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Beenenue

HefiTponieHnn — KIMHHUKO-JIa0OpaTOPHBIM (EHOMEH, IOCTaTOYHO YacTo
BCTPEYAIOIIUICS B MpPaKTHKe IETCKOTO PEBMATOJIOra, KOTOPKLIM MOXET BBI3BATh
Cepbe3HEbIe, B T.4. KU3HEYTPOXKAIOIIKE OCTIOXHEHHS U CYIIECTBEHHO OrpaHUINBATh
IPOBOAUMYIO Teparo. [Ipupoia HeHTpOoeHNK pa3Hoo0pas3Ha, U KaXK(bIi CiryJa
ee BBISBICHMSA HY)XIAeTcs B IPOBEIEHWH THIATEeNbHON AudGhepeHInaIbHOM
IUArHOCTUKU ¥ Iu((epeHInpOBaHHOIO BeJeHHUs OOIBHOIO B 3aBHCHMOCTH OT
STHOJIOTHH HEWTpOoneHWH. B cTaTbe MpEACTaBIEHEl aHHBIE JIUTEPATypHl C
aKIIEHTOM Ha Ipo0JeMy IPHOOPETeHHON M30IMPOBAaHHON HEWTPOIEHHMHU Yy HETEH,
BCTpeUaroleiicss B MpakTUKe IeAuaTpa-peBMaroiora Kak Iph MEPBHYHOM
ofpallleHHH, Tak ¥ BBUIBISIEMOM Ha (QOHE MEIUKaMEHTO3HOW Tepaluy,
IPOBOAMMOM IO TMOBOAY KaKoro-nubo 3a0ojeBaHHs pPEBMATOIOTHYESCKOrO

TpOQUIISL.



HeiiTponennsi (TpaHyJOIUTONEHNS), KaK IeMaTOJIOTHYECKOE COCTOSHUE,
HanboJiee XapaKTepHa IJIsl IETCKOro Bo3pacTa. HeWTporeHudyeckue CI/IH,HPOMBI y
JIeTell IMaTOTeHEeTHYEeCKU SIBJISIOTCA CIEACTBHEM HAapyIIEHHs MHEIO0I0o33a B
KOCTHOM MO3T€, B psle CIIydaeB CBS3aHHBIM C TE€HETUYECKHUMH Je(eKTaMHu,
CIIEICTBHEM IIpollecca IepepaclpeeieHnsl HeUTpoQUIoB B IPUCTEHOYHOM M
IIUPKYTUPYIOIEM KJIETOUHOM ITyJie U IOBBIIIEHHON NeCTPYKIMEN IPAHYIIOIUTOB B
nepudepruuecKon KPOBH.

HefiTporieHu# OTHOCSTCS K YacTBIM I'€MAaTOJIOTMYECKHM CHHApPOMaM Yy
neret. OHM MOTYT IIPOTEKaTh Ha (POHE HOPMAIBHOI'O COAEPKAHMS JIEUKOIUTOB B
neprdeprudecKoi KpoBH, 1100 Ha (HOHE JIEHKOIIEHUH.

B HOpMe coiepikaHue JEHKOLUTOB y JIeTel PaHHETo BO3pacTa BapbUPYET B
npenenax 10 x 10° /11, mocye 3x JeT — 7 X 10° /m.

HeliTponeHrs  QWArHOCTUPYETCS IPHU  CHIDKEHHM  HEHTPOQHIBHBEIX
rpaHynonuToB 10 1000/MKI 1 HIDKe y TPYyAHBIX dered u g0 1500/MKiI u HuKe y
nereit crapmre 1 roma. Ilpomyknws HEHUTpOMMIBHBIX JIEWKOLMTOB, KaK U BCEX
OCTABHBIX KJIETOK KpPOBH, HIET B KOCTHOM Mo3re. Mopdonornuecku
PAcCIIO3HABAEMBIM IIPEAIIECTBEHHUKOM IPaHyIOMUTOB CIyKHT MUETI00IAcT, YHUCIIO
KOTOPBIX B MHeJOrpaMMe B HOpMe MeHee 5 %. Bce KIeTKH IpaHyJIOUHUTapHOTO
psga B MUeNOrpaMMe INeIATCs Ha IIponudepupyrommui Imyn (Muenobractsl,
IPOMHUENOIWTEl, MHENOMUTEI) W  CO3peBAOMA MMyl  (METaMHEIOLMTEL
[AJIOYKOSIIEPHBIE U CETMEHTOSIePHbIE HEUTPODUIIEI).

AGCOIOTHOE YHCIIO HERTPOPHIIOB!

e 1 mec— 10 et menee 1,0 x 10°/n
e (Crapme 10 ner meree 1,5 x 10°/n
ATpaHyIoIuTo3 — Yucio HelTpodunos MeHee 0,5 X 10°/m

Knaccnd)mcauml 10 CTCIIECHH THMXECTH:

e Jl€rxas HEUTPOIECHHS: 1,5-1,0X109/H, y mmagmumx geredt 1,0-0,7 x
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e (CpemHel TSKECTH: 1,0-0,5x109/n, [IOCTOSIHHAsA, ¢ SIM304aMu Oojee
rIy0OKOr0 — arpaHyJjolUTo3a, aHeMEs, BO3MOXEH TpPOMOOIMTO3, YacThle
[IOBTOPHBIE BOCIHAIMTENbHBIE 3a00JeBaHWs, CTOMATUTHI, THHIUBUTHEL (0e3
HEKpPO30B);

o Tsxé€mas HEUTPOICHUS: MEHee 0,5x10°/n  wnm 0,5-1,0x10°/1, ¢
JUIATEIBHON JTMXOPAAKOX U HEKPOTUYECKMMHU OvaraMH BOCIAJICHMS WX KIHHHKA
CpenHeTsHKENOM (OPMBL, HO C YIIOPHBIM arpaHyJIoLHUTo30M — Oonee 1 MecsIa.

