtus
NOABEPXXEHHOCTbIO Napanuyy ot
cAaBneHus

Mpynna

bonesHu HepBHOM
cucTeMbl

G60.0

118

HeBponatusa B coueTaHuu ¢
HacneacTBeHHOW aTakcuemn

HeBponaTtus B coueTaHuu ¢
HacneacTBEHHOW aTtakcuen

Hosonornyeckas gopma

BbonesHn HepBHOM
CUCTEMBI

G60.2

119

MebiweyHasa anctpodus

MbiweyHasa guctpodns BpoXXAEeHHas.
MebiweyHasa guctpodus:

ayTOCOMHas peLeccrBHasi 4eTCKOro Tmna,
HanomuHatowas guctpoduio [oweHHa
unun bekkepa,;

nobpokayecTtBeHHas (bekkepa);

Mpynna

BonesHn HepBHOM
CUCTEMBbI

G71.0




pobpokayecTBeHHas
nionaTo4HO-NepoHearnbHas ¢ paHHUMK
KOHTpakTypamu (Omepu - dpendyca);
avncranbHas;

nreyenonaToyHoO-NULEBas;
KOHEYHOCTHO-MOSCHAaS;

NasHbIX MbILLIL;

rnasornoToyHas (okynodapuHreansHas);
nonato4Ho-manobepuoBasi;
3nokavyecTtBeHHasd (JioweHHa)

120 |BpoxageHHble MvonaTun. BpoxaeHHas MbllevHas anctpodus: Mpynna bonesHu HepBHOM G71.2
BpoxaeHHas MblleyHas co cneumduyeckummn moponormyecknmu cucTemsbl
ancrtpodpus NopaXxeHUsIMM MbILLEYHOrO BOSTOKHA.
BonesHs:
LeHTpanbHoro 84pa;
MUHUSAEpHas;
MynbTUsgepHas.
[uncnponopums TUNOB BOMOKOH.
MwonaTus:
MuoTybynsapHas (LeHTposiaepHas);
HeManuHHasi (bone3Hb HeManmHHOro
Tena)
121 | Mwemwnyeckas 6onesHb [MaumeHTbl C pe3NCTEHTHOCTBLIO K Mpynna BonesHu cucremsl 125.0
cepaua Knonugorpenio KpoBoobGpaLLeHns
122 | Opyrue nHtepctuumanbHble AnbBEONAPHbLIN NIMNONPOTENHO3. Npynna bonesHu opraHoB Jg4.0
neroyHble 6onesHu AnbBeonsapHbIn ochonnnngoas. OblXxaHusi
JleroyHbIn anbBeOnAPHbLIN
dochonnnonpoTenHOa.
JTumpaHrmommomaTos
123 | anonaTuyecknin neroyHbINn Mavonatuyeckuin onbpo3mpyoLLmi Hosonornyeckas gopma bonesHu opraHoB Jga.1
pnbpo3 anbLBeonuT OblxaHns
124 |['emocuaepos nerknx Cungpowm [eneHa - Nennepcreara, Hosonornyeckas gpopma bonesHu opraHoB J84.8
nanonaTuyecKkMn reMocmMaepos nerkmx ObIXaHust
125 |KpoHa 6onesHb KpoHa 6onesHb Hosonornyeckasn cdopma bonesHu opraHoB K50
nuLLeBapeHus
126 | Benok-Tepstowas BTopunyHas akccygaTnBHas aHTeponaTtus dopma BonesHn opraHos K90.4




aHTeponaTus

BCneacTBME aHOManuin numdaTnyeckomn
CUCTEMbI NOCne reMoanHaMn4eCcKkon
koppekuun BINC