OcHOBHBIE MIPUYHHBI HEHTPONEH U

e Undexkunonnele  3aboneBaHuA:  OaKTepHalbHBIE,  BHPYCHEIE,
PUKKETCHO3HBIE, IPOTO30MHEIE;
e Bce BBl reHEpaTH30BaHHBIX HHOEKIHH Y 0ClIa0ICHHBIX NAllUEHTOB,
HOBOPOXIEHHBIX;
e Xwumuueckue U Qu3mdecKkue GaKkTopsl;
e Hekoropele reMaTojioOTHUecKe 3a00IeBaHuUs: CHIKEHUE MPOAYKIIUU
Wn HedGPEKTUBHBIA MPaHyJIOLUTOII033;
e IlaTonoruyeckde COCTOSHHS C  IOBBIMIEHHOM  JIECTPYKLHEH
HeliTpoduioB: cuHapoM runepcmiennsma, CKB, remonuanus u 1p.;
e Kaxexcus pa3nudHON IIPUPOMIEL,
e AHaQMIAKTHYECKHUH IIIOK U PAHHKE PEaKIWU Ha TyKEePOAHBIH OENIOK.
ComeprkaHrie B MHEIOTpaMMe KaXKIOM KIETOYHOH IOITyJIAIMK BO3PACTaeT
10 MEpe CO3PEBAHUSA ¥ MaKCHMAaJIbHO B Hel IIpe/ICTaBlIeHB! NalodKosaepHble (16-
23 %) u cermenTosmepusie (17-20 %) HelTpodunel. 3penble HEHTPOGUIEI
HaxoOsATcd B KOCTHOM Mo3re orT 67 mo 102 gacoB, B cpegHeM 76 4acoB, U HX
xonuuecTBo B 20-50 pa3 Gosnbine, ueM B HepubepUIecKol KPOBH. ODTO BaXKHBIH
pe3epB HEUTPOPUIBHEIX TPAHYJIOLUTOB, KOTOPbIE BEIXOIAT Ha IEPUPEPHIO TIPH UX
HOTpeOHOCTH, WHOTAA B OONBIIMX KOIMYecTBax (Ipu OaKTepHaIbHBIX
uHbekmax). B mepudeprdeckoil KpoBU HEUTPODHUIBHEIE JEHKOUTHI HAXOMATCS
OT HECKOJBKHX MHHYT IO 6 94acoB WM Aajiee yXONAT B TKaHH, I/le W BBITOJHSIOT

CBOIO OCHOBHYIO (DYHKIIMIO: 3aIlIUTy OpraHH3Ma OT OaKTepHalbHEIX U IPUOKOBBIX
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uHbeKIMA myTeM QaroruTosa. [locie 3aBepIeHns (GaronuTo3a HEUTPODUIBHEIE
JNeWKoIMTEl mormbaror u  Merabommsmpyrores. B cocymucToM  pycie
HeUTpOGHUIbHEIE TPaHYJIONWTHl OENSTCS Ha J[Ba Iyla: LUPKYIUPYOUMH H
MapTUHAIBHBIHA, B KOTOPBIX COIEPXKHUTCS ONMHAKOBOE KOJIUYECTBO KIETOK M 3TO
KOHTPOJIHPYETCs BEr€TaTUBHOU HEPBHOM CHCTEMOIA.

IIpu BaroToHWH (AUETHJIXONWH) YBEIMYMBAETCS MAPIUHAIBHBIA IIyII
HEeUTPOGHIIOB, & P CUMIIATUKOTOHUY (apeHAINH) — HUPKYIUPYIOIIHA.

[Ipu 3abope KamWUIAPHOW KPOBM Ha AaHAIU3 MBI  HCCIEOAyeM
IUPKYIUPYIONNE mya HehTpopuiaoB. HeHTpomeHwr MOTyT pa3BHUBATBCS B
pe3yJbTare CHIKEHHS UX IPOLYKIIMY KOCTHBIM MO3IOM, JIKOO IIyTe€M paspylIeHus
Ha nepubepru, THOO IMyTeM IepepaclpefeleHds B LUPKYJIAIHM 3a CUET POCTa
MapruHaJIBHOIO ITyJIa.

MexaHH3MbI pa3BHTHS HEHTPONICHUH

1. Heiirporienun,  OOYyCIIOBJIIEHHBIE  YMEHBIIEHHEM  MPOXYKIHH
HEUTpPOQUIIOB B KOCTHOM Mo3sre. Pa3BuTHe HX CBfI3aHO IIPEXIE BCEro C
HapylieHneM mpoiudepanuy, AUGOEPEHIMPOBKH U CO3PEBAHMS CTBOJOBBIX
IeMOIIO3TUYECKHX KJIETOK (IIPH MHETOTOKCHYECKOM U HMMYHHOM BO3JIEHCTBHU
PA3NMYHEIX TOKCHYECKMX BEIeCTB M JIEKAPCTBEHHBIX IPENApaToB), B CIydasx
BBITIA/IeHUS CTUMYIMpYIOIEN TuhdepeHIMPOBKY CTBOJIOBBIX KIETOK QyHKmu T-
nUMGOIMTOB, a TaKKe TPH «BHYTPEHHEM» Je(eKTe KIETOK-IPENIIECTBEHHUII
IPaHyJIOLUTONO03a - MOTEPE CIOCOOHOCTH MX K IMGPEpPEHIUPOBKE B KIETKH
HeHTPOQUILHOTO psAfa TMpUA COXpaHsIomleiics CIIOCOOHOCTH K HOPMabHOM
nuddepeHIUpOBKe B 503MHOGIIBHBIE, 6a30HUIBHEIE H MOHOLUTApHEIE KieTKH. K
CHIKCHUIO KOCTHOMO3IOBOM MPOAYKIMH HEUTPOMHIOB IPUBOLAT TaKxkKe
yMEHBIIIEH e IUIaljapMa IPpaHyI0IMTOI033a U3-3a BBITECHEHHS TEMOIIO3THIECKIX
KJIETOK OITyXOJIEBEIMH KIJIETKaM¥ IIpH JieWKo3aX U KaplIUHO3aX (MeTacra3ax paka B
KOCTHBIH  MO3T), Je(@UUUT pasIudHbIX  BEIIECTB, HEOOXOMUMBIX  JUIA
nponudeparnuy, JudGepeHIUpOBKA ¥ CO3PEBaHI KPOBETBOPHBIX KIIETOK (OemKH,

AMHHOKWCIIOTHI, BUTAaMUHEI B12, donueBas KucioTa U 1p.), HATOJOTHs KIETOK,



06pasyromux reMornosTuyeckre hakTopsl pocta U uTokuHEl (M- KC®, I'-KCO,
NJI-3, M-KC® u nip.), 4 pal ApyrUux IpHYIHH.

2. Hetitporienun, 0OyCIOBIIEHHBIE  HMHTEHCHBHBIM  Pa3pylICHHEM
HelTpohwmioB. PaspymeHrne HEHTPOQUIOB MOXET MPOUCXOAUTH IMOJ BIUSHUEM
QHTUTEN THUNA JIEWKO- arTIIOTHHHHOB, KOTOpbIe 00pasyloTCs IpPH IEPeTMBaHHH
kpoBu (0COOEHHO JIEHKOIMTApHOM Macchkl), IOX BIHSHHEM HEKOTOPBIX
JIEKapCTBEHHBIX  MpernapaToB,  SBIMIOMIUXCA  ajUlepreHaMu- — TalTeHaMH
(cynbhaHuIaMuIE], aMATONUPUH U Ip.), TIPU 3a00JIeBaHKAX, COMPOBOKIAOIINXCS
yBEIIMYEHMEM KOJMYECTBa LUPKYIUPYIOUMX B KPOBH HMMMYHHBIX KOMIIIEKCOB
(ayTOMMMyHHBIe 3a0oneBaHusl, JTHMGOMEI, OIyXONH, JEHKO3bl M [p.), IpH
NEeMCTBAM TOKCHUECKHX (AKTOPOB HH(M)EKIHOHHOTO IIPOMCXOKAEHHS (TsDKENBIE
HH EKIMOHHEIE 3a60JIeBaHs, OOIINPHBIE BOCIIATHTENBHBIE IIPOLIECCHL).

3. Heiirpomenuss MOXeT pa3BUBaThCA BCJIEACTBHE IOBBIIICHHOIO
paspylIeHns HeMTPOGUIIOB B Cele3eHKe NPH 3a00JIEBAHUSAX, CONPOBOXKIAIOMINXCS
TUIEPCIUIEHN3MOM  (KOJUIareHOo3bl, LUPPO3 II€UCHH, TEMONIUTHYECKas aHeMUs,
6onmesupr dentu u gap.). HelTpomenws, CBsA3aHHAs C IEpepacnpeeICHUCM
HeHTpo(QHIOB BHYTpH cocymucToro pycna. Habmromaercs mpH IIOKE, HEBPO3aX,
OCTpOM MaJIsipH ¥ HEKOTOPHIX IPYTMX COCTOSHHUSX B Pe3ylbTaTe CKOIICHUSA
KJIETOK B PAaCIIMPEHHEIX KaIlWLIIpax OpraHoB-fAeno (JIETKHe, eYeHb, KAIIEYHHK).
[NepepacnpeenuTenbHas HEUTPOIEHMS MMEET BPEMEHHBIM XapaKTep H, Kak
IIPAaBHJIO, CMEHSIETCS JIEHKOLIMTO30M.

V neteil HEHTPOIIEHUH NENAT HA HACHIEICTBEHHEIE ¥ MPHOOpETEHHEIE.

HaciencrseHHble HEMTPONCHUHN:

o Cungpom KoctMmaHHa,

o CeMeitnas 1oOpokadecTBEHHAs HEHTPOIICHIS,

o Iukmudeckast HEUTPOIICHUS,

® CHHIPOM «JICHUBBIX JTEHKOLUTOB) UITH MHEIOKAXEKCHS.

Cunopom Kocmmanna.



Brepsrie omucan B 1956 r. R. Kostmann y 14 gerei, poauTenn KOTOPBIX
COCTOSUIM B KPOBHOM POZCTBE. Bce 3TH neTu ymepnu 10 roja oT 6aKTepHalbHBIX
nHbeknuit, Ty HacTeM0BaHUI — ayTOCOMHOpeIecCUBHBIN. [1o3xke OBLIN ONUCAHE]
criopagudeckue Cioydad, y HEKOTOPBIX M3 HHMX BBIABJI€HAa MyTalus I€Ha,
OTBETCTBEHHOT'O 38 CUHTE3 3JIaCTa3bl HEUTPOMUIIOB.

ITposiBIIsieTCS B TIEPBBIE MECSILIBI JKM3HU TSDKEIBIMUA OaKTepHANbHBEIMU M
THOMHBIMA  HHOEKIWsMH. Y  DAIWEeHTOB  YMEHBIIEHHE  KOJHUYECTBa
HEHTPODUIBHEIX JIEHKOIUTOB B KPOBH MHOTZA COIIPOBOXKAACTCSA 303MHODUINEN U
MOHOLIMTO30M, B pe€3yJbTaTe 4Yero oollee KOJIUYIECTBO JIEHKOIUTOB OCTAeTCs B
npezenax HOpMBL. [Ipy IHCTONOTMYECKOM HCCIIENOBAaHUU KOCTHOTO MO3Ta MOXHO
3aMETUTh HE3HAYUTEIBHYIO TUIOIUIA3UI0 MHEJIOUIHOM TKAHH, «CIBHUI BJICBO»
IPaHyJIOIUTAPHOTO POCTKA B Ppe3yJbTaTe 3aIepXXKKH CO3pEeBaHWsS Ha YpPOBHE
IIPOMHUENONUTOB W MHEJIONUTOB, YBCIMYCHHE KOJNUYECTBA J03MHOQMIIBLHBIX
IPaHyJIONUTOB. B Ma3kaXx KOCTHOI'O MO3ra BCTPEYAIOTCA  XapaKTepHBIC
IBYXbsIepHbIE MPOMHUENOUTE 60IbIIOro pasMepa. JleWkuMouaHas peakius Ha
(hoHe TsKeION THOMHOW MH(EKIIUH MOXKET COIPOBOXAATECS KPaTKOBPEMEHHBIM
TTOSIBJIEHMEM B MUEJIOMIHOM TKAHH 3peNbIX HeHTP(GUIBEHBIX TPAHyJIOLHUTOB.

B nepudeprdeckoif KpoBH — HEHTpOIeHHs Ha (QOHE BHIPAKEHHOM
JTelKome . AOGCOMOTHOE KOJIMYECTBO HEHTpOQUIBHBIX JeikonuToB — 200-
300/MKJI, MOHOIIMTO3, 303uHOGUINI. KiIWHWYECKM ¢ IEpBBIX MECSIEB JXKH3HU
IIOSIBJIIIOTCS.  CTOMATHUTEI, THHTHUBUTHI, OTHUTHI, IIOBTOPSAOIIHECS ITHEBMOHHUH,
CEIICHC.