nuLieBapeHns

127

Y3enkoBbI nonuapTepumT

Y3enkoBbIn nonuapTepunt

Hosonornyeckast popma

BonesHu
KOCTHO-MbILLIEYHOWN
CUCTEMbI U
coeaMHUTENbHOM
TKaHu

M30.0

128

Mwukpockonuyeckuin
nonuaHrmmT

MwukpocKkonnu4ecknin NosIMaHrmmT

Ho3sonornyeckas goopma

BonesHun
KOCTHO-MbILLIEYHOWN
CcUCTEMbI U
coeaMHUTENbHOM
TKaHuU

M30.6

129

"paHynomaTo3 BereHepa

paHynomaTo3 BereHepa.
paHynemaTtos ¢ NonMaHrmmnTom

Ho3sonornyeckas gpopma

BonesHun
KOCTHO-MbILLIEYHOWN
cucTembl n
coeaMHUTENbHOM
TKaHuU

M31.3

130

CuHapom ayrv aopTsl

CuHgpowm ayru aopTbl (Takascy).
Hecneuunduryecknin aoptoaptepunt

Ho3sonornyeckas cdpopma

BonesHu
KOCTHO-MbILLIEYHOWN
cucTembl n
coeNHUTENbHON
TKaHU

M31.4

131

['MraHTOKNEeTOYHbIV apTepunt

'MraHToKNEeTOUbIN apTeEpPUUT.
TemnopanbHbI apTepUNnT.
BbonesHb XopToHa

Hosonornyeckas dopma

BonesHn
KOCTHO-MbILLIEYHOW
cucTembl n
coeNHUTENbHON
TKaHU

M31.5

132

Jdepmatononummosunt

Oepmatononummosnt

Hosonornyeckas goopma

bonesHu
KOCTHO-MbILLEYHOW
CUCTEMbI U
CoeMHUTENbHOWN
TKaHu

M33

133

CucTemHbIV CKkNepos

CucrtemHbIN cknepos

Ho3sonornyeckas gpopma

bonesHu
KOCTHO-MbILLEYHOWN
CUCTEMbI U

M34 - 34.9




coeagMHUTENbHOM
TKaHU

134

dunbpoancnnasms
occudmumpytoLlas
nporpeccupyoLLas

MapaoccanbHas reTepoTunmnyeckas
occudpmkaums "bonesHb BTOporo ckeneta”

Ho3sonornyeckas gpopma

BonesHun
KOCTHO-MbILLIEYHOWN
CUCTEMbI U
coeaMHUTENbHOM
TKaHu

M61.1

135

[pyron XxpoHn4eckui
OCTEOMUENUT

XPpOHUYECKNA MYNbTU(OKaNbHbIN
octeomunenut (cuHgpoMm Mamxnma)

Ho3sonornyeckas gpopma

BonesHun
KOCTHO-MbILLIEYHOWN
cucTembl n
coeaMHUTENbHOM
TKaHuU

M86.6,
M86.3

136

He3aBepLUeHHbI OCTEOreHes

HecoBepLueHHbIn ocTeoreHes

Mpynna

BpoxaeHHble
aHomanum (MopoKu
pas3BuTuKs),
nedopmauum n
XPOMOCOMHbIE
HapyLLeHus

Q78.0

137

MonnocTtosHas pnbposHas
avcnnasusi

CwvHppom Onbpavita (-Mak-KbtoHa)
(-WTepHbepra)

Hosonornyeckas gpopma

BpoxaeHHble
aHomanum (MopoKu
passuTus),
nedopmMauum n
XPOMOCOMHbIE
HapyLLeHus

Q78.1

138

MeTadmnaapHas gucnnasus

CuHgpowm lManna

Ho3sonornyeckas gpopma

BpoxaeHHble
aHomanum (Mopoku
passuTus),
nedopmMauum n
XPOMOCOMHbIE
HapyLleHus

Q785

139

CwuHpgpom 3nepca - faHno

Cungpom dnepca - [laHnoca

Mpynna

BpoxaeHHble
aHomarnum (Mopokm
pasBuTus),
nedopmauum n
XPOMOCOMHbIE
HapyLLeHus

Q79.6




140

Henpodubpomaros | Tnna

Henpodunbpomartos | Tuna

Hosonornyeckas gopma

BpoxaeHHbie
aHomanum (NMopoku
pa3BuTUs),
aedopmauum n
XPOMOCOMHbIE
HapyLleHus

Q85.0

141

TyGepo3sHbii cknepo3s

TyBGepo3HbI CKNepos.
BonesHb BypHeBunns

Hosonornyeckas gopma

BpoxaeHHbie
aHomanuum (Nopoku
pa3BuTunS),
aedopmauum n
XPOMOCOMHbIE
HapyLleHus

Q85.1

142

Cungpowm KnanHdensTtepa

CwvHppom KnanHdenbTepa

pynna

BpoxaeHHble
aHomanuu (MopoKm
pa3BnTuns),
nedopmauum n
XPOMOCOMHbIe
HapyLleHns

Q98.0

143

Cungpowm Lepeluesckoro -
TepHepa

CwvHgpom TepHepa.
MoHocomus no X-xpomocome

pynna

BpoxaeHHble
aHomanuu (MopoKm
pa3BuTuns),
aedopmauuu un
XPOMOCOMHbIe
HapyLleHns

Q96.0