B neueHHH peKOMEHAyETCs MOXU3HEHHO HCIIOIL30BaTh IPaHyJIOIUTApHEIC
xonoHrecTUMyupyroire Gpakropsl ([KCD): duarpactum (HEHIIOreH) B 103€ 6-
100 MKI/Kr B CyTKH, MOAKOXHO. O¢deKkT mo3o3aBucMblid. CyTodyHas [103a
HomOupaeTcs WHAMBHIyalbHO, Ha KOTOPOH KOIMYECTBO HEHTPOGHUIBHBIX
rpanynonuToB Oymer Bbimre 1000/Mki; JleHorpacTum (rpanouur) B pose 1-10
MKI/KT' B CyTKH, MakcuMaiibHO 40 MKI/KT B CyTKHU. IIpu Hanw4wu MyTaluy reHa,

KOIMPYIOIIEro CHHTe3 3acTasbl, Jedenne I KCD He mokazaHo.



IIpu pesucmenmnocmu k I'KCD umeem cmblcn notimu Ha nepecaoxy
CIMBON0BbIX KNEMOK.

[lpy Hanwuuy OakTepuaibHBIX WHOEKIUH HE0OXOOMMO Ha3HAYCHHE
AaHTAOMOTHUKOB IIMPOKOTO CIIEKTpA.

Cemelinasa 000poKkauecmeeHHas Helmponenus

Bnepseie omucana B 1939 r. H. Huber m B 1941 r. M. Gansslen.
AyTOCOMHOJJOMUHAHTHBII THUII HaCJIeJOBaHUs. XapakTepu3yeTcs
I0GpOKaYeCTBEHHLIM TeueHrneM. bakTepuanpHble HHOEKIUK IPOTEKaroT B Ooiee
nerkoii Qopme, uem mpu cuHIpoMe KocTmMaHHa M He COMPOBOXKAAFOTCH
JEeTAJLHOCTEIO. B ocHOBe 3a0ojieBaHUS JIEXKUT HApylIeHHe CO3PEBaHUs
HEeHTPO(QHUIBHEIX PAHYIOLNTOB B KOCTHOM MO3T€ Ha CTaJHH METaMUETIOUUTOB. B
eprdepruueckoil KpOBU JIEWKONEHWs, AOCTHraromas uHorga 1,5 x 109 /n u
HeHTpoIeH:s, MOXeT ObITh MoOHOIHTO3. C BO3pPacTOM YHCIO HEHTPODHUIOB
TOBBIIAETCS. B KIMHMKE DPEIKHE CTOMATUTHI, THHTUBHUTHI, PELUIUBHPYIOLIHMA
dypyHKyNIe3 u apyrde MHGEKIHH, TpeOylomue aHTHOAaKTepHalbHON Tepanuu. B
nedenun I KC® »>tu net He HyxkparoTcs. VICKirodeHHe COCTaBIAET IOSBIICHHUE
TSKEJIBIX UH(EKINHA.

I[uknuueckan Helmponenus

Brepsrle omucana B 1910 r. M. Leale y pebGeHka ¢ penuIUBUPYIOIINM
dypynkyiaezom. Yacrora curgpoma 12 Ha 100000 nacenenus. Tu Hacne10BaHUA
— ayTOCOMHODEIIECCHBHEIA. B OCHOBE OOJE3HM JIEKHUT HapylIeHHe DPeryaliy
IPaHyIIOKUTON0338, UMEEeTCS MyTalks TeHa, KOAWUPYIOLIEro CHHTE3 371acTasbl
HEHTPOGUIIOB.

KnuaudecKkye TIPOSBICHUS CBOAATCA K PETYISIPHO IMOBTOPSIOIIEMYCA
arpaHyJIOIUTO3y C MHTEPBAJIOM Hallle B 3 HeslelId, HO MOXKeT 1 depe3 30-45 nHeH.
Bo BpeMs arpaHyJIOIUTO3a MTOSBIIAIOTCA JIUX0paIKa, CTOMaTUT, THHIMBHUT, aHIMHa,
abcrecchl B JIETKHX, CEICHC, YBEJIHYMBAIOTCS JUMGpaTHYECKHe Yy3IIbl B
[TOTUETFOCTHON U IIeWHOM obmacTsax. B mepubeprdeckoil KpOBH B 3TOT IEPUON

HaBTIONAIOTCS JIEMKOIEeHNS, eqMHIYHEIE HEATPOGMIIEI, MOHOIIUTO3, 303UHOQUITHSL.
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B MuenorpaMme OTCYTCTBYIOT 3pejble HEHTPOGMIBI, YBEIHYCHO UUCIO
MOHOITUTOB, 303MHO(MIOB. KouuecTBO HEUTPODUIOB HAUMHAET CHIKATHCS 32 13
IHel 0 KIMHWYECKHX MpOosSBIeHUMN. B 3TOT mepuon B MUEIOUIIHON TKaHU MOXXHO
OOHApyKATh  YMEHBIIEHHE  KOIMYECTBA  KJIETOK -  IPEAIIECTBCHHHKOB
IPaHyJIOLUTONOd3d, BIUIOTH JO OTCYTCTBHs, CBS3aHHO® C aloNTO30M H
OTCYTCTBHEM KIETOYHBIX s/€p. ATPaHyIONHUTO3 JepXHUTca 35 mHed. 3aTeM
paspylleHre TpaHyJIOLWTOB B KOCTHOM MO3Te IIpeKpaiiaeTcs, LIHUTOILIa3Ma
Makpo(haros HamoOJNHAETCS OONOMKaMH KIETOYHBIX sAiep, Npoiudepamus u
COo3peBaHMe TPAHYJIOLKWTOB BOBpamaercs K Hopme. Ilocne dWero mOeT pocT
HEHATPOGHIHHBIX JTEUKOLIUTOB.

Taxoit HefiTpodmameldk MOTYT COIpOBOXIAThCsA: OonmesHs  Kpowa,
AHKHIIO3UPYIOIAN CIOHIMIAT, MHENONPOIH(EpaTHBHEIE 3a00€eBaHUs, OCTPEIE
auM(dOGIacTHEIE JIEUKO3EL.

Jleuenue: 3a 23 OHS IO pa3BUTHUS arpaHyJIONKUTO3a PEKOMEHAYETCsS BBOJUTE
I'KC® no HOpManusaluy aHain3a neprudepudeckoli kposu. Kpome Toro, BO
BpeMsl arpaHyJiolnTo3a HeoOXoAuMma aHTHOaKTepuanbHas TepamHs M, B O4YCHB
TSDKEIIBIX CIIydasx, BBeleHHe UMMYHOITI00yIMHa BHY TPUBEHHO.

Cunopom «/Ienusvix neiikoyumos» («Lazyleukocyte» syndrome)

TlepBoe OIMCaHHe CHHApOMA NpHHAMUICKHUT Zulzer B 1964 1. 3aGonesanue
HacJeIyeTcss ayTOCOMHOPEIHCCHBHO. B ocHoBe 3aboieBanuss — HapyIIeHHE
XeMOTaKcHuca HeHTpo(uIoB M3-32 OedeKTa KIeTOYHOH MeMOpaHbl (IaToNOrHs
Genka). Kpome TOro, B KOCTHOM MO3Te TIOBBINIAETCS amonTo3 KiIeToK. B
MHENIOrpaMMe HalJFolaeTcs THIIEPKIETOYHOCTh BCEX JJICMEHTOB, B TOM YHCIE
3pesiblX TPaHYJIONMTOB, HO OHH HE BBIXOJAT B TEPU(PEPUICCKYIO KPOBH H33a
YTHETeHHS XEMOTAKCHCa. B CBSI3M C 3TUM Ha Nepu(depry BEIIBILIOT JIEHKONCHHUIO
U HEUTPOIICHUIO B COYETaHUHU C MOHOIIUTO30M M 503uHOGWINEH. B KIMHHKE
Ha6IFOMaloTCs YacTble MH(PEKIHMH BEPXHHUX [BIXATEIbHBIX IIyTe€H, CTOMAaTUTHI,
['MHTHMBWTHI, THEBMOHUH y)Xe Ha mepBoM rony xusHH. Ha dome GakrepraibHBIX

MHOEKIUN IOSBIsIeTcs HEHTPODUILHBIN JTEeHKOIUTO3, KOTOpBIA depe3 23 IHA
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cMeHsieTcs  JieliKomeHWi. AKTWUBHAs  Tepamnus IPOBOAMICA B  IEPUOL
GaKTepHANbHEIX WHQEKIMI aHTHOMOTHKAMH IIUPOKOTO CIEKTpa. B TsmKenbIx
cinydasx ucrois3yroT [ KCO.

HDHO6DGT€HHBIG HEUTPOIICHUN:

o MMMyHHBIE HEUTPOIIEHHH.
J JlobpokadecTBeHHAS TEHKOIICHNUS.
HUmmyHnbvle HellmponeHuu

Cpenn TIpHOGpETEHHBIX HeMTpOIeHHH IpeobnafaloT UMMYHHBIE (DOPMEL
OCOOEHHO y JleTel MepBBIX 2X JIeT JKHM3HW. DBHIIEIsoT TpaHCUMMYHHEIE,
QJIONMMYHHBIE ¥ ayTOMMMYHHBIE (opMBl. IlepBble n1Be GOpMBI HAONIOAAIOTCS Y
HOBOPOXKJIEHHBIX. TpaHCHMMYyHHBIE HEHTPOIIEHMH DPAa3BHBAIOTCS B TeX CIydasdX,
KOrma OepeMeHHas CTpajaeT ayTOMMMYHHOM HeHTpomeHued. AHTHTENa K
Helitpopuiaam orHocaTes K kimaccy JgG. OHM TpOXOAAT dHepes IUIALICHTY U
ocemaloT Ha HeHrpoduiax IUiofa, IPUBOAL UX K rudenu. [Ipyn ayutoMmMMyHHBIX
BapHAaHTaX AaHTUTEHBl HEHTPOMUIBHBIX JIEHKOIMTOB MarTepd U IUIoJa He
coBmajaloT. Ilpy MOMamgaHu¥ JIeWKOIUTOB IUIOAAa B MATEPUHCKUM KPOBOTOK
BEIpaOATHIBAIOTCS. AHTUTENa K HHUM, KOTODBIE IIEPEXOIT K INIOAY, BBI3BIBASA
HelTponenuto. YacToTa aJNIONMMMYHHEIX HEUTPOTIEHUH Y HOBOPOXKICHHBIX — 2 Ha
1000 >XMBOPOXXIEHHBIX. B JIeUeHWH OHH He HYXIAOTCs. BBI3NOpOBIECHHE IIpH
STHX JBYX BapHaHTaX HacTylaeT dyepe3 3-4 Mecslra.

AyrouMMyHHBIE ~ (GOPMBL  MOTYT  IIPOBOLIMPOBATHCS ~ BUPYCHBIMH
MHOEKIMIMHE, IIPHEMOM MEIMKaMEHTOB (Cynb(haHMIaMHUMbI, aAHTHOMOTHKH,
HeCTepOUHEIE POTHBOBOCIIATNTEIbHEIE MIPEMapaTsl Ip.), PeXe — BaKIUHAIMCH.
[lo TedeHWIO OHM MAeNATCS Ha OCTpble (m0 4-X MecsileB) M XPOHHUYECKHE
(HediTpomeHus nepxurcst Gosee 4-x MecsneB). OCTpbI arpaHyJIOIMHTO3 Yalle
pasBUBaeTCA y [eTedl CTapIlero BO3pacTa, CONMPOBOXAACTCS —JIMXOPaIKoH,
HEKpPOTHYECKON aHTMHOW, CTOMATHTOM, THHIMBATOM, ITHEBMOHMEH, CEIICHCOM.
MuenorpaMMa Tpd STOM COOTBETCTBYET HOpME, a B IeprU(epUYecKOl KpOBH

BEIpaKeHa HelTporenus (Menee 500 KeTOK B 1 MKI), IPH 3TOM ol1iee 4uUCIO

11



TeUKOIIUTOB MOXET OBITh B HOpPME 3a CuUeT JIUMQOIUTOB, OTMEYAeTCs
[UIa3MaTU3alMs [IOCIENHUX. XPOHHYECKAE HEHTPONICHNH Jallle ObIBAIOT JIETKUMU
1 He TpeOyroT jedyenns. [Ipy CpemHETSIKENbIX U TSKENBIX HEWTPOIEHUAX (UUCIIO
genTpoduios or 1500 mo 500 kierok B 1 MKJI) BO3HHKAIOT OaKTepHAlbHBIE
WHGEKINK,  CBOMCTBEHHBIE  JNeQUIUTY  HEHTPOQHIBHEIX  I'PaHYIOLHUTOB.
JIMarsocTrKa HIMMYHHBIX (GOpM HEHTpOIIeHUH 0a3upyeTcs Ha BEIABICHUH aHTHTEI
K HeUTpoduiam.

Jledenue: TpW OCTPHIX AarpaHyJlOLWTO3aX HA3HAYAIOTCS aHTHOMOTHKH
IIEPOKOIO CIEKTPa JAeHCTBHUS, IMMYyHOIIOOYIMHEI BHYTPHBEHHO B KYPCOBOMH /103¢
1,5-2 r/kr. Ilpy XpOHHYECKHUX CPETHETSDKENBIX M THKENBIX (opMax HasHa4vaeTcs
TIPeIHU30JI0H B f03€e 2-5 Mr/kT B cyTKH U IKC®. Ilpu 6axTepranbHbX HHOEKIHIX
HeoOX0IUMO HazHA4YeHHe aHTUOMOTHKOB ¥ UIMMYHOITIOOYTHHOB.

Jobpokauecmeennas netikonenusa (Leucopenia innocens)

Dra QopMa JEWKONEHWH OTHOCHTCA K  IepepachpeienuTeIbHbIM
JIEMKOIIEHUSIM B CBSI3U C YBEIWYEHHUEM MapIMHAIBHOIO ITyJia JIEHKOIUTOB 3a CYCT
nupKynupymommero. Yamie BeTpedaeTcs y JHI Ha (GoHe mpeobiamaHus BIUSHH
napacUMIIaTHIeCKOW WHHEpPBAaIUHY, B IIOJb3Y YEr0 CBHAETEIBCTBYIOT TCHICHIUSA K
GpaJuKapIVH, apTepHalbHAs TUIOTOHWS, CTOMKHH KpacHBIH JepMorpagusm.
Hepenko OHa IWATHOCTUPYETCS y CIIOPTCMEHOB. B IeoM m0OpoKavecTBEHHAs
netikonenus peructpupyetcs y 20-120 genosek Ha 1000. Ona He compoBOXKIaeTCs
pa3BUTHEM OaKTepUaNbHBIX HHGEKUUH M SBIAETCS CIy4alHOM HAXOAKOU IIpH
MCCIIe/[OBAHUHU aHaM3a Mepu(epudecKoil KpoBU. B MuenorpaMme OTKIOHEHHUS OT
HOpPMEBI He HalironaroTcst. B KpoBH oTMeuaroTcs neikonenus (2.0-3.6 X 10°/1) n
geiitporrenns  (900-1800 xmeroxk B 1 Mkm). MHorma dYwcio JIGHKOIWTOB
HOpMAaIlbHOE, & HeUTPO(UIbHBIE TPaHyIOHUTEl CHIDKEHBI 10 1500 kreTok B 1 MKIL

JIns [WarHOCTHKKM JOOpPOKAUeCTBEHHOM HEUTPONEHHM  HCIIONIB3YeTCs
anpeHanuHOBas mpoba (mpoba Frey). Ilepen mposeneHneM MpoObI HCCIELyeTCs
eprdeprteckas KpOBb U, €CIH MMEeTCsl HeHTPOIIeH:s, BBOAAT MOAKoxHO 0,1 %

pacTBOp aigpeHanWHa B BO3pacTHOM moze. UYepes 30 MuHYT HcclIenyeTcd
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neprdepryeckas KpoBb U, ¢ HHTepBaioM B 30 MUHYT, eIle IBaXIbl IPOBOIUTCS
HoJcUeT JIEHKOIUTOB U HedTpodhmioB. [Ipu 1oOpokadecTBEHHONW HEUTPOIICHUH Ha
BBeleHHE aJpeHalrHa 4Yucio HedTpodmioB ysemuuuBaercs Ha 50-350 % mo
CPaBHEHHUIO C MCXOAHBIME Idpamu. Uepes 2-3 yaca KOJUYECTBO JICUKOIUTOB H
HeRTPOGHIIOB BO3BpAIaeTCs K IIPEXKHUM HUPpaM.

HeiiTponeHusi IpH COMAaTHYECKHX 3200/1eBaHUSIX

Heo6xoquMo ITOMHHTB, 9TO, IIOMHMO HACIENCTBEHHBIX U MMMYHHBIX, TaK
Ha3bIBAEMBIX IIEPBUUYHEIX (OpPM, HEHUTpONeHUs HaAOMoLaeTCs IPH MHOTHX
coMmarnueckux  3aboyieBaHUAX. B YaCTHOCTH, 3TO 00s13aTeTbHBIN
reMaTOJIOTHYECKHN CHHIPOM IIPH OCTPOM JIEHKO3€, allaCTUYECKON aHeMWH H
MUEJIOAXACIUIACTHYECKOM CHHIPOME; YacTO BCTpedaeTcs IIPH CUCTEMHOM KPacHOU
BOJITYAHKE ¥ APYTUX OOJIE3HAX COCIUHUTEIBHON TKaHH.

[lepBUUHBIE IMMYHOJAC(QUIUTHBIE COCTOSHMS TAKKe HEPEIKO IIPOTEKAIOT C
Hefitporieruedt  (Gomesns — Bpyroma, cuemneHHas ¢ X-XpOMOCOMOW,
IUCTaMMAario0yIMHEMH s, PETUKYJIAPHBIA HUCTeHe3, THUIIOIUIasHs JUMGpOHTHOMN
TKaHH U JIp.)

CruleHOreHHEIE HEHTpPONEHWH HaOMIONAIOTCS IpU  CIICHOMETAJIHH,
00YyCJI0BICHHOH MOPTATHHON TUIepTEH3UEH.

Ilpu cuampome [llsaxmana, HapsaLy C HEUTPOIEHHEH, HMEIOT MECTO
KHCTO3HEIM (GuOp0o3 IOMKETyIOYHOM JXene3bl ¢ HapylIeHHEM €€ JK30KPHHHOU
(QyHKIME, [a@apesi, OTCTaBaHME B (U3MYECKOM pa3BUTHH, MeTadu3apHas
XOHIPOAUCILIIA3HSL.

Tsokenas alMMeHTapHas JUCTPOQHS TaKKe MOXKET COINPOBOXKIATHCH
HeiiTporienued. [lpueM NIHUTOCTaTUUECKMX IIPENApaToB HEPEOKO TPUBOAUT K
Pa3BUTHIO MHEJOTOKCHUECKOH Jeliko- u HelTpomeHun. Bce Ha3BaHHEIC
3a00€eBaHdsg KMMEIOT CBOIO KIMHUYECKYIO KapTHHY, CBOM JHArHOCTUYCCKUE
KPUTEPHH, IO3BOJISIOINNAE OTJIMYUTH HMX OT IEHETHYECKHM IETEPMHHHUPOBAHHBIX
TIepPBUYHBIX HEWTPOIEHUH, UIsi KOTOPBIX XapaKTepPHB! TsKEble OaKkTepuabHbIC

I/IH(I)GKIII/II/I ¢ 00s13aTeJIbHEIM BOBJICUEHUEM B IIponecc CIU3UCThIX pOTOBOﬁ IIOJIOCTH
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(cToMaTHTBl, TWHTUBUTHI) W THUIWYHBIE W3MEHEHUS B MHeEJIOrpaMMme U
nepuQeprudecKoil KPOBH.
Cxema oOciegoBaHus AeTel ¢ HeHTponeHuen

e (COop anaMHe3a: HaW4INe y peOEHKA U B CEMbE ONIOPTYHUCTUYECKUX
WHGEKIWH, YCIOBHS BO3HMKHOBEHMS M JAWHAMHUKA HEHTPOICHHM, HAJIMYHE
HEUTpOTIEHUH y JpyruX UIEHOB CEMBH, a TaKXKE€ CIIy4aeB CMEPTU HETEH «OT
uHbeKIuiy, Hamuude y peOEHKAa IOPOKOB pAa3BUTHS, MAaNbIX aHOMAJUH,
OTCTaBaHUs (PU3NYECKOTO PA3BUTHS;

e KimHHYecKnil aHaIM3 KPOBH C OMpeielieHHeM dYucia TPOMOOIMTOB
(TutazMatugecKue KieTku!);

e AmHaiu3 KpoBHU Ha B/KJI. Bo30ynurtenu, B ToMm uucie BOb, LIMB u np.
(MDA, ITLIP), rematutsl, BUY, mapBoBupyc;

e Amnanus TP apyrux cpen (ciitoHa, CMBIB U3 HOCOTJTIOTKHY U IIp. );

e DBuoxummyeckuii an.kpoBH (mokasarenu akruBHOCTH, AJIT, ACT);

e Kposp Ha nMmyHOITOOYMUHE! A.M.G * Y3 OpromHo# IOJOCTH U

APYTUX OTACIIOB — II0 ITOKa3aHUAM;

e KOHCynbTallMd  CHENUAIKNCTOB:  KJIMHHYECKOTO  HMMMYHOJOra,
reMaroiiora, HHGEKIHOHWCTa, HeBpojora (IeTd [0 roja) M OPYyrMxX — IIO0
TTOKa3aHUSM;

e [Ipoure uccienoBaHUs 110 WHAUBUIYAIbHBIM IIOKa3aHMSIM: KPOBb Ha
aHTHTENa K JIEMKOIMTaM, MHeJorpaMMma, paclIMpeHHOe HMMYHOJOTHYECKOe
o6clleloBaHre — OIpEeNieHHe CyOmomy sl HEeHTpoQUIoB U ITHMQOIMTOB,
(QYHKIMOHAILHOM aKTUBHOCTH HEUTPO(UIOB, TeHETHYeckoe 00Cie0BaHue:
BBIABIICHME MyTalwii, Hanmuaue MyTtanuu reHa [-KC® ykasbiBaeT Ha pPHCK
3]I0Ka4eCTBEHHOT0 3a00IeBaHHUs.

Jleuenue HeHdTpONIEeHHH

e BasucHoe, Hecrmenupuueckoe (AHTHOMOTHKH, IPOTUBOMHUKPOOHEIE

cpencta, uHTepdepons)) u  cmenupuyeckoe (KCD,  BBICOKONO3HBIE

ummyHoro6ynuasl, TKM);
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e IlaToreHeTHUECKOE W CUMIITOMATHYECKOE.
Iamozenemuueckan mepanus 6poHcOEHHbHIX HelmMponeHui
o ['paHynonuTapHEIi KomoHMecTUMyIHpytomuil dakrop — I[-KCO
eMMHCTBEHHOE JOCTYIHOe 95G(EeKTHBHOE CpPEeICTBO B JI€YeHHee TDKEIBIX
BPOXISHHBIX GopM: uacpacmum, nenozpacmum. 10-15% GONBHBIX He
OTBEYAIOT Ha 3Ty TEPaIIUIO;
e TKM — MuenoTpaHCIUIaHTaLMA.

[aToreHeTueckas Tepamus IPUOOPETEHHBIX HEUTPOIICHUH.
BEICOKONO3HBIM  BHYTPMBEHHBIH  HWMMYHOIVIOOYNHMH: IIyTh  BBEICHHS  —
BHYTpUBEHHO-KamenbHEI. Jlosa pasosas — lr/kr. Jlo3a Kypcosas 2-3 I/KT B
TeyeHue 2-5 qHei. [[nmuTenbHOCTh BBéHGHI/Iﬂ — 100 mr/kr B "ac.

« [TpemeuKamus — O6BIYHO HE TpeOyeTcs, HO M0 MOKa3aHUsIM B/B BBCJICHHUE
TIpeHN3070Ha 1MI/KT. DddeKT — IOBHIIICHAE HEHTPOPHIOB OTMEeYaeTCs Yepe3 48
yacoB M mocTuraeT Makcumyma kK 7-10 gmro. Ilpm oTcyTcTBHH 3(dexTa
ucnons3oBanue mpemaparos [-KCO.

TToxazanus k nmpumeneeno BBUI

e 3aperecTpupoBaHHble okazauus B PO, crpanax Espocoroza u CILA:
3aMECTUTENbHAS Tepamus, B TOM YHCIe IpHA HepBHYHBIX M Bropuunsix WJIC;
TsOKENBIe OakTepralbHbIe MHPEKIIUH, CEIICHC,

e Paspemiensl mpu psifie ayTOMMMYHHBEIX 3a00JieBaHWW B KadecTBe
umMyHoMoxystsTopoB: UTII, XporudecKas TOJHHERPOIATHS U IP;

e [lpuMeHeHHe T[O T[OKa3aHWAM 3a MpeNeNaMd  HHCTPYKIME:
370KauecTBeHHbIe HOBoOOpaszoBanus ¢ nedunutoM AT, sHTepomatum ¢ moteper
6enka, IpodHUIAKTAKA HHPEKIMI IPH MHUESIOMHOM GOJIe3HH, 0)KOrOBO# OoJe3HH,
ayTOMMMYHHEIE aHemus, HelftporeHus, HeoHaranbHas TIIII, remopparndeckui
Backymut, CKB, I'YC u np.

ITpotuBonokaszanus Kk BBUI'

o [loBEIIIEHHAS YYBCTBUTEIHHOCTD K TI00O0MY KOMIIOHEHTY MperapaTa;

e JloBBIlICHHAA YYyBCTBUTCIILHOCTD K I/IMMYHOI‘J'IO6YJII/IHY YCJIIOBECKA,
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e Jlebuuut IMMyHOTTIOOyIHA Ki1acca A;
e ['paHyJIOLUTAPHBIN KOJTOHHECTHMyNUpyoommi Gakrop — I'-KCO.

TTokazanaus K UCcnoib30Banuio U jgeueHnio ['-KCD

e AracTuueckas aHEMMUS,;

o Tspxérple BpOXKIEHHBIE HEUTPOIIEHNUH;

e HeliTpomeHus mociie MUETOTOKCHIECKON XUMHUOTEPAIINH;,

e lIMMyHHBIE HEHTpOTICHUH (TKENBIE);

e TpaHCIUIAHTALHS FEMOIIOITUIECKIX KIETOK H KOCTHOTO MO3ra (Iociie
TpaHCIUTAHTAIIHH);

e MoGwn3amus TeMOIIO3THYECKUX IIPEIIECTBEHHUKOB Yy JOHOpa IIpH
nogroroBke K TpaHcmiaHtanuu N.B! TIpemapatsr I'-KC® moryr GwiTh
HCIIOIB30BAHLl C IIEPBOTO MeCsIa XU3HH, B TOM YHCJIE Yy HEIOHOIICHHBIX, IO
TIOKa3aHUsIM [IPX BPOXKIEHHBIX opMax, HHOITA — IOXH3HEHHO,

e [ IIOKOKOPTHKOUABI B CPEIHUX U BEICOKHX J103aX.

AnTnbakTepuaabHas TEpanus

e TIpodmiakTHyecKoe Ha3HAUYCHHE — Tepalus BbIOOpa. AMIMIMIINH B
mo3e 50 MI/KT B CyTKH WM IUMPOQIOKcanyvH 15 MI/KI B CyTKH Ha BECh IICPHOA
CYIIIeCTBOBaHUS HEHTPOIIECHIH;

o IIpuMeHeHHe aHTHOMOTHKA II0 IOKa3aHMAM. I['eMaToiormIecKue
OCJIOKHEHM IIPH HUCIIOIH30BAaHNN aHTUOMOTHUKOB 10 TAHHBIM Pa3lWYHBEIX aBTOPOB
cocraBimsaroT 0,03-1% oT uyMcna HOeTed, MONy4arollux J3TOT BUA JICUCHHUA

(0.Y.Crerrox ¢ coas, 2011)

16



3aki0ueHue

HefiTporienust 9acto BcTpedaeTcss B IpakTUKe TI'eMaTojiora/OHKolora H
ompenenseTcs Kak CHIKEeHHe abcomroTHOro komumdectsa HelTpoduino (AKH) B
nepudeprdeckoit kposu Meree 1,0 x 109 /i y neteit no romga u meree 1,5 x 109 /n
y Gomee cTapiIux MalrueHTOoB.

BrIessiroT BpoXKIeHHBIE (TeHeTUYeCKU 00yCIOBIEHHBIE) U IPUOOPETEHHbIE
HeliTporienuu.  besycnmoBHO, TpHOOpeTeHHBIE  HEUTPOIEHWH  COCTABILIIOT
OONMBIMMHCTBO U TpeOyioT  auddepeHIIHaIBHOI0  OHATHOCTHYECKOTO U
TEPaneBTUYECKOT0 TI0IX0Ia.

Bce reMaTo10ri/0HKOJIOTH XOPOIIO 3HAKOMBI ¢ MHAYLIUPOBAHHOM aria3ueit
KpoBeTBOpeHHUI. OmHAKO OOCYXJeHHE IIOAXONOB K HEWTPOIIEHHH BCIEACTBUE
alTa3ud KpPOBETBOpPeHHS Ha (oHE XUMHUOTEpaluH, TIOocie TpaHCIUIaHTAlluu
cTBOJIOBEIX remartomosTudeckux kieTtok (TI'CK) u mpu BpOXIAEHHBIX U
MPHOOPETEHHBIX AIUTACTUICCKMX COCTOSHHUSX BBIXOJUT 3a pPaMKU JaHHOU
MyOJTUKAIIH.

HawnbGonee wactas npudymHa BO3HUKHOBEHHUS HEUTPOIEHMM B JETCKOM
BO3pacTe — 3To ocTphle nHMekmuu. [IpakTruecku mobas BUpyCHAs U HEKOTOpEIE
BUNBI OaKkTepUaNbHBIX WHGEKIMH MOTYT COMPOBOXIATHCA TPaH3UTOPHBIM
CHIKEHHEM KOJIMYecTBa HEUTpoDHIoB B mepudepruieckon Kposn. Hetitponienus B
TaKUX CIIyJasX KyIHpPyeTCs CaMOCTOSTEBHO IO Mepe BBI3JIOPOBIICHHS OT ITHX

3a00JIeBaHUH U ITPaKTUIE€CKHW HUKOT'ZIa HE COIIPOBOKIACTCSA OCIIOXKHCHUAMMU.
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